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Cnucok coKpauieHui:

BBD — BpokaeHHBIN OyJII€3HBIN SMHIEPMOIIN3

BO3 — BcemupHas opranuzanus 31paBOOXpAHECHHUS

JBD — nuctpoduueckas popma BpOKIESHHOTO OYJIE3HOTO MUAECPMOIHN3a HITH
mucTpoduueckuii OyIIe3HbIN SMHUIEPMOIIN3

KKT — ey JOYHO-KHILIEYHbIA TPAKT

NAK — umMmmyHO(]IIOOpECLIEHTHOE aHTUTEHHOE KapTUPOBAHKE

NMT — unaekc maccsl Tena

JITIBII - JInunmonpoTrenapl BBICOKOW INIOTHOCTU

JIITHIT - JIunonpoTenibl HU3KOM MJIOTHOCTH

JIITY - JleueOHO-TIpOUIAKTUIECKUE YUPEKIACHUS

MIIK — muHepanbHas IJIOTHOCTh KOCTHOM TKaHH

HUWH — HayuyHO uccnenoBaTenbCKUii HHCTUTYT

HMMULI 3n0poBbs nerert — HanmoHanbHBIM MEAUIMHCKAN UCCIIEA0BATEIBCKUM LIEHTP
310POBBS JETEH

[TA — numeBas anneprus

[1BD — npoctas popma BpOKICHHOTO OYJLIE3HOTO MUISPMOIINA3A UIH IIPOCTOM
OyJUIE3HBIN SMUAECPMOIIU3

[IK — nepcoHanbHbIl KOMIIBIOTED

[IIIIT — makeT NpUKIAIHBIX IPOIPAMM

[HIIT — nnomans NOBEPXHOCTH TEJIA

P/IBD — penieccuBHbIi qucTpoduueckuil Oyuie3Hbld SOUACPMOIN3

P® — Poccuiickas denepanus

CTT - CoMatoTpOonHbIiA TOPMOH

TTI" - TupeoTpoOnHbIli TOPMOH

TOM — TpaHCMHUCCHOHHAS AJIEKTPOHHAS MUKPOCKOIIHUS

BAZ — z-score uHAEKC MacChI Tela/BO3pacT

BEBS (The Birmingham Epidermolysis Bullosa Severity score) — bBupmunremckuit
MHEKC TSKECTH OyJUIE3HOrO SMUAEPMOIN3a

COL17Al — xonnarex 17 tuma

COLYA — konnareH 7 Tuma

DSP - necmorutakua

HAZ - z-score nqynna Tena (pocTt)/Bo3pact

KRT14 — xepatun 14 tumna

KRTS — kepatun 5 tuna

Me — meaunana

N —00beM BBIOOPKH (YHCI0 00CTIET0BaHHBIX J1€TEH)

PLEC - muiekTun

TGM5 — tpancriyTamuHasa 5

THINC - Tool to Help Identify Nutritional Compromise Nutritional Compromise —
IIKaJIa OLIEHKU HyTPUTUBHBIX PUCKOB

WAZ - z-score macca Tena/Bo3pacT

Z-o1ieHKa (z-SCOre) - OTKJIOHEHHWE 3HAYCHU I MHIMBH/YaIbHOTO MIOKA3aTelIs OT
CPEIHETO 3HAYCHUS ISl JAHHOW MOIYJISILHUN, JEJIEHHOE Ha CTAHAAPTHOE OTKJIOHEHHE
CPEIHETO 3HAUYCHUS



BBEJIEHUE
AKTYaJIbHOCTH NIPO0OJIEMBI.

Bpoxnennsii OymiesHslid snuaepmonns (BBD) — sto rpymma penkux
(opdaHHBIX) HACIEACTBEHHBIX 3a00JIEBaHUM, XapaKTEPU3YIOIIMXCS HAPYIICHUEM
MEXKJIETOUHBIX CBA3€H B DSNUAEPMUCE WIM SHUAEPMaAIbHO-AEPMaIbHOM
COEIUHEHHH, MPUBOAAIIMM K 0Opa30BaHUIO Iy3bIpel HA KOXKE W/WIIM CIU3UCTBIX
000JI0YKaX JIake MPU He3HAUYUTEIHFHOM MX TpaBMHpOBaHUU [54]. [lnst Oymne3noro
AUACPMOJIN3a XAPAKTEPHO HAYAJIO C POKIACHUS WIM IIEPBBIX MECSLEB >KU3HHU,

HCTIPCPBIBHOC TCUCHUC C YaCTbIMU O6OCTpeHI/I$IMI/I.

[losiBneHue my3bipeld OOYCJIOBJICHO HApYyUIEHHWEM COCAMHEHHUS Oa3aibHBIX
KEPAaTUHOIIUTOB C PACIOJIOKEHHOM 10T HUMH 0a3aibHOM MeMOpaHoU U nepmoil. B
OCHOBE ITOr0 TpoIllecca JICKUT T'eHETUUYECKU TePeKT OgHOTO U3 OENKOB KOXKH,

IMPUHUMAIOIIHUX YI4aCTHUC B IIPHUKPCIJICHUHN SIIMACPMHUCA K JICPMC.

Jlnarno3 BpOXKJ€HHOT0 OyJUIE3HOI0 MUAEPMOJIM3a paHee yCTaHABIUBAJICS Ha
OCHOBAaHUU KJIMHUKO-aHAMHECTUYECKUX JaHHBIX: BO3HUKHOBEHHE ITy3bIPHBIX
BBICHITIAHUI WJIM CKJIOHHOCTh K UX TMOSBJICHUIO C POXKICHUS, B MJIAJICHYECKOM WJITN
paHHEM JeTCKOM BO3pacTe, 4Yallle BO3HUKAIOIIMX TOCJe HEe3HAYUTEIbHBIX
bu3MYeCcKuX, XUMUYECKUX BO3JEHUCTBMIA, a Takxke crnoHTaHHo. OpHako B
COBPEMEHHOW MpaKTUKE JMAarHOCTHKA 3TOro 3a00JIeBaHUSI HE OTPAHUYMBACTCS
YCTAHOBJICHHEM TPYIIIIOBOrO JHArHo3a BPOXKJACHHOTO OyJIE3HOTO SIUICPMOIIN3a,

a Tpe0yeT yTOUHEHHUSI OTIPEICIICHHON KIIMHUYECKON (hOpMBbI OOJIE3HH.

3a0oyieBaHNE BCTpEYaeTCsl KAaK CpeAu JEeTed, TaKk M CpPeaud B3pOCIOro
HacereHus.  bonabliMHCTBO — 3a00J€BaHUMN  ATOW  TpyHmnbl  OPUBOJUT K
MHBAJIMIM3AIUN OONBHBIX U COKPAICHUIO MPOAOIKUTEIBHOCTH KU3HU: B pAHHEM
JIETCKOM BO3pacTe€ 3a CYET CENTUYECKUX OCJIOKHEHUH M JAUCTPOPUYECKHU-
MeTabOIMYECKUX PACCTPOMCTB, a Y B3POCIIbIX 3a CUET MOBBIIICHUE PUCKA PA3BUTHUS

HWHBA3HWBHBIX 3JI0KA4YC€CCTBCHHBIX HOBOO6paBOBaHHﬁ KOXH.



B Hacrosiiiee BpeMsi METO/IOB MATOT€HETUYECKOTO JICUEHUS! BPOMKIECHHOTO
OyJUIe3HOrO JBNUAEPMOJM3a HE cylecTByeT. Bce BpaueOHbIE MEpONPUATHS
SBJISIOTCS MAJUTMATUBHBIMU M OTPAHUYMBAECTCS CUMIITOMATUHYECKUMHU MOAX0aMU K
JICYEHUIO U YXOAy 3a nanueHToM. OCHOBHAs 1[Eb JeYeHUs O0IbHBIX BPOKICHHBIM
OyJ/UIe3HBIM JMNUACPMOJIM30M HalpaBieHa Ha 3aXHUBJICHHE OOpa3yIoLUuXCs

9PO3UBHO-A3BCHHBIX HOpa)KeHI/Iﬁ KOXH.

BposxneHHbIi OyJIe3HbIN AMUASpMOIN3 KilacCcuuimpyeTcss Ha 4 OCHOBHBIX

dopmsl [54].
1. IIpocToit BpoKJIEHHBIN OYJUIE3HBIN MUIEPMOIIN3
2. IlorpaHnyHbIi BpOXKACHHBIA OYyJIJIE3HBIN 3MUACPMOIH3
3. ductpoduueckuii BpoxKACHHBINA OYyJIIIC3HBIN MHACPMOIIHN3
4. Cunapom Kungmep

Knunnueckass kapTuHa  3a00J€BaHMsl  OTIMYAETCA  MOJIUMOPPHU3MOM
KJIMHUYECKUX MPOSIBICHUA U MYJIBTUCUCTEMHOCTBIO MTOPAXKEHHSI C BOBICUECHUEM B
MATOJIOTUYECKU TPOIECC pPAa3IMYHBIX OpPraHoB U cucteM. K OCHOBHBIM
KJIMHUYECKUM TPOSBICHUSM pPA3IUyHbIX (opM OyJIJIe3HOrO  3MIHAEPMOJIU3a
OTHOCSITCSI TIOSIBIICHUE ITy3bIPEeW W/WIIH dPO3UM Ha KOXKE M CIM3UCTHIX 000JI0YKaX.
Onurenuzanus 3pO3UBHBIX Je(EKTOB MpU pa3IWyHbIX (QopMax 3a0oeBaHUs
mpoucxomutr ¢ QgopmupoBaHueM  pyOnoBoil = TkaHu.  KoHTpakTyphl,
TICEBAOCHHIAKTHIINY U OTCYTCTBUE HOTTEH — CHEIM(PUIECKIE MPOSIBICHUS THKEII0
NPOTEKAINNX KIMHUYCCKUX (Gopm 3aboneBanus [54]. Ognum u3 Hambosee
YacThIX OCJIOkKHEHU BBD SABIAIOTCA MOpa)keHUs KENyAOYHO-KHUILIEYHOrO TPAaKTa
(KKT): cnusucToii 000709YKH MOJIOCTH PTa, MIOTKH, THIIEBOA U MPSMON KHIIIKH,
KOTOpOE 3aBepliaeTcss pyOIeBaHMEM C 3apalleHUueM BO PTY BECTHOYISPHBIX
CKJIaIOK, yTpaTol y37€YeK, aHKWIOTJIOCCHUEH, 3aTpyJHEHHEM TJOTaHus,
dbopMupOBaHHEM  CTPUKTYp NHIIEBOJA, SMU30JaMH  Aucparuu, TacTpo-

a30(¢areaabHOro peduIroKCca, ITOCTOSIHHBIMU 3anopamu [52]



N3-3a HEBO3MOXHOCTH TUTHEHUYECKOW 00paboTKH 3y0OB (B CBS3H C JIETKOM
PAaHUMOCTBIO  CIIM3UCTOW  000J04YKHM) cpenu OoapHBIX ¢ BBD  mmpoko
pacmpocTpaHeHO TOopakeHHe 3yOHOH TKaHM B BHUJAE Kapueca, 4YTO JellaeT
HEBO3MOXXHBIM  aJIeKBaTHOE  MEpEeXEeBbIBAHME  MUIIM U yCyryouser

racTPOIHTEPOJIOHUECKHE ITPodIeMsl. [52, 53].

B 3aBUCHMOCTH OT TSXKECTM KIMHUYECKHUX MPOSBICHUM TOW WJIM WHOHU
KIIMHAYECKONW (OPMBI BPOXKICHHOTO OYyJIJIC3HOTO JMUACPMOIN3a, y OOJBHBIX
MMEIOTCS MPU3HAKU Pa3IMUYHON CTEIICHU BBIPAKEHHOCTH OEJTKOBO-IHEPreTHYECKOM

HEOOCTAaTOYHOCTH.

Ycunenuslii kataboiu3Mm Ha (OHE MHOKECTBEHHBIX W/HWIM JJIUTEIBHO
HE3KUBAIOIIUX 3PO3UH, Yepe3 KOTOPhIE TEPSETCS OOJIBIIOE KOJIMYECTBO CEPO3HOM
KUJKOCTH (MHOTJA KpPOBH), CONPOBOXKIAETCA TMOTEeped U pacmagoMm Oelika,
YBEIMYECHUEM TEIUIOOTAaud. 3a4acTylo MPUCOECAUHSIETCS BTOPUYHAS HHQEKIHS,
4YTO BCE BMECTE NMPUBOJUT K YBEIUYCHHUIO MOTPEOHOCTH OpraHu3Ma B Oe€like U

HHEPIUU.

CreneHp HapylmleHHs NUTAaHHWS W HENOCTATOK B OCHOBHBIX HYTPHEHTaxX W
DHEPrMM  NPSIMO  TNPONOPLUOHAIBHBI  TspDkecth BbD  m  mpossisrorces
IIPEUMYLIECTBEHHO IIPU PACHPOCTPAHEHHBIX MOPAKEHUAX KOXKHOIO IIOKpOBA H
CIM3UCTBIX oOOosouek. K KIMHWYECKHM ONaronpusiTHO MPOTEKAIOUUM U
OTHOCHUTEJIBHO JIETKMM MOPAKEHUAM KOXHOTO TTOKPOBa OTHOCATCA mpocTas popma
OyJIe3HOTO AMUAEpMOiIn3a U cuHapoM KuHiep, uMeronme MeHee BhIPaKEHHYIO
OEJIKOBO-IHEPreTUYECKYI0 HeaocTaToyHoCTh. Hanbonee TsoxensiMu (popmamu
3a00yieBaHUsl W3 TPYMINbl BPOXKACHHOrO OYJUIE3HOTO 3MHUAEPMOIN3A SBIAIOTCS
aucTpopuueckuii - M TOTPaHWUYHBIA  OYJJIE3HBIA  SIUJAEPMOIIU3,  KOTOPHIC
COMPOBOXKAAIOTCS  TSKEJIOW  OEIKOBO-3HEPreTHUECKOM HEIOCTATOYHOCTBIO U
HapyILIeHHEM HYTPUTHBHOTO CTaTyca, YTO SIBISETCS JOMOJHUTEIbHBIM (HaKTOpOM,
KOTOpBI HEraTMBHO BIUSET Ha POCT, pa3BUTHE peOEHKa, a TakKe MOKET

crocoOCTBOBAThL OoJIce TAKEIIOMY TCUCHHUIO OCHOBHOI'O 3a00JICBaHHS.



CoBpeMeHHbIE  CMECH  JUIi  DHTEPAJbHOTO  NHUTAaHUS  MOMOTArOT
ONTUMHU3HUPOBATh TaKUE TOKAa3aTeNIM KauyecTBa XU3HU mManueHToB ¢ BBD, kak,
JocTaToyHasi npuOaBKa B BECe M POCTE, YIJYUIICHHE 3a)KUBJICHUS JpO3UN U
YCTOMYMBOCTh MX K HH(UIMPOBAHMIO, OOECIIEYUTH CBOEBPEMEHHOE IOJIOBOE
co3peBanue. HecMoTpsi Ha ycwiMsl JUETOJIOTOB ONTHUMHU3UPOBATh HYTPUTHBHBIM
CTaTyC MalMeHTa, €CTh pAJl MEePBOOYEPEIHBIX MPUYUH, MPENITCTBYIOMIMX
JOOUTHCS aJIEKBAaTHOTO OTBETa HA CBOEBpPEMEHHOE JieueOHoe muTanue. K Takum
NPUYMHAM OTHOCAT: HEJOCTATOYHBIA YXOJ 3a KOXeEH, MOJIOCThI0 pTa (Kapuo3Hoe
MOpaXeHHE, MAPOJJOHTHUT), PA3INIHBIC TTOPAKCHHS )KETYTOYHO-KUIIIEYHOTO TPAKTa
(my3bIpU 3pO3UH, CTEHO3bI, CTPUKTYpbl B oOnacTu ciausucthix JKKT, pedurokec u
1p.), HapymieHuss Aedekanuu (3arnopbl, CMEHSIONIMECS Juapeeii), a Takxke
HapyIICHUsS TCUXOAMOLMOHANIBHON cdeprl. Kpome Toro, poaurenu OOIBHBIX
nereit BBO ynensior Oosbliee 3HaU€HUE yXOay 3a KOXKEH, 3a4acTyro npeHeoperas
PEKOMEHIALMSAMU JIUETOJIOTa, TEM CaMbIM IpPEyMEHbIIAs BKJIAA B YJIy4dlICHHUE

KauecTBa KU3HU peOCHKA.

Bce atu (hakTophl MpUBOAAT K TOMY, YTO MHOTHE AETH, cTpajatoimue BbD,
UMEIOT HEIOCTATOYHOCTh NMUTaHUs MHOTOo(dakTopHOro reHe3a. M, HecmoTps Ha
IIUPOKHUM CHEKTp JIEYEOHBIX HYTPUTHBHBIX CMECEH M Ha HAKOIUICHHBIA OIBIT T10
BEJICHUIO STOM CJIOKHOM KaTeropuu OOJIbHBIX, MHOTME MPAaKTHYECKHUE BOIMPOCHI
OpraHM3alyy ONTHMAIBHOrO nuTaHus npu BbBD ocrarorcs HepemeHHbiMH. B
CBSI3U C 3TUM, HAIIUEHTHI C BPOXKACHHBIM OYJUIE3HBIM 3MHUIEPMOIU30M HYXKAAIOTCS
B AKTMBHOM JIMHAMMYECKOM HAOJIOJIEHUH M JICUEHUH HE TOJbKO Yy Bpauei-

ACpMATOJIOTOB, HO U 'y CIICHUAJIMCTOB JUCTOJIOTOB-HYTPHUI[MOJIOTOB.

HenmocTtaroyHOCTh TWTaHUS, XapaKTepU3YHOIIascs AuUcOaTaHCOM MEXIY
MOBBIIIIEHHON TMOTPEOHOCTHIO B TUTATENIBHBIX BEIIECTBAX W UX (PAKTHUECKUM
noTpeOJeHNEM ¢ COBOKYMHBIM  ACHUIIMTOM  DHEPruM, Oelka  WIHu
MUKPOHYTPUEHTOB, y JieTeid ¢ BBD MMeEIoT kKak 3HAOTE€HHbBIN, TaK U 3K30T€HHbBIN

XapakTep.



K 3K30reHHbIM NpUYUHAM OTHOCUTCSI HEIOCTATOYHOE MOCTYIUIEHUE MUILIEBBIX
BEILIECTB, CBSI3aHHOE CO CHUKEHUEM allleTUTa, a TaKXKe C 3aTPyJHCHHEM IpU
npuemMe nuiM (OOJE3HEHHOCTh TMpU TJIOTAaHWU, 3aTPYJHEHUE TJIOTaHUs).
JIOMOTHUTENPHBIM HETAaTUBHBIM (DAKTOPOM SBIISIETCS BCTPEUANONMIASICS Yy D3THX
JIeTeH ajyieprusi Ha MUILEBbIE OCJIKU, YTO BHOCUT JOTIOJIHUTEIbHbIC OTPAHUYCHUS B

pAaIIHOH.

K sHporeHHbIM ¢akTOpaM OTHOCSTCS: MOBPEKJICHHE CIU3UCTON OO0O0JIOUYKH
KKT um HapyuieHMe MOTOPHKH, MNPUBOISAIINE K HAPYIICHUIO I€peBapHBaHUS,
abcopOlMM ¥ PETEHIMU THUILIEBBIX BEUIESCTB; TIOBBIIICHHBIE MOTPEOHOCTH B
HYTPUEHTAaX W DHEPrUUM y OTUX OOJBHBIX, CBA3aHHbIE C TMoOTepeld Oenka u
MHMHEPAJIBbHBIX BEIIECTB C OTTOPrarolIUMCS SIUACPMUCOM M COACPKUMBIM
My3bIpel; NJIWTENIbHAsT WMHTOKCUKAIUS H3-32 XPOHHYECKOTO BOCHAIUTEIHLHOTO
mporiecca, cercuca. IlomMuMo yKa3aHHBIX (DaKTOB, HMEIOIIUHCS JCPUIIUAT
HYTPUEHTOB CTaHOBUTCS (DAKTOPOM, 3aTPYIHSIONIUM IIPOILIECC BOCCTAHOBJICHUS

KOXU y 60sibHBIX ¢ BBD.
OCHOBHBIMH 33JauaMU JIEYEOHOTO TUTAHUS SABIISIOTCS:

1. OnTumu3anysi MOCTYIUICHUS TMHUTATEIbHBIX CPEICTB BCEMH BO3MOXHBIMU
CIO0CO0aMH.

2. CBeneHre K MUHUMYMY MOTEPH MUTATENbHBIX BEILIECTB.

3. YMeHbIlIeHHne CTPECCOBBIX (PaKTOPOB MPU MTPHEME MTUTIH

4. Tloanep:kaHrue HOPMAJIBLHOTO U COANAHCHPOBAHHOTO COCTaBa MOTPEOIIIEMOit
Uy (OeIKy, KUPHI, YTIIEBOIbI)

5. Hopmanuzaius pocta, UMMYHHOTO CTaTyca, MOJIOBOTO Pa3BUTHSI.

6. Hopmanu3zanust GyHKIIUH KeTyJOYHO-KUIIIEYHOTO TPAKTa.

7. YCcKOpeHue dIUTEIU3alUNA SPO3UM.

Baxxno orMetuTh, uTo y OonbmnHCTBa 00nbHBIX BBD, ocobenHo y nereil ¢
TSOKENBIMU (hopMaMu 3a00JI€BaHMsI TUIOIIAb SPO3UBHBIX OYAroB BEJIMKA, 3a CYET

4€ro HyTpUuTUBHAA l'IOTp€6HOCTI> BO3pacCTacT B HECKOJIBKO pas.



Hapymenne  OapbepHbIX  (QyHKIMHA  SKETyJOYHO-KHIIEYHOTO  TPAaKTa,
CBSI3AHHOE C TIOBPEXKICHUEM CIM3UCTON 00OJIOYKH, y psna OONbHBIX MPUBOIUT K
NUIIEBOM CEHCHOWNIM3alMu U (OPMHUPOBAHUIO THIIEBOM aJIEPrHM, YTO €IIe

OOJBIIIE OCIIOKHSICT OpraHu3aluIo IMMUTAaHUA Y 9TUX ITAIIUCHTOB.

OtcytcTBHE PabOT MO OMpENeNEeHHUI0 HYTPUTHUBHOIO CTaTyca, pa3paboTKu
NEPCOHUPUITUPOBAHHBIX aJITOPUTMOB HYTPUTHBHON MOAEPKKH, OOJIBHBIX JACTEH C
BPOXKJICHHBIM ~ OYJUIC3HBIM  SIHCPMOJIA30M, OOYCIOBIMBAET AaKTyaJIbHOCTbD,
HAyYHYI0O M TIPAKTHYECKYIO I€JeCO00pPa3HOCTh ATOTO  JUCCEPTAIMOHHOIO

HCCIIEIOBAHNUS.

CteneHb pa3paboTAHHOCTH T€MBI.

BpoxxneHHbllt  OyJUIE3HBIM  AOUAEPMOIU3 -  TSDKEIOE TEeHETHYECKOoe
3a00jieBaHUE C MYJbTUCUCTEMHOCTHIO TIOPAKEHHUS MW C BOBJICUCHHUEM B
MATOJIOTUYECKUI  TPOIeCC Pa3UYHBIX OpPraHOB M CHUCTEM C  OOJBIIUM
KOJJMYECTBOM OCJIO)KHCHHH M HApYIICHUH MHOTHX (PU3MOJOTHYECKUX TPOIIECCOB.
B macTosiiiee Bpemsi HE CyIIECTBYET METOJIOB M3JICUCHHs JAaHHOTO 3a00JIeBaHUA.
Bce MeToan! jedeHHs] HAMpaBlIeHbI Ha KOPPEKIIUIO TE€X WM WHBIX OCJIOXHEHUH.
CrereHb HapyIICHWS TUTaHUS TMPSMO TMPOIMOPIHOHANBHA TshKecTh BBD
MPOSIBJISIIOTCSL IPEUMYIIIECTBEHHO TIPH PACIIPOCTPAHEHHBIX MOPAXKEHUSX KOXKHOTO
MOKPOBa M CIM3HMCThIX oOojouek [16, 103]. OpHako u3-3a MHOTO()aKTOPHOIO
reHe3a HeJOCTAaTOYHOCTH TMHUTAHWs KOPPEKIMS HYTPUTHUBHOTO CTaryca ACTeH C

BBD sBnsercs ci10KHOM 3a1adeii.

OtcyrctBue B P® paboT mo oneHke HYyTPUTHUBHOTO cTaryca, pa3paboTke
NEPCOHAIN3UPOBAHHBIX AJITOPUTMOB HYTPUTUBHON MOIJCPKKUA JUIsl OOJIbHBIX
nereit ¢ BBD, o00ycnoBiuMBaeT akTyaJdbHOCTb, HAY4YHYI0 H HPAKTUYECKYIO

HeHeCOO6pa3HOCTB 9TOI0 JUCCCPTATMOHHOI'O UCCIICIOBAHU .
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Ieab paGoTbl: pa3paboTarh JIeYEOHO-TUATHOCTUYECKUE AJITOPUTMBI IS
ONTUMH3AIMA HYTPUTUBHOW TOMJEPKKH JETEH C BPOXKICHHBIM OYIIJIC3HBIM

I ACPMOJIN30M.

33[[3‘11’[ HCCJICA0OBAHUA .

1. Ouenuth (QaxTHueckoe NHUTaHHE OOJBHBIX JETeH C BPOXKICHHBIM
OyJUIE3HBIM 3IMHUJEPMOJIU30M AHKETHO-OMPOCHBIM METOJOM C HCIOJIb30BaHUEM
KOMIIBIOTEPHOM IPOTrpaMMBbI JUIsl pacueTa XUMHUYECKOr0 COCTaBa palMoHa.

2. O1UeHUTh HyTPUTHUBHBIA CTaTyC OOJIBHBIX AETEW C pa3iaudHbIMU (popMaMu
BPOXKJIEHHOTO OYJUIE3HOTO AOUAEPMOJN3a, € MPUMEHEHUEM KIMHHYECKHX,
MHCTPYMEHTAJILHBIX U JJAOOPATOPHBIX METOA0B UCCIIEIOBAHMUS.

3. OmpenenuTh KOMIUIEKC KIMHHKO-JIA0OPATOPHBIX TOKa3aTeliel, Hanbosee
1enecooOpasHbIX JJIs HUCHOJIb30BaHUS B KayeCTBE MHCTPYMEHTA OLEHKH U
MOHMTOPUHIA COCTOSIHUSI HYTPUTHBHOTO cCTaryca JeTedl C BpOKICHHBIM
OyJUIE3HBIM 3MHUIEPMOJIU30M.

4, Ha  ocHOoBe  BBISBIEHHBIX  3aKOHOMEPHOCTEH  pa3paboTaTh
NEePCOHAIM3UPOBAHHBIE TOAXO0Jbl K OpraHu3ali HYTPUTUBHOM NOAJEPKKU B
KOMIUIEKCHOM Teparuu AeTel ¢ BPOXKIECHHBIM OyJIII€3HBIM SMUAECPMOIIU30M.

5. OueHuThb KIIMHUYECKYIO 3¢ (PEeKTUBHOCTH pa3pabOTaHHBIX
NEPCOHAIM3UPOBAHHBIX ~ MPOrpaMM  HYTPUTUBHOM  TOAJEPKKUA  JeTed ¢
BPOKICHHBIM OYIJIJIE3HBIM 3IUEPMOJIM30M C MPUMEHEHUEM KOMILIEKCa KIMHUKO-

Ja00paTOPHBIX MMOKA3ATEIICH.

Hay4yHasi HoBU3HA:

Brnepsbie B Poccun y nereil ¢ BpoXKIEHHBIM OyJIJI€3HBIM SIMUICPMOIM30M
IIPOBEJCHO KOMIUIEKCHOE H3y4YE€HME HYTPUTHUBHOIO CTaryca C  OLICHKOU
¢uznyeckoro pa3BUTUS NP TOMOIIM  HUCHOJIb30BAaHUEM  KOMITBIOTEPHOU

nporpammbl  BO3  AnthroPlus (2009), ¢ wucnonb30BaHHEM IIKadbl OIICHKU
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HyTpuTUBHBIX puCKOB (THINC) m maGoparopHbIx mMoka3aTeneil HYTPUTUBHOTO

craTyca.

Bnepseie B Poccnn npoBeneH aHaIM3 XUMHUYECKOTO COCTaBa PalMOHOB
Tpynmbsl  JeTed C  pasnu4HbIMEH  QopMamMu  BpPOXKIEHHOTO  OYJUIE3HOTO

SIIMACPMOJIN3A.

Bnepsbie y gereii ¢ BpOXICHHBIM  OYyJUIE3HBIM  SMUIACPMOIHU30M
YCTaHOBJICHBl 3HAYUMBIC CBSI3W MEXAY MOKa3aTeIsIMU TSHKECTH BPOKIECHHOTO
OymiesHoro smuaepmonnza (BEBS) ¢ mokazarensiMu ux HyTPUTHBHOTO CTaTyca U

IIKAJIbI KOMIUIEKCHOW OlleHKH HYyTpUTUBHBIX puckoB (THINC).

BHGpBBIC B Poccun y ,Z[eTeﬁ C BpPOKIACHHBIM 6YHJIC3HI>IM SIIUACPMOJINU30M
HN3YyUYCHBI OCOOCHHOCTH OHMOXMMHMYECKUX ITOKa3zaTelien KpOoBH B OTHOHICHHH
HCIIOJIB30BaHUs HUX I OLOCHKM HYTPUTHBHOIO CTaryCa MW OIPCACIICHBI

OIITUMAJIBHBIC KPUTCPHUU OJIA €O MOHHUTOPHUHTIA.

Bnepssie B Poccun y aeteil ¢ BpOKIEHHBIM OYJUIE3HBIM 3MHIEPMOIU30M
pa3paboTaHbl  J€YEOHO-IMArHOCTUYECKUE  aITOPUTMBI IS ONTHUMM3ALUU
HYTPUTUBHOW MOAJIEPKKH U ONpENeIeHbl KPUTEpUHU Ui OLUEHKU 3((HEKTUBHOCTH

MIPOBOAUMBIX MEPOIIPUATHIM.

TeopeaneCKaﬂ H NPaKTHYICCKasA 3BHAYUMOCTDb:

[Toy4yeHHBIE B XOJI€ MCCIICOBAHUS PE3YJIbTAThl MO3BOJIMINA pa3paboTaTh
MEPCOHATIM3UPOBAHHBIE AITOPUTMBl HYTPUTUBHOWU TMOMJNEPKKUA JETEH OOJBHBIX
BPOXKIACHHBIM OYJIJIE3HBIM JMUAEPMOJIU30M, TOBBICUTH KAa4eCTBO HYTPUTHBHOM
MOJJEPAKKM B KOMIUIEKCHOM JieueHUH neted ¢ BBD, 4ro, kak mnokazamm
pe3yabTaThbl MIPOBEICHHOTO WCCJICIOBAHMS, OKa3bIBaCT 3HAYUTEIILHOE
TOJIOKUTEIIBHOE BJIUSIHUE HA TEUYEHUE KOKHOIO MATOJIOTMYECKOrO IIpolecca u

o01iecoMmaTHUeCKHii cTaTyc nanueHTos ¢ BBO.
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PGBYJ'H:-TaTBI HCCIICAOBAHMUA BKIIOYCHBI B MaTCpUaJIbl CDCI[epaJ'IbHBIX
KIIMHUYCCKHUX peKOMeHI[aI_II/Iﬁ 10 BCACHHIO I[CTGI;'I, CTpaJaromux BpPOKACHHBIM

6YJIJICSHBIM SN ACPMOJIN30M.

BHenpenue pe3yJibTaTOB padoThl B PAKTHKY.

OCHOBHBIE  TOJOXEHHUS  JUCCEPTAlMOHHONW paboThl BHEAPEHBI U
UCIIONB3YIOTCA B KiMHWYeckod mnpaktuke HUW  Ilegmatpum  OI'AY
«HaunoHanpHBIA MEIMIIMHCKUM HCCIIEAOBATEIbCKUM ILEHTP 370pOBbI JeTei"
MunuctepcTBa 31paBooxpaHeHusi Poccuiickoit ®denepanuu (riaBHbIA Bpay —
K.M.H. JlpsikoHoBa E.}FO.), rocymapcTBEHHOro aBTOHOMHOIO YYpEKICHUS
3npaBooxpaHeHus: «PecnyOnMKaHCKUI KIMHUYECKUN KOMXHO-BEHEPOJIOTHYECKUN
nucrnancep» (IAY3 PKKBJI r. Kazanwb) — (rnaBubiii Bpau WM.K. Munynun),
rOCyJapCTBEHHOTO OIOJKETHOTO YUpexAeHHs 3japaBooxpaHeHus «KnuHudeckuit
KokHO-BeHeposiorudeckuid nucrancepy (I'bY3 "KKBJ" r. Kpacuomap) -
(rmaBHBIM Bpau — K.M.H. M.M. ['my3mMuH) ¥ rocynapCcTBEHHOTO OHOIKETHOTO
yupexaeHus  3apaBooxpaHeHuss — «OOIacTHOM  KOXHO-BEHEPOJOTUUYECKUN
mucnancep» (I'bY3 OKB/J] r. Actpaxanb) — (TyaBHbIM Bpad — K.M.H. JlyMu€HKO
B.B.), a Taxke BHeApeHbl B y4eOHbIH Tmpoiiecc Ha Kadenape GakyIbTETCKON
neauaTpun  neauaTpuydeckoro  (dakynprera  PoccHilcKOro - HaIMOHAJIBHOTO
HCCIIE0BATENbCKOTO MeAMIMHCKOro yHuBepcurera uMenn H.M. Iluporosa
(3aBemyromias kadeapoit - mpodeccop, 1.M.H., akanemuk PAH Hamazosa-bapanosa
JLC.) m xadenpe aepmMaTOBEHEPOJOrMU U KocMmeronoruu DeaepanbHOro
roCcyJapCTBEHHOTO OIOKETHOTO YUPEKICHUS JOTIOJTHUTENBHOTO
npodeccruonansHoro oopazoBanus «lleHTpansHas rocyjapcTBEHHAS MEIUITUHCKAS
akamemus»  YnpasineHus pgenamu  [Ipesumpenra  Poccuiickor  Denepaunu

(3aBenytommas kadeapoit — 1.m.H. JI.C. Kpyrnosa).
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MeTo10J10THsl M1 METOABI UCCJICIOBAHMS.

MCTOI[OJIOI‘I/ISI HCCIICAOBAHNA BKIIOYAJIa OOCHKY HYTPHTUBHOI'O CTaTyCa
I[CTGﬁ C BpPOXICHHBIM 6YJIJ163HI>IM AIIUIACPMOJIN30M, CO3JaHUC JeueOHo-
AUArHOCTUYCCKHUX aJITOPUTMOB JJIA OIITUMHU3ANH HYTpHTHBHOﬁ MMOAACPKKHU U
OLOCHKY HX B(i)(l)eKTI/IBHOCTI/I C HCIIOJIb30BAHHMCM p33pa6OTaHHOFO KOMIIJICKCA

KJII/IHI/IKO-JI3.60paTOpHI>IX MoKa3aTesieu.

HccnenoBanue BBIMOTHEHO C COOJIOJCHUEM TPUHIIMIIOB JO0Ka3aTeIbHOM
MeTUIMHBI (0TOOp OOMBHBIX U CTaTHCTHUYECKas 0OpaboTka pesynbraroB). Pabora
BEITIOJIHEGHA B  JIM3aliHE OTKPBITOTO  IMPOCHEKTUBHOTO  HMCCICIOBAHUS  C

HUCIIOJIB30BaHHUECM KIMHHUYCCKUX U CTATUCTHUYCCKUX MCTOO0B.
OcHoBHbBIE MOJIOKCHHNHA, BBIHOCMMbIC HA 3alIUTY.

1. lletn, ctpagatoume auctpodudyeckumu (Gopmamu BBED, umeror rpyoObie

HapyHICHUA HYTPUTHUBHOTI'O CTATyCa U MokKazarelieu (1)I/ISI/ILI€CKOI“O Pa3BUTHA.

2. Nnanekc aytputuBHBIX puckoB THINC sBisercs HaaeKHBIM KOMIUICKCHBIM
MoKas3areyieM JJIsi OIEHKM W MOHUTOPHHTA HEAOCTATOYHOCTH MUTAHUS, a

TaKKe HapyIICHHs IPOLIECCOB NMUIIEBApeHUs y nieteit ¢ BBD.

3. Bxiarouenue B KOMILIEKCHOE JIeUEHUE neTen C BbBED
WHIMBUAYAJIU3UPOBAHHON TUETOTEpAIINH, CIIOCOOCTBYET OoJiee OBICTpOMY U

3¢ (HEKTUBHOMY YIYUIIICHUIO COCTOSIHHSI TTAITUCHTOB.
CreneHb J0CTOBEPHOCTH Pe3yJIbTATOB.

JIOCTOBEpHOCTh PE3yJIbTaTOB JIUCCEPTALIMOHHOM PabOThl MOATBEPKIAACTCS
MCIMOJIb30BaHUEM JOCTATOYHOT'O KOJMYECTBA MAIMEHTOB B TPYyNIIaX C YYETOM
PEIKOCTH TIATOJOTMHM M OTCYTCTBUEM BO3PACTHBIX PA3IU4YUil - BCE BBIOOPKHU
CTATUCTHUYECKU COMOCTAaBUMBI. BBIMONTHSIICS JOCTaTOYHBI 00BEM JIa0OpaTOPHBIX

N HHCTPYMCHTAJIBbHBIX MCETOJOB HCCICAOBAHUA. HpI/IMCHHJII/ICB COBPEMCHHBIC
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METOJbl CTATHCTUYECKOW O0OpabOTKM MOJYYEHHBIX HaHHBIX. TakuM oOpa3oM,

MOJIYYCHHBIC TaHHBIC, CACIIAaHHBIC BBIBO/IbI 1 PCKOMCHIAIINHN JJOCTOBCPHHBI.

Anpobanusi padoThlI:

Martepuanbl 1uccepTaliii  JOJIOKEHbI M 00CcyxkaeHsl Ha Il  HayuHo-
MpaKTUYECKOH KOoHPepeHInn «JlepMaToliornueckue 4YTEHUST B MEIUATPUI
(Mockaa, 2016), III HaydyHO-TIpaKTUYECKOM KOH(pepeHuuu «llepMaronornyeckue
yrenuss B nemuatpun» (MockBa 2017), XVIII cwesne negmatpoB Poccuu
«AKTyalbHBIE TIPOOJIEMBI TEIUATPUN» C MEXAYHApOoAHBIM ydacTHeMm (Mocksa,
2017), 8-m Espometickom Konrpecce memmarpoB - Europaediatrics-2017 (7-10
utonss 2017 roma, byxapecr, Pymbinus), V KoHbepeHIMH, TTOCBAIICHHON
UCCIICIOBAaHUSIM B 00JIaCTH BPOXACHHOTO Oyiuie3Horo smnuaepmonuza EB-2017
(Banboypr, Asctpus, 2017) [EB2017 - 5th World Conference of EB Research,
Salzburg, Austria]l, nHa XXXV Hay4Ho-mpakTH4ecKkoil KOH(EpeHIHH ¢
MEXIyHapOAHbBIM  ydyactueM  «PaxmaHoBckue  ureHus:  llepcriekTuBHBIE
HaIpaBJIEHUs! TUarHOCTUKU U TEpaIlluy B JAEPMATOBEHEPOJOTUU U KOCMETOJIOTUN
(Mocksa, 2018), ma XX koHrpecce mneauarpoB Poccun ¢ MeXIyHapOIHBIM

ydacTueM «AKTyajbHble pobsieMbl ieauarpun» (Mocksa, 2018).

IHy0aukanuu mo Teme padoThl:

[To Teme aucceptarnuu onyoaukoBano 10 meyaTHeIX padboT, B ToM uucie 9
ctareil B peueHsupyembix HayuHbix wuznanusx BAK. Ilomyyen mnareHT Ha
nzooperenue Ne2657542 ot 14.06.2018: Cmnoco6 oOcnenoBaHust aeTend ¢

nuctpoduaeckoii popmoit BpoxKACHHOTO OYIIJIE3HOTO AIUAEPMOIIU3A.
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CrtpykTypa U 00beM JUCCepTAIUU

Huccepramust u3noxeHa Ha 160 cTpaHMIlax MaIIMHONMMCHOTO TEKCTa M
COCTOWT W3 BBEICHHUs, 0030pa JHMTEpaTyphl, OMHCAHHUSA METOAOB M OOBeMa
MIPOBEJICHHBIX MCCIEIOBaHM, 3 TJ1aB COOCTBEHHBIX HCCICAOBAHUMN, 3aKIIOYCHHUS,
OCHOBHBIX BBIBOJIOB 10 paboTe, TNPaKTHUECKUX pPEKOMEHJAUA U CIHCKa
auTepaTypsl, BKItodaromiero 109 ucTouHnKoB, cpein KOTOPhIX 37 OT€UECTBEHHBIX
U 72 WHOCTpaHHBIX, MpuioxkeHus. Pabota ummoctpupoBana 22 tabnunamu U 32

PHUCYHKaMHU.
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I'JTIABA |. OB30OP JIMTEPATYPBI

1.1. BpoxaeHHbIH OyJL1e3HbII AMUAEPMOJIN3 - COBpeMeHHbIe
npeacTaBjaeHus 00 ITHOJOTHM, IATOreHe3e 3a00/1eBaHUsA U MOAX0AAaX K
KJIAaCCH(PUKALUH.

BpoxneHHbiii  OyJJIe3HBIM 3MUACPMOJIN3, TIPEACTABIACT COOOH TpYIITY
TeHEeTUYECKH TEeTePOTeHHBIX 3a00JIeBaHMid, HAcCJeIyeMbIX KaK IO ayTOCOMHO-
JOMUHAHTHOMY TaK M IO ayTOCOMHO-pElecCUBHOMY TUIy. OOIIMM OCHOBHBIM
KJIIMHAYECKUM TIPOSBICHHEM JUIA JIaHHOM TMAaTOJIOTUU SIBIIAETCS OOpa3OBaHHE
My3bIpeil Ha KOYK€ W/ WM CIU3UCTBIX 000JIOUKaX MPH MUHUMAIbHOM (PU3NYECKOM
WIM XUMHYECKOM BO3ACUCTBUM. DTU MPOSBICHUS OOYCIOBIEHBI HapyLICHUEM
MEXKJIETOUYHBIX CBSI3€M B JOUAEPMHUCE WM  SNUAECPMAIBHO-IEPMAIbHOM

coerHeHUH. [54]

B ocHOBe maTojorndeckoro mporecca JSKAT TeHETHIEeCKUi TeeKT cuHTe3a
OJIHOTO U3 OCJIKOB KOXKH, IPUHUMAIOIIUX yUaCTHE B MPHUKPEIUICHUH dIUAECPMHUCA K
JIepMe: KepaTuHoB 5 u 14, necMoruiakuHa, miiakopuinHa-1, niekTuHa, UHTeTpruHa
a6P4, namununa 332, komtareHoB VIl u XVII tuno, xkuHmmuHa. OTH OenKd
UMCIOT PA3IUYHYI0 JIOKaJU3aIMi0 B KOXKE: B KEPATUHOILMTAX JIOKAJIU3YIOTCS
kepatuHel 5 u 14, BHyTpu cBemiod twiactuHku (lamina lucida) 6GaszambHoii
MeMOpaHbl — uHTErpuH 06PB4, mamunun 332, komnared XVII tuna, mox TeMHoMn
wiactuakor (lamina densa) GasanbHoit MemOpanbl — kojutareH VIl Tuma, Ha

Pa3HBIX YPOBHSAX — KUHJJIUH 1.

Ot nokanuzanuu 1eEeKTHOTO Oelika 3aBUCHUT YPOBEHb, HA KOTOPOM B KOXKE

dbopmupyeTcst My3bIph U, COOTBETCTBEHHO, KIIMHUYECKas (hopma 3a00JIeBaHMS:

1. IIpocToit BpOXKIAEHHBIN OYyJII€3HBIN 3MHUAECPMOJIN3 HAa YPOBHE 0a3albHOIO

CJ104 311 ACpMHUCa NI cynpa6a3anLHo.

2. TlorpaHu4HbI BpPOKICHHBIA OYJUIE3HBIN AMUACPMOJIN3 XapaKTepu3yeTcs
dbopMupoBaHreM Ty3bIpedi Ha ypoBHe cBemiod riactuHky (lamina lucida)

0a3albHON MEMOPAHBI.

17



3.  Juctpoduyeckuii = BpOXKIEHHBIM  OYJIE3HBI  SMUAEPMONIU3  C
dbopMupoBaHreM Ha ypoBHe IuToTHOW tuactuHku (lamina densa) GazampHOM

MeMOpaHBI.

4. Cungpom Kunmiiep, npu KoTopoM oOpa3oBaHHE ITy3bIpEN MPOUCXOIUT HA

Pa3HBIX YPOBHSX B 3MHIEPMUCE.

Cratuctuyeckuii y4deT OOJIbHBIX OYJUIE3HBIM SIUJIEPMOJIU30M B Hallen
CTpaHE€ HE BeJAeTcs: 3a00JIeBa€MOCTh M PACHPOCTPAHEHHOCTh BPOXKIECHHOTO
Oymnesnoro snuaepmonn3a B Poccuiickoit denepannu HensBectHa. OJIHAKO €CTh
OTZIECJIbHBIE CTATHCTUYECKUE JIAHHBIC, COIVIACHO KOTOPBIM, CPEAHUMN IOKA3aTelb
pacrnipoctpaneHHocTd BBD B 70 cyObekTax Poccuiickoit denepaniuu COCTaBIISIET
3,64 na 1 000 000 HaceneHus, a MAKCUMAaJIbHBIA TTOKA3aTENb PACIPOCTPAHEHHOCTH
npuxoauThcsi Ha PecnyOnuky Jlarecran u cocrasmsier 19,73 wa 1 000 000
HaceneHud. B menoM ke mokaszarenb pacnpoctpaneHHoctd BBD B Poccuiickoit
denepanuu COMOCTaBUM C paCHpOCTPAHEHHOCThIO B cTpaHax EBpombl u CIIIA.
OtmedeHo mpeoOnagaHUe MALMEHTOB MIIAJIIEr0 BO3pacTa, 4YTO OOBICHSAETCS
PEKICBPEMEHHON CMEPTHOCTBIO 3TUX OOJILHBIX B 00Jice paHHeM Bo3pacte. [11]

OanuMm u3 HauOoJsiee TsDKEIBIX 3a00JIEBaHUN W3 TPYIIBI  BPOXKICHHOTO
OyJUIE3HOrO 3MUEPMOJIN3a ABISETCS TUCTPOPUUEeCKUil OyIIe3HbIA AMUACPMOIH3.
Mounekynsapubiii AedeKT, JIeKaluuii B OCHOBE KIMHMYECKUX MPOSBICHUNA ITOU
rpynmsl 3a00JieBaHMsl, BbI3BaH HapylleHHeM cuHTe3a koyuiareHa VII tuma. Ilpu
HEKOTOPBIX KIMHUYECKUX (opMax JUCTPOPUUYECKOro OYJUIE3HOTO IMUAEPMOJIN3a
MOXET OTMEYaThCsl MOJIHOE OTCYTCTBUE HKCIPECCHMU TE€HAa, OTBETCTBEHHOIO 32
CUHTE3 3TOro Oeljika, 4TO BeleT K Oojiee TAXKEIbIM KIMHUUYECKUM IPOSBICHUSIM.
Kak u npu apyrux ¢opmax, KIMHHUYECKUMH MPOSBICHUSIMU JAUCTPOPUUIECKON
GbopMBI  BPOXKIEHHOTO OYyJIJIE3HOTO OMUJAEPMOIU3a SBISIIOTCS 00pa3oBaHUE
My3bIpe W/WIIA 3PO3UM Ha KOXKE U CIIM3UCTHIX 000JI0YKaX, SIMUTEIU3AIUSI KOTOPHIX
nmpoucxonaut ¢ QopmupoBaHueM pyOIOBOM TKaHW (warie arpodudeckon) u
dbopMHpOBaHUEM MUIMYMOB. XapaKTEPHBIMH OCOOEHHOCTSIMU 3TOH (HOPMBI

SABJIAIOTCA (I)OpMHpOBaHI/IC KOHTPAKTYp H HC@BHOCHHH&KTHHHﬁ, OTMCYAKOTCA
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TUCTPOPUUECKHE M3MEHEHHUs HOTTEBBIX IJIACTHH BIUIOTH A0 MOJHOW MX MOTEPH.
[54]. YacteiMm ocnokHeHHEM 3TOH (HOpMBI 3a00JICBaHUS SIBIISIETCS MOPaKCHUE
3yOHOM TKaHU U (POPMHUpPOBAHUE KapHueca, BCIEACTBUE HEJAOCTATOYHOIO yXoja 3a
POTOBOM TOJIOCTHIO B CBSI3H C JISTKOW PAaHUMOCTBIO CIIM3UCTON 000JI0UKH pTa. [52,
53]. Ilpm ayTOCOMHO-pEIIECCHBHOM HACICIOBAHUM TIOYTH BCErJa HMEETCs
nopaxeHue xerrynouno-kumeuHoro Tpakta (JKKT), cambiM yacThiM 0CIOKHEHHEM
ABIseTCS (OPMUPOBAHME CTPUKTYP MHILEBOAA, KIMHUYECKH MPOSBISIOIIMMUCS
aucgarveii; npu MOPaXCHUHM CIMU3UCTON OOOJOYKM MPSMOW KHUIIKU BCJIEICTBHE
JUIMTEJIbHO HE3)KMBAIOIIMX 3pO3Ud M TpeluH (OPMHUPYETCS CKIOHHOCTh K

3aropam. [52]

JlnarHo3 BpOXKIEHHOTO OYyJUIE3HOTO SMUAEPMOJIN3A MOKET ObITh YCTaHOBJIEH
Ha OCHOBAaHHWM KJIIMHUKO-aHAMHECTUYECKUX [AaHHBIX: BO3ZHUKHOBEHHUE IIy3BIPHBIX
BBICBIITAHUN UJIM CKIIOHHOCTH K UX IOSBIICHUIO C POXKICHUSA, B MIIAJICHYECKOM HIIU
paHHEM JeTCKOM Bo3pacte. OAHAKO B COBPEMEHHOM MHPOBOM IPAKTHKE
JUArHOCTHKA HTOTO 3a00JIEBaHUS HE OIPAaHUYMBAETCS YCTAHOBJIEHUEM I'PYHIIOBOIO
JUarHo3a BpPOXKIECHHOTO OYyJUIE3HOTO SMHUAEPMOJN3a, a TpeOyeT YCTaHOBIICHHMS

ONpEJETICHHON KIIMHUYECKOU (DOPMBI OOJIE3HM.

ToNbKO KIMHUYECKHE TMPU3HAKK 3a00JIeBaHUs, HE SIBISIOTCS TOCTATOYHBIM
OCHOBAHHMEM JUIsi TIOCTAHOBKM TPABWJIBHOTO JIMAarHO3a, IMOATOMY HEOO0XOIUMO
MPOBEICHUE JIOMOJHUTEIBHBIX JAa0opaTOpHbIX wuccienoBanuii. K meromam
7a00paTOpHON  JAMArHOCTUKU  OTHOCATCS  TPAHCMHUCCHOHHAS  DJICKTPOHHAas
Mukpockomnus (TOM), mo3Bosstonias onpeaeIuTh YPOBEHb 00pa30BaHUs My3bIps U
JIpyrue yiabTPaCTPYKTYpHBbIE M3MEHEHHSI B KOXe, TnpsMas | HempsMmas
UMMYHO(IIyOpeCIIeHTHasT MUKPOCKOIHMS, TO3BOJIAIONIAS TOMUMO OIpeeICHuUs
ypOBHsI (POPMUPOBAHUS MY3bIPs, OMPEACIATh MOJICKYJISIPHBIN MeheKT, JexKaIIuil B
OCHOBE 3a00JIEBaHMSI, T.€. HaJUYUE, OTCYTCTBHUE WJIM HEJOCTATOYHBIA CHHTE3
HUCKOMOTO O€Jika, a TaKKe TeHETHYeCKas JHArHOCTUKA, TO3BOJISIIOIIAS BBISIBUTH

MYTaHTHBIﬁ T'CH. OTH HCCIICAOBAHUA HAKOT BO3MOYKHOCTHL YTOUYHHTH AOUATHO3
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BPOXKJICHHOTO 6YJ'IJ163HOF 0 SIUACPMOJIM3a MW OHNPCACIUTb Cro KIIMHUYCCKYIO

dbopmy. [55].

B Poccuiickon ®enepaunru B HACTOALIEE BPEMS METOABI AJIEKTPOHHOMU
MUKPOCKOIIMM M HENpAMOH  HMMMYHO(DIYyOpPECIEHTHOM  MHUKPOCKOIIUU B
JUArHOCTHKE BPOXKJIEHHOTO OyJIJIE3HOTO 3MUIAEPMONIN3a B PYTUHHON IPAaKTUKE HE
UCITOJIB3YIOTCS, JMAarHo3 OCHOBBIBAETCS TOJBKO HA KIMHUYECKHX JAHHBIX. JTO
MOKET MPHUBOJAUTH K OIIMOKaM JIMarHOCTUKH, TaK Kak HEKOTOpble (OpMBbI
3a00J1eBaHUsl KJIMHUYECKH MOTYT OBITh CXOJIHbI, HECMOTPS Ha TO, YTO B UX OCHOBE

JeXKaT pa3Hble MOJIEKYJIIPHbIE 1€(PEKTHI.

['eHeTMUECKUI aHANIU3 ABJISETCA ONTUMAIBHBIM METOJOM ISl ONPENEIICHUS
TUIIA HACJENI0BaHUS U CHEIU(PUUIECKUX MyTaluil, nuMeromuxcs y 6oiapHbix BB, a
Tak)Ke HauboJiee TOUHBIM METOJIOM JUIsl BepU(UKALNUN PA3INYHBIX KIMHUYECKUX
¢opm BBED. Tlonck U3BECTHBIX MyTalUi SIBJISIETCS NMEPBUYHBIM JTHATHOCTHYECKUM
MOJIXOJIOM, OCOOEHHO B ceMbsiX 00abHBIX BBD ¢ ayTrocOMHO-10MUHAHTHBIM THIIOM
HacJeI0BaHMs (HalpuMep, MyTalluK B T€HAX, OTBEYAIOIIMX 3a CHHTE3 KEPATUHOB-D
u -14 pu [16D u komnarena VII tuna npu nomunantHoMm /IB3), B cuity Toro 4ro
JAHHBIE MYTAallM¥, Kak I[PAaBUJIO, HIACHTUYHBI B CEMbE CTPAJAIOLICH JTaHHBIM

3a00JIEBAaHUEM.

B nemuarpuueckod NPAKTUKE HA MPEANOYTUTENIBHOCTh TIE€HETUYECKOIO
WCCIIEIOBAHUS YKAa3bIBAET U TO, YTO B HEKOTOPBIX CUTYAIUSX HE MPEICTABISIETCS
BO3MO>KHBIM BBIMIOJIHEHHE OMOTICHM KOKHU (HapUMep, HOBOPOXKICHHOMY, WU TIpU
OTCYTCTBUU YCIOBHM [IJIi €€ TPOBEACHMs) [JIsl UCCIEIOBAaHUS METOJaMu
umMMmyHodroopectieHTHOro antureHHoro kapruposanus (MAK) u TOM u B Takux
cllydasx MpUOEraloT K MCHOJb30BAaHUIO TeHeTHYecKoro axamm3a. Iloumck
IF€HETUYECKUX MYTalMil — JUIMTENIbHAs W 3aTpaTHas METOANKA, HO €€ CTOMMOCTH
3HAYUTENIbHO CHU)KAETCS, €CIM KIMHUYECKH orpezaeneHa Gopma 3adosaeBaHus, TaK
KaK Cy)KaeTcsi MOMCK JAedekTHoro reHa. [lowck Takke CcoOKpalaercsi, eciu
YCTaHOBJIEH IeHeTHYeckuil nedekt mnu popma BBD y mpsMbIX poJICTBEHHUKOB

oonpHOTO pebenka [46, 84, 100, 101, 102]. B cBs3u ¢ 3TUM, B TOCJICIHEM
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nepecmorpe 2014 roma Tperbero BCEeMHUPHOTO KOHCEHCyCa MO JUArHOCTHKE W
KJIacCU(PUKANUU OYJUIE3HOTO SMUIECPMOJIK3a, ObLT MPEIoKeH TepMuH «JIykoBo#
menyxu» (Onion skin), cyTh KOTOpPOro 3aK/IIOYaeTcss B IOCIEAOBATEILHOM
OIpe/ICICHUH MTPU3HAKOB 3a00JIeBaHus, KaK KIMHHYCCKUX TaK M J1ab0OpaTOPHBIX, B

KOHCYHOM 3TallC MIpUBOAAIINX K IIOCTAHOBEC OKOHYATCIbHOI'O IUAI'HO3a [54]

JIJIsl OIIEHKU TSHKECTH TOPAKEHUS KOKH M COCTOSHUS OpPTaHHW3Ma B IIEJIOM Y
nereii ¢ BBD, B 2009 romy OpuTaHCKMMM HCCIEIOBATEISIMH OBLI IMPEIJIOKEH
BupMHHTEMCKHMII HHACKC TsOHKECTH Oyiuie3Horo smuaepmonmsza (Birmingham
Epidermolysis Bullosa Severity score [BEBS]) [81]. /list aToro aBTOpBI BEIOpAIH
11 mapameTpoB, cper KOTOPBIX: TUIOMIAAL MOPAKEHUS KOXKH, TOPAKEHUE HOTTEH,
MOJIOCTH pTa, TJIa3, TOPTaHW W THUIICBOAA, pyOlleBaHWE JIATOHEH, paKk KOXKH,
XpOHUYECKHWE paHbl, ajomenuss W HEeJAOCTaTOYHOCTh nuTaHus. [linomans
nopaxkeHus oreHuBaercss 50 Oamtamu, octayibHble 10 MapaMeTpoB OIEHUBAIOTCS
nAThI0 OayiamMu Kaxaelil. Takum oOpa3zoMm, oOmias cymma OalljloB MaKCUMAaJIbHO

paBna 100 (npuioxenue 1).

B mnHacrosiiiee Bpemss He  cymiecTBYyeT  3(PQEKTHUBHBIX  METOJ0B
NaTOreHeTUYeCKON Tepanuu 3aboisieBaHus. Bcee umeromuecs crnocoObl JiedeHHUs
CBOJSATCS] K CHMIITOMaTUYECKOM Tepaluy 1 aJIeKBaTHOMY YXOAY 3a MallHEeHTOM.

[locnennue moCTHUXKEHUST B 00JIACTU MOJICKYJISIPHOM OWOJOTHH, OUOIOTHU
CTBOJIOBBIX KJIETOK M PETEHEPATUBHON MEIUIIMHBI CIIOCOOCTBOBAIMU pPa3pabOTKe
HOBBIX TEPANEBTUUYECKUX TMOAXOJOB K JIEYEHUIO OOJIbHBIX BPOXKICHHBIM
Oyie3HbiM  smuaepmonuzoMm [45, 67]. Beuio BBIAEACHO TPU  OCHOBHBIX
HAIMpaBJICHUS B 3TOW 00J1aCTH — MPOTEUHOBAs (3aMECTUTEIbHAS OCIKOBasT), TeHHAsI
U KierouHas tepanus [44]. B HacTosiiee BpeMst JaHHbBIC BUJIbI TEPAITUHM HAXOSTCS
Ha dTanax JOKJIWHUYECKUX UCCIICTOBAHUM, SIBJISTFOTCSI BRICOKO 3aTPaTHBIMUA U B HIX
y4acTBYeT MHMHUMAJIbHOE KOJIMYECTBO NAI[MEHTOB, BCE 3TO HE MO3BOJSET HX

PCKOMCHAOBATH KaK OCHOBHBIC MCTObI JICUCHUA B pYTHHHOﬁ IIPAKTHUKC.

B Poccum B Hacrtosmee BpeEM 00BEeM OKa3zaHMS CHGHI/IaHPIBI/IpOBaHHOﬁ

MCI[PIIII’IHCKOﬁ IIOMOIIIH OOJIBLHBIM BPOXIACHHBIM 6YJ'IJ163HBIM I ACPMOIIN30M
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HEJOCTAaTOYeH II0 CPaBHEHUIO C MHUPOBOM MPAKTHKOW, YTO OOYCIOBIIMBAET
aKTyaJbHOCTb pa3pabOTKH METO/A0B Tepamuu OOJIBHBIX BPOKIEHHBIM OYIIJIE3HBIM

SIUACPMOJIN30OM IJII BHCAPCHUA UX B PYTUHHYIO IIPAKTHUKY.

Kak ObUIO YyNMOMSIHYTO BBIIIE, OJHOW M3 HAWOOJEe YacTO BCTPEUAOLIUXCS
TsDKEIBIX (opM 3a00JieBaHUSI TPYIIBI BPOXKIAECHHOTO OYJUIE3HOTO AMUACPMOIIN3a
ABJIIETCS TUCTpOoPUUECKas, KOTOpas MOXKET COMPOBOXKIATHCS TITyOOKOW OENKOBO-

YHEPreTUYECKON HEAOCTATOYHOCTBIO, TPYIHO NOIJAOIIEHCS JIEUEHHIO.

Crenenp HapylleHUsT NMHUTAaHUSA NPSMO MPONOPLHMOHAIBHA TshkecTH BBO m
IIPOSIBIIACTCS] IPEUMYIIECTBEHHO IPU PACIPOCTPAHEHHBIX MOPAKEHHUSIX KOKHOTO
IIOKpoBa. ['eHepann30BaHHOE MOpPAXKEHHE KOXKHM, HAIMYUE CENTHYECKUX

OCJIOKHEHHUM IIPUBOAUT K 3HAYUTEIILHOU IMoTepeC OeJka Y 9TUX IIAIIUCHTOB.

Henocrarounocts nuranust y 60abHBIX AeTeit BB HOCUT MHOrOMakTOpHbBIN
xapakrtep. Tak, BBIACISIIOT HECKOJIBKO MPUYMH HAPYIIEHUSI HYyTPUTUBHOTO CTaTycCa:
YCWICHHBIA KaTabonmu3M Ha (OHE MHOXKECTBEHHBIX W/WIM JJIUTEIBHO HE
3)KUBAIOUIMX 3PO3UH, Yepe3 KOTOphbIe TepseTcs OOJIbIIOE KOJMYECTBO CEPO3HOM
KUJKOCTH (MHOTJIa KPOBH), BMECTE C KOTOPOW MPOUCXOAUT TOTEPsS U pacmaj
Oenka, TOBBIIAETCS TEIUIOOT/a4ya, IPOUCXOJIUT TMPUCOCAUHEHUE BTOPUYHOMN
MH(DEKIUU, YTO BCE BMECTE NMPHUBOJUT K YBEIMYEHHUIO OEIKOBO-3HEPIeTUYECKOU
MOTPEOHOCTH OpraHW3Ma; MMOPAKEHHUS CIM3UCTBIX O000JOYEK TOJIOCTH pTa U
KEITYJTOUHO-KUIIIEYHOTO TPAKTa MPUBOAT K OTPAHUYEHUIO MOTPEOIIEMO MHIIH, a
TaKKe K HapYIICHUIO BCAChIBAHMS MUTATEIbHBIX BEIIECTB; XPOHUUYECKHUE 3aMOPHI,
CMEHSoIuMecs nuapeeit, Oone3neHHas nedexarus (pu 3amopax) IOCTATOYHO
4acTO BCTpeyarTcss y OonbHBIX BBD ¥ BBI3BIBAIOT amaTui0 U BTOPUYHYIO

aHopekcuto [38].

Bce BblenepeyncieHHble  OCOOCHHOCTHM — 3a00J€BaHUS  TPUBOAIT K
(bOpMHUPOBAHMIO HEJOCTATOUHOCTH MUTAHUSI MYJIbTU(AKTOpHOrO reHe3a. OmHako,
C YYE€TOM PEIKOCTH JJaHHOM MAaTOJOrMU, MHOTHE BOIIPOCH! OKA3aHUsI HYTPUTUBHOMN

noMmom aersM ¢ BBD ocrarorcs oTkpeIThIMU. UM, HECMOTpS Ha HMEIOIIUHCA
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HEOOJIBIIION MHPOBOM OIBIT BEASHUS ITOW KATETOPUU MAIMEHTOB, HE HMEETCS
YETKUX KJIMHUYECKUX PEKOMEHJAIMK [0 OPraHU3alMu MUATAHUS U HYTPUTUBHOU

Mo/IepKKe MalueHTOB, cTpaaaronmx BbO.

1.2. TloHsiTHE HEZOCTATOYHOCTH MUTAHUSA

[Tom  HEMOCTAaTOYHOCTHIO MHUTAHUS TOHUMAIOT JUCOAIAHC  MEXIY
MOTPEOHOCTHIO B MUTATENBHBIX BEIIECTBAX M MX MOCTYIJICHUEM, YTO HETaTUBHO
BIIMSECT Ha pOCT W pa3BuTue pedenka [79]. [loHsTHEe HETOCTATOYHOCTH MHUTAHUS
MPUIIIO HA CMEHY paHee MIMPOKO UCTIOIb30BABIIMMCS TEPMUHAM «TUTIOTPODUS U
«OeNIKOBO-2HEepreTuIecKas HEIOCTATOYHOCTDY, KaK HauboJiee TTOJTHO
XapaKTepu3ylolllee HYyTPUTUBHBIN cTaryc. OHO OXBaThIBAET BCE ATHOJIOTHUYECKUE
dakTopbl (BKJIIOYAs HEAQJCKBAaTHOE TMOTPEOJICHME MHUTATEIbHBIX BEIIECTB,

HCIOCTATOYHOC UX YCBOCHHUC H IIOBBIMICHHYIO HOTp€6HOCTB).

B omnuune OT HEZOCTaTOYHOCTH MWUTaHUA, NPUHATHIA paHee TEPMUH
«runoTpodusH», 03Ha4YaBIIMN XPOHUUECKOE PACCTPOWCTBO MUTAHMS C AePULIUTOM
Macchl Teja MO OTHOIICHHWIO K POCTY W/WIM BO3pacTy peOeHKa, MPUMEHSJICA B
OCHOBHOM B OTHOILEHWU JE€TE€W paHHEro Bo3pacta. lIpu 3TOM He yduThIBajIach
3aJiep’)KKa pocTa, KOTOpash XapakTepHa s HauOoJyiee TSDKEIbIX MPOSIBICHUN

HYTPUTUBHOW HEJOCTATOYHOCTH [23].

TepmuH «OenKOBO-dHEpPreTHUECKasi HeJIOCTATOUHOCThY MpeyioxkeH B 1961 T.
OO0benuHeHHbIM KoMmHuTETOM 3KcnepToB @AO/BO3 mo BompocaM mnutaHus u
NO/IPAa3yMEBAET AJUMEHTAPHO-3aBUCUMOE COCTOSIHUE, BBI3BAHHOE JIOCTATOYHO
MPOJOJKATEIBHBIM W/WJIM WHTEHCUBHBIM MPEUMYIECTBEHHO OEJIIKOBBIM W/WUITU
HPHEPreTUYECKUM TOJIOJAHUEM, MPOSIBIAIONIEecs ACPUIMTOM MAacChl Tena W/WUIU

poCTa ¥ KOMILICKCHBIM HapyIieHHeM romeocTasa opranusma [10, 88, 107].

B oTanune oT moHsATHS «HCAOCTATOYHOCTU IIUTAHUA», TCPMHH «0eIKOBO-
SHCPIreTUICCKAsT HCAOCTATOYHOCTDL» HC YUUTHIBACT HU3KOC YCBOCHHC IMUTATCIIBHBIX
BCIICCTB HMJIM ITOBBIIICHHBIC l'IOTpC6HOCTI/I B HUX Y OO0JILHBIX ,Z[GTGfI, a TaKXKeE

nepunut MUKpoHyTprueHToB [2, 30].
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HenmocraroyHOCTh IMTAaHKS NOAPA3AEIAETCA HA NEPBUYHYIO U BTOPUYHYIO U
MOET OBITh OCTPOW WM XpoHWYECKOH. [lepBUYHAsS HETOCTATOYHOCTHh MHUTAHUS
BO3HMKAET MPH JAePUIIUTE TOTPEOICHUS] HYyTPUEHTOB, B TO BpeMsl KaK BTOpUYHAs
00yCIIOBJICHa HAJIMYUEM Pa3IUYHBIX 3a00JIeBaHUI, HAPYIIAIOMIUX HX YCBOCHHUE
WIM TOBBIIIAIONIMX MOTPeOHOCTH B HUX pebOeHka. OcTpas HEJOCTATOYHOCTH
MUTaHUs MPOSBISETCS MPEUMYIIECTBEHHO MOTEpPEN Macchl Tena U ee AeUIuTOM
110 CPAaBHEHUIO C JOJDKEHCTBYIOLIEH MAacCOW Telia (B COOTBETCTBUM C POCTOM), ISt
XPOHUYECKON HEAOCTATOYHOCTH MUTAHUS XapaKTEPHbI HE TOJIBKO Je(UIIUT MACCHI
Tela, HO W CYIIEeCTBEHHas 3ajepkka pocta. O6e ¢GhopMbl UMEIOT JBE CTENCHU
TshKecTH: yMepeHHyto u Tspkenyto [30]. [Ipu BBD B momasisiromemM OOJMBIIMHCTBE

CIy4acB UMCCT MCCTO XPOHHUYCCKAA HCAOCTATOYHOCTD ITUNTAHHA.

OCHOBHBIE IPUYUHBI HEJOCTATOYHOCTH NUTAHUS B SKOHOMUYECKH Pa3BUTBIX
U pa3BUBAIOLIMXCA CTpaHax pasznuuaroTcs. Ecnm B crpaHax co ciabopa3BUTON
DKOHOMHMKOM OCHOBHOM TIPUYMHOM HENOCTATOYHOCTH IIUTAHUS  SBIISIETCSA
Hea/IeKBaTHOE NMOTpeOJIeHUE MUIIM, TO B IKOHOMUYECKH Pa3BUTHIX CTpaHax, Kak
PaBUIIO, 3TO COCTOSIHUE BO3HUKAET B PE3YJIbTATE TSKEINBIX, YACTO XPOHUYECKHX,
3a00J1eBaHUM, TPUBOASIIMX K MOBBIIICHUIO TOTPEOHOCTH B MHUILEBBIX BELIECTBAX
WIM HapyLIEHUIO YCBOCHHUS HYTPHEHTOB, TO €CThb SBJII€TCS BTOpUYHBbIM. OOImas
pacnpoCTPaHEHHOCTh TAKOW HEAOCTATOYHOCTH MUTAHUSA B CTPAaHAX C BBICOKUM
YPOBHEM J3KOHOMHYECKOI'O Pa3BUTHsS HEBEIHMKA, HO IIOCKOJIBKY €€ OCHOBHAas
NpUYMHA — TsDKelble 3a00J€BaHus, TO OHA CYLIECTBEHHO BBIILE CPEOU JETEH,
rOCIUTATU3UPOBAHHBIX B cTanuoHap (oT 26 no 40% B CTpyKType BceX MPUYHH

HEI0CTaTOYHOCTH nuTtanus) [61, 71, 86].

HenocrarouHoe mnuTaHWe MPEACTAaBIsET COO0OM HE TOJBKO OEIKOBO-
KAIOPUMHYI0O  HEJOCTaTOYHOCTh, HO W B  OOJBIIMHCTBE  CIIy4acB
MUKPOHYTPHUEHTHYIO HEIOCTATOYHOCTh, COMIPOBOKIAIOIIYIOCS TUIIOBUTAMUHO30M,
Ne(UIIUTOM ICCEHITUATBHBIX MHUKPOAJIEMEHTOB, OTBETCTBEHHBIX 32 DPEaIU3AIUIO
UMMYHHBIX (YHKIUNA, ONTUMAJbHBIM POCT, pa3BuTue Mo3ra. B cBsi3u ¢ »Tum

JJIMTCJIbHAasA HEAOCTATOYHOCTb IIMTAHHA YaCTO COIIPsKCHAa € OTCTaBAHHEM B
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IICHXOMOTOPHOM Pa3BUTHHM, 3aJEPKKOM PEUYEBBIX M KOTHUTHUBHBIX HABBIKOB U
GyHKIUI, BBICOKOW  IMOABEPKEHHOCTHbIO  MH(MEKIMOHHBIM  3a00JIEBaHUSM
BCJIE/ICTBUE CHIKEHMSI HMMMYHHUTETa, 4YTO B CBOIO O4Yepedb YyCyryousser

HYTPUTHUBHYIO HEJOCTATOYHOCTh y pebenka [2, 10].

[Ipu sTOM Yem milaaiie peOEHOK, TeM OBbICTpee, HE3aBUCUMO OT MPUYHH,
BO3HUKAET HEAOCTATOYHOCTh MUTaHMs. DTO OOYCIOBJIEHO BBICOKOH CKOPOCTBIO
pocTa U aKTUBHOCTBHIO MeTaboyiu3Ma y JeTel, 0OpaTHO MPONOPIMOHAIBHBIX €ro

BO3pACTY.

1.3. Metoabl OHEHKH  HYTPUTHBHOIO0  C€TaTyca M  JAUATHOCTHKA
HEJOCTATOYHOCTH MUTAHUA
JIst AMarHOCTUKM M OLICHKU CTEIICHHW HAPYIICHMS NMUTAaHUSA Yy JETEH HCIONb3YIOT
KJIMHUYECKHE, J1TabOpaTOpHbIE W MHCTPYMEHTalbHble MeTonabl. KinHuueckas
OLICHKa HYTPUTHBHOI'O CTaTyca BKJIIOYAET KIMHUYECKOE OOCIIEJOBAHUE C YYETOM
CHeM(PUUECKUX CUMITOMOB HYTPUTHBHOM HEAOCTATOYHOCTH U IPHU3HAKOB
TMIIOBUTAMUHO3a, a TAKKE aHTPONIOMETPHUIO C U3MEPEHHEM MAcChl U JJIMHBI Tea,
OKPYXHOCTH TOJIOBBI, TPyId MW IUI€Yd, TOJIIUHBI KOXHO-)KHPOBBIX CKIJIAJIOK.
JlabopaTopHass (OMOXUMHUYECKasi) OIICHKA HYTPUTHUBHOTO CTaTyca Y4YWUTHIBAET
COJIep)KaHUE B CBHIBOPOTKE KPOBH OEJIKOB, B TOM YHCJIE€ KOPOTKOKMBYIIUX, U
nokasatesied 00ecreyeHHOCTH MHUKpOHyTpueHTamu. Kpome Toro, HyTpUTHBHBIN
CTaTyC MOKET OBbITh OLIEHEH C YYETOM pe3yJbTaTOB OIpeNeeHHs] cOocTaBa Tela
(OuomMmmienaHcomMeTpusi, BO3AYLIHAs OoaurmuieTu3Morpadusi, Hampumep, C

nomompto anmapara «PEA PODy»), a Takke myTteM OIEHKH (PaKTUUECKOTO

nuTanus [16, 22, 27, 107].

1.4. Ouenka puU3N4ECKOr0 pa3BUTHSA JeTell ¢ 0yJJIe3HBIM MHIEPMOJIU30M

Anmponomempus

H3mepenne CKOpoCTH POCTa M MPUOABKH MACChl Tela — CaMbId MPOCTOM

crioco® oreHkn (uznueckoro pazsutusa. M3mepenus nereit ¢ BBD moimkHBI
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MPOBOAUTHECSA Kaxible 3-6 MecsleB, y MJIAJEHIEB U JAETEH paHHEro BO3pacra —
eKEeMeCAYHO, a MpU HeoOXoAMMOcTH — damie [6]. Y meredt muaniie ABYX JieT
U3MEPAIOT TAK)KE OKPYKHOCTh TOJIOBBL. Y AeTel ¢ quctpoduueckoit hopmoii BB
¥ HamOoJee TSHKEIIBIM TCUCHHEM 3a00JIeBaHUS U3-3a OOJIC3HEHHBIX CTHOATEIThHBIX
KOHTPAaKTyp CYCTaBOB M OCTEOINOPO3a U3MEPEHUE POCTA MOXKET ObITh 3aTPYAHEHO
WM HEBO3MOXHO. B 3TOM cilyyae mMOJB3yIOTCS POCTOMEPOM I JIEKAYETO

TIOJIOXKCHHS WIIH U3MEPSIOT JJIMHY Tela 1mo JacTsM [98].

JInsi OLEHKM JaHHBIX aHTPONOMETPUU B HACTOSIIECE BpeMsi Haubolee
1enecoo0pa3Ho  HUCIMOJIL30BaTh 3HAaueHUsl Z-score (OLEHKa WHAUBUIYaTbHBIX
JUTMHBI U MAacChl TeJla JIeTel 3a CYET pacueTa CTaHJAPTHBIX OTKIOHEHHUM WJIH CUTM,
Ha KOTOPOE€ HUCCIEAYyEeMbIN IMOKa3aTesib MAacChl WM JIJIMHBI Tella OTJIMYAETCS OT
MEJMaHbl CTAaHJAAPTHOW MOMYJISIIIUU. JTa BEIMYMHA BBIYUCIISICTCS TI0 YPaBHEHUIO:
nokaszatellb ~ pedeHka —  MeauaHa  cTaHjaptHod — momyisiuuu — (M)/
CTaHJaPTHOE OTKJIOHEHHUE B CTAaHAAPTHOU MOMYJISIIUHU (o)), OCHOBBIBAsICh HA HOBBIX
CTaHJapTax, npeanoxxeHHbix BO3 115 olleHKH pocTa U pa3BUTHS AETEN B BO3pacTe
a0 5 gjer. B ocHOBE O3TMX CTaHZAPTOB pPE3yJbTaTbl MHOTOLEHTPOBOIO
HCCIICIOBAHUSl AHTPONOMETPUYECKUX JaHHBIX JeTed B 6 CTpaHax MsATH
KOHTHHEHTOB, onyoaukoBanHbie B 2006 1. [105]. KputepusMu BKItOUCHHS ASTCH B
UCCIICIOBAaHUE i1 KOHCTPYUPOBAHMS CTaHJAPTOB ObLIO obOecrieueHue peOeHKY
TaKMX  yCJIOBHM  (HOPMaJIbHOTO  yXOJla, TPYAHOrO  BCKapMJIMBaHUA,
YAOBJIETBOPUTEIBHBIX CAHUTAPHO-TUTUEHUYECKUX YCIOBUM U  MEIUIIMHCKOM
MOMOIIM), KOTOpPbIe OOECIEUHBAIM PpeATM3AIUI0 TEeHETUYECKUX BO3MOXKHOCTEH
pocta u pa3Butus pedeHka. [loaToMmy aBTOpBI HCCIEAOBaHUS TOMIYEPKHYIIN, YTO
aHTPOTIOMETPUUECKHE CTaHIaPThl COOTBETCTBYIOT MapaMeTpaM, KOTOPHIE JOJIKHBI
OBITH (MJTH KENAaTeNbHbI) Y IeTeH, a HE OTPaXaloT CPpeAHUE TTOKA3aTeNId PeaIbHOTO
pocTa W pa3BUTHS JeTell B JaHHOE BpeMs B yKa3aHHbBIX crpaHax [106].
JIOMOTHUTENBHO K aHTPOIIOMETPUYECKUM HMHJIEKCaM «Macca Tena AJig BO3pacTay,
«pOCT (IJIMHA Tena) JJIsl BO3pacTa» M «Macca Tela JJis pocTta (IauHbl Tena)» BO3
ObLJT pa3paboTaH HOBBIA CTaHAAPT — «UHIEKC MACChI Tena it Bo3pactay. Kpome

TOro, mnpCaIOKCHBI CTAHAAPTHBI JII PAHHETO BO3pacTa: OKPYXHOCTH TI'OJIOBBI,

26



mjieda, KOXKHBIX CKJIQJ0K B 00JIaCTH TPEXTIABON MBIl W TOJIONATOYHON
obnactu. OmucaHHBIC CTAaHAAPTHI JIETIM B OCHOBY KOMIBIOTEPHOUW MPOTPaMMBI
WHO ANTHRO. B panpHeilleM Ha OCHOBAaHMHM CTaHIApPTOB pocTa JCTEH B
Bo3pacte 5-19 mer, pazpaborannbix BO3 B 2007 1., Oblma pa3paboraHa
koMmibtoTepHas nporpamma ANTHRO Plus, oGecneunBaromiasi JOCTYIHOE U
yIOOHOE  UCIOJIb30BAaHWE  CTAHJIAPTHBIX  KPHUBBIX  pocTa JUIsl  OICHKHU
aHTPOIIOMETPUUYECKUX MapaMeTpoB neTeit Bcex Bo3zpacTtoB [105]. Takum obpasom,
CYLIECTBYIOIIME MEXIAYyHApOIHble cTaHaapTel BO3 1Mo aHTpOnmoMEeTpUYECKUM
TOKa3aTeJsIM OXBaTBIBAIOT Bce Bo3pacTHble Tpymmbl jaered (0-19 aer) [50]. A
BBIPOKEHHE IOKa3aTeJled pocTa, Beca M MHAEKCAa Macchl Tela B BHIE Z-SCOre

IMO3BOJIAICT KOPPCKTHO OOCHHUBATD UX JUHAMHKY B IIPOLICCCC Ha6J'II-0I[eHI/I5L

1.5. JlaGopaTopHble METOAbI OLIEHKU COCTOSTHUSI MUTAHUA

buoxumuyeckre mokasarenu, MO3BOJISIIOIINE CYJIUTh O XapaKTepe MUTaHUs U
noTpeOICHUN THUIIEBBIX BEIIECTB WM JHEPTUH, SBISAIOTCA OHOMapKepamu
HYTpUTHBHOTO  cTatyca. JlabopaTopHble METOABI TMO3BOJIAIOT  BBISBIATH
JTOKIMHUYECKUE (DOPMBI HAPYIICHUS] TUTAHUSI U HEJOCTATOYHONW 0O0ECTICYeHHOCTH
oprann3ma HyTpueHTamu. OHaKo, CleayeT OTMETHTb, YTO HOpMasbHas
KOHIICHTpAIUsl Pa3IMYHBIX BEHIECTB B KPOBU MOXET COXPAHATHCA Jaxe Mpu
3HAYMUTEITLHOM OOCJHEHUU WX JIETI0 B OpraHax M TKaHSAX, MMOTOMY HE BCeraa
COOTBETCTBYET JOCTATOYHOMY YPOBHIO 00€CIEeYeHHOCTH. Tak, ypoBeHb OOIIETO
Oenka B CBHIBOPOTKE KpPOBM HE BCErja OTpakaeT YPOBEHb 00ECIEeYEeHHOCTH,
MOCKOJIBKY YPOBEHb OOIIMX OETKOB MOXET OBbITh Ja)K€ MOBBIINICHHBIM 3a CYET
0enkoB ocTpoil (ha3bl BOCHANIEHUST M MapKepoB OelkoBoro karadonusma. llpu
00e3BOKMBAaHUM YPOBEHb OOIIEro Oelka, MOYEBUHBI M KpPEaTMHHHA TaKXKe
noBbiaetrcs. CuuTaercs, 9To HanboJiee TOYHBIMHU MOKA3aTeIsIMU HYTPHUTUBHOTO
cTaTyca SIBJISIIOTCS YPOBEHb B KPOBHU adbOyMHHA, MpealbOyMuHa, TpaHceppuHa,

HEepyJIoIuIa3MrMHa M PETUHOJICBA3BIBAIOIICTO OeJka. HOCHC,Z[HI/Ie 4 Oenxa MMEIOT

27



caMblii KOPOTKHI TEPHOJ| Moypacnaga ¥ Hanboliee TOYHO OTPaKAIOT HATUYHE

OeTKOBOM HEOCTATOYHOCTH y pebenka [87].

AnTBEOYMHH CBIBOPOTKHM CHUHTE3UPYETCS B TEUCHH W SIBISCTCS OJHHM U3
Haubosee M3y4YEHHBIX OETKOB, MEPUOJ €ro TMONYKH3HU COCTaBIsieT OKoJo 3
Henenb [57]. KoHIEHTpamus CHIBOPOTOYHOTO albOyMHHA WM3MCHSETCS IIpH
BOCIAJICHUH, TO3TOMY Ha €ro ypOBEHb MOXXHO OPHUEHTHUPOBATHCS JUIIL MPHU
JIOJITOCPOYHOM ~ HaOmoAeHuu. [l  OUEHKM  KPAaTKOCPOYHBIX  HM3MEHEHUU
HYTPUTUBHOIO CTaryca NPEANOUYTUTEIIBHO OMNPEACNSITh MNpeaibOyMUH WU
TpaHcheppun. OIHAKO W HaA 3TH MapKEpPbl OKA3bIBAIOT BIMSHUE JpYyrue
HEMUIIEeBble (PAKTOpPhI, TaKUE KaK IEYEHOYHAs W TOo4Ye4yHash HEIOCTATOYHOCTH,
ropMOHbI, UHPeKknKu 1 Bocnanenue (Tadma. 1). JlonoJHUTEeNbHBIM METOIOM OLICHKHU
OenkoBoro oOMeHa W HENpPSIMOW OIIEHKH IHIIEBOrO0 CTaTyca MOMKET SIBIATHCS

noKazartesb SKCKpEI[MH MOUeBUHBI [62, 75].

Tabmuua 1. CeiBOpoTOUHBIE OETTKU, UCIIOIB3yEMbI€ JJIsl OLIEHKU

HyTpuTHBHOTO cTaryca [10].

IToka3zarenn IMepuoa DakTOpPbI, BJIUSIONINE HA I0KA3aTe/Ib
MOJIY’KM3HU B
1j1a3Me KpOBH
AnpOymMuH 15—20 cyr benkoBo-3Heprernueckas HEIOCTAaTOYHOCTb,
MOpaKeHHE MEYCHH, OeJoKTepsroIIast
SHTEpONAaTHs
[IpeansOymun 8 cyr benkoBo-sHEpreTHYecKas ~ HEIOCTATOYHOCTb,

0oJIe3HM IIEUEHH H IO4YeK, OOJIe3HH OOMeEHa
JKelle3a, BOCIIAJICHUE

Tpancdeppun 8 cyr benkoBo-sHepreTuueckass ~ HEJOCTaTOYHOCTbD,
rJIoMepyJionaTus, OenokTepsroas
SHTEpONaTHs, MOpaKCHHE NIEYEHH,
BOCHAJIIUTENbHBIE  3aboneBaHus,  AepuUIUT
xKeseza

TupoxcuHCBs3BIBAIOMMN | 2-3 CYT benkoBo-sHEpreTnyeckass  HEIOCTaTOYHOCTb,

npeanbOyMuH 6ose3HU NIEYEHH, TUIEPTUPEO3,
BOCHAJINTENNbHBIE 3a00I€BaHUS

Pernnosncs3piBaromuii 124 benkoBo-sHepreTuueckass ~ HEJOCTaTOYHOCTbD,

0eloK nedunut BUTaMHHA A, OOJIe3HH IICUCHH,

NeUIUT [IMHKA, BOCTIAJIUTEIbHBIC 3a00TICBaHUS

28




1.6. OmueHka cocTaBa TeJia

AHTpPOIIOMETPUYECKUE JlaHHbIe, B TOM YHCJI€ W TaKOW IOKa3areib, Kak
WHJIEKC Macchl Tela (OTHOLIEHHWE Beca B KWIJIOIpaMMax K KBaJpaTy pocTa B
MeTpax) MO3BOJIAIONIUN OLIEHUTh COOTBETCTBUE Beca JUIsl JAHHOTO POCTa, HUYETO
HE TOBOPUT O COOTHOIIEHUH MACChl )KMPOBON TKaHU M OE€3KUPOBOM MacChl Tela.
[ToaToMy psis Oojiee TOYHOM OLICHKM HYTPUTHUBHOIO CTaryca M KOHTPOJIS
(b (HEKTUBHOCTH JUETOJOTHUUECKUX MEPONPHITHI, TOMHUMO aHTPOTOMETPUUYECKHUX
nokasaresield, Ba)KHO OIICHMBATh IIOKa3aTelIM CcocTaBa Tena. boyiee TOYHBIM
CUMTaeTCs METOoA Bo3AymHOW Oomumnetusmorpadun [104, 109], xoTtopsiid
MO3BOJISIET OMPEETATh 0E3KUPOBYIO (TOIIYIO0) Maccy, KUPOBYIO Maccy (B KI) U
OTHOCHUTEJIBHOE COAEPIKAHUE KUPA B TKAHAX Yy JAETEH U B3POCIbIX. Y MIIAJICHIIEB C
Maccoi Tenma MeHee 8 Kr ycmemrHo ucnonb3yercs ammapaT «PEA PODy [3]. [ns
JeTeil B BO3pacTe crapmie S5 jeT Hauboiee IMIUPOKO — HCHOJb3YyeTcCs
OMORJIEKTPUYECKUN OMOUMITETAHCOMETPHUS IO CTAHAAPTHON YEThIPEXIICKTPOTHOM
cXeMme, MO3BOJISIONIAs ONPEEsATh CISAYIONMe TapaMeTphl: )KUpoBasi Macca Tea,
6e3xupoBas (Tolras) Macca, MPOIEHTHOE COJEPKaHNUE JKUPA, aKTUBHAS KJIETOYHAs
Macca, yJIeldbHbId (HOPMUPOBAHHBIM Ha MJIONIA]b MOBEPXHOCTU TeJla) OCHOBHOM
oOMeH, ol11ee coqiepkaHre BOJIBI B OpraHu3Me, 00beM BHEKJICTOUYHON KUJIKOCTH U
ap. [25, 40, 43]. Crnenyer, OAHAKO, OTMETHTD, YTO METOJ OHOMMITEAAHCOMETPHH
MMEET CYIIECTBEHHbIC OTPaHUYCHUS MPUMEHEHHS Yy OOJIbHBIX ¢ AUCTpPOPUUECKOn
dbopmoii BBD u3-3a yactoro mopakeHus KOXHU B 30HAX CTAH/IAPTHOTO HAJIOKECHHUSI

3JIEKTPOJIOB.

[IpoBeneHHbIC HAMH paHEE MCCIEIOBAHUS IMOKA3aIl, 9YTO 00a METO/1a OLIEHKU
COCTaBa Teja MMEIT OrpaHuueHusi y O0oyibHBIX ¢ BBD, a Ouumnenancomerpus

JlaKe TIPU BO3MOXKHOCTH €€ MPOBECHHS JaeT CKaKeHHbIe pe3ybraThl [18].

1.7. OueHka ¢paKTHUECKOr0 NUTAHUSA
OneHka (aKTHYECKOTO0 IHMTAHMS dYalle BCEro ITPOBOJMUTCS PAaCUCTHBIMH
METOJIJaMU, B HACTOSIIIEE BPEMs — C MOMOIIBIO KOMIBIOTEPHBIX IporpamMm. baza

JaHHBIX JIs1 TaKHUX IIpOorpaMm CO344€TCA Ha OCHOBC CBC,HeHI/Iﬁ 0 XHMMHYECKOM
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COCTaBE TPOAYKTOB H OJIOJ, B OTEUECTBEHHBIX MPOTpaMMax I OIEHKH
(GaKTHYEeCKOTO THTAHUSI HCMOIB3YIOTCA «TabmuIlbl XWMHUYECKOTO COCTaBa M
KAJIOPUMHOCTU POCCUMCKUX MPOAYKTOB mutanusi» [35]. [lonydyeHHble pe3ynbTaThl
CPaBHUBAIOTCSI C MEXIYHApOJIHBIMU WM HAIMOHAIbHBIMM, B YacCTHOCTH,
POCCUIICKUMHM HOpPMamMu TOTPEOJICHHUsS] MHUTATENIbHBIX BEIIECTB M JHEPIUM IS
COOTBETCTBYIOIIEr0 Bo3pacTa [26]. [lepBbIM »TamoMm wHcCClIeIOBaHUSL IO OIICHKE
(baKTHYeCKOTO TUTAHUS SBJSETCS AHKETUPOBAHHUE C 3aNOJHEHHUEM 3-5-THEBHBIX
OMPOCHBIX AaHKET, COJEPXKAIIMX BOMPOCHl MO JETAIbHOW XapaKTEPUCTUKE
(haKTUYECKOro MUTaHUs C y4eTOM oObeMa mopuuid. s obieryeHus 3anoHeHUs
aHKET MOTYT OBbITh MUCIOJIb30BAHBI ATbOOMBI C U300pAKECHUEM PA3TUUHBIX TOPIUI
OCHOBHBIX MPOAYKTOB IHTAHUSI W TOTOBBIX OJOJ. AJTOPUTM KOMIIBIOTEPHOM
OIICHKM COCTaBa palliOHa Ha NpUMEpe KOMIBIOTEpHOU mporpammbl «OreHka
dakTHUecKoro mMUTaHus» Ha ocHoBe mporpammbl 1C mpencraBieH Ha pucyHke 1.
brnaronmapsi mpoctore B HCHOJB30BaHUU W A(PPEKTUBHOCTH KOMIBIOTEPHBIX
pacueToB (paKTUUYECKOTO0 MUTAHUS, OHU BCE LIMPE BHEAPSIOTCS B KIMHUYECKYIO

MPAKTHUKY.
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AHKETHO-ONPOCHBIA MeTog,
chiopa undopmanym Boapacr, non, pocr, macca Tena pebiessa

No GaAKTHUECKOMY NHTAHKMEI JakHbie No GHIMUECKON AKTHBHOCTH
(c wcnonb3oeannem ansbomos nopuwi)

T ‘v‘-'

‘ BHeceHHe JaHHEX B HOMAIOTEPHYIO NpOrpanmy

HomnbioTepHbIA aHanKs:

d TabiAmyE! XMMUYECKOTD COCTABE W KANDPURHOCTH

Hopmel noTpeGHOCTH AETEH B NHILEBLIX BEILECTBAX
W SHEDIHH B SABKHCUMOCTI OT BO3PACTA M NoAa

‘ YueT PHIHYECHON SKTHBHOCTH

IHEPrOEMKOCT ' C HCNONBIOBAHHEM

W XHMHYECKHIA COCTAR PALMONE KO3PHLMENTOR
HHIHUECHON AKTHBHOLTH

]

JaKAOUEHHE O COOTBETCTBHM PALMOHA NOTPEBHOCTAM B IHEPIHM,
QCHOBHIX HYTPHEHTAX, BHTAMMWHAX, MAHEPANEHLIX BEUECTEAX

PI/ICYHOK 1. AJ'IFOpI/ITM KOMHLIOTCpHOfI OLICHKU XUMHUUYCCKOT'0 COCTaBa palfiOHa U COOTBECTCTBUMA

ero motrpedHocTsAM opranusma [16]

3HAUUTENBHO pexe Mnpu cOope HHPOPMALMM O MUTAHUM HPUMEHSETCS
CYIIECTBEHHO 0o0Jiee TPYJOCMKHM BECOBOM METOJ, MPEAIOJIararoliuii CTPOTHUM
KOJIMYECTBEHHBIN yUeT BCEX MOTPEOIIEMbIX 32 ICHb IPOYKTOB U OJFOJ IyTEM UX

B3BemmBanus [31, 76].

HenmocraTkoMm pacdyeTHBIX METOMIOB SIBISIETCSI TO, YTO IOJYy4aEMbI€ CBEICHHS
MMEIOT  YCPEAHEHHBIM, OPUEHTUPOBOYHBIM  XapakTep, 4YTO CBSA3aHO CO
3HAYUTENIbHBIMU U, HE YYUTHIBAEMBIMU B CIIPABOYHBIX TaOIMIaXx KoJeOaHUSIMU
WCTUHHOTO COJIepKaHUsl BUTAMUHOB U MUHEPAJIbHBIX 3JIEMEHTOB B OJTHUX M T€X ke
NPOAYKTaX NUTaHUSA, B 3aBUCHMOCTH OT MX COpPTa, KIUMAaTUYECKUX U
reorpapuuecKkux YCJIOBHM MPOUCXOXKICHMS, CE30HA TOja, TEXHOJOTHYECKHX
0COOEHHOCTE NPOU3BOJACTBA M NEPEpadOTKH, YCIOBUU U CPOKOB XPAHEHUS U
MHOTUX Jpyrux ¢akropoB [20]. DTUX HEIOCTATKOB JMILIEHBI MPSMBbIC

AHAJIMTUYCCKHUEC MCTOAbI OIIPCACICHHA COCTaBa palOHa. HpI/I AHAJIMTHYCCKOM
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METOJIe BECh PAlMOH 00cieayeMoro AyOnupyercs B BHIE «IBOMHONW» MOPLUH,
KOTOpas MOTOM MOJBEPraeTcsi XMMHUYECKOMY aHainu3y. /[aHHbI METO/ MO3BOJSET
0osiee TOYHO OIPENEIUTh COJAEP)KAHUE BCEX KOMIIOHEHTOB B HOTPEOIIsIEMOM
palyoHe, OJHAKO M3-3a JOPOTOBU3HBI M TPYIOEMKOCTH HCIIOJIB3YETCS TOJBKO B

HAY4YHBIX IeJsX [76, 92].

1.8. Kpurepuu HeI0CTATOYHOCTH MUTAHUS
JlnarHoctuyeckoe 3HaueHue Z-score aHTPOIMOMETPUUECKUX MOKa3aTenei Kak

KpUTEPUS HEAOCTATOYHOCTH MUTAHUS MIPEACTABICHO B TaOIHIIE 2.

Tabnuna 2. Jluarnoctuueckoe 3HaYeHUE Z-SCOre aHTPOITOMETPHUYCSCKUX ToKa3zareei [16]

Kpurepunii Iloka3zaTennr | /luarHocTudeckoe 3HaYeHHE

7 3HaueHHWe Macchl Tenma Juii | Z-score < -2 | OTpakaeT OCTpoe HEIOCHaHHe C 3aJepiKKOU
BO3pacTra npubOaBKH Macchl Teja.

WAZ (Weight-for-Age Z-

score )

Z 3HaueHue JMHA Tema jis | Z-score > +1 | CBuaerenbcTByeT 00 M30BITOYHOM Macce WU
BO3pacTa OKUPEHUU

HAZ (Height-for-Age Z- | Z-score <-2: | XapakTtepu3yeT  HHU3KOpPOCIOCTb,  MOXET
score) CBUJIETEJILCTBOBATH O XPOHUYECKOH OenKoBo-

BHGPFCTI/I‘-ICCKOI\/JI HEAOCTATOYHOCTHU

Z 3HauyeHHue HHIACKCAa MacCChI Z-score < -2 HenocraTo4yHOCTh IMTaHUS
TCJIa IJId BO3pacTa

BAZ (BMI-for-Age Z-score) | Z-score >+1 | M30bITOYHAsS Macca Tea

Z-score > +2 | OxupeHue

Knaccudukanms BO3 mnpeamnonaraer Haauume ymepeHHou (Z-score
macca/poct > -3 /| < -2) m Tskenon (Z-score Macca/poct < -3) CTENCHH
HEJIOCTaTOYHOCTH nuTaHus [71]. Bmecte ¢ TeM, curtaercs, 4To sl KIMHHYECKOM
NPAKTUKHA CIICAYET BBLICIATH JICTKYIO CTENCHb HEJIOCTATOYHOCTH IHUTAHUS WM
TPyNIly pUCKAa TI0 HEJAOCTATOYHOCTH IHTaHWSA, KOrJa IoKaszareiab Z-SCore
HaxXomuTcs B mpenenax > -2 / < -1, MOCKOJbKY OpraHu3aius HYTPUTUBHOW
NOJICPKKH JIETSIM C JIETKOW CTENEeHBIO HEIOCTATOYHOCTH IHUTAHUS MO3BOJISIET
NpeaoTBpaTuTh  Oojiece  Tspkenble  HapymieHus. [10].  Jlerkas  OenkoBo-

AHEpreTUYecKas HeloCcTaTOUHOCTh npeactaBieHa B MKb-10 mox kogom E44.1.
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1.9. Poab HeIOCTATOYHOCTH MNHUTAHUS KaK (aKTopa, YTAKeJIAIEro

TeueHue 00J1e3HN

[Tpr HEMOCTATOYHOCTH MUTAHUS TTOCTEIIEHHO W3MEHSIOTCSI BCE BHJIBI OOMEHa.
Ha mepBbIX 3Tamax MCTOIIAOTCS JENOo TIWKOoreHa U xupa. [Ipu coxpansroniemcs
BBIPOXCHHOM Je(QUIIMTE TIMINEBBIX BEIISCTB MPOUCXOOUT pacmaa Oenka,
MIPEUMYIIIECTBEHHO B MBIIIEYHOW TKaHW, YMEHBIIIACTCS KOHIICHTPAIUS aTlbOyMUHA
u obmero Oenka. Hapymenus merabomm3ma Oenka MPUBOAST K CHIDKCHHIO
UMMYHUTETA B CBSI3M C M3MEHEHHEM CHUHTE3a MMMYHOINIOOYIMHOB. CHUXAETCs
aKTUBHOCTH (PEPMEHTOB M CEKpelHs HWHCYJIWHA, a TaKKe WHCYJIWHOIOJIO00HOTO
dakTopa pocTa, Hapymaercsi cUHTEe3 (uOpUHOreHa U (HaKTOPOB CBEPTHIBAHUS

kposu [10]

HyTputuBHyI0 1IEHHOCTH O€JIKa ONpeesisieT ero aMUHOKHUCIIOTHBIA COCTaB, B
YAaCTHOCTH, HAJIMYME B HEM HE3aMEHHUMBIX aAMHHOKHCIOT, KOTOpPHIE OPraHu3M
YEJIOBEKA HE MOXET CHHTE3MPOBATh CaM M JIOJDKEH MojydaTh ¢ numend. K
HE3aMEHUMBIM OTHOCAT TpUITOhaH, TU3HH, JICUIIUH, U30JICUIINH, BAJIMH, TPEOHUH,
MeTUOHMH U (eHwnananuH. [{UCTenH M THUPO3UMH OrpaHUYEHHO, HO MOTYT TpHU
HEOOXOJMMOCTH CHHTE3UPOBAThCS B OpraHU3Me, IOATOMY HUX Ha3bIBAIOT
"monmy3amenumbiMu"  (aHrL.  semi-essential)  [14, 83]. CooTBeTCTBEHHO
NOTPEOHOCT, B O€lIKe  OmpeenseTcs MOTPEOHOCThIO B HE3aMEHUMBIX
aMUHOKHUCJIOTaX. HMHorga K HE3aMEHHMMBbIM aMHHOKHCIOTaM [MPUYUCIISIOT
ructuauH. OcTaJbHbIE aMUHOKHCIOTHI — ajlaHWH, apruHUH, aclaparv,
acraparuHoBasi KMCJIOTa, TJyTaMUH, TIIyTaMUHOBAs KUCIOTa, TJULUH, MPOJIUH U
CEpPUH — SIBJISIIOTCS 3aMEHUMBIMH, MOCKOJIbKY CHHTE3UPYIOTCSI B TOM YHCJIE U B

opranusme 4esoBeka. [14].

HenocraTtouHoe mocrtymieHue Oenka MPUBOIUT K YCHIIEHHIO €r0 pacmana u
MOBBIIIEHUIO  PEYTWIM3alMd  AMUHOKHCIOT.  AMHMHOKHUCIOTBI ~ aKTHUBHO
UCTIONIB3YIOTCSL JUIsl CHHTE3a KpallHe HEeOOXOIUWMBIX TPAHCHOPTHBIX, UMMYHHBIX,

ocTpoa3HbIX W HEKOTOPBIX JAPYruX OEJKOB, a TaKXke pPacXOAYITcs Ha
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DHEpreTUYecKne HyX Abl. [Ipu TSKENIONW HETOCTATOYHOCTH MHUTAHHS TPOUCXOUT
3aMeieHre nporecca peyrmwim3anuu aMuHOKUCIOT [10, 20]. Crnexyetr oTMeTUTh U
JIB€ aMHHOKHCIJIOTBI, KOTOpPbI€ HE BXOJSIT B COCTaB OEJIKOB, HO BBINOJHSIOT B
OpraHu3Me BaKHbIE (PYHKIUMU: 3TO Tamma-amuHoMacisHas kuciota (ITAMK) u
muokcupennnananun  (JODA), sBustomuecs BaKHEUIIMMU KOMIIOHEHTaMU

HCpBHOﬁ TKaHU 1 YUIACTBYIOIIUC B IICPCIa4C HCPBHBIX UMITYJILCOB.

BolpaxkeHHbI ne@UIUT Oelka MpU  YJOBJIETBOPUTEIHHOM TMOCTYIJICHUU
YIJIEBOJOB NPUBOJUT K OTEKAM W COMNPOBOXKAACTCS MPAKTUYECKHA MOJHBIM
MpeKpallleHueM pacrnaja 0eiaka, 4TO B COBOKYMHOCTH CO CHHUYKEHHEM aKTHUBHOCTHU
pEeYTWIN3alMM aMUHOKHUCIIOT IPUBOJIUAT K PE3KOMY IAJICHUIO UX KOHLIEHTPAUUU U
HapyIICHUIO CHUHTE3Upyomeld (yHkuuu mnedeHu. Bo3Hukawomwuii mpu 3ToM

OKHCJIUTEIbHBIN CTPeCC MPUBOIUT K HAPYIICHHIO 1IEIOCTHOCTH KieTok [70].

[TockonbKy pacuieryieHue SKUpOB sBJsieTCs HaubOosiee A PEKTUBHBIM
CIIOCOOOM  dHEpProodOecrneueHuss OpraHu3Ma, IpPU HEJAOCTATOYHOCTH MHUTAHUS
DHEPreTUYECKUi OOMEH MEHSIETCS C MPEUMYIIECTBEHHO YIJICBOJHOTO Ha
munuaHbId. TloBBIIIaETCS THUIPOJU3 KUPOB M HEICTEPUPUIIMPOBAHHBIC KUPHbBIC
KHUCIIOThI MCTIOJB3YIOTCS KaK MCTOYHUK DHEPTUU. YBEIWYMBACTCS OUOCUHTE3 M3
XO0JIECTEpUHA KUPHBIX KHUCIOT, HEOOXOMUMBIX JUIsl TOAAepKaHus (YyHKIUU
MUILIEBAPUTEIBHON CHUCTEMBI, U KOPTHUKOCTEPOUAOB, PETYJIUPYIOLIUX MPOLECCHI
agantauud. OJHaKo, TpPU TSHKEIOW HEJOCTATOYHOCTH MUTAHUS OpPraHUu3M
MEePEXO/IUT HA PEKUM MAKCUMaIbHON KOHOMUU SHEpruu. B pesynbTare mpoiecc
pacmaja >KUPOB 3aMEIJISIETCS, CHUXKACTCS YCBOCHHME HEICTepUPUIINPOBAHHBIX
JKUPHBIX KHUCJIOT, najiaeT KOHIIEHTpALU dbochomunuos u
HEICTePUPUITMPOBAHHOTO XOJIECTEPUHA B KPOBU, UTO MPUBOJAUT K CTPYKTYPHBIM U
GYyHKIMOHATBHBIM ~ WM3MEHEHHUSM  KIETOYHBIX  MEeMOpaH,  YMEHBIIICHHUIO
KOHIICHTpAIMH KOPTHKOCTEPOUIOB M KHUpHbIX kucior [13, 70]. UsmeHenwus,
MPOUCXOMSIUEe B MeMOpaHaX KJIETOK B COBOKYIMHOCTH C TOCTEIICHHOU
JEKOMITCHCAllUe aHTUOKCUIAHTHOM CHUCTEMBI W CHIKEHHUEM JIMIONPOTEHI-

JINIIa3HOM AKTUBHOCTH, IPHUBOAAT K CHMIKCHHUIO aCCUMUIIIIHUHN TPUTITTULOCPUIOB B
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TKaHsAX. BO3HHMKaeT mneperpyska I€YEHM TPUIVIMLEPUAAMH, YTO HAPYLIAET €€
¢byHkimonupoBanue. MIMeHHO mo3TOMYy Ha MEpPBOM JTare JiedeHUs OONBHBIX C
TSDKEJIOW  HENOCTAaTOYHOCTBIO IMTaHUSA  COJEpKaHUE OKHpa B  palMoOHax
OTPAaHUYMBAETCSA, TAK JKE€ OrPAaHUYMBACTCS HCIOJIB30BAHUE IIPU NAPEHTEPATBHOM

IUTaHWH KUPOBBIX dMyJibcuii [10].

HenocrarouHoe muTanwe W BO3HUKAIONIMN TIPH 3TOM CTPECC MPHUBOMAT K
PE3KOMY TIOBBIIICHUIO BBIPAOOTKA KOPTU30JIa, YTO B YCJIOBHSX CHIKEHHOTO
CHHTE3a WHCYJIWHA YBEJIMYMBACT COOTHOLICHHE KOPTHU3OJ/UHCYIUH. ITO
CIIOCOOCTBYET YCHJICHHUIO MPOIIECCOB KaTaboimn3Ma. B ycioBusax kaTaboiIn4ecKoin
HaIpaBJICHHOCTU O0OMEHHBIX MIPOIIECCOB TIII0K032 HaIpaBJIsieTCs
MPEUMYIIECTBEHHO K MO3Ty, HapymaeTcs HWHCYJIMHO3aBHCHMBIA POCT TKaHEH,

CHIDKACTCS Macca Tella M 3aMe yIseTcs InHenbIi poct [10].

[TocKkoJIbKy BUTaMHHBI SBJISIOTCS YYaCTHUKAMHM BCEX METa0OJIMYECKUX
MPOILIECCOB B OpraHu3Me, ONTHUMaJIbHOE OO0EeCreYeHue JETCKOro OpraHu3Ma
BUTAMUHAMHU SIBJISICTCS HEOOXOJMMBIM YCJIOBHUEM €r0 MOJHOIEHHOTO Pa3BUTHS U
310pOBbsl. HemoctaTtouHoe MOCTYIUIEHME B OpPraHUW3M BUTAMUHOB 3aITyCKaeT
HEeIbld KacKaj METa00JIMYeCKUX OTKJIOHEHUM, KOTOPhIE MOCTENEHHO MPUBOIAT K

(yHKUHMOHAJIBHBIM HApYIICHHUSIM, a 3aTeéM — MOP(OJIOITMUYECKUM H3MEHEHHSIM B

opraHax u Tkausx (puc. 2) [29, 32, 94].
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OpHUTHHAIBHBINA PUCYHOK B [49]).

M3MeHeHusT Npu HEJOCTATOYHOCTH NMTaHUS HE MOTYT HE KOCHYThCS
MUIIEBAPUTENBHON cUCTEeMBl. JlepuuuT HyTpHUEHTOB cmocoOCTBYeT arpoduu
CIIM3UCTON OOO0JIOUKM KHUIIEYHHKA, YTO MPUBOJUT K CHUKEHUIO (PEPMEHTATUBHOM
AKTUBHOCTH U BBIPAOOTKM COJISIHOM KHUCJIOTBI, 3aTPYyAHEHHUIO IMPOLECCOB
nepeBapuBaHus U BcacbiBaHusd. CTpajgaer OapbepHas (QYyHKIMS KUIICYHHKA U

mecTHbIH nmmynuTet [10, 17, 20].

B cooTBeTcTBUU C BBILLIECKa3aHHBIM, NpH TsKENbIX popmax BBD 3ambikaeTcs
«TIOPOYHBIN KpPYyT», KOTJa HMMEIOIIMECs MPOSIBICHUS 3a00JeBaHUS MPHUBOIAT K

HAapymCcHUI0 HYTPUTUBHOTIO CTAaTyCa, 4YTO YTOKCIIACT TCUCHUE IIpolecca H
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CIIOCOOCTBYET YCHJICHHIO KIMHUYECKHUX MPOSIBICHUI caMoro 3abojeBaHus (puc.

3).

L BynnesHbiiBnunaepmonmse

o

F N F
MoBpesKaeHUEKoKME XpoHunyeckoe@BocnaneHue,ll MNospexaeHueld
cencuchl CAn3nCToNMDO0N0UKUEKKTE
\ y, \
F =) ~ [ ]
?| v
MoTtepuEintatenoHbIXE CHUxeHueDapbepHOiil
?|
BewecTsl OYHKUMUEKKT, T
\ J
1 HapyweHune@BcacbiBaHUAR

Y
( MosbiweHHas@oTpebHOCTLH CHuKeHuel
BEnTaTenbHbix@BeLecTsaxil MMMyHUTEeTaR
BHeprumel
) T T3

HepocTtaTouyHoCTbEMUTAHMAR
MonurnnosutammHo3s

F

CHuKeHunelnneTtuta,BiapyweHunelBkesaHmaEnotaHuA,&TeHO3bIR)

Pucynok 3. HenocrarouHocTh MUTaHUs Kak pakTop, MPUBOASIIMKI K yTsKeleHuto TeueHus BB

[16]

1.10. OcoGeHHOCTH HYTPUTHBHOIO cTaTtyca aereii ¢ BbJ

Kak y»xe oTmedanoch, MpUYUHBI HEAOCTATOYHOCTU MUTaHUS y nereit ¢ BBO
MMEIOT KaK DHJOTEHHBIM, TaK W JK30T€HHBIA XapakTep W, MO CyTH, BKIIOYAIOT B
ceOs BCe BO3MOXHBIE [ATOTCHETHUECKHE  MEXaHM3Mbl  (POPMHUpPOBAHUS

HeJ0CTaTOYHOCTH nuTanus [6, 64, 103].

HenmocraTouHo€ NOCTYNICHUE NUIICBBIX BEIIECTB.
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VY 6onpHBIX ¢ BBD 3T0 MOXeT OBITH CBSI3aHO:

1. Co cHWKeHHWEM ammeTuTa, a TAaKXKEe OTKAa30M peOeHKa OT MHINUA H3-3a
3aTpyAHEHUN mpu mpuemMe UK (00JIE3HEHHOCTh TMpPU KEBAaHUU U
TJIOTaHWHM, 3aTpyaHeHue riotanus) [47, 93];

2. C nopaxkeHusiMu 3y0OB, KOTOpbIE OMPAHUYMBAIOT MPOIIECC OTKYCHIBAHUS U
Pa3KEeBBIBAHUS U JICNIAIOT BO3MOXKHBIM YHOTPEOJICHHE MPOIYKTOB TOJBKO
KUAKON KoHcuctenimu [39, 73, 74];

3. C OCJHOXHEHUSIMH CO CTOPOHBI BEPXHUX OTACJIOB MHUIIEBAPUTEIHLHOTO
TpakTa — MOJOCTH PTa, TIOTKH, MUIIEBOAA, KOTOPhIE OrPAHUYHUBAIOT MPUEM
IUIIY ¥ HAPYIIAIOT TIepeBapUBaHue MUTATEIBHBIX BemecTs [33, 72];

4. C nopexnaenueM ciusuctoi obosnouku JXKT u HapylieHneM MOTOpPHUKH,
KOTOpbIE XapaKTepHbl JUisi O00JIbHBIX ¢ BBD W mpuBOAsST K HapylIeHHIO
a0CopOIMY ¥ PETEHIIUMH MHUIIECBBIX BellecTs [66];

5. C KajoBbIMH 3aBajlaMH, XPOHMUYECKHUMH 3aropamMu U OOJIE3HEHHOU
nedexarreii, 4To OUeHb HIMPOKO pacIpoCTpaHeHO cpenu 6oibHbIX ¢ BBD n
Y4aCcTO BHI3BIBACT allaTHIO U BTOPUYHYIO aHOpeKcHio [59];

6. IloBwiieHHBIE MOTPEOHOCTH B HYTPUEHTAX W DHEPTUU y ITUX OOIBHBIX
CBSI3aHbI C MOTeped Oelka W MHUHEpPaIbHBIX BEIIECTB C OTTOPIarOIIUMCS
SMHUIECPMHUCOM U 3aBUCST OT ILIOIIAIN MOpakeHUs Koxu [48, 66];

7. YcuneHHblil kataboyin3M Ha (POHE XPOHUYECKOTO BOCHAJIEHUS] — OTKPBITHIC
paHbl C COIYTCTBYIOIIMMU HMM IIOTEPEN KPOBU U CEPO3HOU KHUIAKOCTH,
noTepeil Teria U MHPEKIUSIMU YBEJIHMYMBAIOT MOTPEOHOCTH OpraHu3Ma B
HyTpueHTax [48, 66].

Hapymienne HyTpUTHUBHOTO cTaryca HaOMIOAAETCS MPEUMYLIECTBEHHO MpPH
reHepaM30BaHHbIX (OpMaX PEUECCUBHOIO AUCTPOPUUYECKOTO U TMOTPAHUYHOTO

BBD. Cuutaercs, 4To OHO MPSAMO NPOTNOPLHHUOHATLHO TshkecTd BBD [39, 64].

[lopaxxeHne MHOXECTBa OpraHoB M cucrteM npu BBD mpsMo um KOCBEHHO
BIMSET Ha (PU3MUECKOE M SMOIMOHAJIBHOE COCTOSHUE MalMeHTOB. B penkux

Cllydadax, €CIM IOpaXCHUC OIpaHUYCHO OJHHMMH HHWXHHMH KOHCYHOCTAMH U
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BBIHY/IAa€T OOJIbHBIX BECTH IMPEUMYILECTBEHHO CHASYMN 00pa3 JKU3HH, TO

He3aBucuMO OT Tura BBED, onn MoryTt HaOpath juniauii Bec [64].

[Tpu nuctpoduueckoit hopme BBD onmucansl XxpoHUueckrne BOCTIATUTENIbHbIC
3a0oneBanus kuireuHnrka [85, 95], a rucromornueckoe MCCIIeIOBaHUE CIU3UCTOM
JKKT BeIsBIsSIET BOCHAIUTEIbHbIE U3MEHEHUS, KOTOPHIE MOTYT OBITh CBSI3aHBI C
nedekTaMu  aAre3ud  KIETOK, BO3MOXKHO,  BBI3BIBAIOIIMMH  HM3MCHCHHE

IPOHUIIAEMOCTH CIIM3UCTOMN 0000ukm [96].

[TopaxxeHne snuUTENHsT MOXET ObITh OrPAHUYEHO MHOTOCJIOWHBIM IIOCKUM
SMUTEINEM, TO €CTh HHIICBOJOM M 3aTHENPOXOJHBIM KaHaioM [85], HO MoxkeT
OBITh MOBPEKJEH M LWJIMHAPUYECKUI SMUTETUMN, BHICTUIAIOIMNA CPETHUNA OTIEN
nuIIeBapuTeNbHOro Tpakta [95]. IloBpexneHrne KUILEYHOTO SIUTENUs IPUBOIUT K

HapYHICHUIO BCACBIBAHNA aMHUHOKHCIIOT U APYIUX IINTATCIbHBIX BCIICCTB [56]

Crnenyer OTMETUTH, YTO IS ieTel ¢ auctpoduyeckon popmoit BBD momumo
HEJIOCTAaTOYHOTO0 Habopa Macchl Tejla, XapaKTepHO U OTCTaBaHHE B POCTE.
[TaTorenes 3TOro TOYHO HE YCTAHOBIIEH, HO MIPEAIOIATAeTCs, YTO UMEIOT 3HAUEHUE
XPOHUYECKOE BOCMAJIEHUE W MPOBOCHAIMTENbHBIE HIUTOKUHBL. ECTh HaHHBIE, YTO
3aJiep>KKa pa3BUTHUA Yy JIeTeH ¢ pereccuBHbIM auctpoduueckuM BBD HaumHaeTcs
BO BHYTPUYTPOOHOM MEPUOE U YK€ TP POKICHUN OHH UMEIOT MEHBIIYIO JJIUHY

TeJa, 4eM 370pOBbIe HOBOPOXKIeHHbIE [58].

JIisi KOMIUIEKCHOM OLIEHKH (DakTOpoB, Hapymiammwux nutanue mnpu BBD,
paspaborana mkana THINC (Tool to Help Identify Nutritional Compromise) [63].
DTa mKajga MOMOraeT OUEHUTh HYTPUTUBHBINM cTraryc pebenka ¢ BBD u ero
MMEIOILIEECS WM NOTEHIMAIBHOE HApYLIEHUE — HYTPUTUBHBIE pUCKU. OLIEHKY MO
HIKaJIe, COIVIACHO PEKOMEHJAlMsAM, IPOBOAUT Bpay, AUETOJIOT WM WHOU
MEUITMHCKUN PAaOOTHUK, HAOTIOMAIOMNN 32 PEOCHKOM, COBMECTHO C JPYTUMHU
cnenuanicramu. [Ipy TOM OLEHMBAIOTCA TPU OCHOBHBIX TIPYIIIBI KPUTEPUEB
COCTOSIHUA peOeHKa: pe3ysbTaTbl AHTPOINOMETPUM, MNPU3HAKKA HAPYLIEHUH CO

CTOPOHBI OPTaHOB NMHUIICBAPCHUA U ACPMATOJIOTHUICCKUC CUMIITOMBI. P&Bpa6OTaHLI
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OTACJbHBIC IIKAJIbl U1 JAETEd pa3HOro Bo3pacra. Tak, MIKana g AETed B
Bo3pacTte 10 18 MecsueB y4yUTBIBAET Maccy M JUIMHY Tela IHpU POKICHUU;
JWHAMUKY 3TUX MOKa3aTee 3a mocieaHue 2-4 Mecsla; XapakTep BCKapMIIMBAHUS
U TIPYMEHEHUE JIeYeOHBIX MPOAYKTOB; HAJIHUKE MPOOIeM C TII0TaHUEM W/ OTKa3
OT TPYAHOTO KOPMIICHMS; HWCIOJIb30BAHHE 30HJOBOIO MHUTAHUA, HaJIU4YUE
racTpon3odareanbHOro pedIrokca; XxapakTep CTyjla U MPUMEHEHHE CIIa0UTEIbHBIX;
IUTOIAAbh TIOBPEKICHHBIX W MHOUIIMPOBAHHBIX y4acTKOB Kok [63]. [lkama mis
JeTed B Bo3pacTe crapuie 18 MecsAleB Y4YUTHIBACT CIEAYIOIIME IMOKA3aTelIn:
pe3yNbTaThl AHTPONOMETPUU (OTKIIOHEHUS, BBIPAKEHHBIE B CYMME LEHTUIIbHBIX
KOPUJOPOB; JAMHAMHKAa MacChbl Tena 3a mnociegHue 6 MecsUeB); MPUPACTAHHE
s3bIKa; qucarus U aHTUpPeITIOKCHAs Tepamnus; XapakTep CTyja U MPUMEHEHHE
CIA0OWUTENBHBIX; HAJIMYHUE SIMMUHAUUMOHHOW JUEThI, HAJU4YHE€ TacTPOCTOMBI;
IUTOINA/b TTOBPSKICHHBIX M MH(PUIMPOBAHHBIX y4acTKOB KoxH [63]. Ouenky 1o
IIKajJe, COIJIACHO PEKOMEHJAUUsM, MPOBOAMT Bpay-IAUETONOr WM HHOU
MEIUIMHCKUN pa0OTHHUK, HAOMIOJAIOMIMKA 32 peOEHKOM, COBMECTHO C JPYTUMU
crenuanicramMu. MakcuManbHas cymma OamtoB — 100; yeM oHa BbIIIE, TeM
OoJbIIIE PUCKM HApyUIEHUST HYTPUTUBHOIO craryca. CrienyeT OTMETUTh, YTO
MHOTO(aKTOPHBIM MaTOreHe3 HEJOCTaTOYHOCTU MUTAHUS MPU JUCTPOPUUECKON
BBD ocnoxHseT opraHuzanuio HYTPUTHUBHOM MOIACPKKH OOJNBHBIX, a TaKkKe
cHmkaet ee d3ppekTuBHOCTh. Tak, mMoka3aHoO, YTO OTKJIOHEHUSI OT HOPMBI B 00IIIEM
U OMOXMMHYECKOM aHaJIi3e KPOBHM OTMEUAIOTCS HE TOJBKO Y MAalUEeHTOB, HE
nonydvaromux siedeOnoro nuranus [41, 103], HO W y TeX, KOTOpPbIC MOJIYYArOT
IUTaTelIbHBIC CMECH IMEePOpaIbHO WM 4Yepe3 ractpocromy [69]. Bee ato emie pas
NOYEPKUBAET CIIO)KHOCTh OPraHM3alUu aJEKBaTHOW HYTPUTHBHOM MOIIEPKKHU

ATOM KaTeropuu OOJIbHBIX.

1.11. CoBpemMeHHbIE OAX0AbI K KOPPEKIIUU HYyTPUTUBHOIO CTATyCa 00JIbHBIX
¢ BbD
AJleKBaTHO€ TIUTAaHUE — OTO TUTAaHUE, TIOJHOCTHIO O00eCIeunBaroIee
NOTPEOHOCTH OpraHu3Ma HE TOJbKO B JHEPIMM U BCEX OCHOBHBIX MHILEBBIX

BCIICCTBAX — 6€J'IKaX, YTIEBOJAAX, XUpax, IIMIICBbIX BOJIOKHAX, HO U 00s13aTeNLHO B
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BUTaMMHAX, MHUHCPAJIBbHBIX COJIAX, MHKPO3JCMCHTAX MW APYIUX OMOJIOTMYECKH
AKTHUBHBIX KOMIIOHCHTAaX IIHUIIH. Kak BUJIHO M3 BLIIICCKA3aHHOI'O, OpraHu3alus
AJICKBATHOT'O pPallMOHA ABJIACTCA Ba)KHOM COCTaBJ'IHIOHIeﬁ KOMILICKCHOM TCparmnunu

nerer ¢ BBD.

3amayamu jeueOHOro nuranus aereii ¢ BBD spnsrorcs [6]:

* CBEJICHHE K MUHUMYMY JIe(DUIINTA MUTATeILHBIX BEIIECTB;

* ocnabsIeHue cTpecca Mpu KOPMJIICHUH:

* MOJI/IEpKaHNE HOPMAIBLHOTO COJEP KaHUS KHUPa B OPTaHU3ME;
* HOpMaJIM3aIus pocTa;

* 00ecIIeueHHE MOJIOBOT'O CO3PEBAHUS;

* HOpMaJIU3alus PyHKINY KUIICYHUKA,;

* HOpMaJu3alys UMMYHHOTO CTaTyca;

* YCKOPCHHUC 3aKUBJICHUA PaH.

Opnnako, y aereir ¢ BBD oreHka moTpeOHOCTE B MUTATENBHBIX BEIIECTBAX

3aTpyIHEHA B CBSI3U CO CJIEIYIONUMU (haKTOpaMHu:

*  TOJWOPTaHHBIM  BOCHAJIUTEIBHBIM  XapakTepoM  3a00JICBaHUS |
MOJIBEP>KEHHOCTHI0 UH(PEKIIUSM;

* W3MCHCHUSAMH TOTPEOHOCTEH TAaIlMeHTa ¢ TEYCHUEM BpPEMEHH,
OTpaXalolUM BO3PACT, TSKECTh TIOPAXKEHUS KOXH, HaiIuuue HWH)EKIuy,
NOTPeOHOCTh B HABEPCTHIBAHUH POCTA U T. 1.;

* TPYAHOCTHIO B OTIPECICHUH KeTaecMoi MpruOaBKHU MacChl Tella, Korjaa n3-3a
XPOHUYECKOTO BOCIAJICHHUS, KOHTPAKTYP CYCTaBOB M OCTEOINOpPO3a HApyIIEH POCT
[6, 96]. [Tomrmo ToOTO, Y psifia OOJNBHBIX, KaK YK€ OTMEUAjIOCh, N3-3a BhIPAXKCHHBIX
KOHTPaKTyp MOXKET ObITh 3aTpyIHEHA JaKe OIlEHKA pOCTa.

B macrosmmee Bpemss guertorepanus OonbHBIX ¢ BBD  Gasupyercs Ha
NPUHITUIAX, pa3paOOTaHHBIX JUISI OOJBHBIX C TPOJEKHAMH H TEPMHUCCKUMHU
oxoramu [6]. Ilpu BBD, kak m mpm oxkorax, HMOTpeOHOCTH B IHUTATEIBHBIX
BEIIECTBAX MPOMOPLHUOHAIBHBI THKECTU MOBpekAcHUH [6]. OmHako npu3HaeTcs,

YTO 3HAUUTCIBbHO ITOBBIIICHHBIC KOJIMYECTBA HCKOTOPLIX IHUTATCIbHBIX BCIICCTB,
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PCKOMCHAYEMBIC TIIpU OKOIrax, HC MOI'YT MHMCIOJb30BATLCA JIMUTCIBHO IIpU

XPOHUYECKOM TEUCHUH 3a0ojieBaHus [6].

1.12. Opranusanus Jiede6HOro nuranus aereil ¢ BbD Ha nepBoM roay :kuzHu

Y nereii mepBoro roaa xu3Hu ¢ BBD, cormacHo cyuniecTByronmm
3apyOEKHBIM  PEKOMEHJALMSIM, CYTOYHBIE DJHEPreTHYEeCKue MOTPeOHOCTH
coctaBisitor oT 130 mo 180 xkan/kr (mnm 115-150% oT BO3pacTHBIX HOPM
noTpeOsIeH s ), a B HEKOTOPBIX CIy4asx Bo3pacTarotT Jo 225 kkai/kr. [lotpeOHocTH
B Oenke coctaBisatoT 2,5—4 r/kr (115-200% Bo3pacTHBIX HOPM MOTpeOIEHUs), B
xuakoctn — 150-200 mur/kr [6]. AxkTHBHOE oOpa3oBaHME ITy3bIpel BBI3bIBACT

IMOTCPIO JKUAKOCTHU M CIIC OoJIbIIIE YBCINYNBACT HOTp€6HOCTI/I B HEH.

[Touck MaseHIleM cOCKa MOXET BBI3BATh WJIM YCYT'YOUTh TOBPEKICHUE
KOXH JIMIIa, a COCaHWE — TMPUBECTH K OOpa30BaHUIO My3bIped Ha CIU3UCTON
o0oJI0uKe pTa, sA3bIKa U JeCeH. TeM He MEHee, CIMTACTCS, YTO CICAYET MOOIIPSThH
KOPMJICHHE TPY/bIO, TaK KaK OHO JaeT PeOCHKY MHOXKECTBO MPEeHMYyINecTB [6].
OpHako, 3a UCKIIOYCHHEM JIETKHX CIIy49acB, HCKIIOYUTEIBRHO TPYIHOE
BCKapMJIMBaHUE HE YIOBJICTBOPSET TOBBINICHHBIX MOTPEOHOCTEH MITAJICHIICB C
BBD. Heob6xoauMo opraHu3oBaTh NMUTAHHUE, 00JIe€ HACBHIIICHHOE MUTATEIbHBIMU
BelleCTBaMH (B HJeaje — B COUYETAHWU C KOPMIJICHHEM JHOO TPyIblo, MO0
CIIC)KCHHBIM TPYAHBIM MOJIOKOM). [[ns1 oOoramieHus: palioHa Ha TPAKTUKE
UCIIOJIB3YIOT TaKWe TMOAXOAbl, KAaK TOBBIIMICHUE KAJIOPUMHOCTU CLEKEHHOTO
IPYAHOTO MOJIOKA CyXOW IMTATEeJIbHOH CMEChIO, TIOBBINIEHHWE KOHIICHTPAIIUN
pa3BECHHOM MNHUTATENbHOM cMecu (Hampumep, pasBeneHue a0 15% BmecTo

oObruHbIX 13%), moOaBieHue mnojauMepa TJIIOKO3bl W/MIM KUPOBOW SMYIIbCUH

[103].

JIns HYTpUTHUBHOM IOAJEPKKU JETEW pPaHHEro BO3pacTa MCIOJb3YIOTCS
crienuanu3upoBantbie TpoaykThl.[16]. TIpu mpusHakax ManbaOCOPOIUH W/WIH
alJieprul Ha O€JIKW KOPOBBEro MOJIOKa HambOoJjee ONpaBJaHHBIM SBISETCS
NPUMEHEHHE  aMUHOKHCIOTHBIX  CMeceid WM  cMeceid  Ha  OCHOBE

BBICOKOT'MAPOJIM30BAHHOTO  MOJIOYHOI'O 6eJ'IKa, HC COACpsKalIuX  JIAKTO3Y,
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O0OTaIIEHHBIX CPEIHEIETIOYEYHPIMIA TPUTIIMIIEPUIAMU WM CMECH Ha OCHOBE
amuHokucioT (Hanpumep, Heoxelir wmm Hyrtpunon amuHokuciotsl). OHu
00eCleynBalOT MAaKCUMaJbHOE YCBOCHHE IUTATEIbHBIX BEIIECTB B YCIOBUSX
3HAYUTENIbHOTO YTHETEHUsl IEepEeBapHBAIONIC U BCACHIBAIOLICH CIIOCOOHOCTH
MUILIEBAPUTEIBHOIO KaHaja. JHEPreThdeckas LEHHOCTh YKA3aHHBIX MPOIYKTOB
koJjieonercss B mpenenax 0,66-0,70 kkayn/mii, 4To mpu BBeACHUU 1 71 obecreuut

pedenky 660—700 kkai/cyT [10].

CuuTaercs, 4To TOTPEOHOCTH B BHUTAMUHAX Yy MIIAJCHIIEB, MUTAIOMIUXCS
TPYAHBIM MOJIOKOM HWJIM OOBIYHBIMH MUTATEIHHBIMH CMECSIMH, yIOBJIETBOPSIOTCS
3a cyer nwTaHusA. OJHAKO B CiIydaeé COMHEHHUH MOXKHO HCIIOJIb30BaTh
COOTBETCTBYIOIIME BO3PACTy TOJUBUTAMUHBI TPU YCIOBHH, YTO OOIIee
notpebsieHre (0COOCHHO BUTaMHUHA A) HE IPEBBINIAET MAaKCUMAJIbHOW CyTOYHOM
notpedbHoctH [6, 68]. XoTs TOUHBIE TOTPEOHOCTH B BUTAMUHAX JyIs jaeTeit ¢ BBD
HE YCTAaHOBJICHBI, CUMTACTCS, YTO TSDKEIO OOJbHBIC JE€TH HYXKIAIOTCI B
MOBBIIIICHHOM KOJHYECTBE BCEX BHTaMHUHOB [64], ocobenno Burtamuua C,
UTPAIOIIETO BaXKHYIO POJIb BO BCAChIBAaHUHM JKejie3a U cuHTe3e Koyuiarena [49]. [pu
JoTauuyd BUTaMHHOB M3 pacuera 150-200% pexomMeHIyeMoN CyTOYHOW O3Bl
noTpebJicHHe BUTAMHUHOB OCTaeTcs B Oe3omacHbIX mpenenax. [lokazaHo, 4TO
o0ecreyeHHOCTh BUTAaMUHOM D y OonbpHBIX gaereid ¢ BBD cHukeHo, mpu 3TOoM

ypOBEHb 00ecreueHHOCTH 00paTHO nponopuronaien BEBS [90].

CoryiacHO CyIIECTBYIOIIMM pPEKOMEHAALMSIM, TpUKOpM pebdeHky ¢ BBO
MOJKHO /1aBaTh B TO K€ BpeMS U B TOH ke (opme, 4TO U 3J0POBOMY, UCKIIOUHB

rpyOyto u abpa3uBHYIO TuIy [6].

1.13. Opranusanusi HyTpUTUBHOM Moaaep:kKu Aeteii ¢ BB crapuie rona

s neteit crapuie rojga GopMHUpyeTCsl aJeKBaTHBIN PaIlMOH C JOCTAaTOYHBIM
KOJMYECTBOM  BCE€X  OCHOBHBIX  HyTpueHTOoB. OmHako, QopMupoBaHUE
JIOCTAaTOYHOTO pPalMOHA 3a CYET TOJIbKO HATYPAJIbHBIX MNPOIYKTOB y HETEU C
nuctpoduueckoit hopmoit BBD sBisieTcs mpakTHUeCKH HEBBIMOJIHUMOW 3a/1auei.

[Toaromy my1st oGoramieHus parMoHa JETsIM CTapIlIero Bo3pacTa Takke MOTYT ObITh
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MCIIOJb30BaHbl CHEIUATU3UPOBAHHBIE MPOIYKTHI JJISI SHTEPATBLHOIO TMHUTAHUS.
BOJIBIIMHCTBO ATHUX CMECEW SIBISIFOTCSA «HU30KAUIOPUMHBIMIY - TO €CTh COJAEpPKaT
100 kxkam B 100 mu. Ilpu TsKeIoW CTENEHW HYTPUTHUBHOW HEIOCTATOYHOCTH
CJIEyeT OTAaBaTh MPEANOYTCHHE «TUMCPKATOPHHHBIMY (TUTIEPMETAO00TNIECKIM)
NPOJIYKTaM, KOTOpBIE TMO3BOJIAIOT JaTh OoOJiblllee KOJIMYECTBO HYTPUEHTOB U

O9HCPIrUu B MCHBIIIEM o0BeMe.

[Ipn TsKEIOM HENOCTAaTOYHOCTH HamOoJjiee OMNpaBJaHHBIM  SIBIISICTCS
SHTEPAIBHOE 30HJOBOE IHUTAaHUWE, KOTOPOE 3AKIIOYACTCA B HENPEPHIBHOM
MEJIJIECHHOM TOCTyruieHuu nutatenbHbix BemectB B JKKT (onmTtumanbHo — ¢
noMoIpl0  uHQY3MoHHOTO Hacoca). [locrosHHOe (W C  HEOOIBITUMU
WHTEpBAJIAMH)  MEJJIEHHOE  BBEJICHHE  CICHHAIM3UPOBAHHBIX  MPOAYKTOB
aOCOJIIOTHO OMpaB/IaHO, TaK KakK JHEProTpaThl HAa MEpEeBapUBAHUE U YCBOCHHE
IIUTATEIBHBIX BEIIECTB B ATUX YCIOBUSIX HUKE, UEM IIPU ITOPLUHUOHHOM BBEICHUM.
[Ipyu TakoM cmocoOe KOPMIIGHHMS VYIIy4IIaeTCs TOJIOCTHOE TMHIIEBapEeHue,
MOCTETICHHO TOBBIIIAETCS BCACHIBAIOIIASl CIIOCOOHOCTh KHUIIKKM M HOPMAJIU3yeTCs
MoToprka BepxHUX oOTAenoB JKKT. benkoBbli KOMIOHEHT cMmeced s
SHTEPATBLHOTO TUTAHUSI CTUMYJIUPYET CEKPETOPHYHD M KHUCJIOTOOOPA3YIOIIYIO
GyHKIHIO KeNyAKa, TMOANECPKUBACT aJCKBAaTHYIO JK30KPUHHYIO (DYHKIIHIO
MOHKEITYIOYHOM  KeJlNe3bl M CEKPEIHUI0  XOJEUUCTOKMHUHA, O00eCIeunBaeT
HOPMAJIbHYI0O MOTOPHKY OWJIMapHOM CHCTEMBI M TPEIOTBpAIlaeT TaKue
OCITO)KHCHMS, Kak OwnuapHbid cmamk u xojemutwa3 [10]. V' gereit ¢ BBD
MPUMEHECHUE 30HJOBOrO MHUTAaHHWS OTPAHUYECHO W3-3a PUCKA TOBPEXKIACHUS
ciuzuctoit obonouku KKT. B ciaywasx Tspkenold HEIOCTaTOUHOCTH MUTAHUS U
TSDKEJIOT0 COCTOSIHUSI pe0eHKa MpU HEOOXOJMMOCTH B OpraHU3alliy 30HI0BOTO
MUATAHUS UCIOJB3YIOTCS CIEIMalbHbIE aTpaBMaTU4HbIE 30HABL. B TsKenbix

ClydasiX HaJaXMBAeTCs JOMOIHUTEIBHO MapeHTepaabHOe muTanue [6, 65].

Kak ynomuHanoce panee, Hau0oJyiee 4acTO BCTPEUAIONTUECS OCIOXKHEHHUS CO
ctoponsl KKT y nereit ¢ BBD - cTpukTypbl muiieBoaa, KOTOpPHIE SBISIOTCA

NPUYUHON pPa3BUTUS Juc(haruu, MNPEnATCTBYIONIEH MepopaIbHOMY MUTAHUIO U
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MOCTYIUICHUIO  aJICKBATHOTO  KOJIMYECTBA  MHUTATENbHBIX  BEIIECTB,  4YTO
CONIPOBOXKJACTCS HAPYLICHHWEM HYTPUTHUBHOIO CTaryca, MOTEPEd Beca U
3aJIepKKOM  (U3MUECKOr0o pa3BUTUS pEOCHKA, a Kak CIENCTBUE, 3aMeJICHUs
3QKUBJICHUS SPO3UBHO-A3BEHHBIX IMOPAKEHUM, YTO HETATUBHO CKa3bIBACTCS Ha

COMATHUYCCKOM CTATyCC U KAUCCTBC JKU3HU pe6eHKa.

g yctpanenus aucaruu U CHUKEHUS PUCKa BOSHUKHOBEHHUS OCIOXHEHHMA
TpeOyeTcss BOCCTAaHOBIICHHE NPOXOJMMOCTH MHILEBOJA. B JnedeHuu CTpukTyp
numeBoga npu BbD  Hcnosb3yeTcss MHOKECTBO Pa3jMYHBIX  ONEPATHUBHBIX
METOJMK:  KOJ0330()aromiacTuka, pe3eKUus CTEHO3UPOBAHHOTO  Y4acTKa,
OyxupoBanue. OnucaHHble TEXHUKHM  CONPOBOXKIAIOTCA  3HAUUTEIbHBIM
MOCTONEPAIMOHHBIM ~ OOJIEBBIM  CHHIPOMOM M  OOUIMPHBIM  SITPOT€HHBIM
HNOBPEXACHUEM CIU3UCTOM OO0OJOYKM MUIIEBOJA, NPUBOAAIINE K YUIMHEHUIO
[IepuoJa BOCCTAHOBIICHHUs I10CIIE ONEpaly, YBEIMYEHUIO PUCKA BO3HUKHOBEHUS
OCJIO)KHEHHI (OTCIOCHHME SMUTENUs WM rnepdopamnus), a TakKe HEBO3MOKHOE
aJZIeKBaTHOE MepopajibHOe KopmiieHHe paHee 7—10-X cyTOK mocie BMEIaTe/lbCTBA.
B Hacrosimiee Bpems 3TM METOIBI HE PAacCMaTPUBAIOTCA KaK METOMABI JICYEHUS
CTPUKTYp muuieBoja y mnanueHTtoB ¢ BBD. PacnpocTtpanenue mosyumna menee
TpaBMaTU4YHAsl METOAUKA XUPYPIrUYECKOrO JIEYEHUs CTPUKTYp MHUIIEBOJA -
ruapocTaTideckasl OaqloHHasl quiaTalys, MPEeuMyIlIecTBa KOTOPOU 3aKIH0Yat0OTCs
B MPOCTOTE UCIHOJIHEHUSI, 0€30MacHOCTH, YPPEKTUBHOCTH U MOHUKEHHOTO PUCKA
BO3HUKHOBEHHUS OCJIO)KHEHUM. B TeueHne mnocinegHux MABYX MACCATUIETUUA B
JICYEHUH CTEHO30B MHUIIEBOAA PA3JIMYHON ATHOJIOTMM OajyIOHHAsl JWJIATalus
3aMEHWJIa UHBA3UBHBIE METOJIbI JICUEHHUS U CTaja METOJOM BbIOOpa. DTOT METO.X
MO3BOJISIET YCTPAHUTh CHUMNTOMBI Aucharuu 0e3 BO3HUKHOBEHHUS CEpPbE3HBIX
OCJIO)KHEHMM M B KpaTdyauliue CpPOKHM BEPHYTh NAUMEHTaAM BO3MOXHOCTH

aJIeKBaTHOTO MepOpaIbHOro nmuranus. [33]

OCHOBHBIM TOKa3aTelIeM AJICKBATHOCTHU AUCTOTCPAIINH ABJIACTCA HpI/I6aBKa
MacCChbl TC€JIa, KOTOpasA CUHUTACTCA OHTI/IM&HBHOﬁ, CCJIM OHa IPCBLIIIACT 10 r/kr B

CYTKH, cpeaHeit — 5-10 r/kr B CyTKM W HHM3KOH — MeHee 5 r/kr B cyTku [10].
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OnHako, Kak CBUIECTENBCTBYIOT CIIELUATNCThI, 3aHUMAIOIINECS BEJACHUEM JIETEH C
BB3, nmoctuub xopomux mnokazareneid 3(PQPEeKTUBHOCTH JIEYEOHOTO MHUTAHUSA Y

nereii ¢ BBD upesBbiuaiino tpyHo [6].

[TomMmuMO KOppeKLMH OCHOBHOM YacTh panuoHa, OonbHbIe ¢ BBD HyxnaroTcs
B JIOTIOJHUTEJILHOM JOTAlMU jKeljie3a, HUHKA, 110 JTaHHBIM HEKOTOPBIX aBTOPOB —
celena u kapuuthHa [6, 80], a Takke B KOHTpoOJIe TOTPEOJICHHS KAaJIbIUs U

Butamuna D. [90]

CTouT OTMETUTH, UTO C YYETOM IMOCTOSHHOTO HaxOxJeHus Aererd ¢ BbBD B
MEPEeBS30YHBIX MaTepUaiaX, 3HAYUTEILHO YMEHbIIAETCsl BhIpaboTKa BuTamuHa D B
KOXe€E, a C YYETOM HaJU4Ms CTPUKTYp MHILEBOJA U MaaOCOpOLUH, MOCTYIUICHHE
Buramuna D cBoguthess k Hymo. Takum oOpasom, y JeTeil pa3BUBaeTcs
JOTIOJTHUTEILHOE MHOTO(AKTOPHOE OCI0XKHEHHE CBSI3aHHOE C YMEHBIIECHHUEM
MUHEpPAJIbHOW IUIOTHOCTH KOCTHOM TKaHHM, 4YTO B UTOTe TMPUBOAWT K
dbopMupoBannio octeornoposa u/wnmu ocreoncHuu [78, 90]. Tem cambiM, mpu
dbopmupoBanun panuoHa naered ¢ BBD HeoOX0IMMO y4YMTHIBATH JOTALMIO
BuTamMuHAa D C mumei, 9To B CBOIO OYepehb MOXKET YIyUIIUTh MHUHEPATU3AIHIO

KOCTHOM TKaHH M, KaK CJICICTBHE - HOPMaJIM30BaTh MOABMKHOCTH [90].

1.14. OueHka nNoTpPeOHOCTH B MUTATEJIbHBIX BelleCTBaX

Kak yxke otrmewanoch, pAeTd, crpagawomue BBD, wumeror ocobbie
HYTPUTUBHBIC MIOTPEOHOCTHU B CBSI3U C IIEJIBIM KOMILJIEKCOB (DAKTOPOB, B TOM UHUCJIIC
M3-32 TPAHCKYTAaHOW TOTEpH MHUTATEIbHBIX BEUIECTB C OTCIAUBAIOIINMCS
SMUTEIMEM U  TIOBBIIIEHHBIMH  3aTpaTaMd B CBSI3U C  XPOHHUYECKUM

BOCHAINTCIIBHBIM ITPOICCCOM.

Jns ompeneneHusi OHEpPreTUYECKUX motpedHocTed gaeter ¢ BBD
UCIIOJIB3YETCsl CrienuaabHas popMyiia, YIUuThIBaromas (pakTUYECKyI0 Maccy Tena,
BO3pACT, pPOCT, a TaKXKe HAJIWYUE JOMOJHHUTEIbHBIX (PAKTOPOB — TMy3BIPEH,

UHGEKIIMOHHBIX OCIOXHCHHUH 1 MOTPEOHOCTH B HaBEpCThIBaHMM pocTa [58, 63]:

Macca Tena (Kr) X (KKaJ/Kr AJ1si JAHHOT0 U pocTa) X
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[1 + cymma Tpex 1onOHUTENBHBIX (GaKTOPOB]

rJie, JOIOHHUTEIIbHBIC ()aKTOPBI 3TO 1) OTHOIICHHE ILIOMAMN TOPAXKEHUS KOXKHU K
omaau nosepxnoctu tena (IIT): 20% IHIT =0,19; 40% IIIIT =0,50; 100%
[IIIT =0,95; 2) uadexnuonusie ocnoxuenus: jerkue =0,20; ymepennsie =0,50;

Tsokenbie = 0,95; 3) naBepcteiBanue pocra: 0,1—0,2.

Kak BUIHO M3 MpUBEJAEHHBIX BhIIE KO3(pduuuenton, mist pedenka ¢ 40%
NOPAKEHUEM KOXKM JaXe NMPU HOPMAIBHOM POCTE€ M OTCYTCTBHHM CENTHUYECKHX
SBJICHUM, MMOTPEOHOCTh B 3HEPrUU yBENIMUYMBAETCS B 1,5 pa3a Mo OTHOIICHHIO K
BO3pacTHOM HopMme mnoTpedneHus. CoOTBETCTBEHHO, Ipu Oosiee OOLIMPHOM
NOBPEXJICHUHA KOXKM, HaJIM4he HHPEKIHOHHBIX OCJIOKHEHUHW W OTCTaBaHUU B

POCTC — OHA CHIC BLIIIIC.

B pyxoBoactse JIx.-J[. @aiina u X. XuntHepa (Benukobputanus) npuBeacH
OoJjiee MPOCTOM METOJ pacueT SHepreTuYeckux mnoTrpedHocrel nereir ¢ BBD,
KOTOpPBI OCHOBAaH Ha BO3PACTHBIX HOpPMaXxX IMOTPEOJICHUS MUTATEIHHBIX BEIIECTB
[6]. ABTopel cuuTarOT, YTO JOOUTBHCSA YBEIWYCHHS MacChl Tella MOYKHO,
ynosnetBopsisi Ha 100-150% wmeamaHHYI0 CYTOYHYIO TOTPEOHOCTH B DHEPTHUHU.
[ToTpeOHOCTE B O€nKax, COMNIACHO TOMY K€ PYKOBOJICTBY, COOTBeTCTBYeT 115-
200% ot HOpMBI moTpebneHus Oenka (B BenukoOputaHum) s JaHHOTO
XPOHOJIOTHYECKOTO BO3pacTa. B COOTBETCTBUU € pacdyeTamu MO 3TOMY MPUHIIUITY
pexkoMeHayemMoe notpediienne Oenka st aeteit ¢ BBO moxer cocraBmats 1,7-3
r/kr/cyr.  Jeram ¢ OOMIMPHBIMU/UHPUITUPOBAHHBIMUA  MOBPEKICHUSIMU
notpedyercst obecneyuTh noTpedseHne 0eaka B KOJIMYEeCTBE OJIM3KOM K BEpxXHEU

rpanuie auamnasona [103].

B oTeyecTBeHHOW MpakTHKE MOAXOJbBI K pacyeTy panuoHa mis aereid ¢ BB
HE pa3paboTaHbl W CIEAyeT OTMETUTh, UYTO HOPMBI TOTpeOieHHs Oenka,
yTBepXkAeHHble Munzapasom P®, cyiiecTBeHHO BbIlIe, YeM B OOJBIIMHCTBE

3apyOexKHBIX cTpaH [26].

B HacToAIICE BpEMA BCAYTCA HCCICAOBAHHA 110 p33pa6OTKC IMoAXO0J0B K

HC‘IC6HOMy ATaHuIo0 00JbHBIX BBD ¢ ncnons3oBanuem CIICHUAJIBHBIX ITPOAYKTOB
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U HYTPUEHTOB, CHocoOCTByromux 3axuBieHuto padH [97]. Tlomydenst
MOJIOKUTENbHBIE PE3YyJIbTaThl NMPUMEHEHUS UX Y B3pocibiX 00JbHBIX ¢ BBD, y
KOTOPBIX OHM CHOCOOCTBOBAJIM 3a)KUBJICHHUIO PaH, ONTUMHU3UPOBAIN MMMYHHBIN

CTaTyC M CHIDKAJIM TTOKa3areiu Bocnanenus [60].

[ToBpexnenue cinuzuctoi obonouku XKT y nereit ¢ BBD u cBsizanHoe ¢
ATUM CHUKEHHUE OapbepHBIX (DYHKIMN Y HEKOTOPHIX IETEH MOXKET CTaTh MPUINHOMN
MUIIEBOM CEHCUOWJM3AIMU W TMHIIEBOW aieprun [4], 4YTO 3HAYUTENIBHO

OCJIOXKHSIET HYyTPUTHUBHYIO IOAJEPKKY ITHX JETEH.

Takum o0Opazom, cambie TspKensie Gopmbl BBD  compoBokmarorcs, 1o
BBIPAKEHUIO CICIUAINCTOB, «IIIyOOKOM, YIOPHOM OEIKOBO-IHEPreTUYECKOU
HE/IOCTaTOYHOCTHIO, HE HMMEIONICH aHAJIOroB B KIMHHMYECKOW MeauuuHe» [99].
OTOT Te3UC OCTAaeTCsl aKTyallbHbIM W B HACTOSIIEE BpEMS, HECMOTpPS Ha
COBPEMEHHbBIC BO3MOXXHOCTH MPUMEHEHHUS JIEUEOHBIX MPOAYKTOB. DTO CBSI3aHO C
MHOTO(AKTOPHBIM [aTOI€HE30M HEJOCTATOYHOCTH MHUTAaHUS Yy O3TOM CJIOKHOMN
KaTeropuu OOJbHBIX. TeM He MeHee, MPU3HAETCsI, YTO MUTAHUE BO3JECHUCTBYET Ha
KOMIUIEKC (DAKTOpPOB, MNPUHUMAIONIMX Yy4YaCTUE€ B BOCCTAHOBJIEHUU TKaHEH,

TIO3TOMY OHO JIOJDKHO OBITh MaKCHMaJIbHO onTuMu3upoBano [103].

CBoeBpeMeHHasl TUarHOCTHKAa HYTPUTHBHOIO CTaTyca JEeTeW, CTpaJaroliux
BBD, ¢ ucnonb3oBaHNEM aKTyaJIbHBIX IMAaTHOCTHUYECKUX KPUTEPUEB U KOPPEKITUS
NMUTAaHUS JaeT IMaHC JOOWUThCS  yIY4YIICHHWS HYTPUTUBHOTO CTaTyca |
HOPMAaJTM3AIMN METa00JIMYECKUX MPOIIECCOB C YIYUIIIEHUEM COCTOSTHUSI KOKHOTO
nmaTojorudeckoro  mpomecca. OJHAKO  CIOXHOCTH, BO3HHUKAIOIIUME TIpU
OpraHW3allid W COOJIIOJICHMHM JMEThl M pPEKMMa IHTAaHHUS, a TaKkke BeChMa
CKPOMHBIC yCIIEXH B JICYEHUU CamMoro 3a00JeBaHWs, OCHOBAHHBIC HA JOJKHOM
yXoJie, IeNIaloT ellle 0oJiee akTyalbHON pa3paboTKy Kak alrOPpUTMOB BEJEHUS, TaK

U IEPCOHU(DHUIIMPOBAHHON HYTPUTUBHOU MOAICPKKHU.
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I'JIABA |l. MATEPUAJIBI U METO/AbI HCCJIEJOBAHMUSI.
2.1. O0beM ucciae10BaHusl.

Pabora npoBoaunacs B nepuoj ¢ suBaps 2016 r. mo aexabpp 2017 r. B
HUWN nepunarpun ®enepanbHoro 'ocyaapcTBEHHOr0o ABTOHOMHOIO Y UpeKIEHUS
«HamoHanpHBI MEQUIIMHCKUN HCCIICIOBATEILCKAM LIEHTP 3/I0POBbA  JETEH»
MunucTtepcTBa 3apaBooxpaHeHus Poccuiickoit ®denepanun (M.0. AUPEKTOpa —

I.M.H., ipodeccop A.Il. duceHko).

PabGota Obuta BemosiHeHa B otheneHuu nepmartonorun GI'AY «HMMUAIL]
3M0poBbs  jAeTei» MunzapaBa Poccuu (3aBenyromuii  OTACICHUEM  JI.M.H.
Mypamkun H.H.), otnenennn npodunakruueckoin neguatpun OI'AY «HMUL]
3M0poBbsl  AeTei» MunszapaBa Poccuu (3aBenyromuid  OTACICHUEM JI.M.H.
MakapoBa C.I'.), LEHTpadbHON KIMHUKO-IUArHOCTUYECKONW JabopaTopuu C
rpynnoi skcnpecc auarHoctuku G®I'AY «HMMUAILL 310poBbs aeteit» MuH3apaBa
Poccun, (3aBemyromas mnaboparopuedt, na.M.H. Cemukuna E.JL), ornenenuun
WHCTPpYMEHTAJIbHOW U jabopatopHoit nuarHoctuku OI'AY «HMUIL] 3m0poBbs
nerei» MunsapaBa Poccum (3aBedyromias otaesieHueM, J.M.H. KolkeBHHMKOBa
O.B.), ormenenun mnydeBoit muarHoctuku DPI'AY «HMUILL 3mopoBbs aerei»
Mun3zgpaBa Poccum (3aBenyromuii - oTaeneHueM, K.M.H. AHUKMH A.B.),
7a00paTOpur MOJIEKYJISIPHOM TEHETHKHM M KJIETOYHOW OWOJIOTHH (3aBeAyIOIIUNA

oraeacHueM, k.M.H. CaBocThsaHoB K.B.).

JlaGopaTopHbIe UCCAEI0BAHUS BHITIOJHEHBI B IICHTPAITM30BAHHOW KJIMHUKO-
JIMarHOCTUYECKOW  jtabopaTtopuu U J1abOpaTOpUM  HUHCTPYMEHTAJIBHOM U
naboparopHoit nuarHoctuku DI'AY «HMUILL 3nopoBes aeteit» Mun3zapasa

Poccun.

B wuccnegoBanue BkitoueHO 60 OONBHBIX € pa3iaUMYHbBIMU (opMamMu
BPOXKJIGHHOTO OYJUIe3HOTO »nuaepMoin3a: 17 OONbHBIX C MPOCTOM (popMoit

Oymne3Horo snuaepmonsa u 43 pedbeHka ¢ JucTpopuueckoit GopMoil.
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Pabora BeimonHena B pamkax HUP «Ontumusanus oOmux moaxooB K
JIMarHOCTUKE, JICYCHUIO U PeadWIUTallud XPOHUYECKUX JE€pPMATO30B y JIETEi»
(nomep peructpannonHoit kaptel B ETUCY HMOKP AAAA-A17-117041800111-
7; pasnen «M3yuyeHue HYTPUTHBHOTO CTaryca M HaydHO€ OOOCHOBaHHE
NEPCOHATIM3UPOBAHHON HYTPUTHUBHOM MOJJNEPKKUA JAETe ¢ AUCTPOPUUYECKOM
dbopmoii Oyme3Horo snuiepMmoiu3za» Ha mnpoBeaeHue wucciieqoBaHus ObLIO
MOJy4eHoO  paspemieHne  JIokanpHOro  atudeckoro  komurera  OI'AY
«HamoHanpHbIM HAYYHO-TIPAKTUYECKUUA LEHTP 3I0pOBbsI AeTer» MuH3apaBa

Poccun Ne 2/16 ot 26 ssuBaps 2016 rona

Kpumepuu exnouenus B WccienoBaHue NpUBEICHbI B Tabnuie 3 - ACTH B
Bo3pacte 0-18 jer, HaxoauBIIMECS Ha TOCHHUTAIM3AllMd B  OTACJICHUU
nepmarosiorun OI'AY «HMMUL] 3n0poBesa aerein» Munsapasa Poccun ¢ 2016 no
2017 rToma; TmoOANMMCAaHWE ~ POAUTEISIMU  (3aKOHHBIMH  TPEICTaBUTEIISIMU)
HH(QOPMHUPOBAHHOTO COIJIACHS HAa y4YacTHE B MCCJCAOBAaHWM M BBHITIOJTHEHHUE

TpeOOBAHUI HCCIICIOBAHUSI.

Kpumepuu «neexniouenusi» B HCCIEOBaHUE: AETU C APYruMU (hopmamu

OyJUIE3HOr0 3MUAEPMOIIN3A U IPYTUMHU MTy3bIPHBIMH J€PMATO3aMHU.

Tabnuua 3. Kputepuu BKIIIOUSHHS I€TEH B UCCIEOBAaHUE

[Ipoctas popma | uctpoduueckas
Kputepun BriroueHus BBD (n=17) (bopma BBD (n=43)
Bospacrt ot 0 10 18 ner + +
Cornacue ponureneit (marepu
WJIM OTIIa) peOeHKa BHITIOTHATh + +
TpeOOBaHUS HCCIICTOBAHUS
IHoanucanue
JIOTIOJTHUTETHHOTO
MH()OPMUPOBAHHOTO COTJIACUS + +
poauTensiMu (3aKOHHBIMU
MIPEJCTABUTENISIMU )
Knunnueckue npuzHaku
BPOKJCHHOTO OYJIJIE3HOTO + +
AIUAEPMOIIN3a
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B cooTtBeTcTBHH C I[HBEIIZHOM HCCICAOBAaHUA OBUIH MO3TAITHO OIIpCACIICHBI

N OLCHCHBI BCC IIOKAa3aTCIn (KJ'H/IHI/I‘-ICCKI/II\/'I U OMOXMMHUYECKUH aHaJIu3 KpOBH,

THINC, BEBS u 1p.)

JleTr ¢ TIPOCTBIM OYIIIE3HBIM 3MHAepMOIH30oM (N=17) SBUIKCH TPYIIION
CpaBHEHHUS, TaK KaK y OTUX OOJIbHBIX HE OBbUIO OTMEYEHO CTaTUCTUYECKHU

3HAYUMBbIX OTKJIOHCHUM YKa3aHHbIX MoKa3aTesae.

C yyeToM IOCTaBJICHHBIX 3a/Ja4 ObLla IPOBEJEHA OIleHKa HYTPUTHBHOIO
cTaTyca JeTeld ¢ BPOXKJICHHBIM OYJUIC3HBIM JMHUACPMOJIM30M, BKIHOYAs OICHKY
HYTPUTUBHBIX PUCKOB C HCIOJB30BAHUEM IIKAJIbl OIEHKH HYTPUTHUBHBIX PUCKOB
(THINC), crmermumanbHO MpeIHA3HAYECHHOTO JUIS 3THX OOJIBHBIX; Pa3pabOTaHBEI
aJITOPUTMBI HYTPUTHUBHOM MOJJICPIKKHU U ONPEICIICHBI ONITUMAJIBHBIE KPUTEPUU JJIS

MOHHUTOpHUHTA €€ 3(PPEKTUBHOCTH.

Onenka 3¢ (HEKTUBHOCTH JTUETOTEPAINIUU B COCTABE KOMIUIEKCHOTO JICUCHUS
MPOBOJMIIACH HA TOCIIMTAIIBHOM dTare, U B Mepuoj aMOyJIaTOPHOTO HAOIIOCHUS
yepe3 1 u 6 mecdies. B nporiecce onpoca poautenei crycts 6 MecseB, a TaKxKe
M0 OIICHKE JAHHBIX (POTOJOKYMEHTUPOBAHUS MOPAKEHHBIX YYACTKOB KOXKH, BCE
MalKUEeHThl OBUIM pachpesieieHbl Ha 2 TPYNIbl B 3aBUCUMOCTH OT TOTO COOJIIOAAIH
JIM OHU Ha3HAYEHHbIE PEKOMEHJIAlMK MO TEepaluM, B TOM YHCIIE U TUETOTEpaIlnH,

NN HCT.

Takum o6pazom, oOpazoBanacek rpynmna u3 11 merei, He cOONIOMABIINX TIO
TOM WM WHOW MNpUYUHE (HU3KAs KOMIUIAEHTHOCTb, HHM3KHI COIMAJbHBIA U
MaTepHalbHBIA CTAaTyC POJIUTENEH, a TaKKe HU3KUU KYJIbTYPHBIA YPOBEHb CEMEi)
PEKOMEHJIallMK MO MHUTaHWK U Tepanuu. OO0beM MPOBENCHHBIX HCCIEAOBAHUM

IIpeACTaBIICH B Tabmiie 4.
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Tabmuia 4. O6beM ucciaen0BaHui, MPOBEACHHBIX y neTeit ¢ BBO

Ne MeTtonb! uccienoBaHus Yucno KonuuectBo
o0OcneJoBaHHBIX | MCCIEAOBaHUM
neTen
I 3ran
1 | Knunnyeckuit ocMOTp 60
2 MosnekynsipHO-TEHETHYECKAs 60 60
JTMAarHOCTHKA
9 Omnpoc poaureneit o Borpocam 60 60
aHaMHe3a (AaHKETUPOBAHUE)
3 Ornenka pakTUYECKOTro MUTAHUS U 60 103

XUMHYCCKOI'O COCTaBa palliOHA

OrneHKka aHTPOITOMETPUYECKHUX
4 | mokazarencit WAZ, HAZ, BAZ 60 146
(AnthroPlus, WHO, 2009)

HUccnenoBanne KIMHUYECKUX U

S OMOXUMHUYECKUX aHATM30B KPOBU 60 103
6 | Ouenxka THINC 60 146
7 | Ouenka BEBS 60 60
8 | Jencutomerpus 15 15
9 | PenTrenorpamma KOCTe# KUCTEH 15 15
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2.2. u3aiiH uccjeJ0BaAHMSA: OTKPBHITOE MPOCIIEKTUBHOE UCCIIEIOBAHHE

BoibHble € BPOXKAEHHbIM Bynne3HbIM anuaepmonsom (n=60)

v v

Ounctpoduuecknii bynnesHoiin MpocToit 6ynnesHbIn aNMAEPMONN3
anugepmonus (n=43) (n=17)

v v
4 )

. OugeHKa dpaKkTUYecKoro NUTaHMA (aHKETUPOBAHUE 3X CYTOYHOIO NUTaHUA);

. AHanNn3 XMMMYeCcKoro cocTaBa paumoHoB

. OueHKa nokasaTteneit pUsnyeckoro passuTus (z-score)

. OnpegeneHune ceHcMbUAM3aLUK K NULLEBBIM BenKkam (MmmyHoKan),

. OueHKa noKkasaTteneit BUpMUHTeMCKOro HAeKca TAXKecTH BynnesHoro anuaepmonmsa

. LLIKana oueHKN HyTpUTUBHbIX prckoB (THINC)

. OueHka nabopaTtopHbIX NoKasaTtenei (remornobuH, keneso, TpaHcpeppuH, 6enoK, anbbymuH,
MWHEpanbHble BELLECTBA, BUTAMMUHbI)

. OueHKa noKkasaTtenen AeHCUTOMETPUMN U PEHTFEHOrPaMMbl KOCTeW KUCTei.

- /
v v

AHanu3 1 CPaBHUTENbHAA OLLEHKA NOJTYYEHHBIX AHaNU3 1 cpaBHMTENbHAA OLLEHKA NONYYEHHbIX
DAHHbIX Y AeTen ¢ guctpoduyeckon popmoit <+—> [AaHHbIX Y AeTel ¢ npocToi popmoli bynnesHoro
bynnesHoro annaepmonnsa (n=43) anuaepmonusa (n=17)

v

Pa3pa60TKa MHOAMBUAYANbHbIX }'IeHGGHO-,D,MaFHOCTM"IECKVIX aNropuTMoB gna ontummsauyuum
HyTpVITVIBHOﬁ nogaepXKku ,qereﬁ C BPOXAEeHHbIM 6y}'|l'|e3HbIM aNnaepmoaim3om

v v

OugeHKa apPeKkTUBHOCTH OueHKa CoCToAHUA NauMeHToB be3

UHOMBUAYANbHON HYTPUTUBHOM anetoTtepanuu (HEKOMMNIAeHTHble K
NpPOrpaMmms KOMMIaeHTHbIX nayueHTos™* MHANBUAYANbHON HYTPUTUBHOM
(n=32) nporpamme naumeHTbl)** (n=11)

* - nayuermsl, noOJAyHusuiue KOMNIEKCHOE Je4enue, 6 mom 4ucie ()uemomepanu}o,
coomeemcmeerHO pEKOMeHaaI/;U}ZM.
> nayuermal, He nojaydueuiue pekomeH()oeaHHoe KOMNJIeEKCHOE JjliedeHue, 6 mom vucie

ouemomepanuro, 8 NOJHOM obveMme.
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2.3. Knunuyeckne MeTobI 00C/1e10BaHNs 00JBHBIX ¢ BPOKIE€HHBIM

OyJLIE3HBIM IMHAEPMOJIU30M.
2.3.1. Kinnnueckue MeToabl UCCJIeI0BAHUSA

B pamkax cranpoHapHOro JedeHus BceM JaeTsM ¢ BBD mposogunock
KOMIUIEKCHOE OO0CJel0OBaHME MO €AMHOM MporpaMmMe B COOTBETCTBHM C
MEXIyHApOJAHBIMU PETJIAMEHTUPYIOIIUMHU JOKYMEHTAaMH IO BEJIEHUIO OOJIbHBIX C
JAHHOM maTojorued, KOTOpO€ 3aKioyaloch B cOope aHaMHe3a OoJie3HH,
CEMEMHOro aHaMHe3a, BBINOJIHEHUU JAaOOPATOPHBIX U HHCTPYMEHTAJIbHBIX
uccnenoBanuii [54]. OcHOBBIBasCh Ha MPUHIMIIAX MYJIbTHIUACIUILTUHAPHOCTH,
JE€TH  KOHCYJIBTHUPOBAJIIUCH  CHELUUATUCTAMHU:  J€PMATOJIOTOM,  IIEIHATPOM,
racCTPOIHTEPOJIOTOM, JIUETOJIOTOM, O(TAIBMOJIOIOM, XHPYPIOM, CTOMAaTOJOIOM,

HCBPOJIOTOM U AP. Y3KHMMH CIICHUAJIMCTAMM 110 ITOKA3aHUAM.

Jluar1o3 BpOXIAEHHOTO OyJUIE3HOTO SMHUIECPMOJIN3A YCTAHABIMBAJICS Ha
OCHOBAHHMH >ajo0, JaHHBIX aHAMHE3a M KJIMHUYECKOW KapTHUHBI (JIOKAJHHOTO
cTaTyca KOXHOTO TaTOJIOTHYECKOro mpoiecca). Bepudukanus KIMHUYECKON

dbopmbl BBD npoBoauiack ¢ UCIOIb30BaHUEM I'EHETHUECKOTO UCCIISIOBAHMS.

[Ipu cObope aHamHe3a yYHUTHIBAJIM XapaKTep >kajo0, AMHAMUKY NapameTpoB
bu3ndeckoro pa3BuThs (Beca M poOCTa), MOPAKEHUS KOXKH, CIUZUCTHIX 000JIOUYEK.
Jueronornueckuii aHaMHe3 BKIIOYAJI B ceOs uHpopMamuioo o BHAAX
BCKapMJIMBaHMS, CPOKAX BBEACHHS MPOAYKTOB W OJIIOJ MPUKOPMA M PEaKIMH Ha
OTU TPOAYKTHI, OCOOCHHOCTAX WHUTAaHUS MaTepu BO BpeMs OEpPEMEHHOCTH U

JJaKTalluu, 0COOEHHOCTSX panroHa IMTUTaHUA p€6€HKa.

[Ipu ocmoTpe oOpamaim BHHMaHHE Ha oOOIIee COCTOSHHE peOCHKa,
TEJIOCIIOKEHUE W COCTOSTHUE TUTAHUS, IIBET, TEMIIEPATYPy W HAJIUYHE U3MEHEHUN

KO>KHOT'O TTOKPOBA.

KimHnueckuii 0cMOTp NPOBOAMIICA C IPUMEHEHHUEM OOIIENPUHATHIX METO0B

oCMOTpa C OIIPCACIICHNCM JJOKaJIMU3allnuu IICPBUYIHBIX u BTOPHUYHBIX
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MOp(l)OJIOFI/I‘-ICCKI/IX QJICMCHTOB KOKH, C OIPCACICHHUCM HX BBIPAXKCHHOCTU U

pacIpoCTPpaHESHHOCTH.

[Ipn ocMOTpe KOXXHBIX MOKPOBOB, WX NPHIATKOB M CIHM3UCTBIX 000J0YEK
YYHUTBIBAJIOCH HAJTMYHUE XapAaKTEPHBIX [ OYJIJIE3HOTO 3IMHIEPMOJIA3a BBICHIITAHHM.
OneHuBaNUCh JIOKAJIU3allusl BBICBIMAHUNA (Iy3bIpH, DPO3UM), UX pa3Mmep, (popma,
LIBET, KOHCUCTEHIIMSI, TPAHULIBI, B3AUMHOE PACIOJIOKEHUE, COAEPKUMOE ITY3bIPEH.
[IpousBoamiics OCMOTP HOITEBBIX IUIACTUH C BBISBJIEHUEM HX XapaKTEPHBIX
U3MEHEHUN WIM HOITEBOTO JIOXKA IIPU OTCYTCTBUHM HOITEBBIX IUIACTHUH IpPHU

nuctpoduueckoi popme BBD.

TsoKeCTh  KIMHUYECKUX  MPOSBICHUH  BPOXKICHHOTO OyJIe3HOTO
SIHUACPMOJIN3a OICHUBAJIACh IMPU IIOMOIIM BHPMHUHIEMCKOro HHIEKCA OICHKU
TshKecTH OyiuiesHoro smuaepmoinsa [BEBS]. (mpunoxenne 1) [81] st pacuéra
IpHMEHsIACh aJalTHPOBaHHAs IIKajia Jis AeTei Ha 6aze Micrososft Excel 2010

(Mukpocodrt, CIIIA) [81]

2.3.2. MeToabl OleHKH HYTPUTUBHOTIO CTATYyCA.
Kiannnyeckue MeToabl OLIEHKU COCTOSIHUSI MU TAHUSI.

AHTPONIOMETPHUS M OlleHKA (DU3HYECKOT0 PA3BUTHUS

Onpenenenue Maccbl Tela W pocTa  MNPOBOAWIOCH C HCIOJIb30BAHHEM
CTaHJAPTHBIX OTKAIMOPOBaHHBIX BECOB M pocToMmepa. B 2x cmydasx wu3-3a
BBIPQXEHHBIX KOHTPAKTYp POCT peOEHKa H3MEpsIM Kak CyYMMY HECKOJbKHUX

u3MepeHnuit [6].

Ouenka (U3MYECKOro pa3BUTUSL JeTeld MPOBOAWIACH C TOMOIIBIO

CHIEIMAIM3MPOBAHHOTO TTaKkeTa MpukiaaHeix mporpamm BO3 Anthro u Anthro Plus

[105, 106]
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Jlnsg ompeneneHuss COOTBETCTBHMSI MacChl Tena, UIMHBI/POCTa, a TaKkke
MHJEKCAa Macchl Telda K BO3pacTy M HapyIIEeHUH HYTPUTUBHOTO CTaTryca -
U30BITOYHOTO WJIM HEIOCTATOYHOTO TMHUTAHHS OBLI HCIIONB30BAH IMOKa3aTelb Z-
score (OTKJIOHEHHE 3HaYeHUI MHIMBUYaJIbHOTO MOKa3aTens (Macca Tena, pocT) OT
CTaHJIAPTHOTO 3HAUYEHUS JUIS JaHHOW momyisanuu). llpu SToM  yduTHIBaIH
BEJIMUMHBI Z-score: macca Tena s Bo3pacta (WAZ), niwHa Tenma (poct) ams
Bo3pacta (HAZ), manexc maccel Tena mis Bo3pacta (BAZ). Jlepumur maccrr Tena
(WAZ) unun "enocratounas nnuHa (HAZ) tena pebeHka ycTaHaBIMBAIUCH IPU
BEJIMYMHE COOTBETCTBYIOIIEH Z-SCOre<-2SD. Bricokuil mokasareiib poCT/AJIMHA
Tena XxapakrtepuzoBaiics BenuunHo HAZ>+2SD. WM30biTouHas wacca Tena
xapaktepuzoBanach WAZ>2 SD, a Takke WHIEKCOM MacChl Teja JiJisi BO3pacra
BAZ>1 SD. Jletu ¢ Z-score maccel Tejla B Jauama3oHe OT -1 10 -2, COrjacHo
pPEeKOMEHJIAlMsAM,  pacCMaTpUBaIUCh KAk JE€TH C  JIETKOM  CTENEHBIO
HEJIOCTATOYHOCTU MHUTAHMS, YTO COIJVIACYETCS C KPUTEPHUSIMHU JIETKOM OEIKOBO-
sHepreTrueckoi HepoctarounocTH (E 44.1 mo MKb-10). BAZ B unTepBaie ot -2
70 -3 COOTBETCTBOBAJ HEJIOCTATOYHOCTU MHUTAHUS CPEHEN CTENEeHHU, HIKE -3 —

TSDKEIION HCOOCTAaTOYHOCTH ITUTAaHUA.

Onenka (paKTHUECKOro NHUTAHMS M AHAJM3 XHMHUYECKOI0 COCTaBa

panMoHa

st orneHKH (PAKTUYECKOTO THUTAHHUS TIPUMEHSUICS aHKETHO-OMPOCHBIN
METOJI ¥ €T0 «30JI0TOM CTaHJapT» - METO/I 3allMCH M y4eTa CheACHHOUW MUIIH 3a 3
cyrok. Mudopmaius 3a mnepBblii JeHb coOupallach COBMECTHO C BpavyoM
JIMETOJIOTOM C HCIIOJh30BaHUEM allbOOMa 00OBEMOB OJIFOJ WM €r0 DJICKTPOHHOM
Bepcun [19]. Bo BpeMs mepBoi KOHCYJIbTAIIMKA POIUTEIN MOJYYadd MOIAPOOHYIO
WHCTPYKIIMIO TIO 3alOJHCHUIO aHKeThl (PAKTHYECKOTO TMHTAaHWS B JBa

MOCJICYIONINX JTHS. AHKETa MpeCTaBiIeHa B IPUIIOKCHUH 2
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JUiss  pacdyera  XMMHMYECKOIO  COCTaBa  palMOHAa  HMCIOJIb30Bajach
KOMIbIOTepHast mporpamma «OreHKa (aKTUYeCKOro MUTaHUs» Ha OCHOBE
nporpammbl  1C  ([Iporpammusiii  mpoaykt «1C:Menunuua. Juetnueckoe
nutanue», "ArentctBo KAIIMTAH"), mno3Bojsiomas TPOBECTH  OICHKY
(bakTHYeCKOro MUTaHWs C YYETOM HE TOJBKO BO3pacTa M Beca peOeHKa, HO U C
yd4eToM ero (u3MYeckoll akTUBHOCTHU. baza mporpamMmbl co3l1aHa Ha OCHOBE
CIPaBOYHUKOB «TaOnuIBl XMMHYECKOTO COCTaBa M KAJIOPUUHOCTH POCCHUHUCKUX
npoaykToB nutanus» [35], «COopHHKa perentyp OO U KyJIMHAPHBIX W3S
U OTCUYCCTBCHHBIX HOPM MOTPEOHOCTH B THTATEIbHBIX BemlecTBax [26].
[Iporpamma coaep:xut cBeaeHus o 6osiee 72 nmpoaykrax nmo 19 xapakrepuctukam,
BKJIIOYAET WUIIOCTPALMU M TO3BOJIAET (OPMUPOBATH MPOTOKOJIBI JJIsl Bpaya U

nanyeHTa B uu(poBoM U rpaduyecKoM BU/IE.

HMcnonbp30BaHHBIN B pa60Te AJITOPUTM OLCHKH COCTaBa pallMOHAa H €TI0

COOTBETCTBHE MOTpeOHOCTAM pedbeHka ¢ BBD npeacrasnen Ha pucyske 4.

AHKeTHO-onpoCHblii@neTo 4
c6opaMHdpopmauum@ Bospacr,fon,Bec,ocrpeberka,?

nopaktuueckomymintTaHmio AaHHble@olpusnyeckoiBKTUBHOCTUE

(c@cnonb3oBaHMemEnbO6oMmoBEIOPLMIA)E

I I | l

BHeceHuelBhaHHbIXBEKOMNbIOTEpHYOEPOrpammyell

KomnbloTepHbliiBAaHanus:z
#

TabanuybiXumuyeckoroXocrasaBXanopuitHocTuz
5]

HopmbioTpebHocTURheTen@BEnweBbix@BeLtecTBax@
MBHeprunEBBasmucumoctTuBDbTBO3pacTa@BEhonal

Yuet@pnsnueckoZEKTMBHOCTUE
SHeproemkocTbl®l —N c@cnonb3oBaHnemi@
” —/
nXnmunueckuii@ocras@aumnoHal] KoapPpuuymneHtos
$un3n4ecKoMBAKTUBHOCTUE

@

3aknoueHueDdTooTBeTcTBUMPaALMOHAEoTpebHOCTAMBB Hepruu, &
OCHOBHbIXBHYTpUEHTaxX,BUTaMUHax,MmnHepanbHbix@Bewectsax?
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Pucynox 4. ANTOpUTM KOMITBIOTEPHOW OIICHKA XHUMHYECKOTO COCTaBa paluoHa |

COOTBETCTBUS €0 MOTPEOHOCTSIM OpraHu3Ma.

KoMIieKCHAsi OlleHKA CTATyCca INHUTAHUS M HApPYIIEHHS TNPOLECCOB

numeBapenus (IMKajga oueHKH HYTHPTHUBHBLIX puckoB 100l to Help ldentify

Nutritional Compromise (THINC))

[Tocne mepeBoja ©  JUHTBUCTHYSCKOW  ajanTali  JUISL  OICHKH
HE/IOCTATOYHOCTH  IMWTAaHWS W HAPYIICHHUS  NPOIECCOB  IMHUIICBAPCHHS,
UCTIOIB30BAIMCh MIKana oleHkn HyTpuTHBHBIX puckoB THINC (Tool to Help
Identify Nutritional Compromise) paspaboTaHHble CHEIMATBHO IS JCTEeH ¢
OyJUUIE3HBIM SMHACPMOJIM30M B Bo3pacte 110 18 mecsueB u crapiie 18 mecsiies.

[63] (mpunoxenue 3).

Hlkana THINC BximouaeT Tpu OCHOBHBIE TPYIIBI KPUTEPUEB COCTOSHUS
peOeHKa: pe3yibTaThl AHTPONOMETPHH, MPU3HAKH HAPYIIEHUH CO CTOPOHBI
OpPraHOB TMHILIEBApEHUs] M JEPMaTOJIOTMYECKHME CHUMIITOMBI. MakcuMasbHast
cymma — 100 OamioB: 4em oOHa BbIIIE, TeM OOJbIIE BEPOSTHOCTH HAPYIICHHUS
HyTpUTHBHOTO ctatyca. [llkana ans gerteir B Bo3pacte 10 18 MecsleB yuuThIBaeT
Maccy U JJIMHY Tela MpH POKICHUH; TMHAMUKY 3THX IMOKa3aTeseil 3a MmociaeHue
2—4 Mecsa; XapakTep BCKapMIIMBaHUS M TMPUMEHEHHE J€YeOHBIX MPOAYKTOB;
HaIUyue MnpodjeM C TIJOTaHUEM W/WIM OTKa3 OT TIPYAHOrO KOPMJICHUS;
UCTIOJIb30BaHUE 30HIOBOTO MUTAHUS; HAIMYKME racTpod3odareasbHOro peduirokca;
XapakTep CcTyla W NpUMEHEHHE CIaOWUTeNbHBIX; IJIOMAAbh MOBPEKICHHBIX U
WHOUIIMPOBAHHBIX y4acTKOB KoxkH. [llkana amsa nereit B Bozpacte crapimie 18 mec
YUUTBHIBACT CIEAYIONIME TIOKA3aTEeNN: PE3yNbTaThl aHTPOIIOMETPUHU (OTKIOHEHHUS,
BbIp@XEHHBIE B CyMM€ IEHTWJIBHBIX KOPHUIOpPOB; JIWHAMHUKAa MAacChl Tejla 3a
nocieaHue 6 MecsleB); NpUpacTaHHe sI3blKa; AUcharusg U aHTUpPEIIIOKCHAs
Tepamus;, XapakTep CTyJla W TPUMEHEHHE  CIIA0OUTENbHBIX;  HAJIUYHe
AIIMMUHAIMOHHON JUETHl; HAJMYME TacTPOCTOMBI; IUIOMIA[b MOBPEKICHHBIX U

I/IH(I)I/IHI/IPOBaHHbIX Y4aCTKOB KOXKH.
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JInss MOHUTOpPUHTA cTaTyca MUTaHWs B MPOIECCEe JUHAMHYECKOIO
HAOJFOICHUS WCIIOIh30BaJIaCh PEKOMEHIOBAHHAS JIJIS MAIIMEHTOB C BPOYKICHHBIM
OyJIIIe3HBIM IHICPMOJIN30M aHKeTa [63] mocie ee TMHIBUCTUYECKON aJarnTaliu

(mpunoxenwue 4).

OnpeneneHye MOTPeOHOCTH B NMUTATEJIbLHbIX BelleCTBaX IMPOBOJAHIIOCH C

HCMOJIb30BaHUEM dbopmyIbl, PEKOMEHI0BAaHHOU JUISL ONPEAECIEHHUS
AHEPreTUYECKUX noTpedHocTe nerert ¢ BBD, yunteiBaromieit paktuyeckyro Maccy
TeJa, BO3pacT, POCT, a TAKXKE HaJU4YUE JIOMOJTHUTEIBHBIX (DAKTOPOB — My3bIpEil,

UHQEKIIMOHHBIX OCIIOKHEHHI U TIOTPEOHOCTH B HaBepCThIBaHUU pocTta [58, 63]:

Macca Tena (Kr) X (KKaJI/Kr AJisi JAHHOTO0 U pocTa) X

[1+ cymma Tpex 10mOTHUTEIBHBIX (GaKTOPOB|

r/ie, JOMOIHUTENbHbBIE (PAKTOPBI — ITO:

1) orHomIeHME TUTOIIAAM IMy3bIpel K miomaau noepxuHoctu Tenma (IIIT): 20% — IIIIT
0,19; 40% — IIIIT 0,50; 100% — IIIIT 0,95;

2) wuHpekinoHHbIe ociaokHeHus: terkue — 0,20; ymepenusie — 0,50; Tsoxesnpie — 0,95;

3) HaBepctbiBanue pocta — 0,1-0,2.

MeToabl JUETOAUATHOCTHKH

JIlmarnHocTuyeckas 3JJIMMHHANIMOHHAS IMeTA Ha3HAYAJIACh 110 MOKA3aHUsIM
C IMArHOCTUYECKOH IIeJbI0 JETAM C MOJ03PEeHHEM Ha muiieByro amiepruio (I1A).
JUIMTENbHOCTh JIMAarHOCTUYECKOM SJIMMHHALIMOHHON mueThl cocTaBisia ot 30
JHEeW, BO BpeMsl 4Yero peOdeHOK coOJoaal JUeTy ¢ HUCKIIYeHUEeM Haubosiee
BEPOSITHOTO TMPUYMHHO-3HAYMMOTO TPOayKTa. I[lpu HEACHBIX pe3ynbTarax
MUArHOCTUYECKOM DJIIMMHHALIMOHHONM JHMEThl Ha3HAYaJoCh AUATHOCTHYECKOE
BBeleHHE TpoaykTa. [locie momrBepxkaeHUs/ycTaHOBiIeHHs auarnoza IIA mo

pe3ylibTaramM I[I/IaFHOCTI/I‘{eCKOI\/'I SHHMHHaHHOHHOﬁ AUCTbI, AUArHOCTHUYCCKOI'O
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BBEJICHMSI TPOAYKTa M JIAOOPATOPHOTO TECTHPOBAaHUS pPEOCHKY Ha3HAdaIach
nedyeOHass DIMMHUHAIIMOHHAS JHeTa TPOJOJDKUTEIBHOCThIO 6-12 MecsieB B
COOTBETCTBUH C MEXKIyHapoAHbIMH [91] M oOTeYecTBEHHBIMU KIMHUYCCKHUMHU

pexomenparusamu [15, 108] mo Beaenuro nereii ¢ [TA.

/luarHoctudeckoe BBeneHue mnpoaykra (Hamazosa-bapanoBa JI.C.,
MaxkapoBa C.I'.)) [15] npoBommioch MO OKOHYAaHHMM MHUHHMAIBHOTO CpPOKa
ANUMUHAIIMOHHONW JWEThl HAa OCHOBAHMM KJIMHWUYECKOM OLEHKH COCTOSHUS
pedenka. KonmuecTBo mpoaykra, coAepKallero NpUYMHHO-3HAYUMbINA aJuIepreH,
JUISL TIEPBOTO JTMarHOCTHYECKOTO BBEIECHMS ONPEIEIAIOCh, UCXOAS W3 JaHHBIX
aHamMHe3a (KOJMYECTBO IIPOAYKTAa, Ha KOTOPOE OTMEYallach DPEAKLUs paHEE,
BBIPDAKEHHOCTh PEaKIMM Ha 3TO KOJWYECTBO). BBeneHME HayMHAIOCh C JI03BI,
3HAYUTENIbHO MEHbIIEH TOH, KOTOpasl BbI3Baia peakuuto. Cpok HaOIIOACHUS 3a
peaKIuen nocie TUarHoCTUYECKOro BBEAEHU IPOIYKTA COCTaBIAN 2 cyTOK. Ecnn
Ha IIEpBOE JUArHOCTUYECKOE BBEJICHUE MPOAYKTa HHMKAKMX OTPULATEIBHBIX
peakiui HE OTMEYajaoCh, TO MPOAYKT BBOAWICS B IHUTAHUE B IOCTEIEHHO
BO3PACTAIOIIMX KOJIMYECTBAX C OOS3aTENIbHOM perucrpanuel BCeEX CHUMITOMOB.
[Tpy OTCYTCTBMM Kakux-TMOO HETATUBHBIX PEAKLUUH MOCIE JUArHOCTHYECKOTO

BBCACHHA MMPOAYKTAa PEKOMCHA0BAJIOCH PACIIMPCHUEC palrioHa.

2.3.3. JIaGopaTopHbie METOABI HCCJIEI0BAHUSA

JlaGopaTopHbIe UCCAeT0BAHUSA

B3stue kpoBM AsiA  UCCIEAOBaHMS — JAOOPATOPHBIX  IOKa3aTeseu
OCYUIECTBJISUIM B IUTAHOBOM TIOpSJKE MpH 3a00pe KpOBU MJiI OCYUIECTBICHUS
OCHOBHOTO  CTallMOHAPHOTO IUIaHAa OO0cieqoBaHMs, 03 JOMOJHUTEIbHON
BEHEIMYHKIIMH, IPU MOCTYIUICHUU peOeHKa B OT/AEJIEHHUE MOCIe OCMOTpPa BpauoM-

JIepPMaTOJIOTOM.
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B wuccnemoBanum y Bcex naerei Opanuch OOIMICKIMHUYECKUE aHATU3bI
KpOBH, a Takke OWOXUMHUYECKMUA aHaimm3 KkpoBu. Jlms  ompeneneHus
onmoxumuueckux mnokazarened: AJIT, ACT, anpOymuH, oOmui Oenok, oOuui
owmpyOun, mpsmoit Owmpyoun, [TT, memounas ¢ocdaraza, T1IHOKO3a,
KpeaTHHWH,  MOYEBHMHa,  KpeaTuHkwHas3a, JI/II, amwumasa,  ammiaza
NaHKpeaTH4yeckas, MoueBas KHUCJIO0Ta, TpUIIULepuasl, xojectepud, JIIIBH,
JIITHII, xanwmii, HaTpuii, Xxjop, MarHui, ¢ocdop, Kambiui, xkenezo, C4-
komiuieMeHT, C3-KoMILieMeHT, TpaHceppuH Hcroyb3oBana ammaparypa UniCel
DxC 800 Synchron Clinical Systems (Beckman Coulter, USA). s onpenencHus
nokasareneir Butamun Bj,, ®ommeBas kucmora, CTI, IgE wucnoas3oBanachk
ammaparypa Access ® 2 (Beckman Coulter, USA), onpenenenne Buramuna D
npoBoaMiioch Ha ammapare Liaison XL (DiaSorin, Italy), TTI', T4 cBoGoausrit, T3
cBoOOHBIN, (epputH Ha ammapare Architect i100SR (Abbott, USA). Bce

MpoHuCcayphuI OIPCACICHUA ITPOXOANIN B ABTOMATHYCCKOM PCIKHUMC.

3a00p 00pa3IoB KpOBH MJIA HCCIICIOBAHHS J1aOOPATOPHBIX ITOKa3aTelen
MIPOBOJIUJICS B ACENITUYECKUX YCIOBHUSAX MPOIEYPHOTO KaOWHETa B YTPEHHHUE Yachl
nocie 12-4yacoBoro mnepuojaa TOJIOJIAHUST METOAOM CTaHJAPTHOW BEHEIYHKIIHH.
Uepesz 30 muH mocne 3a6opa KpoBH, 0Opa3iibl eHTpudyrupoBain B teueHue 10
muH 1ipu 2000-3000 g nost mosmydenus ceiBopoTku Ha anmapate HETTICH Rotanta
460 (Hettich Lab Technology, Andreas Hettich GmbH & Co). CsiBopoTky
NEePEeHOCUSIM B TPAHCIOPTUPOBOYHBIE  TPOOUPKM U JOCTABISUIA B
[EHTPATM30BAaHHYIO KJIMHUKO-IIMArHOCTUYECKYIO J1Ta0OpaTOpUI0 C COOJIOJEHUEM

TEMIIEPATYPHOTO PEKUMA U IPYTUX MTPABUII TPAHCIIOPTUPOBKH.

MoJieKYJISIpDHO-T€HeTHYEeCKAsl JTUATHOCTHKA.

Knuanueckass ~ dopma  BpPOXKIEHHOTO  OYJ/UIE3HOTO  AIHUAEPMOJIHN3A
yCTaHaBJIMBajaCh Ha OCHOBAHWHM MOJIEKYJISIPHO-TEHETUYECKON JIHArHOCTUKU
METOJIOM MacCOBOTO MapaJlJIeIbHOTO CEKBEHUPOBaHMs Ha oOopymoBanuu lon S5,
npousBojictBa komnanuu Thermo Fisher Scientific (CIIIA) B cOOTBETCTBUH C

IPOTOKOJIAMHU U PEKOMEHAALNUIMU MPOU3BOAUTENS B TaOOPATOPUU MOJIEKYIISIPHOMN
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reHeTuku u kierounoit ouonorun OI'AY «HMUL 3nopoBes aeteit» Munzapasa

Poccuu (3aB. mabopatopueii k.6.H. CaBocThsiHOB Kupuiin Bukroposuy).

[louck HYKIEOTHIHBIX IOCJIENOBATEILHOCTENl TIE€HOB MPOBOJAWICS B
ououndpopmarmonnoit 6aze manusix NCBI (National Center forBiotechnological
Information, USA). Jlns mnoucka KOHCEpPBaTHBHBIX YYaCTKOB HCIOJb30BaHa
nporpamma BLAST [42]. [TocnenoBaTelbHOCTH OJUTOHYKICOTHIOB TOAOUPAIHCEH
¢ nmomotisio nporpammsl Beacon Designer 8.10. IlpoBepka crenupuyHOCTH map

npaiiMepoB MPOBOAMIACH C TIOMOIILIO TiporpamMmMbl Primer-BLAST [89].

HyxneoTuaHble 3aMeHbl, HEONMHCAaHHbIE B 0a3ax [OaHHBIX paHee, ObUIH
NOJBEPTHYTHl OMOMH(pOpPMaTHUYECKOMY aHanu3y B mporpammax Alamut Focus u
Alamut Visual npousBoactBa kommanuu Interactive Biosoftware (®panius) Ha
IpeaIMeT BO3MOXKHOW TATOTCHHOCTH W BAJIWIUPOBAaHBI MPH TMOMOIIM METOJa

CEKBEHUpPOBaHUs 110 CoHTEPY.

Jns mpoBenennst cexkBeHupoBaHuss no CoHrepy Bcs mcxoanas reHomHas JIHK
noABepraiiach amrupukanun Ha obopynoBanun ProFlex™ PCR  System,
npousBojacTBa Komnanuum Thermo Fisher Scientific (CIHA). IIpomykTsl
aMIUTM(PUKAIMK CEKBEHUPOBAJIMCH MpPH TOMOIIM Habopa peakTtuBoB BigDye®
Terminator v3.1 Cycle Sequencing Kit nmpousBoactBa komnanuu Thermo Fisher
Scientific (CIIA) B COOTBETCTBHM C MPOTOKOJAaMHU W PEKOMEHIAIUSIMH
npousBoautenss Ha oOopyaoBanuu ABI 3500XL, mnpousBojcTBa KOMMIaHUU

Thermo Fisher Scientific (CILIA).

I/IMMyHOJIOFI/I‘IeCKI/Ie H AJUIEPTOJOTHICCKHUE METOAbI OﬁcHeHOBaHI/Iﬂ

NMMyHOJIOTHYECKHE W aJUIEprojOrMueckre  MeToAbl  00CieI0BaHUs
BKJIIOYAJIM B ceOsi ompenesieHue oOuiedl koHieHTpauuu IgE chIBOpOTKH KpOBH,
SIQE chiBOpOoTKH KpOBU K HanboJiee pacpOCTPaHEHHBIM MUILEBbIM ajulepreHam, a
TaK)Ke ajyiepreHaM MpoAyKTOB, HauboJee YacTo UCIIOJIb3yEeMbIM B MUTAHUU JI€TEH:
aJJiepreHaM KOpOBbEro MOJIOKa U €ro (ppakuusaM (ka3euHy, 0eTa-1aKkToriao0yanHy,

OBIYbEMY CBIBOPOTOYHOMY allbOyMHUHY), CO€, IIICHHIE, SYMEHIO, KICHKOBUHE,
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070Ky, OaHaHy, TpyIie, KypUHOMY SIHIy, MSCYy KYpHIIbl, WHICHKH, KPOJIWKA,
CBUHUHBI, TOBSIIMHBI, OapaHUHbI, phIOE (Tpecka, JIOCOCh); a TaKXKE K CMECSIM
OBITOBBIX QJJIEPTEHOB (KJICIIM JOMAIIHEH MbUIM) C MOMOIIBIO METOAa HENpsSMOi
UMMYHO(DIYyOpEeCHEHIIMM Ha aBTOMaTHueckoM aHanuzarope ImmunoCAP250
(UniCAP System, Thermo Fisher Scientific, panee Phadia AB). [Iuama3onbl

HOpMaJIbHOM KOHIeHTpaluu ootiero IgE, npuBenens! B Tabauie 5.

Ta6nuua 5. Conepkanue obiiero IgE B chIBOpoTKE KpoBH y eTeit

BospactHble rpynimb IgE, KUA/I
Jlo 1 roma 0-15
1 roxn-6 net 0-60

ITopor uyBctBUTENbHOCTH aHanuzaTopa ImmunoCAP250 cocrasnsier 0,01
kE/n, pedepercHoe 3HaueHue - rpanuna (cut-off point) - s ciennduueckux IgE-
anTuTen spisieTcss paBHbIM 0,35 KE/, cormacHo HHCTPYKIMM TPOU3BOIUTENIS TECT-
cuctembl. Takke B HHTEpIPETAlMM PE3yJIbTaTOB JIAOOPATOPHOM NUArHOCTUKHU
WCITIOJI30BAJIOCH Pa3/IeJICHHE Ha KIJIACChl CEHCUOMIIN3AlUU TIOJIYYCHHBIX 3HAYCHUHN

KoHIeHTpanui sIgE-anturen (tada. 6).

Tabnuua 6. Ouenka yposus sIgE

Kitacc KOHLIeHTpauuu OneHka ypoBHS Konuentpanus sIgE, kUA/I

0 HenerexTrpyeMsrii -

I Huskuit 0,35-0,7

| Cpennuit 0,7-3,5

i YMEPEHHO BBICOKUI 3,5-17,5

(\V4 Brrcokuii 17,5-50

Vv O4eHb BLICOKHIT 50-100

VI [TpenensHO BEICOKUI >100

2.3.4. UncTpyMeHTAIbHbIE METOAbI UCCJIEI0BAHUSA

JleHcUTOMETPUA W PpeHTreHorpadpua kocrer Kucred (OIEHKA

KOCTHOI'0 BO3PACTA)

OnpeneneHue  MUHEPATbHOW  MJIOTHOCTH  KocTHOM  TkaHu  (MIIK)

OCYILECTBIISUIM METOJIOM JIBYXIHEPreTUUeCKOH PEHTI€HOBCKON abcopOImoMeTpuu
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NOSICHUYHOrO  oTAena mno3BoHouHuka LI-LIV  (octeonmencutomerpusi) Ha
LunarDPX-MD (GE Medical Systems, USA, 07-2012) wna 6a3e oTaelIeHUS
nydyeBor auarHoctuku HUWM nemmatpunm OI'AY «HMMULL 310poBha  neTei»
MunsnpaBa Poccun (3aBeayromuii ornenenueM, K.M.H. A.B. Anukun). CHI>XEeHHE
MIIK auarHoctupoBaiv Mpu 3Ha4eHUH Z-SCOre He 6oree -2 SD. OkoHuaTebHBIN

pe3ynbTaT Z-SCOre aHaIM3UPOBAIIM NP NIEpecueTe Ha KOCTHBIN Bo3pacT peOeHKa.

Or1ieHKa KOCTHOI'O BO3pacTa JeTeH MPOBOIUIACE 10 JaHHBIM PECHTTEHOrpauu
KHCTEH ¢ 3aXBaTOM JIy4e3alsICTHBIX CYCTAaBOB B IPSIMOM IMPOEKIUH, BHIMOIHECHHON
Ha peHTreHoBckoM ammapare Advantx Legacy (GE, USA) u Clinodigit (ItalRay,
Italy). Amnanmm3 peHTreHorpaMM MPOBOJHIICA IPHU HCIOJIB30BAHUU IPOrPaMM
«Auxology» 20 bone u peHTTeHOBCKOW TaOMUIBI KOCTHOIO BO3pacTa s

3JIOPOBBIX JICTEH U MOAPOCTKOB CpeaHel mosiocsl PO [8].

2.3.5. CtaTucruueckue METOAbI HCCJICAOBAHUA

BBOI[, HAKOIUICHUEC, XpPaHCHUC MW IICpBUYHAA COPTHUPOBKA JAHHBIX

HCCIIeIOBAHUSI OCYIIECTBIIUCE ¢ ucnonb3oBanueM 1K u ITIIIT Excel.

MaTeMaTHKO-CTaTUCTHIECKAs oOpaboTka TAHHBIX WCCIICIOBAaHUS
npoBojuiack B oneparuonHod cucteme Windows 7 IlpodeccuonanpHas
(Microsoft, CIIIA) u ocyiiecTBieHa ¢ TOMOIIBIO TAOJUYHOTO peaakTopa Microsoft
Excel 2010 (Microsoft, CIIIA), B yactHOCTH, er0 MoAyJeH "AHanu3 HaHHBIX" U
"Mactep nuarpamm'" U MakeTa MporpaMM MO CTaTUCTUYECKOW 00pabOTKe TaHHBIX

Statistica for Windows.

MaremaTuko-cTaTucTHIeCKas 00paboTKa MPOBOAWIIACH MO dTAIaM:

- OIIEHKA 3aKOHa pacIpe/ieJICHHsI KOJTUYECTBEHHBIX MTOKA3aTeNeiH;

- MATEMaTUKO-CTATUCTUYECKOE OMTMCAHUE TPYIINT HAOTIOICHNUS;

- OIICHKA 3HAYMMOCTH PA3JIMYUs CPEIHHUX 3HAYCHUH M YaCTOTHI MPOSIBICHUS
MPU3HAKOB B PA3JIMYHBIX UCCIEAOBATEILCKUX TPYIINAX;

- U3YYCHUE CBA3EN MEXKIY MPU3HAKAMMU.
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MaTtemMaTHKO-CTaTUCTHUECKOE OIMUCaHUC 00BbEKTa HCCICAOBaHUA
OCyHICCTBJLJIOCH € IMMOMOHIIbIKO TPAJUIMUOHHBIX MW JdBHO YTBCPAHWBIINXCA B

MEAMIIMHCKUX UCClIeI0BaHmusIX MeTo10B [1, 5, 7, 9, 12]:

-pacyeT CpeIHWX 3HAYEHWW TMIOKa3aTesled (CpeaHero apu(pMeTHIECKOTO
3HA4YCHUS, MOJbI, MEIMAHBI);

- OTIPE/ICIICHUE XapPaKTEPUCTUK KOJEOJIEMOCTH TMPHU3HAKOB (IMCIIEPCHH,
CpPEIHEro KBaapaTUYECKOrO0 OTKJIOHEHMS, pa3Maxa 3HA4YeHUH, KBapTHIBHBIX
OIIEHOK);

- BBIYMCJICHUE CTaHJAPTHBIX OIIMOOK CPEIHMX 3HAYEHUW W OTHOCUTEIIbHBIX
4acTOT, a TAKXKE UX JIOBEPUTEIHLHBIX HHTEPBAJIOB;

- YaCTOTHAs M CTPYKTYpHAas XapaKTEPUCTUKA MTOKa3aTeseH;

- rpadpuyeckoe U TabIMYHOE MPEICTABICHUE PE3YIHTATOB.

OueHka  COOTBETCTBUS  pACHpENENICHUS  M3YYEHHBIX  IOKa3aTeseu
HOPMAJIbHOMY 3aKOHY TMpOBEJACHA C IOMOIIBI0O KPUTEPHUS OIEHKH 3aKOHa

pacnpenenenus Hlanupo-Yunka.

OueHka 3HAYMMOCTH Pa3JIMuMsl CPEIHUX 3HAYCHUW M YaCTOThI MPOSBICHUA
MPU3HAKOB B PA3IUYHBIX Tpynmnax OOJBHBIX MPOBOJAWIACH C  IOMOIIBIO
napaMeTPUUCCKUX M HermapaMeTPHUSCKUX METOJOB oleHku rumote3 [21, 34, 36,
37]:

- napameTpudeckuii kpurepuil t-CTbIOIeHTa;

- HelapameTpUuIeCcKuii Kpurepuit ManHa-Y UTHU.

BepositHOCTh O1mmOKu (p) cunTaiach craTucTUdecku 3HaunmMoi mpu p <0,05.

W3yyenue CBA3M MeEXAy MpHU3HAKAMH OCYIIECTBISIOCH C  MOMOIIbIO

napameTpuueckoro kodddurmenta koppemnsiuu r [lupcona.

KonuvecTBeHHBIE TIEPEMEHHBIC OMUCHIBAINCH CICAYIOIIMMHA CTAaTHCTUKAMMU:
YUCJIOM MAIHMEeHTOB (n), cpenHuM apudmerndeckum 3HaueHueMm (M), meamanon
(Me), cranmapTHbIM OTKJIOHEHHEM cpenHero (o). KadecTBeHHbIC IE€pEeMEHHBIC

OIMCBLIBAJINCH A0COIIOTHBIMH M OTHOCUTENBLHBIMU YaCTOTAMU (HpOHeHTaMI/I).
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Takum o00pa3oMm, Bce TMOJOXKEHUS W BBIBOABI, CIElNaHHBIE B padoTe,
0a3upylOTCS Ha Pa3HOCTOPOHHMX U aJCKBaTHBIX MaTepuajaM HCCIeI0BaHuUs
MaTeMaTUKO-CTaTUCTUYECKUX MeTojax. lIpm 5TOM MIMPOKO MCHOIB30BAJIHCH

COBPCMCHHBIC BBIYUCIIMTCIIBHBIC CPCACTBA U UX ITPOIrPaMMHOC oOecrieycHue.

B Hauane cratuctuueckoil 00pabOTKM TaHHBIX, OJYYEHHBIX B XO/I€ HAIIETO
WCCIICIOBAHNsI, TPOBEACHA OLEHKA COOTBETCTBHUS PACHpPENCICHUs H3Yy4YEHHBIX
IIOKa3aTesiedl HOPMAJIbHOMY 3aKOHY. B KadecTBe OCHOBHOIO KPUTEPHsI OLICHKH
3aKOHa pacupeaeneHus npuMeHwin Kpurepuil [llammpo-Yunka. Onenky
3HaYMMOCTH Pa3JIN4us MOKa3zaTenen y AeTel ¢ pa3anuHbIMKU popmMamu OyJIIe3HOTO
DIUIAEPMOIIN3A, PACHPEACIICHUE KOTOPBIX HE IPOTUBOPEUYMIIO HOPMAIBHOMY
3aKOHY pacHpeAcsieHus, MPOBOAWIM C IOMOIIBIO MapaAMETPUUYECKOIO KPUTEPHS
CreroneHTa. JIOCTOBEpHOCTh pa3jinyusl IOKAa3aTesied, paclpelesieHHue KOTOPBIX
OKa3aJoChb  OTIMYHBIM  OT  HOPMAJIbHOIO, IPOBOAWIM C  IOMOILUBIO

HEIMapaMeTPUIECKOTO Kputepusi MaHHa-YUTHH.
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I'VTABA |ll. KIHWHHUKO-JIABOPATOPHBIE XAPAKTEPUCTHUKH
BOJIBHBIX BPOKAEHHBIM BYJIJIE3HBIM 3ITUIEPMOJIN30M.

B Hacrosmiee MpOCIEKTUBHOE WCCIENOBaHWE OBLIO BKIOUYEHO 60 mereid,
HaOmogaBmmxcs B otnenenun aepmatoiorun GI'AY «HMUL] 3nopoBest neteit»
Munzapasa Poccun ¢ 2014 no 2016 roga ¢ 1uarHo3oM BpPOXKJACHHBIN OYJII€3HBIN
sruaepmoin3 (BBD) B Bo3pacte ot 2 mecsieB g0 16 yer 2 MecsIeB, CpeaHUAN
BO3pacT coctaBui 6,5 + 4,2 ner. [lepuon HabmoneHrs 32 OOJBHBIMU COCTABUII OT
6 Mec. n0 2x ner. B uccienoBanve ObUIM BKJIIOUEHBI MAIMEHTHI ¢ MPOCTOM U
auctpoduueckoid (popMaMu BpOXKIEHHOTO Oyiie3Horo snuaepMonusa. Cpenu
Ha0JII0/1aeMBIX HaMH JeTel mpeobnananu aeBouku — 37 (61%), ManpuuKkoB OBLIO
23 (39%). Bce netun ObuIM pacripeiesieHbl Ha 2 TPyNIbl B 3aBUCUMOCTH OT (POPMBI
Oysuie3HOTrO 3MHaepMoIIn3a: pocrtas Gopma Oyiuie3Horo snuaepmonusa (N=17) u
muctpodudeckas ¢opma (n=43). B rpymme ¢ mpoctoit ¢Gopmoii Oysuie3HOro
snuaepmonu3sa obuto 12 nesouek (70%) u 5 manpuukoB (30%) (cpeanuii Bo3pacT B
JaHHOW rpymme cocraBun 5,3 £ 3,8). I'pynma guctpoduyeckoro OyJUIe3HOTO
sanuaepMonn3a coctaBuia 25 nesouek (58%) u 18 manbunkoB (42%) (cpennuit

BO3PACT MALMEHTOB JaHHOM rpymbl 6,9 + 4,3). (Tadn. 7)

Tabnuua 7. Pacnpenenenue aerei ¢ BpOKICHHBIM OYJUIE3HBIM MHIEPMOIU30M 110
BO3pacTy, oy u gpopmam 3adoseBanus (N=60).

Mo 5-x ner 5 met — 12 ner 12ner - 18 ner Bcero (%)

Knuanuecka | Ipocra | Jductpoduuecka IIpocras Huctpoduu IIpocras Huctpodu

1 popma A A eckas yeckas

M 4 6 (10%) 1 (1%) 9 (15%) 0 (0%) 3 (5%) 23 (39%)
(6,6%)

I 6 8 (13) 4 (6,6%) 13 (21,6%) 2 (3%) 4 (6,6%) 37 (61%)
(10%)

Bcero (%) 10 14 (23%) 5 (8%) 22 (36,6%) 2 (3%) 7 (11,7%) | 60 (100%)
(16%)
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HpI/I B3ATHHN IIOJ Ha6J'IIOI[eHI/Ie BCCM INIAlIUCHTAM IIPOBOJIHIICA KJIMHUYECKUI
OCMOTpP KOXHOI'O IIOKpPOBA, AAaHHBLIC CIICOHWAJILHOIO0 CTaTycCa (bHKCHpOBaJII/ICB B

UCTOpUU OOJIE3HMU.

KoxHbIII TaTOMOTHYECKHA TPOIECC TPH MPOCTOM GopMe BPOKIACHHOTO
OyJUIe3HOTO SMUEPMOJIM3a HOCHII PACTIPOCTPAHCHHBIM CUMMETPHUUYHBIN XapakTep
U ObUI MpEACTaBJICH MATHAMM, Iy3bIPSIMHU, SPO3USIMHU, IKCKOPHAIIUH, KOPOUKAMHU,
YenryKamMu, MEJIKUMHU pyOIllaMH M B OCHOBHOM JIOKQJIHM30BAJICS B MECTax
HAauOOJIBIIEr0  MEXAaHWYECKOrOo  BO3JCUCTBUS.  Bpichimanuss dyame  Obuid
MPECTABICHBI MY3bIPHBIMU AJIEMEHTAMHU, PA3JIMYHBIX Pa3MepoB, AUAMETPOM OT 1-
2 MM 10 3-5 cM, ¢ IpsAOIOM WM TUIOTHOM MOKPBIIIKON, COIEpIKalue CepO3HOE
U/WIU CEPO3HO-TeMOpparuueckoe, a MHOrJAa M THOWHOE coxaepxumoe. [ly3wipu

pacnoyiaraiuch Kak H30JMPOBAHHO, TaK W CrPYIIIMPOBAHO, IMPU HEKOTOPBIX

dopmax I1b3. bonbmmHCTBO My3bIpeit ObUIM Ha (POHE IPUTEMATO3HBIX MATEH (PUC

5).

Pucynok 5. Paznuunsie my3sipu npu [163.

Y  HEKOTOpBIX  TAIMEHTOB  OTMEYajoCh  HajdWM4uWe  THIepKepaTosa
(kepaTogepMun) Ha MOBEPXHOCTHU CTOI U JiajoHel. Ha MecTax OBIBIINX My3bIPHBIX
WIA DOPO3MBHBIX BBICHIIAHWNA OTMEUYAIWCh pyOIOBBIE W3MEHEHHs (darie
HOpMOTpo(puueckue, arpopuveckue, pexe  rumneprpoduueckue), odaru

AUCXPOMHHU (HOCTBOCHaJ'II/ITCHBHBIC T'II0- WK THIICPIIMIMCHTHLIC IIATHA, CCTUATasa
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TUMEPIUTMEHTalUsA), a TakKe dYelmyiku u Kopku. KpailHe penko oTmeuanoch

NOSIBJICHHE MUJINYMOB (puc. 6).

Pucynox 6. Uenryiiko-KOpKH Ha MECTax 3MUTEIU3UPYIOLIUXCS IPO3HUM MpU

[1B3.

YacTo y mauyMeHTOB MIIAIIIEH BO3PACTHOW IPYMIIbI UMEJIO MECTO MOPAKEHUE
CIIM3HUCTOM POTOBOM NOJIOCTH B BHJIE TOSBJICHUS Iy3bIPEW U 3PO3HM, UMEIOIINX

APKO KPpaCHOC IHO, HHOI'IA IIOKPBITOC (I)I/I6pI/IHOBI>IM HaJICTOM.

XapakTepHOil 0COOCHHOCTBIO TAIMEHTOB ¢ TEHEPATN30BAaHHON JOMUHAHTHOM
dbopmoii 3a00JIeBaHMSI IBIIIMCH JUCTPO(YUUECKIE U3MEHEHHUS HOTTEBBIX TUTACTHH B
BHUJIE OHUXOJM3HUCA, OHHUXOPEKCHCA, OHMXOUIU3HCA, HEMPABWIBHOIO POCTAa,
M3MEHEHUS 1IBETa, ralaJIOHUXUH, KOWJIOHUXUHU, TPAXUOHUXUU U TIOSIBICHUE Y3YP

HOT'TEBBIX MJIaCTHH (pUC. 7).
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Pucynox 7. luctpodust HorreBbix miactus mpu 11629

3HAYUTEIIBHO PECKEC BCTPCHAINCH H€CH€HI/I(1)I/I‘-IHBIG KOJXHBIC IIPOABJICHUA:
MMOpCACHUC HWJIN OTCYTCTBHC BOJIOC, J'IaI[OHHO-l'IO)_IOIHBeHHEJﬁ TUIICPIUAPO3,

YaCTU4YHAas WJIN IIOJHAasA aACHTHUA, MUKPOCTOMUS, AaHKHUJIOT'JIOCCHSL.

Knunnueckas kaptuHa npu auctpoduueckoil  (Gopme  BpOKIECHHOTO
OyJJIE3HOTO BNMIEPMOJIM3a XapaKTepu3oBajiach 00pa30BaHUEM  OOIIMPHBIX
IUIONIA/Iel TMOpPaXEHUs] KOXXHOTO TOKPOBA, C YAaCThIM MOPAKEHHE CIM3UCTHIX
000J104€K POTOBOM MOJIOCTH M TJa3. KoXHBIH MaToNOrHYecKuil mpouecc HOCUI
pacnpoCTpaHEHHBbI CUMMETPUYHBIA XapakTep, ObUl MPEACTaBICH MEPBUUYHBIMU
mMopdonornueckum snemeHTamu: nsaTHamMu B 100% ciydaes, myssipsimu B100%
ciydae, sposusmu B 100% ciyduaeB, s3Bamu (11,6 %); ¥ BTOPUYHBIMH
MOpP(}OJIOTHYECKUM dJIEeMEHTaMU: KOpKaMmH, uvenryiikamu, pyomamu B 100%

ciydaeB, MuwinyMaMu B 93,0% ciyuaeB, nuctpoduei WM OTCYyTCTBUEM HOTTEH B

90,6% cnyuaes (puc. 8, 9, 10).
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Pucynoxk 9. I1y3bipb 1 MUTTMYMBI IPU CPEHE TSHKEIOM Te€HEPATU30BaHHOM

PJIED
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Pucynok 10. [Ty3sipu ¢ pa3nu4HBIM COAEPKUMBIM (CEPO3HBIM,

reMOpparuueckuM) U aHOHUXUS TIPH TSHKENIOM reHepann3zoBanHom PIIBD

[Ipu TtsoxenbIx ¢dopmax oOTMeuaaoch YyHUBEpcaiabHoe, Jub0 nuddysHoe

IMOPaXXCHUC KOJKHOI'O IIOKPOBA.

TUNUYHBIME ~ KJIMHHYECKUMH TPOSBIICHUSAMH OBLIM TEHEpaM30BaHHBIC
Ny3bIPHBIC TOPAXKCHHS PA3IMYHBIX pa3MepoB, JTUAMETPOM OT HECKOJIBKHX
CaHTHMETPOB JIO HECKOJIBKMX JECATKOB CAaHTHMETPOB C JPSOJION TOKPBIIIKOH,
comepkame ceposHoe (22%), ceposHo-remopparmueckoe (41%), a Takke
raHoiiHoe (37%) conmepkumoe. Ily3bipu YacTo CIAMBAIUCh M OOBEAMHSINCH B
rurantckue  my3sipu  (puc. 11). Cumnrom Hukombckoro Obul  pe3ko

OJIOKUTENbHBIH.
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Pucynok 11. ['uranTckuit my3sIpb ¢ ApsiOI0H TOKPHIIIKOM.

Y nammentoB ¢ JIBD HaOmomaeMoil  rpynmbl, KOHTPAakTyphl U
MCEeBAOCUHAAKTUIIMKM BcTpeuanuch B 81,3% cimywaeB, nmpu stoM B 91,5%

OTMEUAINCh YaCTHYHOE, a B 8,5% MOJIHOE cpallleHne 1o TUITY «BapexKm» (puc. 12,

13).

Pucynok 12. KoHTpakTypsl KUCTEH.
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Puc 13. IlceBIOCHUAAKTHINY TI0 TUITY «BapeKKu» (HOTH).

B 3aBucuMocTu ot TAKCCTHU, PpACIIPOCTPAHCHHOCTH U HAJIMYUSA TCX HUIJIM MHBIX
KIIMHUYCCKHX l'IpOSIBJ'IeHI/Iﬁ YCTaHABJINBAJICS KJIMHUYECKUM JHUarao3 HpOCTOﬁ NI

nuctpoduaeckont hopmel BBED.

I[J'ISI MOATBCPKACHUA KIIMHUYCCKOI'O JUArHo3a IpoBOAUIIOCH MOJICKYJIIPHO-
I'CHCTHYCCKOC HMCCIICIOBaHHUC (CGKBGHHpOBaHI/IH HOBOTI'O HOKOJ’IGHI/IH), KOTOPOC

MO3BOJISIIO TTOATBEPINTH KIIMHUUYECKYI0 opmy BBD.

Jlnarno3 nuctpoudeckoro OyIe3HOTO SUAEPMOIN3a YCTAaHABIUBAJICS TPU
HAJIMYMHA Pa3TUYHBIX MyTanuid B TeHe kojutarena 7 tuma (COL7A1), mpoctoi

dbopMbI OyJIIE3HOTO AMUAEPMONIM3A — MPU HaTuuuu Mytanuid B TeHax: KRTS,
KRT14, TGMS, DSP, PLEC, COL17Al.
N3ydyenue anamHe3a 00C1eJ0BAHHBIX JeTel

[IpoBeneHHbIi aHaIM3 NEPEHECEHHBIX 3a00JeBaHUI YCTAHOBHII UX BBICOKYIO
4acToTy B o00eux rpynnax. B cpeaHem dacTtoTa pecnupaTOpHBIX WH(EKIHN

coctanisuia 6 + 2,4 pa3 B ToJ1.

[Ipu u3ydyeHun anamHesa, ObLJIO YCTAHOBJIEHO, YTO OOJBIIUHCTBO jAeTei 82%

C IPOCTbIM 6YJ'IJ'IC3HBIM SIUACPMOJIN30M HC ObLIH BaKIOMHUPOBAHbLI B IIOJIHOM
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o0beme (Mo BO3pacTy), B TPpyIIe ¢ AUCTPOPUUecKuM OyIIIe3HBIM MHIEPMOIUZOM
HE TPUBHUTHIX neTell Obu10 42 (97%). Hanbonee wacTtoil mpUYMHONW OTCYTCTBUSA

IPUBHUBOK SIBJISUICSA MEAMIIMHCKHE 0TBOI — 53 peOenka (88%).

beuio omnpeneneno, uro B rpymme ¢ JIbD onHy unm Gosiee NPUBUBOK UMEIOT
Bcero 7 gnerert (16%), a B rpymme c¢ IIBD konudecTBO AeTeil MPUBUTHIX HE

MOJTHOCTBIO cocTaBuiio 15 (88%).

N3 ananuza IICPCHCCCHHBIX I/IH(l)GKHI/IOHHI)IX 3a00JICBaHUI CICOaycCT, 4TO 8

nereii B rpynne JIb3 u 4 pedenka c 163 nepenecnu BeTpsiHyIO OCITy.

W3 npyrux nepeHeceHHbIX 3a0oyieBaHUM OTMEYeHbl: Kokmom y 1 (2%)
pebenka ¢ J1b3, 2 (11,7%) neteit ¢ [1BD; potaBupycHoit uHdekue nepedoienu
10 OJJTHOMY peOeHKY U3 Kaxk10u rpynibl (2 % u 5,8%, coorBeTcTBeHHO). COrIacHO
BBIMMCHBIM 3MUKpHU3aM, TmpeactaBieHHbiIM u3 JIIIY mo wmecty KuATEnbCTBa,
OTMEUAJIUCh TAKXKe pazinyHble (OPMBI MMEPEHECEHHBIX MHEBMOHHI: B TPYIIE C

JBD BcTpeuancs 1 cimyyaii (2%), B rpynme ¢ [1BD 2 (11%) cinyvas 3a0oseBaHusl.

Hetu ¢ BBD Takke B aHamMHe3e HMENIM pa3IMYHbIE OIEPATUBHbBIC

BMCIIATCJIBCTBA.

58% nereir ¢ JIBD wuMenu omnepaTWBHBIE BMENIATEIbCTBA PA3IMYHON
CJIO)KHOCTH, CBSI3aHHBIX CO CTOMAaTOJOTMYSCKMMHU OcJiokHeHusMu. B 16 %
CIIy4yaeB JETH IEPEHECIH XUPYPrUYeCKHE BMEIIATEIbCTBA, HAMPABJICHHBIE Ha
BOCCTaHOBJICHUE (DYHKIIUUA KUCTEH U CTOM (KOPPEKIUU TICEBIOCUHIAKTUININ W/UTN
KOHTpakTyp). 5 nereit (11%) mepeHecau omnepanui HUPKYMIIU3UO IO TMOBOIY

(¢uMo3a pa3HOM CTETIEHU BbIPAXKEHHOCTH.
['emotrpancdy3uu B anamHe3e uMenu mecto B 13 ciyuasx (30% nereit ¢ JIBD)

KnuHnueckne mposBIEHWs MHINEBOM a/UIeprUd 10 JaHHBIM aHaMHe3a |
JTUETOMUAarHOCTHKN oTMedanuch y 2 (11,7%) mereit ¢ mpoctoit ¢dopmoit u 11
(25,6%) nereii ¢ muctpoduueckoit dopmoit BBED. Ilpossnenusmu I1A  Obutn

raCTpOMHTCCTHUHAJIbHEBIC CHUMIITOMEI, BKJIIOYAaBIIIHEC paS}KI/I)KGEHHHﬁ,
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HENEePEeBAPEHHBIA CTYJ, CPBITMBAHHUA M KOXKHBIE MPOSBICHUS, YCUJICHHE 3yJa
nociie ynoTpeOJeHUs] MPUYMHHO-3HAYUMOTO TMPOJYKTa, MOSBICHUE MATHUCTO-
nanyse3Hbix Beicbimanuid. Y 2 (11,7%) nereit u3 rpynmst [163 u 3 (6,9%) neteit u3
rpynnsl JIBD Obl1 AMarHOCTUPOBAH aTOMUYECKUN JAEPMATUT KaK COMYTCTBYIOIIEE

3aboseBanue (Tadm. 8)

Ta6nuna 8. Xapakrep nposiBiaenuit [1A y nereit ¢ BpoKJIeHHBIM OyJIJIe3HBIM

SIIUACPMOJIU30M
[Tammentor | T1A, I"actpo- ConyTcTBy1O
¢ BBD N (%) | uatectu- | Koxxubie nposiBienus [1A, DTHOJIOTH- -mast
naneueie | N (%) YeCKHiA CEHCHOMIIH-
posiBJIe- JTN————— ¢axrop ITA 3auus K
nus 1A, | 3yn xoxu, (N — gucio OBITOBBIM
N (%) BBICBHITAHUS HNep;I aim, neTeil) ajyiepreHam,
(%) N (%)
['pynma 1 2
[16D, (13,7 [ 1(58%) | 1(5,8%) 2 (11,7%) BKM,N=2 | 1(5,8%)
N=17 %)
Koposse
mostoko, N=9
Kypunoe
sauo, N=4
['pymnmna 2 11 8 I'iroTen n
B3, (25,6 (18,6%) 11 (25,6%) | 3 (6,9%) 3nmaku, N=5 8 (18,6%)
N =43 %) ’ OpyKTHI 1
ooy, N=5
Apyrue
TIPOJTYKTHI,
N=4

* B cooTBeTcTBHH ¢ kpuTtepusmu Hanifin et Rajka

B stnonoruueckoit crpykrype IIA y nmereit ¢ muctpoduueckoii Gpopmoit
BbD muaupoBanu mosiounsie mpoaykTel (N=9), y 5-Tu nereil — peakuuu Ha
[IIIOTEH U 371aku; [TA Ha KypuHOe S0 OblJIa TUarHOCTUPOBaHA Y 4-X OOJIBHBIX, Y
5 neredt OTMEUAIMCh peaKkIuu Ha (PPYKThl U OBOIIU. Y 4 OOJBHBIX TaKKe
oTMedanuch cuMnToMel ITA Ha apyrue mpoaykTel: peiOa, MsICO TOBSIUHBI,
CBUHUHBI, KypHUIIBI.

OmnpeneneHue TAXKECTH COCTOSIHUA JeTell ¢ BPOXKIEHHBIM OYy/LIe3HBIM
IMUAEPMOJIN30M TPOBOAUIOCH C TMPUMEHEHHUEM IIKajdbl BUPMUHIEeMCKOTO

uHAeKca Tsokectu Oymesnoro snuaepmonusa (BEBS). Ilokazano, uto mHaekc

BEBS npsmo nponopliroHaibHO KOPPETUPYET CO CTENEHBIO MOPaKEHUsI KOKHOTO
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nokposa (r>0,7) u gaer Ooyiee BHICOKHE TMOKA3aTeIM y JeTel ¢ TUCTPOPUICCKOM

dbopmoii Oyse3HOTO »muAepMoin3a. Tak, cpemHee 3HAYCHHWE B JTOW TPyIIe

coctraBuiio 50,5 £ 14,9, B To BpeMsi Kak CpeHee 3HAUYCHUE MHAECKCA y JETEU C

npoctoil GpopMoil BpOKIEHHOTO OyJUIE3HOTO 3MMAepMoM3a cocTaBwio 15,9 +

10,9 (puc. 14).
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BEBS

Ounctpoduyeckas dopma MpocTaa ¢opma BPOXKAEHHOTO

6ynnesHoro anMaepmonnsa

6ynnesHoro anuaepmonnsa

b BEBS

ITokazarenu  Tsbkect  Oyjuie3HOro  »smuaepMonu3a  (Taou.

6YJ'IJ'IC3HBIM I ACPMOJIN30M

Pucynok 14. IToka3zatens Tsokect BB (BEBS) y neteit BpoxaeHHBIM

9):

BUpMUHTE€HCKHIT HMHIEKC TSHKECTH BPOXKIAECHHOTO OyJIE3HOrO 3MNHAECPMOIIN3A

(BEBS), momaas mopakeHHss KOXKH M IUIOIIAAb HH(PHUIMPOBAHHBIX YYaCTKOB

KOXH OKa3aJIuCb CTATUCTHYCCKHN OOCTOBCPHO 0o0Jiee BHICOKHUMH B rpymare JIGTCI\;I C

aucTpodudyeckum Oysuie3HsiM snuaepmosusom (P<0,001).

Tabmuma 9. CpaBHHTENIbHAS XapaKTEPHUCTHUKA ITOKa3aTeleld OIEHKH

TSKECTH OYyJUIE3HOTO SMUAEPMOIIN3A (OLIEHKAa 3HAYMMOCTH pa3induii — 1o t-

kputeputo CThIOJICHTA) Y A€TEH ¢ MpocTo U AucTpoduyeckoi hopmoii BED

ITokazaren
U

Huctpodudaeckuit Oysie3HbIi
snuaepmonus (N=43)

[Ipocroii Oysie3Hbli SMUAEPMOIIN3
(n=17)

Ypose
Hb
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Cran

Cpemnee Munuma | Makcum | Cpeanee | Cranna |Munuma | Makcum SHasn
apudmer | napTH MOCTH
JBHOE | ajmbHOE | apudMeT | PTHOE | JIbHOE | allbHOE
MYECKOE | O¢ Y
3HAYEHHM | 3HAYEHM | HYECKOE | OTKJIOH | 3HAYECHH | 3HAYECHU
3HAYEHH | OTKJIO
e e 3HaUCHHE | EHUE e e
e HEHHE
BEBS 50,5 14,9 16,5 84,0 16,0 11,0 2 46 0,000
ITnomane
MOPAKEHU 60,1 19,6 20,0 96,0 23,6 17,8 3 70 0,000
s KOXKHU
ITnomane
uHpHUIIPO
BaHHBIX 43,0 22,8 4,0 88,0 6,9 6,9 0 27 0,000
Yy4acTKOB
KOXH
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I'JTABA IV. KOMILUVIEKCHASA OIEHKA COCTOAHUSA ITUTAHUSA
U HYTPUTUBHOI'O CTATYCA JETEX C BPOXJIEHHbIM
BYJ/UIE3HBIM IINMJIEPMOJIN30M

4.1. OueHka (paKTHYECKOT0 MUTAHUS ¢ AHAJIU30M XUMHYECKOr0 COCTaBa

paluoHOB JeTei ¢ BPOKACHHBIM 6yJI.]1€3Hl>IM IMUIACPMOJIN30M.

dakTHYeCKOe MUTAHUE OICHMBAJIOCh HA OCHOBAaHWHW aHaAJW3a TPEXIHEBHOTO
panoHa. AHKeThl g cOopa (HaKTUYECKOTO NUTAHUS 3alloiHSIM POJIUTENN
pebeHka coBMecTHO ¢ BpadyoMm. Jlyisi aHaimu3a BBIOMpAIMCh 3 MaKCHUMAaJbHO
CTaHJAPTHBIX JHS, KOrja peOeHOK He 0oJienl UHPEKITMOHHBIMU 3a00JIeBaHUSIMU, HE
MOoABEPrayicsl MHBA3UBHBIM METOJaM OO0cCie0BaHus U JieueHus. HecMoTpst Ha 310
cleayeT OTMETUTh, UTO JJIA JeTel ¢ BPOXKJICHHBIM OYJUIC3HBIM SIUIASPMOIN30M U
HU3KUM HYTPUTHUBHBIM CTaTyCOM XapaKTEpPHbI «OECHPUUYMHHBIC» H3MEHEHUS

alllICTHUTAa, H36Hp&TGHBHBII>i AllIICTUT, IICPUOAUYICCKH — OTKA3 OT ITUIIH.

CrnemyeT OTMETHUTh, YTO TIOAABIISIONIEE OOJIBIIMHCTBO JIETEH A0 MOCTYIUICHUS
Ha CTallMOHapHOeE JieueHue B otaesienne aepmartosioruu O®I'AY «HMULL 3n0poBbs
nerei» MunzgpaBa Poccum He nosydand  KOHCYJIbTAllMM  JUETOJIoOra |

KBATM(PUITUPOBAHHBIX PEKOMEH/IAINI 110 COCTABJICHUIO PAIMOHA.

B rpynme nereit ¢ JIbO KOMIBIOTEPHBIN aHATU3 YHEPTETUUYECKON LIECHHOCTH U
XUMHUYECKOTO COCTaBa (PaKTHUECKUX PAllMOHOB TOKAa3all, YTO CPEAHsS CyTOYHas
KaJIOPUITHOCTh PallMOHOB AeTel cocTtasisuia oT 66,5% no 134,4% oT HOpMBI 114
310poBbIX AeTelt (M+m - 97,9+24,7). OaHako, MO OTHOILIEHUIO K SHEPTEeTUYECKON
NOTPEOHOCTH, PACCUYUTAHHOW TO CHenHalbHON (opmyne s ompeaeaeHus
nuieBoi norpedHocTy netsM ¢ BBED, yuuTeiBaromieit pakTuyeckyro Maccy Tena,
BO3pACT, pPOCT, a TaKXKe HAJIWYUE JOMOJHHUTEIbHBIX (PAKTOPOB — TMy3BIPEH,
MH(PEKIIMOHHBIX OCJIOKHCHHH M MOTPEOHOCTH B HABEPCThIBAHWH pocTa [58, 63],
JIUIIb Y OJTHOTO pebeHKa B TpyIe AeTel ¢ quctpoduyeckoit GopmMoit Oyiie3Horo

AMHUIEPMOJIN3a PallMOH COOTBETCTBOBAT PACCUUTAHHONM HOpPME MOTPEOJICHUS IO
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KAJIOPUMHOCTH, a B LIEJIOM B IpyIIe NoTpediieHne s3Heprun coctaBisuio ot 44,0%
o 101,0% (M£m - 73,6£22,8) oT mHIuBHAyanbHOW moTpeOHOCTH. [edwummr

nuTaHus oopatHo koppenuposai ¢ nmokazareiaem THINC (p<0,005).

Y nmereir ¢ IIBD kamopuitHOCTh paroHa Kojedalach B 3HAYNUTEIBHBIX
npenesnax M MpU IepecdyeTe Mo crhenuanbHou dopmyne ans aereit B BBD
coctaBisia 75-123 (91£21)% ot pekomeHayemoll W Oblla  CTAaTUCTHYECKHU

3HAYMMO BbIIIIC, YeM y jaereit ¢ JIBD (*p<0,05).

AHanu3 XUMHUYECKOTO COCTaBa MOTPEOIIEMbIX POAYKTOB M OJIFO/1 TTO3BOJIMII
YCTaHOBUTh, 4YTO B Tpymme JaeTeil ¢ aucrpodudeckoit ¢Gopmon OyIIe3HOro
AMUAEPMOJIN3a pPAIMOH B OOJIBIIMHCTBE CIy4aeB HE COOTBETCTBOBAN JIaXe
BO3pPACTHBIM HOpMaM IMOTPEOJIEHUS Makpo- U MUKPOHYTPHUEHTOB. JIWIb y ABYX
JIeTel ATOM TPYyNMbl COCTAB palliOHAa COOTBETCTBOBAJ BO3PACTHON HOpME IS
310poBbIX Jetel. [loTpebiaenue 0enKoB, >KUPOB U YIIIEBOJOB KOJe0aIoCh B BECbMa
3HAUUTENBHBIX TIpenenax, y 2 mnarueHtoB c¢ [IBD moTtpebienue Oenka u kupa
MOXHO OBUIO TMpu3HATh U30BITOYHBIM (Bbile 150% OT pexoMeHyeMoi
BO3PACTHOM HOPMBI [T 3M0pOBBIX JeTei). B 1memom criemyeT OTMETHTH
3HAUUTEIBHYIO0 pa30alaHCUPOBAaHHOCTh PAIMOHOB 10 MAaKPOHYTPUEHTHOMY

COCTaBy.

CpenHue moka3zaTelnd »HHEPreTUYECKOM LEHHOCTH pAIlMOHOB U HX
XUMHUUYECKOTO COCTaBa MO OTHOIICHUIO K HOpME MOTPEOJICHUS MPE/ICTaBICHBI B
tabmume 10. KamopuifHOCTh mpejicTaBieHa KaK MO OTHOIICHHIO K BO3PACTHOU
HOpME MOTPEeOICHUS JI 3I0POBBIX JACTEH, TaK U MO OTHOIIEHHUIO K PAaCcCUUTAHHOU
nmo ¢opmysie UHIUBUAYATbHOW TMOTpPEeOHOCTHM pedeHka ¢ OyJUIe3HBIM
snuaepmonn3zoM. ConepkaHue B pamnpoHax OEJIKOB, JKUPOB, YIJIEBOJAOB U
MUKPOHYTPHUEHTOB MPHUBEACHO B MPOIIEHTHOM COOTHOIIIEHUM K BO3PACTHON HOpME
NOTPeOCHNS,, TIOCKOJbKY PEKOMEHJOBAaHHBIX HOpPMa TOTPEOJICHHS] ITHUX

HYTPUEHTOB Juis nereid ¢ BBO Her.
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Tabnuna 10. Cpeansist sHepreTUyecKasl IEHHOCTh U CpeAHee MoTpediieHne
HYTPUEHTOB IO pe3yJIbTaTaM KOMITBIOTEPHOI'O aHAJIN3a XUMUYECKOIO COCTaBa
PalMOHOB JIeTel ¢ MpOoCcTol U nucTpoduieckoit popmoit BBD.

®opma BI

HyTpueHTbI

Aucrpoduueckasn IIpocras

MaKPOHyTpI/IeHTBI H IHEPreTHICCKass HCHHOCTb PallHOHOB

Kasnopuiinoctb, % 0T Bo3pacTHOM
66-134 (98+40) 64-141 (101+£33)

HOPMBI J1JIs1 310pOBbIX AeTeii (M+o)

Kanopuitnoctb, % 0T HOPMBI IS
9

00abHbIX BBD (M+m)

44-101 (74+23)* 75-123 (91£21)*

Beaxn 82-203 (128+40) 84-175 (128+43)
Kupsi 68-177 (114+36) 71-159 (110+41)
YriieBoasnl 63-115 (84+20) 55-131 (91£29)

MuKPOHYTPHEHTHI

Buramun A

22-387 (106+120)

32-128 (71+36)

Buramun B;

55-123 (87+23)

48-138 (98+38)

Buramun B,

57-155 (108+28)

71-189 (118+49)

Buramun C

27-106 (63+26)

98-241 (162+66)

Buramun E

101-190 (134+34)

113-302 (204+79)

Ca 38-114 (76+22) 30-136 (76+39)

Mg 84-243 (129+50) 77-180 (129+47)

P 75-167 (125+29) 71-206 (127+55)

Fe 60-141 (97+30) 84-227 (140+70)
*p<0,05

Henocrarounoe norpediieHre MUIK OBLJIO CBSI3aHO Y OOJBIIMHCTBA JIETEH C
PE3KO CHIDKEHHBIM, 4YacTO - HM30UpATEeNbHBIM amnmeTUTOM, y psAna JeTed — ¢

OTpaHUYCHHBIM HA0OPOM MPOAYKTOB M3-3a 3aTPYyAHEHUH MPU TJIOTAHUH.

HpI/I CTaTUCTHUYCCKOM aHAJIN3€ CBA3HU 3HepFeTI/I‘-IeCKOﬁ IONCHHOCTHU paluroHa

(KaK II0 OTHOHIICHHUIO K BOBp&CTHOﬁ HOpMC, TaK M II0 OTHOHICHHMIO K HOPMC
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notpebnenus s aeteit ¢ BbD), mkanel onenku HyTpuTHUBHBIX puckoB THINC u
uHjekca Tsokectu BEBS BeisiBieHa cabast ¥ CTAaTHCTHYECKH HEAOCTOBEPHAS CBSI3b
(p>0,05). DTO TOBOPUT O TOM, YTO CHI)KECHHE HYTPUTHBHOI'O CTaryca y JTOM
KaTeropun OOJBHBIX, XOTb W MOXET OBITh CBS3aHO C HEAJICKBATHBIM
MOCTYIUICHUEM IHIIH, HO BCE K€ OOYCIIOBJICHO KOMILJIEKCOM MPHUYMH, YTO €Ile pa3
MOAYEPKUBACT MHOTO(aKTOPHBIA TE€HE3 HEJOCTAaTOYHOCTH TIUTAHUS Y OTOHU

KaTeropuu OOJIbHBIX.

Takum 00pazoM, y MOJaBIIAIOMIEr0 OOJNBIIMHCTBA JETEH C TUCTPODUUECKON
dbopmoit BBD, dakTuueckuii coctaB paiiioHa HE COOTBETCTBOBAJ MOTPEOHOCTSIM.
B nenom mno rpynmne (dakTudeckas KaJOPUIHOCTh pallMOHOB KoJjebaliach B
npeaenax ot 44% no 101% (B cpenmnem 74423%)  OoT pexOMeHIyeMou
paccunTaHHoi 1o (opmyne HOpMbI moTpeOieHus: g O0onpHbIX Aetet ¢ BBO.
CpenHue moKazaTend »HHEPreTUYECKOM IEHHOCTH palMOHOB Yy JEeTed ¢
nuctpoduueckoit hopmoil 3a001eBanus (B MPOIEHTHOM OTHOIIEHUU K BO3PACTHOM
HOpPME) 3HAYUMO HE OTIUYAIUCh OT PAIIMOHOB JAETel ¢ mpocToil hopmoii. OgHaKo
MPU CPaBHEHHWHU HUX C KOPPEKLIMEW Ha MOTpPEOHOCTH JeTed, pacCUMTAHHOW MO
CrienuaibHOW (opmyJie, KaJOPUMHOCTh PAIIMOHOB JeTed ¢ JucTpoduueckoi
dbopMoii BpOKIEHHOTO OYJUIE3HOTO 3IMUIEPMOJIN3a ObUTa CTATUCTUYECKUA 3HAYNMO
HWKe, yeM y jaerei ¢ mpoctori dopmoii (*-p<0,05). Cnenyer OTMETHTH, YTO Y
Jnereid ¢ mpoctoit ¢gopmoit 3abojeBaHHS B OOCICIOBAHHOW TPYIIE MOXKHO

TOBOPUTH O HEKOTOPOU M30BITOYHOCTH PALIMOHA IO OETIKY U XKUY .

4.2. OueHka AaHTPONOMETPUYECKHX TMoOKa3aTejeil y OOJBHBIX €

pa3IuYHbIMHU (popMaMu 0y I1€3HOTO FNMUAEPMOJIN3A

[Toxazateru WAZ, HAZ u BAZ y nereit ¢ mpocrtoit dopmoiri BED B
OOJBIIMHCTBE ClydaeB ObUIM B HOpMalbHbIX mpenenax (n=14 (82,3%)), y 2-yx
(11,7%) nmereit oTMeuyamoch OEIKOBO-dHEPreTHUECKas HEJOCTATOYHOCTh U
CHIDKEHHME HYTpUTHBHOrO ctaryca (BAZ > -3/ <-2), y 1-ro (6%) pecbenka BAZ

coctaBui > +1, 4TO TOBOPUT 00 M30BITOUHOM Macce Tena. (puc. 15)
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VY mnamuenTtoB ¢ gauctpoduueckorr dopmori BBD moxazarens WAZ 06wt B
npejenax HOPMalbHBIX BEIWYMH TOJbKO y 16 nereit (37,2%), yBenudeHue
nokazarens WAZ (> +1) ormeuanocs y 1 pebGenka (2,3%). BoipaxkenHoe
CHIDKeHHEe mokasarenss WAZ B mpenenax > -3 / < -2 ormevanoch y 11 nereid

(25,5%), ay 15 (34,8%) neteii nokazarenbs WAZ cocrasui MeHee -3 (< -3).

[Tokazarens HAZ, Haxoawics B HOpMaJIbHBIX mpenenax y 26 gereit (60,5%),
yBenuueHue mnokazarens (> +1) ormeuaerca y 3 gereit (7%), cHuXKEHUE B
npenenax > -3/ < -2 —y 9 nereii (20,9%), cHmkenue menee -3 (< -3) — y 5 gerei
(11,6%). Crnenyer OTMETUTh, UTO 3aJIep’KKa pocTa peOCEHKa  MOXKET

XapaKTCPU30BATH HanOoJIee TIKEIIbIE q)OpMI)I HYTpI/ITHBHOﬁ HCOOCTAaTOYHOCTH.

[Tokazatens BAZ, xapakTepusylOUIMii OTHOIIEHHWE MacChl Tela K POCTY
pebeHka ISl JaHHOTO BO3pacTa H, SIBISIOUIMICA HanOojee UYyBCTBUTEIBHOM
nokazareieM i OIEHKH HYTPUTHBHOTO CTaTyca, HaXOJWJICS B HOPMAaJbHBIX
npenenax (> -2 / <+1) y 13 nereit (30,2%) ¢ JABD. V 11 mamuentoB (25,5%)
HaOmromancst ymepeHublit neunut nuranus (BAZ > -3 [ <-2), a y 19 nereii
(44,1%) - Tsxenas HyTpUTHBHAS HeTOCTaTOYHOCTH (BAZ Hmke -3).

0
WAZ0,03 HAZ0,11 BAZ0,07

-0,5

-1 1,21

-1,5

2,27

2,49
2,5

IOuctpoduyecan dopma MpocTan dopma

Pucynok 15. CpenHue nokaszaTeir OCHOBHBIX aHTPOIOMETPUYECKUX

WHJIEKCOB B MOATPYyMMNax AeTel ¢ mpocToit u quctpoduaeckoit popmoit BB
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[Ipu cpaBHEHWH aHTPOTIOMETPUUYECKUX HWHICKCOB JIETeH C Pa3InYHBIMU
dbopmamu OYyJUIE3HOTO AMUACPMOIIN3a, 3HAYCHHUSI KOTOPHIX MPUBEICHBI B TAOJHIIC
1, yCTaHOBIEHBI CTATUCTHYECKH JIOCTOBEPHBIC Pa3iMUUs PACUYCTHBIX HHICKCOB
BAZ (z-score wHIeKC, pacCUNTHIBAEMBI KaK OTHOIICHHE MHJEKCAa MaccChl Tela K
Bo3pacty) (p<0,001), HAZ (otHomenue pocta K Bospacty) (p<0,01), WAZ
(otHOmIeHHEe Macchl Tena K Bospacty) (p<0,001) (tabm. 11). JlocToBepHOCTH
pa3iuuus OLIEHWBAJach C MOMOINBIO mapamerpudeckoro t-kputepus CTbIOJIEHTA,
TocJie TIPOBEPKU 3aKOHA WX PACHpE/SICHHs Ha COOTBETCTBHE HOPMAILHOMY HITU

OJIN3KOMY K HEMY 3aKOHY.

Tabnuua 11. CpaBHUTENIbHAS] XapaKTEPUCTUKA aHTPOIIOMETPUUYECKUX TTOKa3aTeen

y ,ueTeﬁ, CTpagaromux BpOKIACHHBIM 6YJIJIC3HI>IM I ACPMOJIN30M.

Jucrpodudeckuii OyuIe3HbINA [IpocToii Oye3HbIN ATUACPMOIIU3
smuaepmoitns (N=43) (n=17) Vpose
[Tokazat Cran e
Cpennee AT Munuma | MakcuMm | Cpennee | Cranna | MuHnMa | MakcuM | syaup
cim apupmeTu A (f)e JbHOE | ajbHOE | apuMeT | pTHOE | JBHOE | allbHOE | wMocTH
4eCKOe 3HAUEHU | 3HAUYEHHU | NYECKOE | OTKJIOH | 3HAUYEHH | 3HAYCHU p
OTKJIO )
3HaUEHUE e e 3HAUEHUE | EHHUE e e
HEHUE
WAZ -2,24 1,46 | -4,52 0,90 -0,04 0,89 -1,76 1,64 0,000
HAZ -1,22 181 | -551 3,1 0,35 2,16 -1,99 7,76 0,006
BAZ -2,49 193 | -6,40 3,3 -0,30 1,34 -3,75 1,55 0,000

Takum oOpazom, A nerei ¢ aucrpodpuyeckoit popmoit BB, B otnuume ot

neteit ¢ mpoctod  popmoil  3a0osieBaHUS, XapaKTEPHO CHUIKEHHUE BCEX
aHTPOTIOMETPUUECKUX HHACKCOB. Bce pasznuuus mokazarenel Mexay rpynmnamMu
OBLITM CTaTUCTUYECKU TOCTOBEPHBI. [Ipy 3TOM TsDKenas HeOCTATOYHOCTh MTUTAHUS
(BAZ nmxe -3) Oblaa BbISIBIIEHA TOYTH Y TOJIOBHHBI JE€TCH ¢ AUCTPO(HUUIECKOM

dbopmoii.
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4.3. KoMILIeKcHBIE MOKAa3aTeJu OIeHKH TsxKectd BBD u ounenkm

HYTPUTHBHBIX PUCKOB Yy eteil ¢ BB

Bemnunna wHnexkca THINC u ero ormensHBIX MDOKa3arelied IUIOMIAIb

MOPKEHUS KOXKU W IUIONIa/lb WH(PHUIIMPOBAHHBIX YYaCTKOB KOXu (Tabn. 12)

OKa3aJIMChb CTATHCTHYCCKHU JOCTOBCPHO Oosice BBICOKMMH B rpymuic ,ZIGTeﬁ C

TUCTpOopUIEeCKIM OyJuIe3HbIM dmuaepMoIi3oM (p<0,001).

Tabnuma 12. CpaBHuTenbHas xapakrepuctrka nokazateneir THINC y nereii ¢
[16D u JIbD (oneHka 3HaUuMMOCTH pazinuuuii — 1o t-kpurepuro CTbIOJICHTA)

Juctpoduueckuii Oysie3HbINA [Ipocroii Oyie3Hblil SMUACPMOITU3
snuaepmonus (N=43) (n=17) Vpose
C Hb
Iokasaren ;ﬁfgﬁ: z[a;?::{ Munuma | MakcuMm | Cpennee | Cranna | MuHnMa | MakcuM | spaup
u
eckoe | oe JbHOE | ajbHOE | apuMeT | PTHOE | JBHOE | albHOC | pMocTH
3HAYEHU | 3HAYEHU | MYECKOE | OTKJIOH | 3HAYECHM | 3HAUCHHU )
3HAYEHHU | OTKJIIO
e e 3HAYEHUE | €HUE e e
e HEHUE
THINC 61,3 17,6 25,0 95,0 27,4 10,5 10 55 0,000
[Tmomans
MOpaXE€HU 60,1 19,6 20,0 96,0 23,6 17,8 3 70 0,000
S KOXKHU
[Tmomans
UHGUIUPO
BaHHBIX 43,0 22,8 4.0 88,0 6,9 6,9 0 27 0,000
Y4aCTKOB
KOXH

Takum o0pasomM, mokasareiu TshkecTu OyiiesHoro smuaepmoinsa (BEBS)

(cMm. rmaBy 3) u mokasartenu oreHKH HyTpuTHBHBIX prckoB (THINC) oxkasanuch

CTaTUCTUYECKHU JOCTOBEPHO BBIIIE B TpyIIe ¢ AucTpoduueckon popmoit BB, uro

OIATH K€ XapaKTCPHU3YCET TAKCECTD ATOU (bOpMBI KaK B OTHOIICHHH KOXHOI'O

IIaTOJIOTUYECKOT0 mpolecca, Tak U B oTHomeHun nopaxenus JKKT n Hapymenus

HYTPUTHUBHOTO CTATyCa.
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CBsi3p OMPMHUHTEMCKOTO WHJAEKCA TSHKECTH BPOXKICHHOTO OyJUIe3HOTO
AMUACPMOJIN3a OKa3alach 00paTHOM cribHOU (r=-0,78) cTaTUCTUYECKH 3HAYMMOU
(p<0,001) ¢ wunHaekcom WAZ (puc. 16), oOpartHoii ymepenHou (r=-0,53)
cratucTuaecku 3HauuMoit (p<0,001) — ¢ mamexkcom HAZ (puc. 17) m oOpatHOI
ymepenHo (r=-0,65) craructuyecku 3Hauumon (p<0,001) — ¢ umHmekcom BAZ

(puc. 18).

Correlation: r = - 7855
2 L
O © o 95% confidence
1
0
-1
<
=
-2
-3
-4
-10 0 10 20 30 40 50 60 70 80 90
BEBS

Pucynok 16. XapakTep cBs3M OUPMHHIEMCKOTO MHJIEKCA TSYKECTH BPOKICHHOTO
Oyiute3Horo ’nHaepMoIn3a ¢ uaaekcom WAZ (r=-0,78, p<0,001)
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Correlation: r=-5276
10 v v .

a8 5 o 95% confidence

-10 0 10 20 30 40 50 60 70 a0 a0
BEBS

Pucynox 17. Xapakrep cBs31 OUPMUHTEMCKOTO UHJEKCA TSAKECTU BPOKICHHOTO
OyJe3Horo snuaepMonusa ¢ uaaekcom HAZ (r=-0,53, p<0,001)

Correlation: r = - 6457

© “o_95% confidence

-10 0 10 20 30 40 20 60 70 80 90
BEBS

Pucynok 18. XapakTep cBs3M OUPMHHIEMCKOTO HHJICKCA TSXKECTH BPOKISHHOTO
OyJu1e3HOro SMnuaepMon3a ¢ uaaekcom BAZ (r=-0,65, p<0,001)
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Takum o0Opa3oM, TSKECTh KOXXKHOIO TOpPaXEHUs KOppelupoBajia C

HYTPUTHUBHBIM CTATyCOM peOECHKA.

3nauenus wkanel THINC BapsupoBamuce ot 10 go 55 (Me 30 + 10,47) y
netedt ¢ mpocroit popmoit BBI; ot 25 1o 95 (Me 60 + 17,63) y nmamnueHToB ¢

muctpouaeckoir (puc. 19) u CTaTHCTHYECKW 3HAYMMO PAa3IUYAIACh MEXKIY

IrpynmamMu.
THINC
MpocTana dopma 27,35
Ouctpoduuecan dopma 61,28
0 10 20 30 40 50 60 70

Pucynox 19. Unnexc nyrputuBabix puckoB (THINC) y neteit BpoxxaeHHBIM

6YJ'IJ'IC3HBIM I ACPMOJIN30M

Cesi3p  miKamel OIeHKHM HyTpuTuBHBIX puckoB (THINC) oxka3anachk
oOpatHo# cuibHOU (r = -0,75) cratuctrdecku 3Haunmoin (p<0,001) ¢ mHAEKCOM
WAZ (puc. 20), ob6patHoii ymepenHou (r = -0,47) CTaTUCTUYECKU 3HAYMMOMU
(p<0,001) — ¢ mugekcom HAZ (puc. 21) u obpatHOi ymepenHoi (r = -0,61)

craructruecku 3Haunmoi (p<0,001) — ¢ uaaekcom BAZ (puc. 22).
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Correlation: r = -, 7545

S o 95% confidence

WAZ

-2

-3

4

5

0 10 20 30 40 20 60 70 80 a0 100
THINC

Pucynox 20. Xapakrepuctuka cBsi3u uHaeKca HyTpUTUBHBIX puckoB THINC ¢
uagexkcom WAZ (r=-0,75, p<0,001)

Correlation: r=-4717
10 v v v

8 o | “o.95% confidence|

-8

0 10 20 30 40 a0 60 70 80 a0 100
THINC

Pucynok 21. XapakTepucTuka cBa31 UHJEKca HyTpUTHUBHBIX pruckoB THINC ¢
unnekcom HAZ (r=-0,47, p<0,001)
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Correlation: r = - 6059

[ o 95% confidence|

0 10 20 30 40 a0 60 70 a0 a0 100

THINC

Pucynoxk 22. Xapaktepuctuka cBsi3u nHJeKca HyTpUTUBHBIX puckoB THINC ¢
ungexkcom BAZ (r=-0,61, p<0,001)

Takum 00pazoM, HWHAEKC KOMIUIEKCHOTO TIOKa3aTeNs HEeIOCTaTOYHOCTH
MUTaHUS U HAPYIIECHUS MPOIIECCOB MUIIEBAPEHUS - HH/IEKCA HYTPUTUBHBIX PUCKOB
THINC, Ttaxxke Kkak © TIOKa3aTtelb bBUPMUHTEMCKOTO WHAEKCA THKECTH
BPOXKIACHHOTO OYyJIJIE3HOTO AMHICPMOIIN3a UMEN 00paTHYIO KOPPESIIIUIO CO BCEMHU
aHTPOINIOMETPUUECKUMU MHJEKCAMHU, YTO TOBOPUT O TECHOW B3aMMOCBSI3U TSKECTU
KOKHOTO TIpollecca M HYTPUTUBHOTO cTaryca pebenka. [lns MOHUTOpHHTA
3G ()EKTUBHOCTH AMETOTEpanuy B JaJbHEWIIEM ObLT MCIOJIb30BaH MOKa3aTelb
THINC, cneumanbHO pa3pabOTaHHBIM i 9TOM 1enw ©u  Oojee TOJHO
XapaKTepU3YIOIMIN TUHAMUKY HYTPUTHBHOTO CTaryca M COCTOSIHHS OpTaHOB

nUIeBapeHus: peOeHKa.
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4.4. OcoOeHHOCTH OMOXMMHMYECKHX MOKa3aTeseil KpoBH y nereit ¢ BB n
HX B3aMMOCBSI3b C AHTPONOMETPUYECKMMH HMHIEKCAMH H KOMILIEKCHBIMHU

MOKa3aTeJsIMH HYTPUTHBHBIX PUCKOB U TaxkecTH BBI.

[Tpu cTaTucTHyeckoM aHaian3e OMOXMMUYECKUX TMOKazareneit y aeteit ¢ BBD
BBISICHUJIOCh, UYTO HEKOTOpblE U3 HHUX OJHM3KM K 3aKOHY HOPMaJbHOTO
pacrpeziesieHus, a HEKOTOpbIe U3 HUX CYIIECTBEHHO OT HETO OTIMYaIuCh. B cBs3H
C JOTHUM CTaTHUCTHYECKUH aHaiu3 ATUX JBYX TPYII M[OKa3aTeiael MpOBOIUIICS
otnensHO (Tabn. 13 m 14). Kak BUIHO W3 MaHHBIX, MPEACTaBICHHBIX B TaOIHIIAX,
CTAaTUCTHUYECKH  JIOCTOBEPHBIC  paszNuyMs B  JABYX TIpynmax  OOJBHBIX
IPOJICMOHCTPHUPOBAJIM TaKHe Mokazareian kak: anpoymuH (p<0,001), Tpancheppun
(p<0,05), obmmii m npsmor Owmmpyoun (p<0,01), AJIT (p<0,1), menouHas
docaraza (p<0,001), kpeatmnun (p<0,01) u xpearnnunkuHaza (p<0,01).
BrIsiBIIeHHbIE 3aKOHOMEPHOCTH OTPaXKalOT Pa3judusi HE TOJBKO B HYTPUTHUBHOM
cTaTyce JIeTei, HO U B COCTOSIHMM TeyeHu (oOmui u npamon Ounupyoun, AJIT,
mienoyHas  Qocdaraza), a TakKe aKTUBHOCTH KaTabonu3Ma (KpeaTMHUH U

KpeaTUHKHHA3a).

YpoBeHb CHIBOPOTOYHOTO TpaHCcheppuHa ObUT MOHMKEH y 2X aeteit ¢ JIbD.
[Ipu sTOM 00a pebeHka ObUIM C TAXKEIOW CTENEHbIO HETOCTATOUYHOCTH MUTAHUS
(BAZ =-3,6 u - 4,97). Y 3x nereii oH ObLI MOBBIIICH. B To)Ke BpeMsl y 0CTaIbHBIX
JIeTE€H, B TOM YHUCJIE U y JETEH C TSHKEJIOW CTENEHBIO HEJOCTATOYHOCTH IUTAHUSA,
YPOBEHb CHIBOPOTOYHOI'O TpaHCPEeppuHa COOTBETCTBOBaN Hopme. Crnenyer
OTMETUTh, YTO TOMUMO OEIKOBO-dHEPreTUYECKOW HEIOCTATOYHOCTH HAa YPOBEHBb
TpacheppuHa BIUAIOT Takue (akTopbl, Kak, Ne@UIMT *kKejae3a, TIoMepysIonaTus,
OeJIoOKTepsIoIlas SHTEPOIATUS, OPAKEHNUE TIEYEHH, BOCIAIUTENbHbIE MPOLIECCHI.
B cBsa3M ¢ 3THM, Kak IOKa3ajl0 M HAlle HCCIEJOBAaHUE, MCIOJIb30BAaHUE 3ITOrO
MoKas3aTens JUisl XapaKTEpPUCTUKH HYTPUTHMBHOrO cratyca y nere ¢ BBD,
XapaKTEPU3YIOIIUXCSI MOJUOPTaHHBIM MAaTOJOTHYECKUM MPOLECCOM, M BBICOKOU

4acTOTOU ,Z[e(bI/ILII/ITa KeJie3a, HE IMPCACTABISACTCA BO3MOKHBIM.
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VYpoens npsimoro 6mnnpyOrHa ObLT B HOPME Y BCeX 00CTIeOBAaHHBIX JACTEH.
YpoBeHs obmero omnmnpyouna Obi1 cHUXEH Vv 9 neteit ¢ JIBD u moBwimeH y 2x
nereit ¢ IIBD. VYV ocranbHBIX J€Tel OH COOTBETCTBOBAJI BO3PACTHONH HOPME.
OpHako TpU CpaBHEHMH aOCONIOTHBIX MOKaszarejel B rpymme gerei ¢ JIBD,
CpellHHE TOKa3aTeIr OKa3alMCh CTATUCTUYECKHU 3HAYMMO HIDKE, YeM Yy JeTel ¢
[1B3, kak miga mnpsMoro, Tak W s oOmero OunupyOuHa, 4YTto TpeOyeT

JAJbHEUILIETO U3YYEHUS.

VYpoBens menoyHoit (ocharasbl COOTBETCTBOBANI BO3PACTHOW HOPME Y BCEX
nereil. [lpu cpaBHEHHMM aOCOIOTHBIX IMOKa3aTeNed CPeAHUIl YPOBEHB IIEIOYHON
¢docdaraspl okazancs CTaTUCTUYECKM 3HAUUMO HWXKe B rpynne aereit ¢ JIbBD mo

cpaBHeHMIO ¢ rpynmnou ¢ [1BD.

VYpoBenb kpearnHuHa Obl1 cHKeH y 18 nerert (41,8%) ¢ IABD, u y 3x
(17,6%) nerert ¢ IIBD, yto Morna OBITH Kak OTPaXEHUEM HEAOCTATOUYHOCTH
OEJIKOBOM COCTaBJIAIONICH palioHa, TaK M HU3KUM YpOBHEM oOOMeHa Oelnka.
CpenHue ypoBHU CTAaTUCTHYECKHM OTIIMYAINCh y aerert ¢ JIbD um nmerenr ¢ 11D

(Tabmd. 3)

VYpoBeHb KpeaTMHUHKUHA3bl ObLT MOHMXkeH y 7 neredt (16,3%), y oaHoro
peOeHKa MOBBIIICH, Y OCTATBHBIX COOTBETCTBOBAJI BO3PACTHBIM HOPMaM B TPYIIIIE
neteit ¢ JIb3. B rpynmne nereit ¢ [1bD 6611 moBskIIIeH y ogHOr0o pedbenka. Cpeanue
YPOBHHU CTAaTHUCTHUYECKU OTinyanuck y aerei ¢ JABD u pereit ¢ I[IBD (tabn. 3).
CrnenyeT OTMETHUTb, YTO KPEaTUHKHUHA3a — 3TO creUupUIecKuil pepMeHT, KOTOPBIN
COJICP)KUTCSL B CKEJIETHBIX MBIIIIAX, B MHOKapJe, a TakKe B KIETKaX TOJOBHOTO
MO3ra, B TKaHSX JICTKUX U APYTHUX OpraHax 4elloBeKa. YPOBEHb 3TOTO (hepMeHTa
U3MEHSETCS TPU TMOPAKEHUH KJIETOK YKa3aHHBIX OPTaHOB, IMOATOMY MOXKET
CIIy’)KUTh CpPEJICTBOM JMArHOCTUKH pPa3IMYHOW MATOJOTHU. B CB3M ¢ 3TuM,
JAHHBIA TOKazaTenb y jnereil ¢ BBD, xapakTepusyrommuxcsi MOJIUOPTaHHbIM

MMaTOJIOTUICCKUM ITPOUCCCOM, NOJIKCH TPAKTOBATHCA MHAUBUYAJIBHO.
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[Ipn unauBuAyaneHOM aHanu3e nokasatene y 31 (72%) nereir ¢ JAbD
YpOBEHb albOyYMHHA B CHIBOPOTKE KPOBU ObLI CHUKEH. BaXHO OTMETUTH, YTO
YpOBEHb 00IIero OejKa CHIBOPOTKU y JeTedl ¢ auctpoduueckoir popmoi ObLI
CHIDKEH y 1 peOeHka, ypoBeHb albOyMHHa Yy HEro OBbLT TakKe CHIKEH.
HopmainbHbiii ypoBeHb oOmiero Oenka y nerei ¢ JAbD, naxe npu Hanmuyuum
BBIPKEHHOU HEJ0CTaTOYHOCTH MUTaHUS, OUYEBHJIHO OO0BsCHSETCS
rurnepraMmarjio0yauHeMueil Ha oHe XPOHUYECKOT0 BOCHAIMTENIBHOTO MpoIiecca.
bonee Toro y 14 nereit (32,5%) ypoBeHb o0miero Oenka OBLT TOBBIIIEH.
COOTBETCTBEHHO, YpPOBEHb OOIIEro Oelika ChIBOPOTKM B OTIMYHE OT YPOBHS
anpbOyMHUHA, HE MOXET SIBIATHCS OWOXMMHYECKMM MapKepOM HYTPUTHBHOTO

cTaTyca, 0OCOOCHHO y 3TOM KaTeropuu O00JIbHBIX.

[Ipy MHAUBUAYaNbHOM aHAJINW3€ YPOBHSA (EeppUTHHA OTMEYEHO, YTO ATOT
nokasarenb y JAeTed ¢ auctpodpuueckoid (popmoil oTiMyaeTcs 3HAYUTEIbHBIMU
WHIUBUYAIbHBIMU KoJieOaHUsAMU. CBA3aHO 3TO € T€M, YTO (PEPPUTHH — ITO OEJIOK
ocTpoit (a3bl, KOHLIEHTPALKs KOTOPOrO MOBBIIAETCS B KPOBU B OTBET HA OCTPYIO
(a3y BocnaneHus. ITO JeIaeT HEBO3MOKHBIM HCIIOIb30BAHHUE €r0 KaK Ul OLICHKU
HYTPUTHUBHOTO CTaTyca, TaK U cTaTyca 00eCIeYEeHHOCTH Keje3oM y aeteit ¢ BBD,
NATOJIOTMYECKMI  Ipollecc Yy  KOTOPBIX  CONPOBOXKIAETCS  PEaKLUSAMU

BOCHAJIMUTENIBHOTO XapaKTepa.

Takum 00pa3oM, HaTUuMe XPOHMUYECKOTO BOCHAJIMTENBHOTO Ipolecca Yy
neteit ¢ BBD orpaxkaercs Ha MHPOPMATUBHOCTH psifa Moka3aresae (B TOM 4YuCIe
oOmuit  Oenok, TpaHcheppuH, GEpPpPUTHH), UYTO JeJaeT HEBO3MOKHBIM
UCIIOJB30BAaHUE UX JJISI OLEHKH HYTPUTUBHOIO CTaryca, B pe3yJbTaTe
OMOXUMHUYECKUM MAapKepoOM JUIsl KOHTPOJS COCTOSHHMS HYTPUTHMBHOIO CTaryca
neteit ¢ BED B kinMHUYeCKOW MpPAaKTHKE MOXKET CIY>KUTh YPOBEHb albOyMHHA B

CBIBOPOTKE KPOBH.

Tab6muma 13. CpaBHUTENIbHAS] XapaKTEPUCTHKA OMOXUMHUUYECKHUX MTOKa3aTeNeH,
BBISIBIICHHBIX Y JIET€H ¢ qUCTpOo(raeckoii u mpoctoit (hopmoit Oyie3HOro
anuAepMoin3a (o Kpurepruro MaHHa-YUTHH)
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Juctpodudeckuii Oymie3HbIi [Ipocroii Oyae3HbIi
snuaepmoitns (N=43) snuaepmosns (N=17)
Yposen
Ilokazarenu Meana Huxnni Bepxnui b
Ha KBapTHIIb KBAapTUN | Menuan | Huwknnit | Bepxupit | >HATIM
b a KBapTWIb | KBapTUJIIb OCTH, p
M 2
M) | (@25 5)
AJIT 11,0 9,0 14,0 15,0 12,0 17,0 0,034
06w 6,3 4,0 8,1 10,8 8,1 11,7 0,001
OMIMpyorH
Moreras 200,5 174,0 2440 | 2460 | 1930 | 2955 | 0,125
KHUcCJIoTa
;p”r”“”epm 0,87 0,75 1,51 0,77 0,61 093 | 0,094
TTI 1,92 1,31 2,42 1,74 1,27 2,54 0,716
T4 cobonnsiii | 14,6 13,2 15,9 14,3 13,5 14,4 0,378
ITT 9,0 8,0 11,0 10,0 9,0 11,0 0,45
Hlenoras 133,0 114,0 1500 | 1835 | 1570 | 1980 | 0,000
docaraza
Kpeatnaun 29,5 22,0 33,0 35,0 29,5 48,0 0,001
fpeam““m 45,0 30,0 60,0 77,0 56,0 985 | 0,001
Tabnuma 14. CpaBHUTENbHAS] XapaKTEPUCTUKA OMOXUMHUUECKHUX MTOKa3aTeNeH,
BBISIBIICHHBIX Y JIET€H ¢ qucTporueckoit u mpoctor (hopmoit OyIie3Horo
snuaepmostn3sa (o t-kputepuio CThIOZCHTA)
Huctpodudaeckuii Oysie3HbIi [IpocToii Oynne3HbIi AMUACPMOITU3
snuaepmonu3 (N=43) (n=17) Vpose
Hb
[MokazaTenn ;I:(;I\{/[Z"er ;1;1; Mpunuma | Makcum | Cpennee | Ctanna |MuanMa | MakcuM | sgaupn
reckoe | oe | TEHOS | abHOE apuMeT | pTHOE | JIBHOE | albHO€ | mocTu
3HAQUYCHU | BHAUYCHU | NYECKOEC | OTKJIOH | 3BHAYCHHU | 3HAYCHU )
3HA4YCHU | OTKIIO
€ (§] 3HAYCHUC CHUC € €
€ HCEHUC
ACT 26,5 7,6 15,0 46,0 29,6 6,07 17 40 0,128
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AnpOyMuH 31,1 6,5 14,0 42,0 40,4 4,15 32 46 0,000
OO0mmit

76,0 | 12,1 | 48,0 106,0 70,4 6,70 60 84 0,099
Oenox
[Tpam

1,11 0,67 0,0 2,4 2,4 1,12 11 3,6 0,002
OounmupyOuH
['moko3a 4,5 0,73 3,0 6,5 4,5 0,60 3,6 5,7 0,905
MoueBrHa 3,1 0,84 1,1 57 3,8 0,95 2,0 52 0,018
Ammnasa 47,7 | 22,5 7 105 57,3 26,46 26 120 0,237
XorecrepuH 355 | 0,72 | 212 5,12 3,7 1,18 0,82 542 | 0,487
T3

. 513 | 0,79 | 3,63 6,86 51 0,69 3,7 6,31 | 0,944

CBOOOIHBIN
CTr 255 | 2,38 | 0,06 11,51 0,83 1,0376 | 0,1 3,45 | 0,027
Epch‘bepp“ 2541 | 66,3 | 127 | 386 | 3009 | 409 | 252 | 38 | 0,044
deppuTHH 88,3 303 3,18 1670,5 23,8 16,5 33 51,18 | 0,509
Bur B12 484,0 | 237 5 1043,0 | 4712 273,1 201 937 0,881

[TokazaTenmu munuaHOTO MPOGUIS HOCWIA Pa3HOHAINPABICHHBIM XapakTep.

Hanbomnbinyro cBsi3b ¢ MoKazaTeIsIMA HYyTPUTUBHOTO CTaTyca MPOJIEMOHCTPUPOBAII

YpOBEHb XOJECTEepUHA, KOTOphI Obul cHWKeH y 9 pereit (20,9%). YV nereii co

CHI)KCHHBIM YpPOBHEM XOJIeCTepuHA ObLIO 0OoJjiee XapakTEepHO CHIDKCHHE

HYTPUTHUBHOTO cTaTyca: Oojiee HuU3kMe Mokazatenun BAZ, u Oornee BbICOKHE

nokazatenu THINC, a taxoke BEBS mo cpaBHeHHMIO ¢ JeThbMU C HOPMaJIbHBIM
ypoBHeM xoiiectepuna (BAZ -3,05+1,34 u -2,35+£2,03; THINC 71,25+£20,31 u
59+16,44; BEBS 62,43+13,1 u 47,7+£14,02, coorBeTcTBeHHO). Takum oOpazom,

CHIW)KCHHE YPOBHS XOJIECTEpUHA XapakTEepPHO JIsi JeTell ¢ Hamboyiee HU3KUMH

MOKa3aTCJsIMM HYTPUTHBHOI'O CTAaTyCa W TOBOPUT O BBICOKHMX HYTPHUTHUBHBLIX

pHUCKax.
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CopepxaHue B ChHIBOPOTKE KPOBU OOJBIIMHCTBA MUKPOHYTPHUEHTOB (TalJI.
15) craTuCTHYECKU AJOCTOBEPHBIX Pa3IudMil HE oKa3aio. Tem He MeHee, 3HAaUHMMO
Ooyee HU3KOE COJEpKaHWE B Tpynmne AeTedl ¢ AUCTpodUyYecKUM OyIie3HbIM
SMHUICPMOJIU30M 0Ka3aJloCh COJIEpyKaHUEe TaKUX AJIEMEHTOB Kak jkese30 (p<0,001),
u kanpiuii (p<0,05). C HagexHOCThIO Oosiee 90% MOXKHO YTBEp)KAaTh O OoJjiee
HU3KOM COJEpKaHWW B Tpymie 3TuX ke namnueHtoB maraus (p=0,07) u Oonee
BBICOKOTO cozepskanus HaTpus (p=0,099). ObecneueHHOCTH BUTAaMUHOM B, ObL1a
HOopManibHOU 'y 86,0% pereit ¢ muctpoduueckoid m 88,2% nereir ¢ mpoctoi

dbopmoii BED.

[Ipu uHIUBUAYaTLHOM aHANM3€ MOKa3aTelield YpPOBEHD jKelie3a B CHIBOPOTKE
KpoBHu Obu1 cHukeH y 37 (86,0%) nereri ¢ ABD. V 6 (13,9%) nmereil ypoBeHb
JKeje3a B CHIBOPOTKE KPOBH ObUI B MpeJeiax HOPMAJIbHBIX BO3PACTHBIX BEIMYMH.
B rpynmne nereit ¢ [1bD 6b1 cHken y 7x (41,1%) neteit, nossiiieH y 3x (17,6%)
JeTel, y OCTaJIbHBIX B TIpeAeNiax BO3PACTHBIX HOpM. Jlehuur xkenesa
COMPOBOXKIAJICS HAJIMYUEM JKeNe30Je(PUIIUTHON aHEMHH, JIATEHTHOTO JeQuIuTa

JKEJIC3a HE BCTPCHAIIOCh.

NHnuBuyalbHBIA aHAIM3 yYPOBHS KaJIbIIMS B CHIBOPOTKE KPOBH B TPYIIIIE
nereir ¢ JIbD moxkazan ero cumxkenue y 4x (9,3%) merelt, y ocTalnbHbIX JeTel
YPOBEHBb KJIBITUSI B CHIBOPOTKE KPOBH OBLT B Mpejiesiax HOPMAIbHBIX BO3PACTHBIX
BenuuuH. Y gerei ¢ [IBD ypoBens kanmblius ObUT TIOBBIIICH Y 3X aerei (17,6%), y
OCTAJIbHBIX JIETe YPOBEHb KaJblUsl B CHIBOPOTKE KPOBHM ObUT B Tpejaenax

HOPMAJIbHBIX BO3PAaCTHBIX BCJIMYHH.

Tabmuma 15. CpaBHUTENbHAS XapaKTEPUCTHKA MTOKa3aTeIe MUKPOIIEMEHTOB,
BBISIBIICHHBIX Y JIETE€H ¢ qUCTpOo(ruecKoii u mpocToi (opMoit OyJIIe3HOTO
AMUEPMOIN3a (OIEHKA 3HAUUMOCTH pa3iauuuii — no t-kputeputo CThIOICHTA)

[Tokazate Huctpoduaeckuit Oysie3HbIi [IpocToii Oynae3HbIN AMUACPMOITU3 Vpose

m snuaepmonu3 (N=43) (n=17) B
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Cpennee | Cran Munuma | Makcum | Cpeanee | Cranna |Munuma | Makcum SHasn
apudmer | napTH MOCTH
JBHOE | ajmbHOE | apudMeT | PTHOE | JIbHOE | allbHOE
MYECKOE | O¢ Y
3HAYEHHM | 3HAYEHM | HYECKOE | OTKJIOH | 3HAYECHH | 3HAYECHU
3HAYEHH | OTKJIO
e e 3HaUCHHE | EHUE e e
e HEHHE
Kanuii 457 0,36 4,00 5,80 47 0,41 41 5,3 0,577
Harpuit 137,8 2,3 133,0 143,0 139,2 2,04 136 142 0,099
Xnop 104,2 2,3 100,0 109,0 104,7 2,45 100 107 0,574
Maruui 0,80 0,07 0,70 0,96 0,85 0,06 0,7 0,94 0,070
docdop 1,66 0,26 1,22 2,46 1,8 0,36 1,3 2,59 0,266
Kanpmii 2,38 0,16 1,98 2,68 2,5 0,06 2,4 2,61 0,036
Keneszo 5,33 3,06 1,90 13,70 14,0 8,72 1,6 27 0,000

Cratuctryecku Oosiee HU3KOE COACPKAHHUC MHUKPOIJIICMCHTOB Y I[GTGI\;I C

nuctpodpuueckoir ¢dopmoit BBD  xeneza (p<0,001),

u kampnusa  (p<0,05)

HEO0OXOJMMO YUYUTHIBATh MIPU OPraHU3aLUN HYTPUTUBHOU MOAIECPHKKH.

Yposens merabosuta BuramuHa D (25(OH)D) B kpoBu Ob11 onipeserneH y 30

6onpHBIX Aeteit ¢ JIb3 uy 8 ¢ I1bD. B rpynmne nereii ¢ JIbD HOpManbHBINM YPOBEHb
obOecrieueHHocT Obu1 'y 6 gneredr (30 Hr/mn), y 4 jgereil oTMe4alioch
HejocTtaroyHas obecnedeHHocTh (21-30 wr/min) m y 20 nereir (66,7% wu3
oOcnenoBaHHBIX) oTMeuancs aedummrt (meHee 20 HI/MIil), IpU 3TOM M3 HUX Y 3X

JeTel ypoBeHb COOTBETCTBOBAN riTyookomy neduiuty (menee 10 Hr/mo).

B rpynne y gereit ¢ IIBD y Bcex 8 oOcnemoBaHHBIX AeTel ypOBEHb
Butamuaa D (25(OH)D) cootBercTBOBa) AeduIuTy, HpuueM y 3 JeTed —

ri1yO0OKOMY A€(PUIIUTY.

HauOosiee BbICOKMI ypoBeHb oOecneueHHOcTH BuTamuHoM D (25(0OH)D)
Obul y JeTeid, IMOJydyaBIIMX CAIJICMEHTAIIMI0 BHTaMUHAMH WJIH BUTaMHHHO-

MHWHCPAJIbHBIMH KOMIIJICKCaMU.
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JlanHbie, mpuBencHHBIE B Tabiumie 16, TEMOHCTPUPYIOT XapakTep CBS3U
aHTPOMIOMETPUYECKNX HWHIACKCOB M KOMIUIEKCHBIX TOKa3aTelell  TsHKECTH
BPOXKJIGHHOTO OYyJIJIE3HOTO JMNHAEPMONIN3a ¢ OUOXMMHUYECKUMHU TOKa3aTesIMU.
YcranoBieHo, yTo WAZ MOJ0KATETBHO, YMEPEHHO U CTATUCTUYECKU JTOCTOBEPHO
CBSI3aH C ypOBHEM allbOyMHUHa ChIBOPOTKH KpoBH (1=0,54, p<0,001) u miesouHou
docdarazsl (r=0,57, p<0,001). Cesa3b unnexkca HAZ taxxe npoaeMoHCTpUpOBaa
aHaJIOTUYHbIE CBOMCTBA ¢ anpOymuHoM (1=0,40, p<0,05) u menounoit pocdarazoit
(r=0,44, p<0,05). BAZ oGnanaer 06ojee OOMIMPHBIMU CBS3SIMU. ODTOT HMHJIEKC
MOJIOKUTENIBHO U yMepeHHO cBsizad ¢ AJIT (r=0,44, p<0,05), ansoymunom (r=0,53,
p<0,001), obmum Ounupyounom (1=0,40, p<0,05), menounoit docdarazoit
(r=0,49, p<0,001) u xpeatununkuHazou (r=0,46, p<0,01)

bupMuHreMckuii  WMHAEKC  TSDKECTH  BPOXICHHOTO  OYJUIE3HOTO
snuaepmonn3a (BEBS) otpuiarensHo, CHJIBHO U CTaTUCTUYECKH JIOCTOBEPHO
cBs3aH ¢ anboymuHOM (r=-0,75, p<0,001), a Takke yMEpEHHO C YPOBHEM OOIIEro
oumupyouna (r=-0,50, p<0,001), menounoit docdarazsr (r=-0,46, p<0,01),

KkpeaTHHHKHHA3BI (I=-0,55, p<0,01) u xonecrepuna (r=-0,48, p<0,01).

KoMmmuiekcHbIli MOKa3aTellb HEIOCTATOYHOCTH MUTAaHUS U HapyIIEeHUs
MPOIECCOB THINEBAPEHUSI — WHACKC OIICHKM HYTPUTUBHBIX puckoB THINC
o0paTHO, YMEPEHHO U CTATUCTUYECKH JTOCTOBEPHO CBs3aH ¢ alibOyMuHOM (r=-0,59,
p<0,001), menounoit pocdarazoit (r=-0,59, p<0,001) u xKpeaTHHUHKUHAZOMN (r=-

0,49, p<0,01).

Tabnuna 16. [TokazaTeau ONECHKH KaueCTBa CBSI3H aHTPOIIOMETPUIECKUX HHIECKCOB
Y KOMITJICKCHBIX MTOKa3aTeseH TAKECTH BPOXKICHHOTO OYJUIE3HOTO 3MUICPMOJIN3a
[BEBS] u nyrputuBHbIX pruckoB [THINC] ¢ OnoXxumMuuecKuMu MoKa3aTeIsIMu

Brnoxumnueckne WAZ HAZ BAZ THINC BEBS
[MOKa3aTeIn
r p r P R p r P R P
AJIT -0,03 | p=,857 | 0,06 | p=,659 | 0,44 | p=,002 | -0,32 | p=,027 | -0,24 | p=,096
ACT 0,16 | p=,326 | 0,14 | p=,351 | 0,27 | p=,064 | -0,28 | p=,056 | -0,25 | p=,092
Ans0yMuH 0,54 | p=,001 | 0,40 | p=,004 | 0,53 | p=,000 | -0,59 | p=,000 | -0,75 | p=,000
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Buoxumuueckue WAZ HAZ BAZ THINC BEBS
MTOKAa3aTeIn

OO0 6enok -0,30 | p=,066 | -0,42 | p=,003 | -0,30 | p=,039 | 0,35 | p=,014 | 0,04 | p=,016

061 6uHpy6 0,36 | p=,024 | 0,31 | p=,034 | 0,40 | p=,004 | -0,48 | p=,000 | -0,50 | p=,000

ITT -0,20 | p=222 | -0,04 | p=792 | -0,13 | p=377 | -0,01 | p=958 | -0,10 | p=,484
Mlenounas _ _ _ i _ i _

(bocparasa 0,57 | p=,000 | 0,44 | p=,002 | 0,49 | p=,000 |-0,59 | p=,000 | -0,46 | p=,001
I'moko3a 0,28 | p=,092 | -0,02 | p=,884 | -0,18 | p=,900 | -0,16 | p=,263 | -0,06 | p=,683
Kpeartunun 0,26 | p=115 | 0,13 | p=,389 | 0,30 | p=,038 | -0,15 | p=,301 | -0,25 | p=,085
MoueBnHa 0,25 | p=,133 | 0,08 | p=567 | 0,19 | p=,199 | -0,24 | p=,106 | -0,24 | p=,103

Kpeatnnkunasa 0,33 | p=117 | 0,21 | p=,253 | 0,46 | p=,008 | -0,49 | p=,005 | -0,55 | p=,001

Awunasa -0,03 | p=,878 | -0,07 | p=685 | 0,10 | p=,583 | 0,17 | p=,364 | -0,04 | p=,846

Mouesas kuciora | 0,29 | p=,169 | 0,12 | p=,515 | 0,29 | p=,109 | -0,24 | p=,189 | -0,24 | p=,194

Tpurmuuepuast -0,20 | p=,359 | 0,14 | p=,459 | -0,04 | p=,846 | 0,14 | p=,441 | -0,01 | p=,966

XonecTepuH 042 | p=,039 | 0,38 | p=,030 | 0,33 | p=,066 | -0,43 | p=,013 | -0,48 | p=,005

CBs13b aHAIU3UPYEMBIX MMOKA3aTENEH MIKaIbl OLIEHKH HyTPUTHUBHBIX PHUCKOB
(THINC) m  BupMmHHreMcKoro HHAEKCa TSDKECTH BPOXICHHOTO OYJIJIC3HOTO
smuaepmonmza  (BEBS) ¢ mokaszarensMu  MHKpPOSJIEMEHTOB — OKasajach

CTAaTUCTUYCCKHU HE 3HAUMMOM.

Nunexkc omnenku wyTputuBHbIX puckoB (THINC) u OupmuHTreMckuit
WHJIEKC TSDKECTU BPOXKJIEHHOTo Oyiuie3Horo snuaepmonnsa (BEBS) onnnakoBo —
o0OpaTHO, yMEPEHHO U CTaTUCTHUYECKH JOCTOBEPHO CBS3aHBI C YypPOBHEM
tpancepuna (r=-0,38, p<0,05). Cesa3p unaexkcoB THINC u BEBS ¢ ypoBHem
dbepputnHna u BuTamumHa Bl12 okazamace cmaboit (r=0,05 um r=-0,11 -

COOTBETCTBEHHO) U CTATUCTUYECKU HE JIocTOBepHOH (p>0,05).

Takum oOpazom, ans gered ¢ auctpoduueckoil (GopMol XapakTEpHO
CHIDKEHHE TaKWX IOKa3aTesed, Kak albOyMHH, >kene3o, BUTaMMH D, a Ttaxke

A0CTAaTOYHO YaCTO — CHUKCHUC KPCATHHHWHA, q)eppI/ITI/IHa, Maruus. CTaTUCTUYECKU
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JIOCTOBEPHBIE PA3JIMYUSA B JBYX TpymHmax OOJBHBIX MPOACMOHCTPHPOBAINA TAKHE
moKasaTem Kak: obOmuil OwmmpyouH (Pp=0,001), amsOymun (p<0,001), mpsimoi
omwmpyoun (p<0,01), tpanchepun (p<0,05), menounas docdaraza, AJIT
(p<0,05), xpearmaun (p=0,001) wm xpearmHmHkmHaza (P<0,001), MoueBHHA

(p=0,018), CTT (p=0,027).

CHmxeHmne ypoBHS 001iero 0emnka B CBIBOPOTKE KpoBH Juist Aeteid ¢ BBD ne
xapakTepHo. HopmanbHblii ypoBeHb oOmiero Oenka y aereit ¢ B3, maxe npu
HaJIMYUHM BBIPAXKEHHOW HEJOCTATOYHOCTH MUTAHUSA, OYEBUAHO OOBACHIETCS
runepramMmarjioOyiInHeMueil Ha (P)OHE XPOHUYECKOr0 BOCHAIMTEIBHOIO IpoLecca.

bonee toro y 14 nereti (32,5%) ¢ IBD ypoBens 00111eT0 O€1Ka OBLIT IMOBBIIIECH.

YpoBeHb anbOyMHHa B KPOBH IIPOJICMOHCTPHPOBAI CTAaTUCTHYECKU
JIOCTOBEPHYIO CBSI3b, KAK C OCHOBHBIMHM aHTPONOMETPUUYECCKUMHU MHJCKCAMH, TaK C
nnpekcamu THINC u BEBS. CooTBETCTBEHHO, ONTUMAJIBHBIM OHOXHMUYECKUM
MapKepoM JJIsi KOHTPOJISI COCTOSIHUSI HYTPUTHMBHOrO ctaryca jaereid ¢ BBO
ABJISIETCS YPOBEHb aJbOyMHHA B CBHIBOPOTKE KpoBU. CHHUXKEHUE YPOBHSA
XO0JIECTEpUHA OTMEYAJIOCh y JIeTe ¢ Haubojiee HUBKUMHU TOKa3aTeNsIMU
HYTPUTUBHOI'O CTaTyca U COOTBETCTBOBAJIO MAKCUMAaJIbHBIM IMOKAa3aTEeIsIM MHJIEKCA

HYTPUTUBHBIX PUCKOB.

4.5 JleHCUTOMETPHSA M OLIEHKA KOCTHOT0 BO3pacTa.

[Ipu oOcnenoBaHuM OOJIBHBIX OBLI  IMPOBEICH METOJ  OINpPEACICHUS
MUHEPAJIbHON MIOTHOCTU KocTHOU TKanu (MIIK) ¢ mpumMeHnennem nqeHcuToMeTpun
MOCJIC MPEIBAPUTEIIBHOM OLIEHKHM KOCTHOTO Bo3pacta. OleHKa KOCTHOIO BO3pacTa
JeTell TPOBOAMIACH TI0 JIaHHBIM pEHTreHorpaduu KHUCTeH ¢ 3axBaToM
JY4E3arsiCTHBIX CYCTaBOB B MPSIMOM TMPOEKIMHU, Jajie€ MPOBOJAMICS aHan3
PEHTTEHOTPaMM C MCIOJIb30BAHUEM KOMIBIOTEPHOM MPOTPaMMbl M PEHTI€HOBCKOM
TaONMHIBI KOCTHOTO BoO3pacTa. JleTsM ¢ KOCTHBIM BO3pacTOM MEHee 5 JIeT He

MMPOBOJNIIOCHE ACHCUTOMETPHUYCCKOC HCCIICAOBAHUC B CBA3HM C HCCOBCPIICHCTBOM
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octeoreHnesa. JlencutomeTputo mpouiu 15 demoBek B Bo3pacte or 5 jer 11
MecsieB 10 16 jet 2 mecsieB (KOCTHBIN Bo3pacT 5-18 ner). KocTHbIM Bo3pacT ObLT
camkeH y 10 u3z 15 oOGcnemoBanHbix geret ¢ JIBD, y 4 cOOTBETCTBOBAI
HOPMAJILHOMY, @ Y OJHOTO OINpPEAEIUTh AAaHHBIA MOKA3aTellb HE MPEACTaBIIIIOCH
BO3MOXKHBIM B CHJIy BBIPQKEHHBIX KOHTPAKTYp M 3a CUET HAJOXKEHUS KOCTHBIX
CTPYKTYyp Apyr Ha apyra. IlokaszaTtenu HEHCUTOMETPUH OMNPECISUIUCH MO JABYM
xapakTepucTukaM BMD (MuHepagbHas IIOTHOCTH KOCTH, T/cM°) — M Z-SCOre
(Hopma ot -2 mo 2,0). Ilpu aHanu3e MONYYEHHBIX JAHHBIX YCTAHOBJICHO, YTO
CpelHee 3HaueHWe TMokazarenss Z-SCore cocraBwio -2,166666667 (£1,44), uro
TOBOPUT O CHIKEHWW MHHEPATHLHOW IUIOTHOCTH KOCTEH B TPYMIE TMAIMEHTOB C

JIBD.

Hetn c mpoctoit QopMoii OyJUIE3HOIO HHUASPMOHM3a HE MPOXOIUIN
oOclieIoBaHKE C HCIOJIB30BAHHEM JICHCUTOMETPHUHM, TaK KaK 10 JaHHBIM
JUTEPATYPbl Y HUX OTMEYAIOTCSI HOPMAJIbHBIE MOKA3aTEIM 3TOr0 HCCIIECAOBAHUS
[51]. TlonyucHHBle JaHHBIE TOBOPAT O HEOOXOAUMOCTH MOHHTOPHHIA
00€CTIeYeHHOCTH BUTAMUHAMHU U MHUHEpAJIbHBIMU BellecTBaMu jJereid ¢ BBED u

ydeTa €ro pu OpraHu3aluy HyTPUTUBHOUN MOIIEPKKH.

4.6. Pe3yabTaThl OLIEHKH CEHCHOMJIM3AIMM K MUILEBBIM a/lJIepreHaM y
JAeTel ¢ COMYTCTBYIOIIEH MUIEBOH ajiepruen

JIJis OATBEPIKACHUS HATMUMS ajNIEPTUU U ONPEICNICHUs CIEKTpa MUIIEBOM
CEHCHUOWIM3AIMU JIETAM C BPOXKIEHHBIM OyIJIE3HBIM SOUACPMOJIU30M U
COIYTCTBYIOIIEH TMHWINEBOM  ajyIepruell MPOBOAMJICA aHANWM3 OOIEero w
cnenuduueckux IgE.

[Tpu ananu3se yposus oomero IgE (tIgE) B rpynme aereii ¢ mpocroit hpopmoit
BBD tIgE 6wt BhIIIe Bo3pacTHOM HOpMBI ¥y 3-x nereit (17,6%) (mpu 3TOM OH He
npesbiman ypoeHb 1000 KUA/I). ¥V omHOro u3 jgereil ¢ NMOBBIIICHHBIM YPOBHEM
tIgE Opma AuarHocTHpoBaHa MUIEBAs AIEPTUA, y IPYroro MalMeHTa BbISBICHA

ObITOBas ceHcuOunuzaiusa. B rpymme npereit ¢ auctpoduyeckort popmoii BB
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noBbileHHbIE YpoBHH tIQE Habmomanuce y 22 (51,2%) 601bHBIX, CTATUCTUYECKU

3HAYMMO YaIlle, YeM B Tpymre aerei ¢ mpoctoit hopmoit BB, p<0,05 (puc. 23).

tigk

3500

3000

2500

2000

1500 tIgE >N
1000

500

Pucynox 23. Yposens SIQE y nereii ¢ quctpoduueckoit hpopmoit BED m

komopouaHou T1A, N =11

Cencubunuzanus K 0Ky KOpOBBETO MOJIOKA M €ro ()pakUusM BbISIBJIEHA Y 5
nereit ¢ guctpopuueckort popmoit BED u ITA. sIgE k BKM n/unu ero gppaxkuusm
BBIBISIJIMCh B JIMANIA30HE OT HU3KOTO JI0O YMEPEHHO BBICOKOIO KJlacca
ceHcuOmwm3anuu. Ilpu ananusze ceHCMOWIM3AIMU K JPYTrUM OelKaM HUBOTHOTO
MIPOUCXOXKIIEHUS y 4 JeTell onpeaessuiuch TMOBbIMIeHHbIE TUTphI SIgE k Oenky
KYpPUHOIO siil[a, 4TO BO BCEX CIy4asX COINPOBOXKIAJIOCh PEAKLMSIMHU Ha JTaHHBIN
oenok. sIgE x apyrum mnuineBbIM OefikaM >KMBOTHOTO MPOUCXOXKICHUS TaKkKe

BBIABJIAJIMCH OT HU3KOT'O 10 YMCPCHHO BBICOKOI'O KJIaCCa CeHCI/I6I/IJ'H/ISaI_[I/II/I.

IIpoayKThl pACTUTEIBHOTO MPOUCXOXKICHUS BBICTYIIAIA ITHOJIOTHUYECKUM
daktopom I1A y 6 nerelt, yto ObUTO MOATBEPKAECHO HamuuueM sIgE u peakuusmu
Ha JaHHbIE MPOAYKTHl B aHaMHe3e: y O-TH JEeTell OTMEYaluCh KIMHUYECKHE
peakuuy Ha OPOAYKTHI, COEPIKALLUE TIIIOTEH U OE3INIIOTEHOBBIE 3J1akH, Y 6 aeren

— ObUIH peakuuu Ha QPpyKThI (OaHaH/s1010K0 Ui Tpyma). B GonpmmHCTBE ciiydaes
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sIgE k muiieBbIM aHTUTE€HAM PACTUTENIBHOTO MPOUCXOKICHUS AETEKTUPOBAHbI OT
HU3KOTO JI0 YMEPEHHO BBICOKOTO Kiacca ceHcuOmwnmmzanuu. OnHako, y 2-X
NAIMEHTOB OTMEUYAINCh MPEJETIbHO Bbicokue ypoBHU SIgE k mienwuiie, sumeHio u

KJIEUKOBUHE.

Hanuuue numieBod amiepruy IOJDKHO YYUTHIBATHCS NPU  OpraHHU3aluid
OUTaHUS JeTedl C BPOXKICHHBIM OyJule3HbIM smuaepmonu3zoMm. C  yderom
MOJIYYCHHBIX JIAaHHBIX, JNETAM C auctpodudeckoit (opmoit B memecoobdpasHo
IPOBOIUTH TINATENbHBIA aHAIW3 AaHAMHECTHMYECKHX JAHHBIX B OTHOIICHHUU
AIUIEPTUYECKUX pEeaklMi Ha MHIly, a MNpU HEOOXOAUMOCTH — YINIyOJIEHHOE

AJJICPIroJIOTHICCKOC 06CJ'I€I[OBaHI/I€.
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TJIABA V. OPrAHU3AIIAA TIMTAHUSA W HYTPUTHUBHOM
HOIAEPKKHU JIETEH C BPOXJIAEHHBIM BYJUVIE3HBIM
QIUIAEPMOJIN30M.

Bce ACTU B PaMKaX MYJIbTUIAUCHUIINIMHAPHOI'O ITOAXOOa ObLIH OAHMH HWJIN
HCCKOJIBKO pa3s (B 3aBUCUMOCTH OT TSXKCCTH COCTOSIHI/ISI) IMPOKOHCYJIBbTHPOBAHBI
JAUCTOJIOT'OM. IIo wurtoram KOHCYJIbTAIlUKN COCTABJIAJICA KOMIUICKCHBIM TIJIaH
opraHmu3anunun HYTpHTHBHOﬁ MNOAACPKKH, IIPHU BBIIIHUCKC POIAUTCINA II0JIYYallAd

HOI[pO6HBIe PCKOMCHAAMHA 110 OpraHu3aly ITMTaHHA.

5.1. Opranuszanus jeye0HOro nuranus aereid ¢ BbJ nepBoro roaa :xu3xm.

B o0cnenoBanHyto rpynmy jereid Bouwio 4 peOeHKa MepBoro roja KU3HU €
nuctpoduueckoit hopmoit BpoxkaeHHOro Oyiie3Horo snuaepmonnsa. Crenyer
OTMETHUTh, YTO BCKApPMJIMBaHHE TPYIbI0 compsbkeHo y Jnerer ¢ BBD ¢
OTIPEJICTICHHBIMHA TPYIHOCTSIMHU, CBS3aHHBIMHM C PUCKOM OOpa30BaHMS My3bIpel Ha
CIIM3UCTON 000JI0UKE MOJIOCTH PTa, sI3bIKA U JeCeH. TeM He MEeHee, CUUTACTCA, UYTO
ClIeyeT TOOMIPATh KOPMJICHHE TPYAbIO, TaK KaK OHO JIaeT PEOCHKY MHOKECTBO

npeumymiects [6].

OpHako, B HACTOSIIIEM UCCIICIOBAHUH JICTH TTEPBOTO T'0J1a KU3HH MOCTYIATH
Mo/ Haile HaOMroJeHUEe yKe Ha (POHE HMCKYCCTBEHHOTO BCKapMIIMBAHHS, OJIMH
peberok (10 mecsieB) - Ha (oHE CcMenmaHHOrO BckapmumBaHus. [IpudamHO
nepeBojla Ha HCKYCCTBEHHYID CMECh BO BCEX CIy4asX TOCITYXHJIO pPe3Koe
CHIW)KCHHE JIAKTallUM y MaTepu Ha (OHE CTpecca, CBSI3aHHOTO C 3a00JIeBaHUEM

peOeHka.

Hetssm mnepBoro roaa xu3Hu ¢ BBD cyrounele sHepreTuueckue
MOTPEOHOCTH  PACCUMTHIBAIMCH  COIMVIACHO  CYIIECTBYIOIIUM  3apyOeKHBIM
pekoMenaanusam [6] u  cocraBmsmu ot 150 mo 180 kkan/kr (wnmm 120-150% ot

BO3pAacTHBIX HOpM moTpebneHusi). [Ipu oneHke XUMHUYECKOTO COCTaBa PAlMOHOB
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JIeTeN MpU NOCTYIJIEHUU HU B OJHOM CJIy4ae COCTAB pallMOHA HE COOTBETCTBOBAI

PEKOMCHAYCMbBIM HOpMaM HOTpe6JIeHI/I$I OHCPI'MU U MUTATCIIbHBIX BCIICCTB.

JItst co3manusi HEOOXOIMMBIX TUTIEPKATIOPUMHBIX PAIlOHOB MCIIOJIb30BATACH
cmeck MHaTpunm, y 1eTel MepBhIX MECAIEB )XKU3HU — CMECh ISl HEAOHOIIIECHHBIX
nereir Ilpe HAH (tabm. 17), 49To MO3BOJISJIO YBEIWYUTh IIUTATCIbHYIO U

9HCPIreTUICCKYIO ICHHOCTD palluOHa 0e3 3HAYUTEIHLHOTO YBCIIMYCHUA o0Bema.

Ta6muma 17. Cmecu, UCNIOIB30BaHHBIC IS CO3aHUs aJIeKBAaTHBIX PAITHOHOB
JIETSIM TIepBOTO roja xu3Hu ¢ BBO.

CMmecu

Komnanus,
cTpaHa

Xumuueckuii cocras, r/100mu

0eJKH

JKUPBI

YriieBoa
bl

Kkan/
100Mm1

IIpumeyanue

WNudarpunn

Nutricia,
Hunepnanabt

2,6

5,4

10,3

101

Crnenuanu3upoBaHHbIN
MPOJIYKT ISt
SHTEPAIBHOTO TUTAHUS
JIeTeH c
HEIOCTATOYHOCTBIO
MUTAHUA OT POXKICHUS
no 18mec.

IIpe HAH

Nestle,
Hunepnanasr

2.03

3,7

7,5

70

CMecr  Ha
YMEPEHHO
THUAPOITU30BAHHOTO
Oenka IS
BCKapMJTMBAHUS
HEIOHOIIEHHBIX u
MaJIOBECHBIX JIETEH ¢
POKJICHUS.

OCHOBC

®pucornpe

Opusznesy
Kammuna,
Tonnanus.

2,2

4,3

8,2

80

Cwmech I
HEJIOHOIIEHHBIX JIeTel
C POXKICHUS.

Hytpunon
Komopt 1

Nutricia,
Hunepnannst

1,5

3,4

7,1

65

Cmecph Ha
YJAaCTUYHO
TUIPOITU30BAHHOTO
MOJIOYHOrO OeJjIka It
BCKapMJIMBaHUS JIETEH,
CTpa)IaIOH_[I/IX KOJIMKaMH
i1 3armopamu c
pOXKAEHUS.

OCHOBC

Hytpunon
Komdoprt 2

Nutricia,
Hunepnannst

1,6

31

8,2

67

CMecr  Ha
YaCTUYHO
TUAPOIN30BAHHOTO
MOJIOYHOrO Oenka JiJIs
BCKApMJIUBAHUS JIETEM,
CTPaAOIINX KOJIUKAMHU
n 3amopaMu ¢ 6
MECAIIEB JKU3HMU.

OCHOBC
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Andape

CMech Ha  OCHOBE
BBICOKOTHIPOJIN30BaHH
2,0 34 7,3 67 Oro MOJIOYHOro Oelka
IUIT JIeTeW C TIHMIIEBOM
AJUICPTHEH C POXKICHHUSI.

Nestle,
[IBeiinapus.

Hytpunon J1e4e0HOro ATAHUA
AMHUHOKHCIIOT

Cwmech Ha OCHOBE
AMUHOKUCIIOT IS

Nutricia,

Hunepnanmb 1,6 3,4 7,2 67 JeTeW NpHU aJUIEpruM K

OenKam KOPOBBETO
MOJIOKA C MEePBBIX JHEH
KH3HU.

Heoxkeut

CwMmech Ha  OCHOBE
aMHHOKHCIIOT JUIS
J1Ie4e0HOr0 MUTaHM
1.8 3,4 7,2 67 JeTel MpU aUIePru K
OenkaM KOPOBBETO
MOJIOKA C IIEPBBIX THEU
JKU3HU

Nutricia,
Hunepnanabt

VYuurteiBas Hamuuue NpodieM ¢ MUILEeBapeHUEM (CKIOHHOCTh K 3amopam,
CpbITMBaHUE, MPU3HAKKM MalibadcopOuuu) 2 neraM Oblla Ha3HAueHa CMeCh Ha
OCHOBE YMEPEHHOTUIPOIM30BAHHOIO Oe€nka, IpeJHa3HayeHHas A JeTedl ¢

HapyleHusMu npoiieccos numeapenus (Hytpumon Komdopr).

[TapeHTepanbHOE MUTaHKE B JOMOJIHEHHUE K SHTEPAIbHOMY MTOTPEOOBAIOCH 3
JIeTSIM MepBOTro roja xku3Hu (AmuHoBeH, KabuseH). 30H10Bo€e TUTaHue mosyyvain 1

peOEHOK.
Huxe npuBeaeH npuMep pacuera nuTaHusl peOCHKY 2 MECSILIEB.

Manvuux M., 2 mec

Jluazno3 ocnosnoit:. Q81.2. Peyeccusnuiii, oucmpoguueckuti 6yi1e3Hbli 3nU0epmou3,
MSICeNAs.  2eHepalUu308antas Gopma; conymcemeyiowuil: Anemus msjicenon  cmeneuu,
cmewannozo 2eneza. Paxum 1 nooocmpoe meuenue, nauanvuwiii nepuod. Ilocmuamanvhas

eunompodghus 1-2 cmenenu

Kanoowt npu nocmynjieHuu.:. HA 6biCblNAHUA HA KooJce Juyd, Hoca, 60Kpye pma,
8070CUCINOL Yacmu 20J106bl, wWeu, mynrosuud, 6€epPpXHUX U HUNCHUX KOHequcmed, CHUJMCEeHUue

annemuma.
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Kpamxkuii anamnes: Bec npu poowcoenuu 41002. C pooscoenuss xapakmepHvie Oyinie3Ho-
9PO3UBHBIE NOPAICEHUS KOJICU, NOAYUANL CUCEMHO 20PMOHANbHbIE Npenapamsl (NPpeoHU30IoH,
0eKcamemason), aHmMuOUOMUKOMEPAnUI0 (8AHKOMUYUH, MePOHeM, AMOKCUKIA8, yedenum,
nauvyed), uH@ysuu arbOyMuHa, Moue2oHHble (MA3UKC), HAPYICHOE JleyeHue: 00pabomKka 04azos
nopaosicenusi anununosvimu kpacumensmu. C 1,5 mec - evicmasénien ouacnos: Bpooicoennwvlil
OYIe3HbIU INUOEPMOTU3.

Status praesens objectivus: Ilpu nocmynienuu 6 omoenenue cocmosiHue msxceoe,
COCMosiHUe NUMAaHUs NOHUdCeHHoe, pebenok eanvii. Cmyn camocmosmenvuwiil. Bec 4030 ep.,
onuna 58 cm. Typeop Koodicu CHUdMCEH, ceposamo2o ommenKd. 3e 2unepemMupo8an, HAN0HCeHUs,
Munoanunel  puixavie.  IloOkooicHo-dicuposas — Kiemuamka — pazeuma  HeOOCHMAMmMOYHO,
pacnpeoenena pagHomepHo. Jlumpamuueckas cucmema. naxosvie u NOOMbllUEYHbLE TUMGPDOY3Tb
yeenuuenvl, noosudicnvl. Kocmuas cucmema: 6e3 euoumou namonozuu. Mouiuysl, cycmasbi:
cycmasvl GU3YANLHO He U3BMEHeHbl, OBUICEHUs 6 HUX NoaHOM obveme. Opeanbl ObIXAHUA:
ovixanue cecmkogamoe, xpunog Hem. Opeanvl Kpo8ooOpaweHus: cepoeyHas o001acmv He
usMeHena, panuybl cepoya 6 npeoenax Hopmvl. Touwl cepoya npu2iyuienvl, HeUHMeHCUBHbII
CUCTNONUYECKULl WYM Ha 8epXyuike u 8 5-ui mouke. Opeanbl nuwjesapeHus: annemum CHUNCEH,
PBOMbL Hem, OUCNeNnCUYecKUX s18NIeHUll Hem, A3bIK Y KOPHs 00110JCeH OelbiM HAemOoM, HCUBOM
MAKUL, 00CMYNHbLLL 21YOOKOU NATbNAYUU, YMEPEHHO OONe3HEHHbI NpUu NALbNAYUU 8 NPagom
noopebepve u 1e6otl N008300UWHOU 00IAcCmU, CMYL pe2yasapHblll, Kauweoopasuvli. Ileyenv+3 cm
u3 noo Kpas pebepHoul Oyeu, cenezenxa +Icm. Mouenonosas cucmema: moyeucnyckauvue —
c80000H0e, be3bonesHenHoe. [lonosvie opeansl chopmuposanvt no mysxicckomy muny. Hepenas
cucmema: HebOOabULOU 601€601 CUHOPOM NPU NATLNAYUU U NONbIMKE CHAMb NOBA3KU.

Status localis: Koowcneiiit  namonocuueckuii  npoyecc HoOCum pacnpoCmpaHeHHblil
CUMMEmMPUYHLILL  Xapakmep, NnpeoCmasieH NAMHAMU, NY3bIPAMU, OPO3UAMU, KOPOUKAMU,
yewynikamu, pyouukamu, oucmpogueti Hoemeti U JOKAAUI08AH HA KOJCE B0JOCUCMOU YACTNU
207108bl, UYA, WeK, HOCO2YOHO20 Mpey20NbHUKA, Yulel, noobopooka, uleu, mynro8uuld,
KOHeuHocmel, nadoneu u nooows. Ha koowe 2onoevl Ha spumemamosnom poHe umeromcs
paznuunozo pasmepa sposuu (om 0,5 0o 3 cm 6 Ouamempe) u ny3pipu ¢ CepoO3HO-
2eMOpPPACUYECKUM — COOEPIHCUMBIM, — HA  NOBEPXHOCMU  HEKOMOPbIX — 3PO3Ull  CEPO3HO-
eemoppazuyeckue kopouku. Ha kooice mynosuwa u KoHeuHOCmeU MmaKice Ha IpUmemamosHom
Gone umeromcsa paziuuHO20 pazmepa NY3ulpu ¢ CEPO3IHO-2eMOPPALULECKUM COOEPHCUMBIM,
HeKomopbvle yce BCKPbLIUCL, NO KpasM ommedaromcsi oOpwieku snudepmuca, dewyiixu. Ha
KOJiCe MYN0GUYA MAKIHCE OMMEYAlomes 3pO3Ul ¢ APKO-KPACHbIM OHOM, HEKOmopbvle 8 cmaouu
INUMENUAYUU C KOPOUKAMU U 0OpbleKamu dnudepmuca no nepughepuu. Ha xosce mynosuwa u

KoHeyHocmel Ha mecme Obl8UiUX IPO3UBHbLX BLICHINAHULL OMMEUAIOMCSL MAKUE py6u06‘bl€
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usmenenus. Hoemu na pyxax oucmpoguunsi, ommeyaemcs OHUXOIUZUC HA HEKOMOPLIX NATbYAX.
CybvexmusHo- 6onesnenHocms, 3y0. Ciuzucmoie 00010UKU: HA A3bIKe Oelblll Halem, eOUHUYHbLE
9po3ulU 8 NoIOCMuU pma.
JlonoanumenvHulii Ouemono2uyuecKuili anamHues U KOHCYy1bmayus Ouemaonoza:

Bckapmnusanue - ¢ nepgvix OHell HCU3HU HA UCKYCCMBEHHOM 8CKAPMIUBAHUU CMECbIO HA
0CHOB8e yMepeHHO 2uopou308annozo beaxka Cumunak I unoannepeennvlil. Annemum cHUdMCEH.

Yuem gpaxmuuecxkoeo numanusi 8 meuenue cymok - evicacvieaem 20-80 mn cmecu 3a 1
KopmaeHue, 8 cymku 8 kopmaenuti. Oowuii 0ovem numanus 3a cymku 380m.

Aumponomempuyeckue nokazamenu:

Bec 4,030ke  pocm-58cm

Z-score (Weight for length) -4, 16

Z-score (WAZ) -2, 82

Z-score (HAZ) -0, 14

Z-score (BAZ) -3,90

3akniouenue - maxcenas HeOOCMAMOYHOCHb NUMAHUS HA (POHEe OCHOBHO20 3a001e8aHUs

— oucmpogpuueckasn hopma 8poAHCOEeHHO20 OVINEe3H020 FINUOEPMONU3A.

Ilpu oocneoosanuu:

Hmmynokan: benok xoposveco monoka - 0,52 kUA/l (Huszkuit (1 knacc)), Kazeun - 0,43 KUA/I
(Husxuii (1 knacc))

Buoxumuueckuii ananu3z Kpoesu: évisgneno nosviuieHue oowezo IgE 0o 371,42 Eo/mn,
Geppumuna 0o 1 670,46 ne/mn, CPE 0o 248,21 me/n. Ilonuscenue kxpeamununa 0o 15 mxmons/x,
arceneza 0o 1,9 mxmonwv/n, , obwezo benxka 0o 48 a/n.

Yposenv anvbymuna cruscen 0o 21 2/n.

VYposenwv xonecmepuna 6 nopme.

B ob6wem ananuze kpoeu: nonudsicenue yposHs ecemocnobuna oo 71 o/n, aumgoyumos 0o
2,8*10"9/n ysenuuenue yposus mpomboyumos 0o 646*10°9/n, monoyumos oo 2,68*10"9/n

B o6wem ananuze mouu 6e3 namonocuu

Pexomenoayuu  no  numanuro:  nepeeod  HA  NUMAHUE ~ CMeCbl0  HA  OCHOGe
BbICOKOSUOPONUZ0BAHHO20 — MOIOYHO20 — Oeika ¢ J1e4eOHO-OUACHOCMUYECKOU  Yebio.
Pexomenoosarno ssedenue cmecu Anghape 6 obveme 800 mn 6 cymxu uepes 30H0 (KaneivbHo uepes

Unghyzomam).

Pacuem numanus npuseden ¢ maoauye 18:
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Tabauya 18. Pacuem numanus pebenxy 2 mecayes ¢ oucmpoguueckou popmoii BEO u
He0OCMAamoyHOCMbIo NUMAHUS YMEPEHHOU CmeneHu.

Oenku JKUPBI YIJIEBOABI | KKall
Cwmecw Andape 800m 16 27,2 58,4 536
YTO COCTABJISET:
Ha 1Kr maccel Teia 4 6,8 14,5 133
Ha 1 Kr JO/DKHOU Macchl Tena* 3 5,3 11,4 105

*u3 pacuera Ha 5,1 Kr

Koncynomauyus ouemonoza uepes 10 oneit

Bec- 4.380xe, pocm- 58cm
Z-score (Weight for length) -3, 04
Z-score - (WAZ) -2,50
Z-score - (HAZ) -0, 64
Z-score — (BAZ) -3,08

[Ipubaska maccor mena 3a 10 oneit cocmasui - 3502

Ilpubasxa maccvl mena (2/ke/cym.) 3a 10 oneil cocmagun 8 e /ke  Cymxu.

Ilpubaska maccet _mena uepez 20 Oweii - 5502, ommeueno ynyuuieHue annemumad,

NONOXHCUMENbHASA OUHAMUKA CO CIOPOHBL KOMCHO20 NOKPOBA 8 6Ude YMEeHbULeHUs 6blCbINaHUIL,
SnuUmMenu3ayuY dPo3utl, ymenvbuierue 3y0d.
B Oanvhetiwem 6vin pekomeHO08aH UNEPKANOPULIHBILL PAYUOH, Oe3MONouHas Ouema Ha 6

MecAyee.

Anneprusi Ha OCJKH KOPOBBETO MOJIOKAa Obla BBISIBJICHA €mie y 2 JeTei
MEepBOr0 Troja >KU3HU. Y OITUX JeTel, C Y4eTOM CONYyTCTBYIOIIECH OEIKOBO-
HHEPreTUYECKON HEIOCTaTOYHOCTH, MPOAYKTaMU BhIOOpa ObUIM CMECH Ha OCHOBE

AMHMHOKHMCIJIOT.

B kadecTBe KIMHHUYECKOTO TIpUMEpa i1 WUIIOCTPAllMM  BaKHOCTH
JIMarHOCTUKU TUIIEBOM ajeprun y aereid ¢ BBD Huke npuBeneHo KOpOTKOE

OIMMCAaHUC KIMHUYCCKOI'o Ciiy4das 13 06CJIC,Z[OB8,HHOI>’I T'PpYIIIbI OOJIbHBIX.

109



JMesouka A. 9 mec
Jluazno3 ocnoenoiui: Q81.2 - Peyeccusnuiii oucmpoguueckuti 0yiie3nsbiil SNUOepMOou3,
CpeOHe-maAdNCeNds 2eHepaIu308annasn gopma, conymemsyrowui: Hedocmamounocms numanus.

Mmuooicecmeennasn nuwesas annepeus, IgE-onocpedosanuas popma.

Kanobwvr npu nocmynineHuu: Ha BbICLINGHUSA HA KOJCE NUYA, 20708bl, MYI08UUE, A
MAKHCe BEPXHUX U HUNCHUX KOHEYHOCMel, CONnpogodcoarowuecs 3y00M U 0O0J1e3HeHHOCMbIO,
CHUDICeHUe annemuma.

Kpamxkuii anamnes: Bec npu poocoenuu 4530 2. C poowcoenus nosaeuiocb noumu
VHUBEPCANILHOE NOPANCEHUE KOHCU 8 8UOE MHONCECNEEHHLIX NY3blpell U OOUUPHBIX IPO3USHBIX
svicvinanuill. Bvicmaesnen ouacnosz BpoowcOennvii Oynnesuwii onudepmonus. Ha 4 cymxu owina
nepesedena 8 omoeneHue NAMmoa0cUU HOBOPOICOECHHBIX NeOUuampuiecKko2o cmayuounapa. 3a
epems npebvleaHus 6 cmayuoHape noaYuand: HypogeH, ceHmamuyuH, Ouguoymobaxmepun,
Genubym, Heomueason, OueHuH, cMeKma, ayeMenmuH, Cynpacmut, 6/M: anaibeut, oumeopol,
6/8: 2NI0KO3A, KAIbUll 2IIOKOHAM, KAaautl X10p, NPEOHU30JI0OH, JAMUHOBEH, YehamoKCuMm,
AMUKAYUH, mMpamaoosl, MepOHeM, HAPYICHO: hloKcan+iesomuyemur (21d3a), HapydicHvle
cpedcmesa: 6enanmen, Cyookpem, 3niaH, apeocyivghau, npoHmocad, oxmeHucenm. Ilocne
KOHCYTbmayuyu cneyuanucmamu @onoa «/Jemu-6aboukuy npumeHsnu CReyuaiuszuposanHvle
ampamamuydeckue NOBA3KU U HAPYNHCHblE CPeoCmed C HeKOMOPbIM YIVUUEHUEM KONCHO20
npoyecca.

I'pyonoe sckapmausarnue 0o 2 nedenv. C 2 Hedenb 8 NUMAHUU UCNOTIL30BAIUCH MOIOYHbLE
cMecu, 3amem - CMeCU HA OCHO8E YMEPEeHHOLUOPOIU308aHH020 Monounoco benxa (I'A). C 3
mecayes ommeyaemcs. NOSGNEHUE BbICLINAHULL HA KOJCe UWjeK, KOmopble YCUNUBAIUCHL NpU
UBMEHeHUU NUMAHUs (OMMeyanuch 8bICLINAHUS U BbIPAJNCEHHBIU 30 NpU 68e0eHUU MEopold,
keghupa, unoetxu, epeunesou kawu). C 7 0o 9 mecayes nomyyana cmecb HA OCHOBE KO3be20
MOJIOKA, Ha (YOHe Ye20 OmMeyanioch 8pemMeHHOoe YIVYUEeHUe CO CMOPOHbL KOHCHO20 NOKPO8Ad 8
8Ude YMEHbUleHUs IPUMEMAMO3HO-CK8AMO3HbIX NPOAGIEHULl C NOCAeOVIOWUM 000CmpeHuem
KOJICHO20 npoyecca.

Ha npumenenue nazoneana ovina ocmpas annepeudeckas peakyus — Omexk Keunke — nonyuana
CMAayuoHapHoe ieyeHue.

Hacneocmeennwiii anammues no ajlepeudecKkum 3a001e6aHUAM OMACOUYEH.

Status praesens objectivus: Ilpu nocmynienuu 6 omoeneHue cocmosiHue msxceloe,
annemum pe3Ko CHudiceH, pedenox esnvii. Bec 7,050 ke. Pocm 72 cm. Typeop rooicu cHudiceH,
cepoeamozo ommenka. Jlumpamuueckas cucmema: num@amuyeckue y3ivl NATbRUPYIOMC O

OCHOB6HbIM 2pynnam, MéejaKue, ciecka 6OJZ€3H6HHbl€, noosuoicnvie. Kocmnas cucmema: 6es
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suoumoti namonoauu. Mvluysl, cycmagwl: cycmasbl U3YAIbHO He USMEHEHbl, O8UNCEHUS 8 HUX
noaHom obveme. Opeanvl ObIXAHUA: 6 NESKUX ObIXAHUE Be3UKVIAPHOe, NPOBOOUMCS NO 6CeM
noasim, xpunog wem. 9] = 28 6 mun. Opeanvi kpogooopawenusn: Cepoeunas obracmov He
usmenena. I panuyvt cepoya 6 npeodenax nopmwvl. Touwvl cepoya npuenywenvi, YCC 112/ mun.
Opeanvl nuwesapenus: annemum chudicen. Peomuol nem. /Jucnenmuyeckux aenenuii nem. AH3vix y
KOpHsL 00100icen benvim Hanemom. Kugom msekuu, oocmynwui 2nyookou narsnayuu. Cmyn
Heycmouyusbslll, epemenamu 3anopul. Mouenonosas cucmema: Moueucnyckanue — c60600HOe,
bezbonesnennoe. Ilonosvie opeamvi cghopmuposanvl no sxcewckomy muny. Hepsnas cucmema:
3penue U CIyX COXPaHeHbl.

Status localis: Kooicnoeiii  namonocuueckuii  npoyecc Hocum —pacnpocmpaHeHHbuli
CUMMEMPUYHDIL  XapaKkmep, NpeoCcmasier NAMHAMU, NY3bIPAMU, OPO3UAMU, KOPOUKAMU,
yewytuKamu, pyouuKamu U JOKAIU308aH HA KOJCe B0JIOCUCMOL YACMU 20108bl, IUyd, UWeK,
HOCO2YOHO20 Mpey20NbHUKA, Yulel, No0bopooKa, wieu, myn08uwd, GepXHUX U HUNCHUX
KOHeuHocmell, 1a0oHeud u nodows. Ha koowce 2onosvbi Ha 3pumemamosHom @one umeromcs
paznuunozo pazmepa sposuu (om 0,5 0o 1 cm 6 duamempe) u ny3vipu ¢ CepO3HbIM U CEPO3HO-
2eMoppazuyeckum — COOEPUCUMbIM, HA  NOBEPXHOCMU  HEKOMOPbIX  3PO3ULl  CepO3HO-
eemoppazuyeckue xopouku. Ha xoowce mynosuwa u KoHeunHocmel Ha 3pumemamosHoM QoHe
makaice umeromces ny3vipu paziuunozo pasmepa (0,5-2 cm 6 ouamempe) ¢ OpsabIOl NOKPLLUKOU U
CepO3HO-2eMOPPASUYECKUM COOEPHCUMBIM, HEKOMOpble NY3bIPU YoHCe BCKPLLIUCL, NO KpaiM
ommeyaiomes 00pvieKu 3nudepmuca, dewytiku. Ha kooice mynosuwa ommeuaromes 3posuu ¢
APKO-KPACHBIM OHOM, HEKOMmopbvle 6 CMmaouu SNUmenu3ayuu ¢ KOpouKamu U oOpvleKamu
anudepmuca no nepughepuu. Ha xodrce mynosuwa u koneunocmeti Ha mecme Obl8UIUX IPOZUSHBLX
BbICLINAHULL OMMeYalomcs Mackue pyoyosvie usmenenus. Hoemu na nanoyax xucmei u cmon
YACMUYHO OMCYMCMEYIOM (OHUXONU3UC), OCMABUIUEC HOSMU - OUCIPODUUHBI, NOOHOSMEBble
ny3vipu ¢ cemoppazuieckum cooepicumvim. CyObeKmuHo - O0JIe3HeHHOCMb, 30 UHMEHCUBHDBIL.
Cnusucmole 000104KU: HA CAUSUCIOLU 00O0IOYKU NOIOCMU PpMA U KPACHOU Kaiime 2y6 oyazu
9po3ull U eOUHUYHble NY3bIPU, 368 He 2UNePeMUpO8aH, HALem He3HAUUMENbHbIU, MUHOAIUHbL

puixavle. [lo0kodcHas kiemuamka: pazguma ciabo, pacnpeoenena pasHoMepHo, OMeKo8 Hem.
Jlononnumenshulii OuemonocuuecKuil GHaAMHe3 U KOHCYIbMauus Ouemonoa:
C poocoenusi na uckyccmeennom numanuu. ITumanue npu nocmynienuu. Cmecv Honnu
90-120mn no mpebosanuto (kasxcovie 1 -1,5 uaca), oscanas kawa 1002 1 pas 6 densv, be3 yuema

d)aKWZMIlQCKOZO numarul.

Tloxazamenu Z-SCOre:
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Z-score (WAZ) -2,05;
Z-score (HAZ) -0,51;
Z-score (BAZ) -2,52
3aknrouenue - YMeEpPEHHAA He0oCmamoyHoCms  NUMAHUS  Ha qbone OCHOBHO20

3a001e8aHUsL — BPOAHCOEHHBIU OYIIe3HbLU INUOEPMOTIU3..

Ilpu oocneoosanuu:
Hmmynokan:. monoko-10,76 kUA/l (Vmepenno evicokuii (Il xnacc)), razeun-12,42 KUA/I
(Ymepenno evicoxuit (Il knacc)), anvgha-nakmanvoymun-11,47 kUA/l (Ymepenno evicoxuti (111
kaacc)), bema-nakmoanooyrun-15,9 kUA/l (Ymepenno evicoxuii (111 knacc)), suunviil denox-73,6
kUA/l (Ouenv esvicoxuti (V' xnacc)), eoesouna-6,4 kUA/l (Ymepenno evicoxuu (Il xnacc)),
ceununa-1,17 kUA/l (Cpeonuii (1l knacc)), maco kponuxa-0,99 kUA/l (Cpeonuii (1l knacc)), msaco
unoetiku-38,7 kUA/l (svicoxuii (IV xknacc)), nwenuya, sumens, xieuxosuna oonee 100 kUA/I
(npedenvro svicoxutl (VI knacc)), cosn-15,86 kUA/l (Ymepenno evicoxuii (111 knacc)), opoaicocu -
1,83 kUA/l (Cpeonuii (Il knacc)), sabroxo - 0,94 kUA/l (Cpeonuii (Il knacc)), 6anan - 0,52
kUA/l (Huskuu (I knacc)), epywa-0,41 kUA/l (Huskuit (I knacc)). Cmeco domawnen notiu hx2
(hollister-stier labs,dermatophagoides pteronyssinus, dermatophagoides farinae, blatella
germanica) — nonoxcumenvro, Cmecv epubkosvix aniepeenos mx2 (- Penicilium notatum,
Cladosporium herbarum, Aspergillus fumigatus, candida albicans, Altermaria alternata,
Helm.hal.) — noroowcumenvrno, Cmecv nuwesvix npooykmos (mpecka, Kpeeemia, CuHss Muous,

MyHey, 10COCb) [X2 — NOI0HCUMENLHO

Buoxumuueckuit ananuz Kposu: svisasieHo nogviuienue oouezo IgE >3000.00 Eo/mn,
ocmanbHvle NoKasamenu 8 npedeiax Hopmvl. Yposerv arb0yMUHa u ypo8eHsb Xoaecmepund 8
HOopMe.

B o6wem ananusze kposu: netixoyumo3s ¢ ium@oyumo3zom u 203unouuell (nogvliienue yposeHs
aeuxoyumos 0o 27,75%10"9/n, yposus s03unoguros oo 4,45*10"9/n, meznauumenvHoe

nosvluternue aumgpoyumos 14,94*10°9/n)
B o6wem ananuze mouu 6e3 namonozu

Ha nepuoo ob6cnedosanus Ha OCHOBAHUU AHAMHECMUYECKUX OAHHLIX pebeHKY Ovlia
HA3HaueHa d1emMeHmuas ouema: amurnoxuciomuas cmecw (Heoketim) 100mn 12 paz 6 oenw (100
KKan/Ke/cym) C GblpANCEHHbIM NOJONCUMENbHbIM dPpexmom — ommeueHo yayuuieHue
annemuma, NOAOHCUMENbHAS OUHAMUKA CO CMOPOHbL KOMCHO20 NOKPOBA 6 GUOe YMEHbUleHUs

6‘blell’laHu1/7, anumenuzayuu 3p03uﬁ, YMEHRbUIEHUE 3)/’061.

112



Ha ocnosanuu xnunuxo-nabopamoprozo oociedosarnus pebenky 0wl BbICMABIIEH
conymcmsyrowuii - ouacno3 «Hedocmamounocmv numanus. MHoocecmeennas —nuwesas
annepeus, IgE-onocpedosannas ¢hopmay u cghopmuposan unoaniepeeHHvili 6e3mMoN0YHbl
0e32110MeH08bIL PAYUOH C UCHONIL30BAHUEM AMUHOKUCIOMHOU CMeCU 6 COOMBEMmCmEUU ¢
npomoxonom eedenust demeti ¢ annepeuett k BKM [28, 82]. Kanopuiinocmes payuona 6wviia
paccuumana no gopmyre 0ns pacuema numanusi Oemeti ¢ BBD [63] u cocmasnsina
160kkan/kelcym (145% om eospacmmnoii nopmot).

Ha ¢pone nepesooa na Oeszmonounyio ouemy 6 couemarHuu 6 KOMWIEKCHOU mepanuell
ObLIO OMMEYEHO 3HAYUMENbHOe CHUJICEHUe 3Y0a KOJICHO20 MNOKPOBA U  BbIPANCEHHOCIU
eunepemMuyu Ha y4acmkax KOXCU C NAMHUCO-NAnyie3HviMu daemenmamu. IIpubaska maccoi
mena 3a 7 Owneu cocmasuna 3802 (82/xe/cym), umo sensemcs nokazamenem 3¢hgexmusHocmu

npPOBOOUMOLL OUeMOmepanuu.

Kax BugHO wu3 paHHoro HaOmroneHWs, BbIsiBiIcHUE I[IA u Ha3zHadeHme
aJICKBaTHOTO MUTAHMS TTO3BOJIUJIO JIOOUTHCS OBICTPOM MOJOKHUTEIHHON TUHAMUKH
KaK CO CTOPOHBI KOKHBIX MPOSIBJICHUM aTOMHH, TaK U CO CTOPOHBI HYTPUTUBHOTO
cTaTyca, 4To ObUIO Obl HEBO3MOXKHO 0€3 HMCKIIOYECHHS W3 pallioHa OCHOBHOTO
MPUYUHHO-3HAYUMOT0 OeiKa — OeJika KOPOBbETO MOJIOKA.

[Ipukopm neTsiM TEepBOro roja KU3HU BBOJUJICA COTJIACHO OOUIETIPUHSATHIM
pexkomeHmaiuaM [23], meTsM ¢ MUIIEBOW ajuieprucii He BBOAMIINCH IPOTYKTHI,

coJieprKalllie MPUYNHHO-3HAYMMBIE OCJIKHU.

5.2. Opranu3zanusi HyTPUTHBHOM noaaep:kku aeteii ¢ BB crapue roaa

Jns nererr crapiie roga (GopMuUpoBalics aJCKBaTHBIM palMoOH C JOCTATOYHBIM
KOJIMYECTBOM BCE€X OCHOBHBIX HYTPUEHTOB. [IpM HamMuuum OTKIOHEHHUH CO
CTOPOHBI TIEUYCHH M KEITUYECBBIBOASIIEH CHUCTEMbl PEKOMEHIOBAJICS pPAIlMOH Ha
ocHoBe aueThl No5 ¢ ydeToM HMHAMBUIyalIbHBIX OcoOeHHOCTel (32 peOeHka).
[TpotepTriit cTon ObuT Ha3HaueH B 16 cimyuasx, 6e3MoouHast auera - 5 JIeTsM,

OCTQJILHBIM JCTSM OBLI MPOMUCAH OOIINI CTOJI Ha OCHOBE UeThl Nel 5.
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s onpeneneHust 3HepreTndeckux norpedHocrel nereit ¢ BBD ucnonpzoBanach
pPEKOMEHIOBaHHAsl JUIsl 9TOM Kareropuu OONBHBIX (opMyna, YUUTHIBAIOIIAS
(daKkTUYECKyI0 Maccy Teja, BO3pacT, POCT, a TaKKe HAJIWYUE TOTOTHHUTEIHHBIX
dbakTOpoB — Ty3bIpel, WHOEKITMOHHBIX OCJIOKHEHWH U TMOTPEOHOCTH B

HaBEPCTHIBAaHUU pocTa (cM. 0030p nuTepaTypsl) [58, 63]:

U3 s1oit popmyssl BUAHO, YTO JIaXkKe MPH TUIOMIAIU MTOPAXKEHUSI KOKHOTO TTOKPOBa
paBHOl 40% W HE3HAUUTEIBHOM OTCTaBaHUM B POCTE, NOTPEOHOCTH B
MUTATEJIbHBIX BEILIECTBAX M DHEPruu y pedeHka ¢ auctpoduyeckoit popmoii BB
Bo3pactaeT Ha 50%. Ilpu TakoM BBICOKOM YypOBHE MOTpPeOHOCTH Ha (oHe
OTrpaHUYECHHBIX BO3MOXKHOCTEW MUILEBAPEHUS CO3JaHUE JOCTATOYHOIO PALMOHA 32
CUET TOJBKO HATypaJbHBIX MPOAYKTOB y AeTell ¢ nuctpoduyeckoit popmoii BED n
HEJOCTATOYHOCTHIO IHUTAHMS SIBISIETCS MPAKTUYECKU HEBBIOJIHUMON 3amaudeii. B
3aBHCHUMOCTH OT BBIPQ)KEHHOCTH OEJIKOBO-IHEPTreTUUYECKOM HEAOCTaTOYHOCTU U
pE3yNbTATOB OLICHKM XWMHUYECKOIO0 cocTaBa (DaKTUUECKUX PpALMOHOB, JI€TH
HY’KJIaJIUCh HE TOJIBKO B JOIOJHUTEIBHOM BKJIKOYEHUH B PALMOH TPAJULIMOHHBIX
INPOAYKTOB TMHUTaHUSA, HO W B HYTPUTHUBHOM MOJAEPKKE C HCHOJb30BAaHUEM

CIICONAJIM3UPOBAHHBIX IIPOAYKTOB.

Jns obOorameHus pamuoHa JeTsaM crapuie | roga ObUIM  UCHOJIB30BaHBI
CHEUHUAIM3UPOBAHHBIE MPOAYKTHI JJIs1 SHTEPAIBHOTO MUTAHUS. BOJIBIIMHCTBO 3THUX

CMECEU SIBISIIOTCS «M30KAJIOPUUHBIMIY - TO ecTh coaepxkar 100 kkam B 100 mu

(tabn 19, 20).

IIpu  TsKEJIOW  CTENEHWM HYTPUTUBHOM  HENOCTATOYHOCTH  MPEANIOYTEHHUE
OTJIaBAJIOCH «TUMEPKATIOPUIHBIMY (TUIEpPMETa00IMYECKIM) MPOAYKTaM, KOTOpbIE

IIO3BOJIAIOT AAaTh OoJbIIIee KOJIMYECTBO HYTPUCHTOB H SHCPIUHN B MCHBIICM oboBeme

(tabu. 21).

Tabnuna 19. U3okanopuitHeie cMecH IS IETEH cTapIie rojaa.

KoMmmanust XHMHYECKHUil cOCTaB, I
Ha3Banmne ’ kkaa | Bospacr
crpana Beaxku | KApbI | YrJIeBOAbI

114




Hectae, ot 1 g0 10
Kmasyrpen FOmmop 5 297 | 3.92 13.31 100 8
[IIBelinapus JIeT
[Menualllyp Manoexka | D060TT 3.85 13,16
JIs6opartopus ’ DOC |10 10
CO BKYCOM BaHUJIU or 1 1o
(co By © | CIIA 3,0 3, 101 8
KJIIyOHUMKH, OaHaHa, JIeT
[InieBrie
IIOKOJ1a/1a) o6
BOJIOKHA
Tabnuna 20. U3okanopuiineie cMecu A AeTel cTapiie 3 et
Haspanme XuMHYeCKHH COCTaB, T
Komnanus, ctpana KKaJ Bospact
cMecH B
eJIKH IKHPDI yIJ1eBO/IbI
H 3A0 «U1
YIPHIH «Muanpu, 4,0 3,6 12,9 100 | crapme 3 ner
Crannapt Poccus
AO «1
ViunuT 3A0 Hnganpiw, 3,9 37 12,8 100 | crapme 3 ner
Poccus
®opmyna
AO «1
Pocra 3A0 «nganpum, 4.2 3,7 12,5 100 crapiie 3 Jet
Poccus
Crannmapt
Hyrpuson | Hyrpuus, 4.0 3,9 12,2 100 | crapue 3 ner
Crannmapt lNommanamst
M3zocypc .
Hectue, lIseitapus 4 3,3 13.6 100 | crapmre 3 ner
Crannmapt
P
ceype Hectue, Ulseitapus 4 3,84 29.3 100 | crapmre 7 ner
OnTtumym
Tabmuna 21. ['unepkanopuitHbie cMecH
Hasganme XuMu4ecKuid cocras, I
Komnanus, ctrpana Kxan Bospacr
cmecn Benkn JKHPBI YIJIeBO/BI
HYTPUHU1p 6,8
—_ Hyrpurius 18,8*
3,3 ®-3, 153 Ot 1 no 12 ner
[AIICBbIMU T"ommagansa
BOJIOKHAMU ®»-6
I 111 2660TtT JI0 ,
SATATYP € R S 4,20 7,47 16,39 150 | Or 1 g0 10 nier
UIIEBBIMA CIIA
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BOJIOKHaAMH

Pecypc 2.0 +
daitdep

Hectiie

®paHuus

8.7

20*

200

crapire 3 et

*- COACPIKUT IMHUIICBLIC BOJIOKHA

**-COEPKUT TATAKTOOJIUTOCAXapHIbl, UIIEBbIC BOJOKHA

Jlis KOppekUuMd HYTPUTUBHOTO cCTaryca JETsIM C aljiepruel kK Oeykam

KOPOBBET'O MOJIOKA HCIIOJIB30BAJIMCh CMCCH Ha OCHOBC BBICOKOTHAPOJIIM30BAHHOI'O

mosiouHoro Oenka (Ilemramen ronmop u Ilemramen) (tabn. 22), mpu TsKEIOU

HEJOCTATOYHOCTH OTJABAJIOCh NPEINOYTEHHE TUIEPKATIOPUHHBIM

IPOIYKTY

ITentamen FOHMOp DaBaHC 1 aMUHOKUCJIOTHOW cMecu HEeoKeNT KyHUOp.

Tabmuma 22. Cnenuann3upoBaHHbBIC CMECH, UCTIOJIB30BAaHHBIC IS OpraHU3aIluN
HYTPUTHUBHOM MOAJIepKKHU AeTeil ¢ BED u anneprueii Ha 6€JIKM KOPOBBETO MOJIOKA

cTapuce | roga. Ha OCHOBC BBICOKOTHAPOJIU30BAHHOI'O MOJIOYHOI'O Ocika

XuMu4ecKHuid cocras, I

H
AsBatue Kommnanus, crpana Kxan Bospacr
cMecH
Beaxku JKHPBI YIJ1€BOABI
13,84
IT ' C 1
crramen Hecrte, Befinapus 3,012 3,85 100 raptie
IOnunop rojaa
12,7
IT ' 1
clrramMen Hecte, IlBeitapus 4 3,7 100 Crapue
OHTepan roga
Ilenramen 18
IOnwmop Hectne, lsetinapus 45 6,5 150 | Ot 1 g0 10 et
DnBaHC
12,3
' C 10
IlenTamen Hectne, IBelinapus 4 3,9 100 TaileHTe
CMmech Ha
OCHOBE
HeoxeiiT Hyrtpunms 3naBanc, 28 46 11,8 100 aMI/IHOKI/ICJIO’E
JxyHuop BenukoOpuTanusi. JUTS JIeTen
crapuie 1
rojaa.
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B TsoKenbIX cllydasiX OCYIIECTBIIUIOCH JOMNOJHUTENBHOE MapEeHTEPaTbHOE
NUTaHue, KOTOpoe MOTpeOOBaIoCh OJTHOMY peOeHKY. 30HI0BOE MUTAHUE Yy JETel

crapme 1 roga HC IIPUMCHAJIOCS.

3a BpeMs uccienoBanus y 6 aereit (3 manburka, 3 J€BOYKH; B Bo3pacTte oT 4
710 7 JIeT), HaXOMUBIIIUXCS HA JICUCHUU B OT/ACIICHUU JIEPMATOJIOTHH, OB BBISBIICH
CTCHO3 TIWIIEBOJA TPU TPOBEIACHUU PEHTTCHOBCKOTO HCCIIEIOBAHUS C
KOHTPACTHBIM BEIIECTBOM, YTO COMPOBOXIAIOCH CUMITOMamMu aucdaruu 2-4
creneHu. HambGosee 9acTo CTEHO3 pacrionarajicsi B BEpXHEHW TPETH THUIICBOJIA B
BUJIC HEMPOTSHKEHHON CTPUKTYpPHI (MO TUIY «IEpeTsKKu»). BeceM nersm ObuIo
BBITIOJIHEHO JICYCHHE CTEHO3a IHUIEBOJAa B O00BEME HHIOCKONMHYECKH U
PEHTTCHOJIOTHYECKU-ACCUCTUPYEMON THAPOCTATHYECKOW OaIOHHOM JHIIaTaIlvu.
OO6nacth cTeHO3a OblIa TOJIHOCTBIO pachpaBiieHa, aucdarus KylnupoBaHa.
OcnoxHeHn B paHHEM U TO3JHEM IOCIICONEPAIIMIOHHOM TIEPHUOE BBISBICHO HE
ob10. 3a mepuon HaOmoaeHus ¢ 2016 mo 2017 rom ¢ peuuauBOM CTEHO3a U
CUMITTOMaMU Aucdaruu o0paTuiIochk 3 IeTei, KOTOphIM Oblja yCIEITHO MTPOoBeIeHa

OaJuTOHHAs AujiaTanus 1MOBTOPHO.

5.3. Pa3paGoraHHble aJropuTMbl OPraHU3alMH HYTPUTHBHON MOIIEPKKH

nereii ¢ BB).

B xone npoBeaenust paboThl ObLIM pa3pabOTaHbl U MPUMEHEHBI AT OPUTMbI

opranuszaiuu auerorepanuu aereit ¢ BB, (puc. 24, 25, 26)
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HYTPUTHUBHOM MOJJIEPKKHU AeTeit ¢ BB nepBoro roga »«u3Hu.
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Hetu ctapwe roga |
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W3oHanopWidHBIE NPoOAYHTEI {fe——| OTCcyTCTBME WAK Nerkan ctenedHe HIM W HYTPUTUBHEIX pPMCHKOB -
13 Z-score BAZ Boiwe -2; THINC 0-25
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(rMnepMeTaBoAMIECKMe) NPOAYKTLI - | Z-score BAZ ot -2 o -3; THINC 30-50 )
b A -
Tamenaa cteneHe HIM W HYTPUTHBHBIX PUCKOE .
. ) Z-score BAZ Huse -3; THINC Beiwe 55
MinepkanopWidHaA CMECE Ha OCHOBE 1 )
BEICOHOMMApOAK3cEaHHOrD Benka = ) .
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Cmece Ha ocHoBe % .
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| CMECKH € NHLEBEIMK BOACKHAMMK ¢ Janopel -

Pucynox 26. Anroputm BeiOOpa cielIMaAIM3UPOBAHHON CMECH JJIsl OpraHu3aluu

HYTPUTUBHOU MOJAEPKKHU Aerer ¢ BBO crapmie rona.

PexoMenzanuu 1o BeJAeHUIO JeTell HA OCHOBAHUM KOMILUICEKCHOM IIKAJIBI
OIlEHKH HYTHTHBHBIX PHCKOB Y JieTeii ¢ 0yJuie3HbiM snuaepmosin3om (THINC)

0-25 —nerkasi creneHb HaPYIICHUS TUTaHUS - HAOJIIOJICHUE CIICI[UAIMCTOB B TeueHue B 9 - 12 mecsia

30 - 50 - ymepeHHas cTemeHb, Bce mapamerpsl, mnpepbimapomue 0 (*) TpeOyrOT mnpHUBICYECHUS
COOTBETCTBYIOLIETO CIIEIHAINCTA KaXKble 4 - 6 MecsIIeB.

55 - 75 — TsaKenasm cTemeHb, Bce TapaMmeTphl, npeBbimamomme 0 (*) TpeOyloT npuBICYEHUS
COOTBETCTBYIOIIUX CIIEIHATUCTOB. MOXET MOTpeOOBaTHCS TOCIUTANIM3ANNN JJIsi 00Jiee WHTEHCHUBHOTO
uccienopanus (HabmroneHus ). [loBTopHOe oOcenoBanue uepes 3 mec.

80 - 100 - ouyeHb BbICOKAsl CTeNeHb HApyLUICHWH (M CBI3aHHOTO C HUMH PHUCKa) - HEOOXoauMa
rocoutanu3zanus. Bece mapamerpsi, npessimatonme 0 (*) TpeOylOT NpHUBIEUEHHUS] COOTBETCTBYIOLIMX
CIIECIIHAINCTOB.

*3a HCKITFOUEHUEM CPAIIICHHS S3bIKa

[ToMuMO KOppEeKIIMM OCHOBHOM 4YacTH pauuoHa, OonbHble ¢ BBD
HY)KJIAIOTCSI B JIOMIOJIHUTENIbHOM JTOTallMM MHUKPOHYTPHEHTOB. Pe3ynbTaThl
IPOBEJCHHOTO  HMCCIEAOBAHUA  TOBOPAT O  HEOOXOOUMOCTH  KOHTPOJIS

o0ecrieueHHOCTH KajipleM W BuUTamMuHOM D. Taxke MoOkeT ObITh HeoOXoauMa
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AoTanuys KEJIe3a, HMHKA, 110 JaHHBIM HCKOTOPBIX dBTOPOB — CCJICHA U KAPpHUTHUHA

[6, 80].

Pe3ynbTaThl MPOBEJCHHOIO WCCIEIOBAaHMS, KaK W JaHHBIE JHUTEPATYPHI,
rOBOPAT O TOM, 4TO JeTsM ¢ BBD kaxapie 6 - 12 MecsieB ciaeayeT OlECHUBATH

TAKHC IMIOKA3aTCJIIN HYTPUTUBHOT'O CTATyCa, KaK:

— Kiunnyeckuii aHanu3 KpoBH (BKJIIOYasi TUIIOXPOMHBIE SPUTPOLIUTHI,
CpelHU 00beM IPUTPOIIUTOB, peTUKYIOIUTHI, COD).

— MoueBHHA U PJEKTPOJIUTHI

— Kpeatunun

— Kanbuuii, pocdop, Buramun D

— OOwuii 6enoK, aTb0yMUH, XOJIECTEPUH

— Ilenounas ocdaraza

— JKene3o chIBOpOTKH

[Ipy BbIpaXXCHHBIX OTKJIOHEHHSX, OTJEIbHBIE HCCICIOBAHUS JOJKHBI

MPOBOAUTHCSA yallle (KIMHUYECKUM aHaIu3 KPOBU, allbOYMUH, JKeJIe30 B CHIBOPOTKE

KpPOBH).

5.4 Ouenka 3¢ GpeKTHBHOCTH HYTPUTHBHOM MOAIEPHKKH.
Ornenka 3(pheKTUBHOCTH TUETOTEPANIUU MPOBOIUIIACEH B 3 ATarIa.

Ha mepBoM 3Tame BO BpeMs CTallMOHAPHOTO OOCIEAOBAaHUS U JICUEHUS
OLICHMBAJACh IEPEHOCUMOCTh HA3HAYEHHBIX MPOJYKTOB M  aJI€KBaTHOCTb
CO3/1aHHOr0 pauuoHa. OCHOBHBIM II0Ka3aTeleM aJeKBAaTHOCTU JAMETOTEpAlluu
ABIIsIeTCS MpuOaBKa Macchl Tella, KOTopas cuMTajlach ONTHUMAIbHOM, €Clii OHa
npeBbimana 10 r/kr B cyTku, cpeaneit — 5-10 r/kr B CyTKM U HU3KOW — MeHee 5
r/kr B cyrku [10]. Ha rocmuranbHOM 3Tame AMETOTEpanuu y BCeX JeTei

AO0CTUTAJIaCh CPCAHAA UK OIITUMAJIbHAA aACKBATHOCTh AUCTOTCPAIINH.

120



Bropoii 3Tan — yepe3 1 mecdn nocne BBIIMCKK U3 CTALIMOHAPA HA OCHOBE
TeIeOHHOTO MOHUTOPUPOBAHUS OlLleHHUBaJIach 3YPEKTUBHOCTD AUETOTEPAIIUU 110
TaKUM IIOKa3aTelasiM Kak npubaBka Maccel Tena, auHamuka BAZ, nuHamuka

THINC, ypoBeHb anp0yMuHa CHIBOPOTKH KPOBH.

B pamkax BTOporo srtama ouneHKd 3()(PEKTUBHOCTH IUETOTEpanuu ObLIO
IIPOBEICHO MPOCHEKTUBHOE HECPABHUTEIBHOE OTKPBITOE HEPAHIOMHU3HUPOBAHHOE
UCCIIEIOBAHNE 1o U3YYECHUIO 3¢ (HEKTUBHOCTH UCIIOJIB30BaHUS
CIEHHAIN3UPOBAHHOIO  rumepkaiopuiHoro npoxaykra HYTPUHWnpuak ¢
numeBbiMU BoJIOKHamu. [Iponykr HYTPUHHMppuek ¢ numeBsiMu BOJIOKHAMU
(Hytpunus, ['omnanaus) npeanasHades 1uist aere ot 1 roga a0 12 net oTHOCUTCS
K THUIEPKAIOPUHHBIM MPOIyKTaM (cM. Tabn. 21) nns HyTpUTHBHOW MOIIEPIKKH,
conepkutr B 100mnm  3,3r Oenka, 6,8 T xupoB u 18,8r yriaeBojmoB, 4YTO
obOecrieunBaer 153 kkan Ha 100mu. IlpogykT Takke CONEPKUT BUTAMHUHHO-
MHUHEpAIBbHBIA nIpeMukc, JuHHonenovyeunsie [THKK @3 n w6, a Takke numessie
BOJIOKHA, YTO JIEJIAET €r0 COCTAB ONTUMAJIBHBIM JIJIS1 BKIIFOUEHUS B PALUOH JETEH C
nuctpopuueckoit Gopmoit BD. IlomHbl cocTaB MpoOAyKTa TMPEACTABICH B

IIPUIIOKEHNH 3.

B uccrnenoBanne He BKIOYAIUCh JETHU C AJUIEPTUUECKUMHU PEAKIUSIMU Ha
MOJIOYHBIC TIPOJIYKThI B aHAMHE3€ W/WJIM MOJTBEPKICHHOW ajyieprueil Ha OeyKu

KOPOBLCTO MOJIOKA.

N3 22 nereil, BKIIOYECHHBIX B uccaenoBanue, 21 peOCHOK OIEHUIT BKYC

IIPOAYKTA KaK XOPOILIUM U OYEHBb XOPOLLIUH.

[lepeHocumocTh TpOAYKTa Takke OblIa OIEHEHA Kak xopormras. B
HaOJI0/IaeMOM  TpyIme JeTe He OTMEYajloCch KaKuxX-JIHM00 HexeIaTeIbHbIX

pEaKUnil Ha ITPUEM IIPOIYKTA.

Opnako nBoe naerel ObUIM HCKIIOYEHbl M3 aHanm3a. OauH peOeHOK He
OPUHUMAT TPOAYKT B PEKOMEHJOBAaHHOM KOJMYECTBE H3-3a U30MPATEIHHOTO

arreTuTa, 1 OJUH p€6€HOK B CBiA3M C YXYAUICHHUEM COCTOSHHUA Ha (1)OHC JaCThIX
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OCTPBIX PECHUPATOPHBIX 3abojeBaHWi MOTpPeOOBaT W3MEHEHHS TaKTUKHU

HYTPUTUBHOU MOJAECPKKH.

VY 2 nerelt 3a MecAl HaOIOAEeHUS NpruOaBKa MacChl Tela OTCYTCTBOBAJIa B
CBSI3M C YyXYHAIIEHHEM cocTosiHus neteil Ha ¢one OPBU, uto compoBoxkaanoch
3HAUUTENIBHBIM CHIDKEHHEM amnmnetuta. HecMoTps Ha TO, 4YTO HccienyeMbli
IPOAYKT JI€TH MPOIOJIKAIY MOIy4aTh B IOJTHOM 00bEME, U3-3a PE3KO CHUIKEHHOTO
anmneTuTa He ObLJI0O BO3MOXKHOCTH BBINOJHATH BCE OCTAJIbHBIE PEKOMEHJAIMH 10

JIMETE U PAllMOH JeTel ObLT OrpaHUYEH.

Y 18 gereit uz 20 (90%), mongydaBmIMX NPOAYKT B IMOJTHOM OOBEME H
BEITIOJTHSBIIINX BCE PEKOMEHAANMM TIO0 THUTAHWIO Ha TPOTSHKEHWHW BCETO CpPOKa
UCCJIeIOBaHMsI, OTMeuajach npuOaBka Macchl Tena jo 3,8r/kr/cyr, 3a mecsil
cocraBuBmasi 500-2000 r, B cpeanem Oonee 1 kunorpamma (1011,84+556,6r).
OTMedeHa TaKkke TOJ0KUTEIIbHAS JUHaMUKa Z-SCOre mHekca Macchl Tena (BAZ)
u komruiekcHoro nokasarenss THINC (puc. 27). Ynydmienue anmnetuta Ha (QoHe
MECSIYHOTO TpUEMa MPOIyKTa 0OTMe4anock y 13 mamuentoB (65%), HopManu3amus

xapakrepa cryna —y 17 (85%) nerei.
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A b

Pucynok 27. Jlunamuka Z-SCOre maaekca mMaccel Tesia BAZ (A) 1 KOMIUIEKCHOTO
nokazarens THINC (b) Ha ¢one 1 mecsna auerorepanvu ¢ UCHOJIb30BAHUEM
CHEHUAIN3UPOBAHHOIO  TMIEPKATIOPUMHOTO  NPOAYKTAa JUII  HYTPUTUBHOMU
MOJIICPIKKH.

B kadecTBe KIMHUYECKOTO IPUMEPA MPUBOAUM CIIEIYIOLIEE HAOIIOICHHE.

Jeeouka /. 8,5 nem

Jluazno3z ocnosnoii: Q81.2. Peyeccusnviti oucmpoghuyeckuil Oyiie3nvitl 3nU0epmMonus,

CEeHEPAIU30B6AHKRASL MAdICeNds d)OpMCl .

Kanoowt npu nocmynjileéHuu. HA 6blCbINAHUA HA KOoodice Juyda, Hoca, 60Kpye pmda,
80JIOCUCOL 4aACMU 20J108bl, weu, mynrosuud, 6EpPpXHUX U HUNCHUX KOH@QHOCWZ@LZ CHUJICEeHue

annemuma.

Kpamkuit anamnes: Pebenok om nepeou bepemennocmu, TeueHue pooos:
ecmecmeennvle, éec npu podcoenuu -2490xe, pocm -47cm. Oyenxa no wxane Aneap- 8/9.
Acguxcusa: nem. 3abonesanusi 60 6pems npebdvieanus 6 poodome: Cencuc. llepebpanvhas
uwemus. C poocoeHusi HA UCKYCCMBEHHOM BCKAPMIAUBAHUMU. Ilpukopm ¢ 5 mecayes.

Ilepenecennvie 3aboneeanus: OPBH 5-6- pas 6 200. Annepeonocuueckuii anammes He Omsa2oujeH.

boneem ¢ poowcoenus. B nepsvie cymxu ommeuanocy noseiexue nysvipeii 8 001aCmu HUNCHUX
koHeunocmeu. Cpasy nocie poxicOeHus OCMOMPEeHd OepMAmon0cOM, GbICMAGIeH OUACHO3:
Bpoowcoennvii - Oyanesnviti snudepmonus.  Ilonyuana — neuenue:  ammubuomuxomepanus,
anmucenmuyeckue, aHmMubAKmepuanlbhvle, OSNUMeENUsUpyrouwue, Nnpomuo8OCHaAIUmMenbHble,

KOPMUKOCMEPOUOHbIE HAPYIHCHBLE CPEOCmEa.

Status praesens objectivus: Ilpu nocmynienuu 6 omoeneHue cocmosiHue msxceioe,
cocmosHue numaHus nonudcennoe. Ilonoscenue akmugnoe. Bec 18,5 ke, Pocm 123 cm. Typaop
KOJICU CHUJICEH, Cepoeamo2o ommeHKda. 3e8, MUHOAIuHbl: po3osvie. l100KodCHO-dCUposas
KIemyamka pazeuma He OO0CMAMOYHO, pacnpedeieHa pasHomepHo. Omexkos  Hem.
Jlumgpamuueckas — cucmema be3  cucmemnoco  yeenuuenus. Kocmmuas — cucmema:
MHOJICECmBeHHble KOHMPAKMYpbl CYCMAB08 6ePXHUX U HUNCHUX KoHeuHocmell. Cycmagul
BU3VANILHO He U3SMEHEHbl, OBUICEHUsI 8 HUX NOAHOM obOveme. OpeaHnbl ObIXAHUA:  HOCOBOE
ovixanue c80000HOe, 8 JlecKUX ObIXaHUe Be3UKVISAPHOe, NPOBOOUMCS 80 8Ce OMOENbl, XPUNos

Hem. Opeanbl Kpo8ooOpawjeHus. MmoHvl cepoya fAcHvle, pummuunsle. OpeaHvl nuujesapeHus:
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Annemum noHudiCeH, OUCNENMUYECKUX SGNEeHUL Hem, S3bIK Y KOPHS 00J10JceH Oenblm HANemOoM.
JKusom msekuii, docmynHulil 21y00KoU namrvnayuu, 6ezoonesnennviii. Cmyn camocmosmensubiil,
peayaapnulll, ogopmaennvlid. Ileuenb no Kpaio pebepHOU Oyeu, cele3eHKA He Y8eludeHd.
Mouenonosas cucmema: moveucnyckanue c600600Hoe, 6e3001e3HeHHoe, OU3YPULECKUX ABTEHUL
nem. Hepenas cucmema: 06wemo32060i, MeHuHeeanbHOU cumnmomamuky Hem. Opearvl

uyecme. 3peHue CHUMNCERO, Clyx COXPaHeH. 9HO0KpuHHCL‘Z cucmema: 6e3 6UOUMOLL NAMONO2UU.

Status localis: Kooicneiii  namonocuueckuti  npoyecc Hocum pacnpocmpaneHHblil
CUMMEMPUYHDIL  XapaKkmep, NnpeoCcmasier NAMHAMU, NY3bIPAMU, OPO3UAMU, KOPOUKAMU,
yewytuKamu, pyouuKamu, MUILymMamuy, oucmpoghueti u omcymcmeuem Hoemeti U J10KaIU308aH Ha
Kodice tuya u noodows. Ha xooice nuya eouHuuHvle ny3vipu, MHO*CECMEO ampoduueckux pyoyos
u  munuymos. Ha xooxce weu, myrosuwa u KOHEYHOCMEU MHOMCecmeo Oe- U
UNEPRUSMEHMUPOBAHHBIX NAMEH Ha Mecme Oblewiux 3po3utl, wewytiku. Ha xooce mynosuwa u
KOHeuHOoCcmell Ha mecme Obl8UUX IPO3UBHBIX BbICLINAHULL OMMeuaromcs Msekue pyoyogvle
UBMEeHeHUsl, MeCmamu MHoJcecmaeeHHble Munuymsl. Ha kooice cmon ny3vipu u spo3uu 6 mecmax
Haubonvueeo mpasmuposanusn. Hoemeil na pykax nem, ocmaswiuecss — OUCmMpo@uunsl, Ha
Ho2ax Ho2mu noaHocmvio omcymemeyiom. Ha pykax u nocax nesnauumenvbHvle KOHMPAKMYpbl,
yacmuunas ncesoocunoakmuaus. CyObekmusHo: 0OonesHeHHoCcmb, culbhbill 3y0. Causucmole

006010YKU Yucmule.
Jlononnumensnolii Ouemonozuueckuilt GHamHe3 U KOHCYIbmauus OUuemonoa:
Annemum cnudicen, uzbupamenvuuii. Jucgazuu nem.
IIpumepnwiti payuon.

Ha 3aempak: xnonvs na monoxe unu uau u o6ynxa. Ha emopoii 3aempax ( 6 wkone):
b6ymepopoo ¢ koabacou u ceipom uiu cocucku. Ha 06ed: cyn na msachom Oynvone , msco (
CcBUHUHA , 20630una) -502, ( co cnoe mamepu, MACO He NHOOUM, ec PeoKo. npumepHo 2 pasa 6
Heoeno), xneb- 1 Kycox , komnom, neibmenu - 2 paza 6 Heodeno. Ha nononuk: meopoe unu
kegup, nevenve. Ha yorcun: kpynsanoe 611000 uiu xapmogenvroe niope, Ciu8ouHoe mMacio 5 2

(pacmumenvHoe MACIO NPAKMU4ecKull He ynompeonsiem,).

Pviba 6 payuone omcymcemesyem, aiiyo 1 paz 6 nedenio 6 omeapHom eude, 080UWHOU CYN
(mopxoska, bpokkoau, kabauok) 1-2 paza 6 Hedenro. Ynompebasiem gppykmul. 1610K0, epyuia,

banan. Ecm manenvkumu nopyusmu. Booy neém mano-oxonol cmaxana 6 Oenb.

pocm- 123cm (25 nepyenmunw)  eec- 19ke (nuoce3 nepyenmuiu)
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Z-score WAZ (sec k 6o3pacmy) -2,24
Z-score HAZ (pocm « so3pacmy) -1,09

Z-score BAZ (UMT) -2,41

Ilpu o6cneoosanuu:

Buoxumuueckuii ananuz Kposu: 6visi61eHO NOBbIULEHUE YPOBHS 00We20 OurupyouHa 0o
34,9 mrmonwv/n, yposus oucenesa 0o 28,9 mxmonv/n, yposus ACJIO oo 570,1 MEO/mn, ypoeus
oobwezo IQE 0o 696,89 Eo/mn, heppumuna 0o 1 670,46 ne/mn, CPE 0o 248,21 me/n. [lonusicenue
KpeamuHuna 00 15 mxmonv/n, sceneza 0o 1,9 mxmonv/n, arvoymuna 0o 21 2/n, obweeo benka 0o

48 2/n.
B o6wem ananusze kposu, mouu u Kkonpozpamme 6e3 namoaio2uu.

Hmmynoxan: cencuburuzayus k nuwesovim auiepeenam (Monoko - 0,16 KUA/, Huunwiii
oenok - 0,04 KUA/, I'ossiouna - 0,06 KUA/l, Msaco unoeiiku - 0,09 KUA/, ITwenuya - 0,06 KUA/I,
banan - 0,1 KUA/, Bunoepao - 0,05 KUA/I, Kusu - 0,05 KUA/l, Kanycma - 0,04 KUA/, IlInunam -
0,05 kUA/I, Iomuoop - 0,05 KUA/I, Cos - 0,04 KUA/l, I'pywa - 0,05 KUA/l, Msco kponuka - 0,01
KUA/I, Pwiba (mpecka) - 0,03 KUA/I, Huunoiii scenmox - 0,02 KUA/, arvgpa-raxmanvbymun -
0,02 kUA/I, 6ema-naxmoenobynun - 0,01 KUA/l, Kazeun - 0,02 KUA/I, Kreiikosuna - 0,04 KUA/I,
Msco xkypuyet - 0,02 KUA/, bapanuna - 0,04 KUA/, Jumens - 0,02 KUA/I, Ceununa - 0,01 KUA/I,

Jlococw - 0,02 kUA/l, mponomuosun kpesemxu - 0,04 KUA/l) ne svissnena.

Y3U opzanoe oprownoin nonocmu: Yivmpasgykosvie NPUHAKU 2eNAMOMe2aIuu C
ougppysnvivu usmenenuamu naperxumol neuwenu, /[XKBII, eacmpoodyodenuma. Bmopuunvie

UBMEHEHUsL NOOAHCETYOOUHOLL JiCele3bl.
3a BpeMs HaXOXKJEHUS B CTallMOHApe ObLT 3aII0JIHEH MUIIEBON JHEBHUK:

IInineBoii THEBHUK

batoga, npoayKThl, Mi

1 1eHp | 2 nens | 3 nens | Bcero
3ABTPAK
Kama 200 200 200 600
Crip 20 - 20 40
DpPYKTHI 100 100 200
Yait (monoko, | 100 100 100 300
KOMIIOT) Macyo
CIIMBOYHOE
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OBE]I

Canatr U3 CBEXHX | - - - -
OBOIIIEN, BUHETPET

Cyn 200 200 200 600

MscuHoe 0mromo | - - - -
(pr16a)

Tapuup - - - -

Cok, Mopc 100 100 100 300

Ioaanuk

TBopor - 100 - 100

Ileyenre  (Badum, | 40 50 40 130
TIPSTHUKH )

(GPYKTHI

Kedup 100 - 100 200

Y KUH

OBommuoe  Omrozmo | 200 200 200 600

WJIN Kala

Msicaoe  (peibHoe) | 150 150 300
OJIrO 10

Omner

Yaii (MOJIOKO)

Ilepen cHom

Kedup (momoxo) | 100 | 100

Xi1e0 Ha Bech geHp 30

HpI/I OLCHKC XMMHNYCCKOI'O COCTaBa (baKTI/I‘ICCKOl"O panroHa OIpCACIIAIICA 3HAYUTEILHBIN

ne(UIUT M0 BCEM MaKpO- U MUKPOHYTPUEHTaM Jake [0 OTHOILLIEHUIO K BO3PAacTHOW HOpMe (pHC.

28A).

3akiaroyenue. Y  pebeHKa €  pEHECCUBHBIM  JTUCTPO(UUYECKUM  OyJUIE3HBIM
SMHIEPMOJIU30M UMEETCSl YMEpPEHHAasl HeJJOCTATOYHOCTh NMUTaHMs (Z-SCOre Bec K Bo3pacty -2,24
Z-score pocT Kk Bo3pacty -1,09 z-score UMT -2,41). Pairion He COOTBETCTBYET MOTPEOHOCTAM B

IMMUIICBBIX BCHICCTBAX U SHCPI'UH.

Ha ocHOBaHMM KIMHMKO-aHaMHECTHYECKMX JaHHBIX M pe3yjibTaToB 00CIeJOBaHUS,
peOeHKy ObUl COCTaBli€H TUNEPKAIOPUMHBIN palloH C HCIOJIB30BAHUEM HaTypaJbHBIX
MPOJYKTOB BHICOKOM MUILEBOI LIEHHOCTH U CHEIMATU3UPOBAHHOTO NpoAykTa HyTpuHUApUHK C
NUILEBBIMA BOJIOKHaMH B oObeme 200mi. KanopuifHocTh panmoHa Oblla paccuMTaHa IO
dopmyIe pacuera MuTaHuA JUis JeTeill ¢ OyIIe3HBIM SMUAEPMOIN30M U cocTaBisia +13-15% mo
OTHOIIIEHWIO K BO3pacTHOW HopMe moTrpedieHust sHeprun (puc. 28b). JlomomHUTENTsHO OBLIH
Ha3Ha4YeHbl BUTAMHHHO-MHHEpAIbHBIH KOMILJIEKC B BO3PAcTHOM J03MpoBKEe M BuUTaMuH D

3000ME na 1 mecsiie, 3atem — 1000ME 3 mecsiie [24].

126




OTKIOHEHWe MULLEBbIX BELLECTB W1 3HEPriM OT BO3PACTHOM HOpMbI, %

Benku -30 ]
XKupbl -28
Yrnesogp! -23 i
QHeprust -26 |
MB  nuweBble BONOKHA -16 I
Na Hatpuit -5
K kanuit 63
Ca Kanbumit -66
Mg martuit -17 i
P doctop -36 |
Fe xeneso -10 |
Kap 6eta-kapotuH -100
P3  pemuHoesblit T | 42 |
T3  Tokodepc T -7 ]
B1 TamuH -52 |
B2 pubocnasnH -42 i
H3 1 T 13
C  ackopGuHosasi kucnota | -54 |
A)

OTKroHeHve I'IOTpeﬁl'IeHVIﬂ MLLEBbIX BELWECTB U 3HEPrW OT BO3PACTHOU HOPMbI, %
Benku 35 E
Kupbl 23 E
Ymesogbl 11 |
OHeprus 13 E
MB  nuuiesble BONOKHA 60
Na  Hatpuit 108
K kanuit 138
Ca  Kanbuuit -26
Mg marHuit 25 ]
P doctop 1 1
Fe xeneso 74 [
Kap Gera-kapoiH -20(]
PS  pemHoesblit T 0
TS  ToKO(EpON-3KBUBANEHTa 67 E
B amuH 372
B2  pubocnasuH 385
HO  HMauuHoBLIi 3kBuBaneHT | 144
C  ackopbuHoBas kucnota 58

b)

Pucynok 28. Pe3ynbTaThl KOMIBIOTEPHOTO aHATN3a XUMUYECKOTO cocTaBa pannoHa 10 (A) u mocie (b)
KOPPEKIINH.

Hab0sronenue B ITHHAMHUKE.

3a mepuoja KaTaMHECTHYECKOTO HaOIIoJeHUsT peOeHOK COOII0an pPEeKOMEHIOBAaHHBIN
pexuM nuTaHus U oObembl Omroa. Ilpoaykr «HyTpuHHIPUHK» C NUIIEBBIMH BOJOKHAMM
noiy4vain B oobeme 400 Mi1 B IeHb, NMEPEHOCUIT XOPOIIo, BKYC MOHpaBuics. 3a 1 mecsi npubaBka
Beca cocTtaBuia 2 Kr. OTMedanach HOpMalIM3alus CTyja, Xopollee 3akupieHue pad. IIponent

nopaxeHust Ko>ku ymeHsbimics Ha 10%.

Jlo KoppeKIuu parona [Tocne koppekuuu paroHa
(aepes] mec)
Poct 123cm 123cm
Bec 19kr 21kr
z score BAZ (UMT) -2,41 (ymepennas | -1,84 (nopma)
HEJI0OCTATOYHOCTH MTUTAHMS)
THINC 40 6amnoB 35 OamnoB
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[IpencraBieHHbIN  KIMHUYECKUA TNPUMEP AEMOHCTPUPYET  BBICOKYIO
3¢ (EeKTUBHOCTh aJCKBATHOW HYTPUTUBHOM TOJAEPKKHA C HCHOJIB30BaHUEM
CHEUAIN3UPOBAHHOTO MPOAYKTa B TeueHue 1 Mecsia HaOIMoAeHUS.

Tpernii »3tanm oneHkd 3PGEKTUBHOCTH HYTPUTUBHON  MOACPKKHU
OCYHIECTBIISUICS uepe3 6 MecsieB oT ee Hadana. OIeHUBaIUCh TaKUE TTOKA3aTelu,
kak THINC u ypoBeHb anp0ymMuHa B KpOBH, Kak HauOojee UyBCTBUTEIbHBIN U3
OTIpE/ICNSIEMBIX B PYTHMHHOM NpaKTHKE J1a00paTOPHBIN MOKa3aTellb HyTPUTHUBHOTO
cratyca y nereii ¢ BBD.

B rpynne nereii ¢ quctpoduueckum OyJUIE3HBIM 3MHAEpMOIH30M Obu1o 11
JeTei, KOTOpbIe HE MOJHOCTHIO BBITIOJHWIM JICYEOHYIO MPOrpaMMy, BKIIOUYas
HEJOCTAaTOYHBIN YXO/ 32 KOXKeH 1 HecoOJt0/IeHne PEKOMEHJaliil IO OpraHu3aluu
nutanus. Hamu mpoBeneHo cpaBHeHwe auHamuku mokasateneir THINC wu
aOCOJIIOTHOTO 3HAa4YeHWs albOyMHHa B TIpynmax JeTed ¢ JUCTPOPUYECKUM
OyJJIE3HBIM SIUAEPMOJIU30M, IOJHOCTBIO M HE IMOJHOCTHIO BBIIOJHUBIINX
aeuebHyro mporpammy. Ha pucynke 29 mpencraBieHbl cpeHue apupMeTHIeCKIe
3HaueHus: U 95% noBepuUTENbHbIE HMHTEPBAbl IIKAJIbl HYTPUTUBHBIX PHUCKOB
THINC y OonbHBIX, HE BBHIMOJIHMBIIMX JIe4eOHON MPOrpaMMbl, B JWHAMUKE,
KoTopele cocTaBmid 54,1 OGamna g0 jedeHus u 76,8 Oamia mocne JICUYCHUS
(p<0,001). Kak BumHO M3 pUCYHKa 28, OTMEYAeTCs CTAaTHCTUYECKU TOCTOBEPHBIN
POCT 3HAYECHHsI TMOKA3aTeNsl, UTO JEMOHCTPUPYET YXYAIICHUE COCTOSHUS MUTAHUSA

1 yCYryOJICHUE TSHKECTH 3a00JICBaHUS.
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85

60

80

%I

70 |

65 |

55 |

45

o Mean
[] Mean+SE
T Mean+1,96*SE

il

THINC go THINC nocne

p<0,001

Pucynox 29. lunamuka mkaibl HyTpuTuBHBIX puckoB THINC B rpynme
MAIMEHTOB C TUCTPOPUUECKUM OYJIIIC3HBIM MUAECPMOIIU30M, HE BBHITTOJTHUBIIINX

[IpoTuBomnONOX)KHAS

Je4eOHyI0 ITporpaMmmy

KapTHhHa Ha6J'IIOI[aJ'IaCB B JUHaAMHUKC HIKaJIbI

HytputuBHbIX puckoB (THINC) B rpynme mnamueHTOB ¢ AMCTPOGUUCCKUM

OyJUIE3HBIM BIUAEPMOIIU30M, MOJHOCTHIO BBIMOJHUBIIHX JIEYEOHYIO MPOTPaMMYy.

[Tokazarenb craructudecku npocrtoBepHo (P<0,001) causmics ¢ 63,8 mo 47,5

0amnos. (puc. 30)
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o Mean
48 [] mean+SE 1
T Mean+1,96*SE

ul | T | l

42

THINC oo THINC nocne

p<0,001

Pucynok 30. luramuka mikansl HyTpuTUBHBIX puckoB THINC B rpynme
MAlMEHTOB C AUCTPOPUUYECKUM OYIJITIE3HBIM AUAECPMOIU30M, MOJTHOCTHIO
BBITMIOJTHUBIINX JIEYEOHYIO POTpaMMy

[Toka3zaTenb ypoBHs albOyMHHA SIBJSIETCS UyBCTBUTEIbHBIM J1a00pPaTOPHBIM
MapKepoM aJeKBATHOCTH MHUTAHHUA, B TOM 4YHCIE OEJNKOBON COCTaBIsOLIEH
paiona. B rpynne GosbHBIX, HE MOIYYUBIIMX KOMIUIEKCHYIO T€paNuio, BKIHOYas
PEKOMEHJIallMi 10 MUTAaHWUI0, B PEKOMEHJO0BAaHHOM o0beme, (puc. 31) ypoBeHb
anpOymMuHa cratuctudecku goctoBepHo (P<0,001) camsuncs ¢ 32,7 r/n mo 23,9
r/n. B rpynmne OOJIbHBIX, TOJHOCTBIO COOJIFOAABIINX JICYCOHBIM PEXKUM U
pEeKOMEeHaluu Jieyamux Bpayed (puc. 32) ypoBeHb albOyMHUHA CTATUCTUYECKH

noctoBepHO (p<0,001) moBeicuics ¢ 30,5 r/a go 35,7 r/n.

OOHOBPEMEHHO C J3THM B Tpymme OOJIbHBIX, MOJTHOCTBHIO COOJIOJABIIUX
Je4eOHbI PEXUM W PEKOMEHJAIMU JIEYallUuX Bpadeil, B OTIWUYHE OT TPYMIIBI

I[CTGﬁ, HC IIOJIHOCTBIO BBIITOJHHUBIINX JI€‘IC6HYI-O InporpamMmy, OTMECYaJI0Ch
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CTaTUCTUYCCKHN 3HA4YHUMOC

(p<0,001).

CHIDKCHME TIoKasarens Tsbkectu BBD [BEBS]

36

30

32t

26

24 |

o Mean
[[] Mean+SE
T Mean+1,96*SE

-

L ]

Ane0y MUH 00 Ane0y MWMH nocne

p<0,001

Pucynok 31. Jlunamuka ypoBHSI COA€pKaHUS aTbOyMUHA B TPYIINE MAI[UEHTOB C

aucTpoduueckuM OyIUIe3HBIM SIUEPMOIIU30M, HE BBITIOJHUBIINX JICYEOHYIO

IIPOrpamMMmy
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36+

|

30+
29 | l o Mean

[[] Mean+SE

T Mean1,96*SE
26

AneOy MIH 00 Anbly MUH nocne

p<0,001

Pucynoxk 32. lunamuka ypoBHS CoJIep>KaHHs aJIbOyMUHA B TPYIITIE TAIUEHTOB C
TUCTpOo(PruecKuM OYIUIe3HBIM MUIEPMOJIA30M, TTOJTHOCTHIO BBIMOIHUBIITNX
ne4eOHyI0 TporpaMmy
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I'JTABA VI. 3AK/IIOYEHHE

BpoxneHHbli OyJIIe3HbIN SMUAEpPMOININ3 — 3TO rpynna peakux (opdaHHBIX)
HACJIEICTBEHHBIX 3a00JIeBaHNUH, XapaKTEPU3YIOLIUXCS HapyLIEHUEM
MEXKJIETOUYHBIX CBSI3€M B OJOUAEPMHUCE WM  SNUAEPMAIBHO-IEPMAIBHOM
COEIMHEHHH, MPUBOAAIIMM K 00pa30BaHUIO Iy3bIpel HA KOXKE W/WIU CIU3UCTBIX
000JI0YKaX JIae MPU He3HAYUTEITLHOM HX TpaBMHpOBaHUU [54]. [lnst Oymne3noro
AMUIAEPMOJIN3a XapaKTEpPHO HAyajgo 3a00JEBaHUS C POXKICHUS WIH IEPBbIX
MECALIEB KU3HHM, HENPEpPhIBHOE TEYEHUE C YacThIMU o0OocTpeHusiMu. B
3aBUCHMOCTH OT TSDKECTH KIMHUYECKUX IMPOSBICHUN TOW WM WHOW KIIMHUYECKOU
¢opmbl BBD, y 601bHBIX UMEIOTCSA MPU3HAKU PA3IMUHON CTENEHHU BBIPAKEHHOCTH
OEJIKOBO-IHEPreTUYECKOM HEIOCTATOYHOCTH, YTO OOYCJIOBJIEHO PAIOM (DaKTOpOB,
TaKUX KaK, YCUJICHHbIH KaTaOOJu3M Ha (JOHE MHOXKECTBEHHBIX W/WIW JUIUTEIBHO
HE 3aXUBAIOIIMX OHPO3UM, Yepe3 KOTOphle NPOUCXOAUT TMOTEps OONIBIIOTO
KOJIMYECTBA CEPO3HOM MKUIAKOCTH BMECTE€ C O€lKoM, a 3a4acTyl0 M KpOBH,
YBEJIIMYEHUEM TEIUIOOTJAuH, a MPUCOEIUHEHUE BTOPUYHON UH(PEKIIUU TPUBOIUT K

ele 0OJIbIIeMY YBEIUYCHHUIO MOTPEOHOCTH opranu3Ma B Oeske v suepruu [6, 103].

HecooTBeTcTBHE MOCTYNAOMIKX C MUIIEH MUTATEIbHBIX BEIIECTB U YHEPTHU
NOTPEOHOCTSIM peOeHKa SBISeTCs (PAaKTOPOM, HEraTHUBHO BIIMSIOIIMM Ha POCT,
pa3BuTHE peOCHKa, a TAKXKE CIIOCOOCTBYIOIIETO 00JIee TSHKEIOMY TEUEHHIO CaMOTO
3aboneBanus [39, 64]. CreneHb HapylieHUsS MUTAHUS M HEIOCTATOK B OCHOBHBIX
HYTPUEHTAX M DHEPTUM NPSMO MPONOPUHOHANIBHBI TskecTH BBD. Hecmorps Ha
MHOKECTBEHHBIE ~ HMCCJEIOBAHHUA M  HWMEIOUIMIICS ONBIT B  OpPraHU3aluu
HYTPUTHUBHOW TOJICPKKH MPU MHOTHUX HACJIEICTBEHHBIX 3a00eBanusx, B Poccun
OTCYTCTBYIOT pa0OThI IO OMpECNICHHI0O HYTPUTHBHOTO CTaTyca W pa3paboTke

NEePCOHU(PUITMPOBAHHBIX TIOJIXOI0OB K HYTPUTUBHOM MOAAEPKKE 11 gereit ¢ BBD.

B nmanHo#t paGoTe mpencTaBlieHbl PE3yJbTAaThl HWCCIIENOBAHUS IO OICHKE
HYTPUTHUBHOTO CTaryca OOJNBHBIX JeTeld ¢ pasmmuHbiMu ¢Gopmamu BBED. Ha

OCHOBAaHHMH IIOJIYUYCHHBIX JAaHHBIX IIPCACTABJICHDbI p8.3pa60TaHHI>IC AJIr'OPUTMBI
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OpraHM3alMy MUTAHUS U HYTPUTHUBHOU MOJAJEPKKH, a TAaK)KE alrOPUTMBI BBIOOpa

CHEHHAIN3UPOBAHHBIX CMECEH.

B 0oCHOBY [aHHOrO HCCE€IOBaHUSI MOJIOKEHBI PE3yJbTaThl JUHAMHYECKOIO
HaOmoneHus 3a 60 meTbMu B BO3pacTe OT 2 MecsreB A0 16 jmeT 2 MecsIes,
CTpaJIaloIIMUX BPOXKJICHHBIM OYJUIE3HBIM SMUACPMOIN30M, KOTOPHIE B 3aBUCUMOCTHU
OT BBISIBJICHHOW MYTallUM T€HA pa3/ielieHbl Ha 2 TPYMIIBI - IETH ¢ MPOCTO (hopMOi

(17 uenomek) u ¢ nuctpoduyeckoit hopmoit (43 uenoreka) BED.

TspkecTh 3a001€BaHUsI OICHUBAIACH TIPU TIOMOIIM BUpMHHTEMCKOro HHACKCa
TshKecTH OyiesHoro snuaepmonm3a (Birmingham Epidermolysis Bullosa Severity
score [BEBS]), a mist KOMIUIEKCHOM OIEHKH (haKTOPOB, HAPYMIAIONIMX TTHTAHUE
npu BBD, ncnosb3oBanach mikana OlEHKA HYTPUTHBHBIX PHUCKOB, pa3paboTaHHAs
s 6oneHBIXx ¢ BBD — THINC (Tool to Help Identify Nutritional Compromise)
[63].

OpHoii 13 HamboJiee YacTO BCTPEUAIOMIMXCSA TSKEIBIX (opM 3a00JIeBaHUS
TPYNIBl BPOXKACHHOTO OYIUIE3HOTO JMHACPMONIH3a SBISETCS TUCTpodudueckas,
KOTOpass B OOJBIIMHCTBE CIydyaeB COIMPOBOXAACTCA TIyOOKOoi OemKkoBo-

BHCPFGTHqCCKOﬁ HCOAOCTATOYHOCTBIO, TPYAHO HO,HI[&IOIHCﬁCH JCYCHHIO.

Henocrarounocts nuranust y 60abHBIX AeTeit BB HOcUT MHOTOMaKTOpHBIN
XapakTep M HMMEET HECKOJIbKO IPUYMH HAPYLICHUS HYTPUTHMBHOIO craryca. B
CBSI3M C OTUM OpraHu3aius aJACKBAaTHOTO paldOHA SBIAETCA  BaKHOU

COCTaBIISIIONIEH KOMIUIEKCHOM Tepanuu aetei ¢ BBD.

Tak, OBUIO TOKa3aHO, YTO Yy TIOJABJIAIONICTO OOJIBIIMHCTBA JACTCH C
auctpoduueckor  gopmoit  BBD,  ¢akTmdeckmii coctaB  palnMoHa — HE
COOTBETCTBOBAJI NOTpeOHOCTSIM. B 1e51oM no rpynne ¢gakTuyeckasi KalopuilHOCTb
panroHoB Kosiebamack B npeaenax - oT 44% mo 101% (B cpennem 74+£23%) ot
PEKOMEHIyeMOW PacCUUTaHHOM MO (GopMyJsie HOPMBI MOTPEOIECHUs AT OOTBHBIX
nereit ¢ BBD. Cpegnue nmoka3zaTtenu SHEPreTUYeCKOr IEHHOCTH PallMOHOB y JeTel

¢ muctpoduueckor popMoi 3a00J€BaHNS 3HAYUMO HE OTIMYAIUCH OT PAIMOHOB
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nereit ¢ mpoctoir (Gopmoit. OmHAaKO TPU CpaBHEHHWHM HMX C KOPPEKIMEH Ha
MOTPEOHOCTH JEeTe B 3aBUCHMOCTH OT TSDKECTH KIMHUYECKUX TPOSBICHUN
00JIe3HN, PACCUUTAHHOW IO ClenuaIbHONH (GopMmylie, KaTOPUHHOCTh PAIIMOHOB
neTel ¢ aucTpoduueckoi (opMoil BpokIeHHOTO OyIIJIe3HOTO MUAEpMOIn3a Oblia
CTAaTHCTUYCCKH 3HAYUMO HIDKE, 4eM y Jerei ¢ mpoctorr dopmoii (p<0,05).
Hedurut pannona obpatHo koppenuposai ¢ nmokazareaeM THINC (p<0,005), urto
TOBOPUT O TOM, YTO HECMOTPS Ha MHOTO(DAKTOPHBIN TeHE3 HEAOCTaTOYHOCTHU
nutanus y gered ¢ BBD, kimoueByo poib UMEEeT HMMEHHO Je(UIUTHOE

IMOCTYIINICHUC HYTPHUCHTOB.

KnuHauueckast  olleHKa  HYTPUTUBHOTO  CTaTyca  BKIIOYAeT  TaKkKe
AHTPOIIOMETPHUIO C H3MEPEHHEM MAacChl M JIJIMHBI Tela, OKPYKHOCTH TOJIOBHI,
ITpyAU W TUIeYa, TOJIIHUHBI KOXKHO-KUPOBBIX CKIAQJOK, JIJIi OLIEHKH KOTOPOU
UCIIOJIb3yeTCsl 3HAueHUs Z-Score. OmHako, psi METOJOB — OIICHKA TOJIIMHBI
KOXXHBIX CKJIQJ0K, a TakkKe OWOMMITCJAaHCOMETPUS HENMPUMEHUMBI Y 3TOMN
kateropuu 00bHBIX [18]. [T03TOMYy OCHOBHBIMH HCIOJB3YEMBIMH OKa3aTEIISIMU

SBJISIIOTCS] aHTpOTIOMeTpuueckue unjekcel Z-score: HAZ, WAZ u BAZ.

B HacTtosmieM wucciemoBaHMu OBUIO IIOKa3aHO, 4YTO I JETeEd C
nuctpodpuueckoit dopmoit BBD, B omimuume ot agereit ¢ mpoctoit (popmoit
3a00JIeBaHuUsl, XapaKTEePHO CHUKEHHE BCEX aHTPOMOMETPHUYECKHX MHJAEKCOB. Bce
pa3nuuus nokasaTesel MexXAay rpyrnaMu OblUIM CTaTUCTUYECKH JOCTOBEpHHI. [Ipu
ATOM TsKellast HeoCTaTOYHOCTh nuTanus (BAZ Huke -3) Obuia BhISIBJIEHA MOYTH

y TIOJIOBUHBI JIeTel ¢ TUCTPOodUIecKoi (HOpMOH.

JIJisi KOMIUIEKCHOM OLIeHKM (haKTOpOB, Hapylnarolmux nutanve npu BBD,
paspaborana mkana THINC (Tool to Help Identify Nutritional Compromise) [63].
DTa mKajga MOMOraeT OLEHUTh HYTPUTUBHBINM cTraryc pebenka ¢ BBD u ero
UMEIOIIEeCs WIM MOTEHUUAIbHOE HapyuieHue. OLEHKy MO NIKaje, COIJIACHO
pPEKOMEHIaIUsIM, TPOBOJUT Bpad, AUETOJIOr WM WHOM METUIIMHCKUI pabOTHUK,
HAOMIOJAIONMIl 32 pEOEHKOM, COBMECTHO C JAPYTMMHU CIEHUalucTaMu. bblio

BBISIBJICHO, 4YTO TIOKa3aTeNu Tsbkectn OyiuiesHoro smnuaepmonm3a (BEBS) u

135



NOKa3aTea KOMIUIEKCHOM IIKaimbl omeHKH HyTpuTuBHBIX puckoB (THINC)
CTaTUCTUYECKH JIOCTOBEPHO BBIIIE B IpyIIe ¢ auctpoduyeckoit popmoii BBI, uro
TaK)K€ XapaKTepu3yeT TsDKeCTb A3TOW (OpMbl Kak B OTHOIICHHUU KOXXHOTO
IIaTOJIOTUYECKOT0 Ipolecca, Tak U B oTHowmeHun nopaxenus JKKT n mapymenns

HYTPHUTHBHOTO CTAaTyCa.

JIoCTOBEpHO YCTAHOBJIEHO, YTO KOMIUJICKCHBIN MOKAa3aTellb HEJOCTATOYHOCTH
MUTaHUS U HApYIICHUS MPOIIECCOB MUIIEBAPEHUS - MH/IEKCA HYTPUTUBHBIX PUCKOB
THINC, Ttakxke Kak © TIOKa3aTelb bBHUPMUHTEMCKOTO WHAECKCA TKECTH
BPOXKJICHHOTO OYJIJIC3HOTO SIUAEPMOJIN3a HMMEET OOpaTHYI0 KOPPETSAIUI0 CO
BCEMH AHTPOTIOMETPUYECKUMH HMHJIEKCAMH, YTO TOBOPUT O TECHOM B3aMMOCBS3U
TSOHKECTH KOXKHOTO TIpoliecca U HyTPUTUBHOTO cTaTryca pebenka. [Iis MOHUTOpHHTA
sbdexTuBHOCTH nueroTepanuu, Hapsay ¢ uaaekcamu WAZ, HAZ u BAZ,
HeoOxoauMo  ucrnosib3oBaTh mokaszarens THINC, kak Haubosnee MOJIHO
XapaKTEePHU3YIONINH AUHAMUKY HYTPUTHBHOTO CTAaTyca M COCTOSHHUS OPTaHOB

nuIeBapeHus: peOeHka.

YuuTeIBas HAIMYKAE XPOHUYECKOTO BOCHAIMTEIBHOIO IpoLecca y IETeu ¢
BBD nMeer MecTo U3MeHeHHE MHOXKECTBA MOKa3aTeslell OMOXUMUYECKOro aHalIn3a
KpoBU. B CBsI3u C 3TUM, TakWe I[OKa3aTelid, KaKk YpOBEHb oOIero oOeika
CBIBOPOTKH, TpaHcpeppuHa, (EeppuUTHHA, HCIOIb3YyEeMbIE JUIsl XapaKTEPUCTUKH
MUTAaHUST U MHUKPOHYTPUEHTHOM HEIOCTaTOYHOCTH, y Jnered ¢ BBD wumenu
3HAUUTEIbHBIE WHAMBUAYAJIbHBIE OTIMYMS B 3aBUCUMOCTH OT OCOOEHHOCTEH
[IaTOJIOTUYECKOr0 MpoLecca M € JTOM LEIbI0 IPAKTUYECKH HE NPUMEHUMBI.
CTaTuCTHYECKH 3HAYMMO CBA3aHHBIM C HYTPUTHBHBIM CTaTyCOM  OKa3aJoCh
CHIDKCHHE YypOBHsS aibOymuHa B ChIBOpoTKe KpoBH (P<0,001), urto sBusieTcs
ONpeleNeHHbIM  OMOXMMHUYECKUM  MapKepoM Ui  KOHTPOJIL  COCTOSIHHS
HYTPUTUBHOro craryca aered c¢ BbJD. CHmxkeHune ypoBHS XOJecTepuHa
OTMEYaJIOCh y JIeTel ¢ HanboJiee TsHKEIOW HYTPUTHUBHONW HETOCTATOYHOCTHIO, UTO
corjlacyercs ¢ JAHHBIMA O TOM, YTO MPHU TSKEJIOW HEJOCTATOYHOCTH IMHUTAHUS

OpraHu3M IICPECXOAUT HA PCIKUM MaKCUMaJIbHOM 3KOHOMMU OHCPrun - IIpoueccc
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pacnaja >KHpPOB 3aMEIJISIETCS, CHUXKACTCS YCBOCHHE HEICTePUDUIIUMPOBAHHBIX
YKUPHBIX KHCJIOT, najaet KOHIIEHTpAaIus dochomunumon u
HEACTEPUPHUITMPOBAHHOTO XOJICCTEPHHA B KPOBH, YTO NMPUBOIUT K CTPYKTYPHBIM U
(YHKIIMOHATBHBIM ~ HM3MEHCHHMSIM  KJICTOYHBIX ~ MeMmOpan  [13, 70]. U3
WCCJICIOBAHHBIX TIOKa3arelied MUKPOHYTPHEHTHOTO CTaTyca JeTei, Hauboiiee
4acTO OTMEYaINuCh HEJOCTATOYHAs OOECHEUYEHHOCTHh JKEJIE30M, BHUTAaMHUHOM D,
KaJIbIIUEM, YTO TakKXKe JODKHO YUYUTHIBATHCA TPU OPTAaHHU3AIUU HYTPUTHBHOMN

noaaepxku aerei ¢ BBO.

HMuctpoduueckue ¢opmbl OYUIE3HOTO AMUIAECPMOIN3A XapaKTEPU3YIOTCS
3HAYUTEIBHBIM IIOBPEXKICHUEM KOKHOIO IIOKpPOBa, a Yy IOJABILIOLIETO YHCIA
OONBHBIX - Takke U ciu3ucToi 00onouku XXKKT. D10 npuBoAUT 0OAHOBPEMEHHO K
HapylieHuto OapbepHbIX cBoiicTB koxku U JKKT u cozmaer ycimoBus amns
M30BITOYHOTO TIOCTYIIEHUS! BO BHYTPEHHIOIO CpeAy OpraHM3Ma aHTUT€HOB, B TOM
YHUCJIE€ U MUIIEBOr0 MPOUCXOXKIECHU U (OPMUPOBaHUIO ceHcuOnmm3auu. OaHaxo,
BOIPOCHI TMHUIIEBON CEHCUOMIN3AlUKA U TUIIEBON ajuIepruul y JaHHOW KaTEeropuu
OOJBHBIX HE M3yueHbl. Tak, Mpu aHanu3e 0a3 HAYYHO-MEAMIIMHCKOMN JUTEepaTypbl
(Web of Science u PubMed) namu 6bu1a oOHapy>keHa BCETo JIMIb OJHa padoTa,
rne Marcelo H. u coaBtopel [7/7] omucanyu KIWHUYECKUW CiIy4all HaJIU4YUs
H03MHOPUIBHBIX MH(UIBTPATOB B COYETAHUHU C MOBBIIIEHHbIM ypoBHeM IgE y
pebenka c JIbD. B Hacrosimem wuccnegoBaHUMM OblIa TPOBENCHA OICHKA
O0COOEHHOCTEeW KIMHUYECKUX MPOSABICHMNA NuuieBod amnepruu u sIgE-oTBera k
nuieBsiM OenkaM U y aetedt ¢ BBD. Hanuuume cencuOunuzanuy K TUIIEBBIM
ajiepreHaM MpUu OTCYTCTBUM KIMHUYECKOW KAapTHUHBI MUIIEBOM aJUIEPTrUU TaAKKE
JIOCTAaTOYHO YacTO BCTpeyaeTcs y OONbHBIX ¢ auctpoduyeckort ¢popmoit BED u
JIOJDKHO HWHTEPIPETUPOBATHCS B COOTBETCTBUM C KJIMHHMYECKOW KaptuHou. K
COYKaJIEHUIO, B paMKax JaHHOI'O MCCIIEIOBAHUS OCTAJIACh /10 KOHI[A HE BBISICHEHHOM
NPUYMHA MOBBIIEHUs ypoBHs obiiero IgE y wactu nanuenTos ¢ b3, ocobenHo
1o npenenbubix 3HaueHu (>3000 kUA/]). B ¢Bsi3u ¢ 3TUM TaHHOE HaIlpaBJICHUE, B
JanbHEIeM, JOKHO ObITh HM3ydeHO Ooisie moapoOHo. C ydyeToM MOJy4YeHHBIX

JAHHBIX, JAeTsM ¢ auctpoduueckoit dopmoit BD 1enecoodpa3sHo MPOBOIUTH
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TIIATENbHBIA aHAIN3 AHAMHECTUYECKUX JAHHBIX B OTHOIICHUM aJJIEPrUYECKHUX
peakuuii Ha MUILY, a NPpU HEOOXOJUMOCTH — YINIyOJIEHHOE ajuIeproJiorH4ecKoe
oOcnenoBanure. Hamuuue mUIIEBOM aleprud  JOJKHO YYUTHIBATHCS —MIPU
OpraHu3allid THTaHUsl JETEed C BPOXKICHHBIM OYyJUIE3HBIM 3MUIAECPMOJIU30M,
MOCKOJIBKY Y JTAHHOW KaTeropuu JeTed W3 MUTAHUS JOJKHBI ObITh MCKIIOUYEHBI
MPUYUHHO-3HAYMMBIE QJJIEPTEHbI C 00s3aTeNIbHON JOMOMHUTEIbHON KOppeKIuen

parnuoHa.

Ha ocHOBaHMM IIPOBEIEHHOIO aHalIM3a B paMKaxX HacTosIel padoThl ObLIN
ObUTM ONpEACNICHbl MPEAUKTOPbI, Haubosiee H>PGEKTUBHBIC [JII OIEHKU U
MOHUTOpPUHTAa HYTPUTUBHOrO craryca jeredd c¢ BBD, Owpuin pazpaboranbl
AJITOPUTMBbI MIEPCOHANU3UPOBAHHON TUETOTEPANNU, a TAKKE aJTOPUTMbI BbIOOpa
CHEUATN3UPOBAHHBIX TMPOAYKTOB JJII OpraHU3alud HYTPUTUBHOM MOIACPKKH
nered ¢ BBD B 3aBucMMOCTH OT BO3pacTa, BBIPAXKEHHOCTH HYTPUTHUBHOM
HEJ0CTAaTOYHOCTH, HAJIWYUS MULIEBOW aJUIEprHM, NMPU3HAKOB MalibaOCopOLMH, U
nokazaHa ux 3(dextuBHOCTh. [lokazaHO Takke, HACKOIBKO 3(P(HEKTUBHBIM
SBJIIETCSI WCIIOJIb30BAHUE COBPEMEHHBIX CHELUAIU3UPOBAHHBIX IMPOIYKTOB IS

YIYy4YHICHHA HYTPUTHBHOI'O CTaTyCa 9THUX OOJBHBIX.

Ha ocHOBaHUM NIMTENBHOTO MOHUTOPUHTA (6 MECSIEB) YCTAHOBJIEHO, YTO B
TpyMIe JeTei, MOTHOCTHIO BHITOJHUBIINX JICUEOHYIO MPOTpaMMy, BKJIIOYas BCE
PEKOMEHJIallui TI0 MUTaHUs, OTMEYAeTCs CTATUCTHYECKU JOCTOBEPHBIN pOCT
ypoBHsi ansOymuHa (p<0,001) u cCHWXKEHUWE UHJEKCAa HYTPUTHUBHBIX PHCKOB
sHaueHus mokaszarened THINC (p<0,001) ¢ oIHOBpEMEHHBIM CHW)XECHUEM
nokazarens Tsokectu BBD BEBS (p<0,001). B rpymnme He BBINOJHUBIINX
JedeOHyl0 Tporpammy, OTMedanach oOpaTHas IWHAMHKA — CHU)KCHHE YPOBHS
anbOymuHa ceiBOpoTkH KpoBH (p<0,001) wu wnapacranue wunaekca THINC
(p<0,001), uT0 MEMOHCTPUPOBAIO YXYAIICHUES COCTOSIHUS TUTAHUS U yCYTyOJICHHE

TSHKECTH 3a00JIEBAHUS.

Takum 06p8,30M, OpraHrM30BaHHas1 Ha OCHOBC IICPCOHAIM3UPOBAHHOTIO

nmoaxoaa C  HCIOJIB30BAHHEM  BCEX  COBpPEMCHHBLIX  AWMATHOCTUYCCKUX H
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JIMETOJIOTUYECKUX TOAXOAOB HYTPUTHUBHAS TMOJAJEP)KKA SBISETCS BaKHOU
COCTaBJISIONICH KOMIUIEKCHOTO MOAX0/Ia B TEPAHK 3TOTO CJIO0XHOTO 3a00J€BaHUS
U TO3BOJIAET AOOUTHCS 3HAYMMO JIYUIIUX PE3yJbTaToB B Tepamnuu jereit ¢ BBO,

4YTO CYHECCTBCHHO YJIYy4IIAaCT UX Ka4YCCTBO KU3HU.
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BbIBO/IbI.

1.  IlpoBeneHHBI aHAIM3 XUMHYECKOTO COCTaBa PAIMOHOB TPYMIBI JETEH C
BPOXKICHHBIM  OYJUIC3HBIM  JMHISPMOJIN30M  OOHAPYKHUI  CYIICCTBCHHBIC
OTKJIOHCHHS: (haKTUYeCKasi KaIOpUHHOCTh PAIlMOHOB Kojiebanach B IMpeneiax OT
44% no 101% (B cpegnem 74423%) OT peKOMEHIyeMON pacCYUTAHHOW IO
dbopMynie HWHIUBUAYATbHOW HOPMBI TOTpeONEHUS i OONBHBIX JEeTeH C
BPOXKJICHHBIM OYJIJIE3HBIM DJIHICPMOJIM30M, UMET MECTO pa30araHCHUpOBAaHHBIN

COCTaB pallMOHOB.

2. Jns gereit ¢ auctpoduueckuM OyIUIE3HBIM SIUAECPMOIM30M XapaKTEPHO
CHIW)KEHHE Bcex aHTpornomerpudeckux uniaekcos (WAZ, BAZ, HAZ), uyto
OTpa)xaeT THKeCTb 3Tor GopMbl 3a0oneBanus. Y 25,5% wnabmronanach yMepeHHast
HemoctaTouyHOCTh mutanus (BAZ > -3 / <-2), a 'y 44,1% - Tshkenast HyTpUTHUBHAS
HesoctatouHoCcTh (BAZ nuxe -3). [lokazatenu WAZ, HAZ u BAZ y nereit ¢
MPOCTBHIM OYJIJIE3HBIM SMUJIEPMOIN30M B OoJbuHCTBE (82,3%) ciiyyaeB ObUA B

HOPMAJIBHBIX Mpeaenax.

3. Cpenn nabopaTOpHBIX TOKa3aTeleil OLEHKH HYTPUTUBHOTO CTaryca
HauOONbIIYI0 KIMHUYECKYIO 3HAYMMOCTh Yy JIeTell C BPOXACHHBIM OYIUIE3HBIM
SMUAEPMOJIU30M  HMEET  COJAepKaHME  albOyMHHAa  CBHIBOPOTKHM  KPOBH,
XapaKTepHU3yrolleecs: MOJI0KUTENbHOU Koppensiuued ¢ uHaekcom WAZ (r=0,54,
p<0,001), HAZ (1=0,40, p<0,05), BAZ (r=0,53, p<0,001) u cratucTH4ecKu
3HaUMMO 0oJiee HU3KUM YPOBHEM B TpyIe JAeTei ¢ AucTpoduueckoi (GpopmMoit
3aboneBanust (p<0,001), B cpaBHeHMM ¢ TmpocToil ¢opMoi 3ab0JIEBaHUS.
CHuxeHre ypoBHS XOJIECTEpUHA B CHIBOPOTKE JI€TEH C BPOXKJACHHBIM OYIIC3HBIM
SMHUACPMOIU30M OTpaxkaeT Hauboyee TDKEIYI0 CTeNeHb HEIOCTaTOYHOCTH
nutanus. JKenesomeurutHas aHemuss BbIsiBIeHA |y 86,0% merel ¢
TUCTpOPUIECKUM OYITIe3HBIM snuaepMonn3oM. [ledunut Buramuna D oTMedeH y

BCEX JleTeﬁ, HC MMOJYyYaBIIMUX CAIlJICMCHTAIUIO.

4, Nunexc nyrputuBHbix puckoB (THINC) craTucTiuecku 3Ha4uMMO BBIIIE B

rpynne ¢ guctpouueckoi Gpopmoit OyIe3HOro 3MUAEPMOIIHN3a, UMEET OOPATHYIO
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CTaTUCTHUYECKH 3HAaYMMyr cBsi3b ¢ WAZ (r=-0,75, p<0,001) u ypoBHeM

anpOymuHa (r=-0,59, p<0,001) B CELIBOPOTKE KPOBH.

5. Jlng OUEHKM W MOHHTOPUHTA COCTOSHUS HYTPUTUBHOTO CTaTyca JIETeH C
BPOXKICHHBIM  OYJUIE3HBIM  DJMUJAEPMOJIM30M  Haumbolee  IenecooOpa3Ho
UCTIOJIb30BaTh KOMILJIEKC KJIMHUKO-TA00paTOPHBIX MoKazaTeneil: nuaekcsl WAZ,

THINC u ypoBeHb CBIBOPOTOYHOTO aJIbOyMHHA.

6. Pa3zpaboTanbl nepcoHaNM3UPOBaAHHBIE AITOPUTMbBI HYTPUTUBHOU TOICPIKKH
JIeTed C BPOXKJEHHBIM OYJUIE3HBIM JMUIAECPMOJIM30M, OCHOBAHHBIE Ha OIICHKE
HyTpuTUBHOTO cTatyca (WAZ, BAZ, HAZ, GuoxuMuueckue moka3aTesn), Kbl
HyTpuTuUBHBIX puckoB (THINC) u BriIoYaromme WHIWBHUAYaJbHBIA pacuer
palMoHa IO CHenuagbHOM (dopmyie ¢ MNoa00pOM  CIENUATU3UPOBAHHBIX
MPOJYKTOB, YTO MOKET HCIOJIB30BaThCS C IEJbI0 ONTHUMHU3AIMK JIEUeOHBIX

MpOTpaMM JIJisi STUX OOJIbHBIX.

7. PazpaboTannbie aaropuTMbl TUETOTEPAINU MTOKA3aId CBOIO Y(PHEKTUBHOCTD
B KOMITJIEKCHOW TepaIruu JACTEH ¢ BPOXKICHHBIM OYIUIE3HBIM AMHUACPMOIN30M, UTO
BBIPA3UJIOCh B CTATHCTUYECKH 3HAYMMOM YMEHBIIIEHUH BUPMUHTEMCKOTO MHAEKCA
TspkecTH OyiuiesHoro nsnuaepmonu3za BEBS (p<0,001), u mnosoxuTenabHOU
JWHAMHUKE aHTpornoMmerpuueckux uHiaekcoB (WAZ, HAZ, BAZ) u wunzaekca

HyTpuTHUBHBIX puckoB THINC (p<0,001).
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INPAKTUYECKHUE PEKOMEHJIAILINN.

1. YuuTslBas BBIpaKEHHOE HApYyIIEHUE HYTPUTUBHOIO CTaTyca y JAETell C
TUCTPOPUUECKUM OYJUIE3HBIM SHUAECPMOJIN30M B KOMIUIEKC JI€UEOHBIX
MEPONPUITUA TNpPU JIaHHOM COCTOSSHUM JOJDKHA OBITh  BKJIIOYEHA
NEPCOHAIM3UPOBAHHAA HYTPUTHBHAs MOJJEPKKA C HCIOJb30BAaHUEM
CHEUATN3UPOBAHHBIX cMmecen TUISL DHTEPAIBHOIO IUTaHUA
(M30KaJOPUMHBIX WU THUIEPKAIOPUITHBIX ).

2. lna monutopuHra 3¢G(EeKTUBHOCTH HYTPUTHBHON MOAJEPKKH OETEH C
TUCTPOPUUECKUM OYyIJIE3HBIM 3MHUJIEPMOIN30M Hauboiee LenecooOpasHo
WCIIOB30BaHue IMKanbl HYTpUTHBHBIX pUCKoB THINC, munekca BAZ wu
YpOBHS albOyMHHA B CBIBOPOTKE KPOBH.

3. B cBs3u ¢ BBICOKO# YacTOTOWM BBISBICHUS TMHUIIECBON AJUICPTHH Y JIETCH C
nuctpodruueckuM OYJUIE3HBIM AMUAEPMOJIU30M, JETAM C JaHHOU (opmoit
3a00JIeBaHUs HEOOXOJMMO MPOBOAMTH MPHULENBHOE aIEPrOJIOrHYECKOe
oOciefoBaHWe Ui BBISBICHUS MHILEBOM aJJIEPTMM € TOCIEAYIOIIeH
KOPPEKIHEH peKOMEHAAIMid 10  JUeTOTepanmdd W 10J00pOM

CIICHUAJIN3NPOBAHHBIX cMecei.
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HPUJIOKEHUS.

[Tpunoxxenue 1. bBupMUHreMcKnii HHACKC TSHKECTH OYIIIE3HOTO SMUIEPMOIIHN3A C
IIPUMEPOM IOJICUETA.

®OUO namuenTa

DopMaBBD........oo
MaxkcumansHO dakTuueckue
[TapameTpsr OreHKa nmapamMeTpoB -
BO3MOXHBIH Oa OaJUIbl HAllUEHTA
Horta Iorepst HorTEM + él A 5
Juctpodus Horreit + 8
1/2 x % nopakeHHs! KOXKH: ITy3bIPHU, 3pO3HHU, KOPKH, 3a)KHBAIOIINE
Ouaru nopaxeHust o4aru, d)puTemMa, aTpoduueckie pyoLbl, He yIUTHIBACTCS 50
JICIIUTMEHTALWS M XOPOIIO 3KUBLINE PYOLIBI
0 — cam3ucThIC HE MOPaXKEHBI
ITonocts pra 5
1 — penxue my3bIpH/3pO3HU
Tnasa 2 — YacThle My3bIpU 5
3 — MepCUCTHPYIOLINE CHMIITOMbI, PAHHHE CTPYKTYPHBIC aHOMAJINH
Toprab 4 — yMepeHHbIE CTPYKTYPHBIE aHOMAJIHHI 5
5 — TspKeIble CTPYKTYPHBIC aHOMAJIMH (CM. HIDKE AETAIIH3AIHI0
ITumeson 0aJuIOB JII KOXKAOr0 Y4acTKa) 5
0 — mer pyOueBaHus
1 — MunyMBI W/Hn aTpoduuecKue pyoIs!
PyOup! Ha KOXe 2 — UMEIOIIMECS KOHTPAKTYPBI UM MEXKIIAJIbLICBBIC CPALLICHHUS 5
KucTel 3 — sIBHBIC KOHTPAKTYpPhI MM IPOKCHMAJBHBIE CPAIICHHS
4 — mexay 3 1o 5
5 — ciusiHUE BCeX MajblieB B BUE BAPEIKKU
KomnuecTBo 3710Ka4eCTBEHHBIX 04aroB
Pak xoxu (ruocko- +1 a5 MeTacTa3oB B JOKaIbHbIE/PETHOHATbHbIC
KJIETOYHAs KapLu- UMD OY3IIbI 5
HOMa) +2 [ OTHAJICHHBIX METAacTa30B, (MAKCHMYM 5
0aJIIoB)
0 —ner
XPpOHHIECKHE 73851 él; (}A)% noBepxHOCTH K0XkH (1 % — paszmep manonm)
HabmoatoTcs 6oee 3250 5
6/12 mec.
4-5-10 %
5—>10%
0 —amomnerus OTCYyTCTBYeT
1 — nopaxxerne 1-19 % BomocucToi YaCTH KOXKHU TOIOBBI
Py6uoBas anomenust 2-20-39 % 5
Benencreue bD 3-40-59 %
4-60-79 %
5-80-100 %
Henocrarounocts, 0-5 (rme 0 — HOpMa 1 5 — KaxeKCHs) 5
MTUTAHUS
OO0111€€ KOJIMYECTBO
100
OanoB
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NPWMEP NO ACYETA EaNNCE MPW BY NNE3H0M

SMMAEPMONMIE (E3)

I. Horrn. Buecame umcno, COOTBETCTHY KMILEE
EQIHMECTED NOPKEHALD HAH YTPaTeHHEDX
HOTTell B EDEAYE KIETKY H CMGKHTE Of MMY
[0 FOPHE0HTATH

Mpapas  [eszs  [lpasar Nzean Ofiwee kanu+ecTED

Mlapamerpa: EACTh KACTH CTona cTona dmrof - Mrero B fiannoe
OTCYTCTERE HOTTEH + + + * = cdm
DACTROGNA HOTTEH + + + + - +B- } -
HOpMaNEHEE HOTI
WTOND: & B B 5

1 Maomant nopakedns. JanTpoy iTe S0
NOPAKEHRS HA CIEME, 3ATEM ONPeReNHTE Opo-
MEHT I8 KRSKN0TO YTacTES H EHECHTE [0y -
YeHHEDE THATMEHHA E COOTEETCTRYHIIIHE Kme-
Toukn. Hanpamep, ecan mopakesa NonoaMHa
TYNOHHINA CHEPelH, EHECHTE 9% B COOTRET-
CcTEyy s EdeTousy. [lnomage namoHm
namseHTa cooTBeTCTEYET | % o7 ofimed mwao-
MATH OEEPEHOCTH £M0 TEna.

Mnouwyans MopasEmwe Cepsia (%)
MNowaas Nopasmwe G20 ()
Cnepam + C3E0m (%)

2 —NousANE NopamEsis
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[Tpunoxxenue 2. Ankera GaKTUYECKOTO MUTAHUS.

birona, npogyKThl, M1

1 neusn | 2 IeHb | 3 neHs

BCCTO

3ABTPAK

Kamia

Crip

DpyKTHI

Yait (MOJIOKO, KOMITOT) MAcJIO CIIMBOYHOE

OBE]l

Canat U3 CBeXHUX OBOLIEH, BUHETPET

Cyn

MsicHoe Oirono  (perda)

Tapuup

Cok, Mopc

Ioaanuk

TBopor

Ileuenne (Badum, NpSHUKN)

DpyKTHI

Kedup

YKUH

OBo1Hoe 0JIF0I0 WK Kalla

MsicHoe (ppIOHOE) 6111010

Omizet

Yaii (MOJIOKO)

Ilepen cHom

Kedwup (Momok0)

XJ1e0 Ha BeCh JIEHB
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[Mpunoxenne 3. A) lllkana nyrputuBHbIX puckoB (THINC) y nereii ¢ Oymie3Hpim

sanuaepMon3oM (10 18 mec).

ITokazarenu

Orenka

Pacuer
THINC

Macca Tejia M pOCT

Bec nipu poxaenun,
MEePIECHTHIIb

>90 nepuenTmm = 0
4 — 90 nepueHTHIIb = 5
<4 meprentiam = 10

[IpuGaBka Macchl Temna /
MOTEPS MACCHI TeJa
3a MOCJIEIHUIN MecsI]

Oxkomno 100% oxxnmaemoit mprudaBku Maccel = ()
Her nannbix wiu 50% oxunaemoii mpuOaBku Macchl =5 OTCYTCTBHE
npubaBku / motepst macchl =10

Poct npu poxnenun,
MePLEHTUIIb

> 90 nmepueHTHIH=0
4-90 mepueHTHIIb
<4 mnepuentmm =10

YBenuuyeHue pocTa 3a
nocnennue 2-4 mecsiua

Oxomno 100% oxunaemoii mpudasku = 0
Her nannbix umm 50% oxugaemoii npudaBku = 5 HeBo3mMoxHO
M3MEPUTH (M3-3a COCTOSIHUS KOXH)/ OTCyTCTBHE MpubaBku = 10

IluTanne U CHMITOMBI CO CTOPOHBI OPraHoB IUIIECBAPCHUSL

[Iutanue B nepsoie 4-6Mec

W cknouuTensHo rpyJHOE MOJIOKO = 0

I'pymHOE MOJTOKO (WITH CIIE)KEHHOE TPYTHOS MOJIOKO) B mepBbie 1-4
Heaenu=0

CMmemaHHOe BCKapMITUBaHue (TPyTHOE MOJIOKO U cMech) = 0
Tompko cMech = 5

IIuTanue Ha HacTOSIIUI
MOMEHT

CranznaprHasi cMech Ha OCHOBE KOPOBbEro Mosioka= (
Crienmanu3upoBaHHas BBICOKOKAJIOpHiHAas CMECh WIM CMECh Ha
OCHOBE T'MIPOJIM3aTa MOJIOYHOTO OeKa= 5

IlepopasipHOe nuTaHKe (KaK MOCTOSHHOE) = 5

CrnenuanbHble METOIBI
MMATaHUA (70 HACTOSIIIETO
BpeMeHH/ Ha HACTOSIINN
MOMEHT)

[TepopanpHOE Yepe3 C UCTOIB30BAHUEM CIICIIUATBLHON COCKH
«XabepmaH ¢unep» wim 30HA0Boe = 10
CoueTaHue BbILLICYKa3aHHBIX METO0B =10

ITopaxxenue poToBoit
MOJIOCTH / OTKa3 OT TPYAH,
OyTBIJIOYKH MM KOPMIICHUS
C JIOKKH,
/racTpoa3odareanbHbIi
pedroke u/nm
MPUMEHEHHUE MPEapaToB

Her=0
Nuorma =5
OO6b1yHO /BCcerna = 10

Bonesnennas nedexanms /
3arop / nuapes /
MPUMEHEHHUE CIa0UTEIbHBIX
WJIM pa3sMsIrYuTeNe cTyna

Her=0
HWNuorma =5
OO6b1yHO /BCcerna = 10

I[epMaTOJIOFI/I'-[eCKI/Ie CUMIITOMBI

[Tnowmans nopaxeHus Her =0
KOXU 1-30%=5
>30% =10
IInomane Her=0
WHQUIMPOBAHHBIX 1-30% =5
Y4YaCTKOB KOXKHU >30% =10

Oo01ee YucIo

MakcuMajabHoe 3Hauenne=100

PexoMeHaalIMH HA OCHOBAHUHU KOMILJIEKCHOI OLIEHKH COCTOSIHUS MUTAHHUSA
0-25 —nerkas creneHb HapyIICHUS TUTAHUS - HAOJIOICHUE CIIESIUATUCTOB B TEUCHHUE B 3 - 6 Mecsna
26 - 50 - ymepeHHas cTerneHb, Bce mapaMeTphl, pepbiiarnue 0 TpeOyIoT NPUBICUCHUS COOTBETCTBYIOIIETO
CIICIIMANINCTa KaxKable 1- 3 MecsIes.
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51 - 75 —1shxenas CTENEeHb, BCE MapaMeTphl, IpeBbimatoniye 0 TpeOyIoT MPUBICUCHHS] COOTBETCTBYIOIIUX
CIEIHMATUCTOB. MOXKeT MoTpeOOBaThCs MOCIUTAIN3AIIMH IS 00JIee HHTEHCUBHOIO 00CieoBanus (HaOIF0ICHNU ).

[ToBTOpHOE OOCIEHOBaHME Yepe3 1 Mmec.

76 - 100 - oueHb BBICOKAsI CTEIICHh HAPYIICHUI - TocnuTanu3alus. Bee mapamerpsl, nmpeBbimaromye 0 TpeOyroT
MPUBJICYCHUS COOTBETCTBYIONINX CICIUAINCTOR.

*-Mcnonp30BaHue CHEUAIBHON CETKHU (CM.HIKE)

Pexomenganum mo npud/IM3UTEILHOMY pacyeTy IJIOIIAAH MOpakeHHOo KoxH (Y% oT

Nmsa

Homep ucropun

HNucTpykuus:

iomaau nosepxHoctu resaa (IIT))

Jara

e 3amTpUXOBaTh NOPAKEHHBIC YYACTKH, HCIOIb3YS IOMOJHUTEIBHBIIN BET IS

UHQHUIMPOBAHHBIX 30H.
e Kaxnas suelika coorBeTcTBYeT 1% OT IUI0IAAM TOBEPXHOCTH BCETO Tea.
e Slueiiky npunaATh 3a 1%, ecinu moJse 3aKpalieHo Ha 4YeTBepTh Win Ooiee.

OmnpenesieHne NpoLEHTA MOPaKeHUI KOKH OT mJiomaau nosepxuoctu reqaa (IIIIT)

O0mas nJjomwaab NOpaKeHHOM
Kok (% ot IIIIT)

IInomanb MHGPUIUPOBAHHBIX
y4acTkoB k0xH (% ot IIIIT)

Hepeszm IMMOBCPXHOCTH

3aHsAs MOBEPXHOCTH

Bcero
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b) Hlkana nyrputuBnbix puckoB (THINC) y aerteii ¢ Oyiie3HbIM 3MHAEPMOIU3OM

(crapmre 18 mec).

ITokazaTenmu Onenka Pacuer koMImIekcHOTO
IMOKa3aTelIst
COCTOSIHUS ITUTaHUS
Bec u pocr

Macca Tena B KT, ICPLUECHTHUIIb

>90 nepuentuian = 0
4 — 90 mepueHTUIb = 5
<4 nepuentmiu = 10

Pocr, B cM, nepueHTHIIb
CyMMa LIEHTUIIBHBIX KOPUOPOB,
IIPEBBILIAIOIINX [ICHTHIIb MACChI TeJla

<1=0
1-2=5
>2=10

[Tpubnu3uTeNbHOE YBETUUCHUE MACCHI
Tena / moTepsi MacChl Tella B TIOCTICTHUE
6 Mmec.

75-100% ot oxungaemoro = 0
~25-75% ot oxumaeMoro = 5

>25% nnm HexKeNaTenbHas oTepst
maccel = 10
[Tpu Haymymnu U306ITOYHON Macch - 0

CuMITOMBI/COCTOSTHH E OpraHoB NMUIIECBAPCHUSA

Cparenue s3pika™

Her=0
YMepeHHoe cpalieHue sA3blka = 5
Tspxenoe cpamienue sa3pika = 10

Hucdarus /mpotepras nuera/
Jleuenne (anTUpedIIOKCHAS Teparnus)/
WK N30BITOYHAS CTU3B/MOKPOTA

Ouensb penko/mukoraa = 0
Huorma =5
Yacro/Bcerga = 10

bonesnennas nedexarus / 3amop
peKTaIbHOE KPOBOTEUEHHUE / Tuapest
MCIIOJIb30BAaHUE CIIA0UTENbHBIX TIP.
Ype3MepHOe B31yTHE/METEOPU3M /

DIIMMHUHAIIMOHHAS THeTa (MCKITIOUYCHHE
KOPOBBET'0 MOJIOKA, MIIICHUIIBI, JP)

Hukorma =0
HNuorma =5

Yacro/Bcerga = 10

I'actpocToma Her=0
Ha=35
JlepMaTosIorHYecKue CHMIITOMBbI/COCTOSIHHE KOKH
[Imomane nopaxxeHus HeT =0
KOWKH™** 1-10%=5
11-30% =10
31-50% =15
> 50% = 20
[Tnomane MHGUIUPOBAHHBIX YYAaCTKOB Her=0
KOXH** <25% =5
26 —50% =10
>50% =15

Oo0nree yncJ10

MakcumaiabHoe 3Hauenne=100

PCKOMCHHaHHPl HA OCHOBAHHUM KOMILIEKCHOM OI€EHKH COCTOAHUSA NIUTAHUA

0-25 —nerkas cTeneHb HapyIICHUS MUTAHUS - HAOJIOIEHNE CIICIIUATUCTOB B TeUeHHE B 9 - 12 Mecsia
30 - 50 - ymepeHHas cTerneHb, Bce mapameTpsbl, npepbiiatoniye 0 (3a HCKIIIOUeHHEM OTMEUYEHHOTo *)
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TpeOYIOT MPUBIIECYCHUS COOTBETCTBYIOIIETO CIEIUAINCTA KaXable 4 - 6 MeCsIIeB.

55 - 75 —1spxenast cTeneHb, BCe mapaMeTpsl, npeBpimaromie 0 (3a HCKIF0YeHHEM OTMEYCHHOTO *) TpeOyroT
MPHUBJICYCHHS] COOTBETCTBYIOIINX CHEIUAINCTOB. MOKeT MOTpeOOBaThCS TOCIUTAIN3AINHY I OoJiee
WHTEHCUBHOTO HcclieqoBanus (HaomoaeHus ). [losropHoe oOcnenoBanue uepes 3 mec.

80 - 100 - oueHp BrICOKAS CTENIEHb HAPYIICHUH (M CBA3aHHOTO C HUMH PUCKa) - ToclHTanu3amms, Bce

napameTpsl, npesbimaromue 0 (3a UCKII0YeHHEM OTMEYEHHOTO *) TpeOYIOT MPUBJICUCHHS COOTBETCTBYIOIINX
CIIELUAIIUCTOB.

**-lcnonp30BaHue CrielUaIbHON CETKHU (CM.HUXKE)

PexoMengaumuu nmo npudJAn3NTEIbHOMY pacueTy IJIONIAAH MOPaKeHHOi koxkHu (%o oT
niomaau nosepxuoctu reqaa (IIT))

HUmsa Howmep ucropun Hara
HHcTpykuus:

e 3amTpuxoBaTh NOPAKEHHBIE YUACTKH, UCIIOJIb3YS JOMOJIHUTEIbHBIN IIBET [T
UH(OUIUPOBAHHBIX 30H.

e Kaxnas sueiika coorBeTcTBYeT 1% OT mitomaau noBEpXHOCTH BCETO TENA.
e Slueiiky npuHaATh 3a 1%, ecnu nose 3aKpaiieHo Ha 4eTBepTh Win Ooiee.

OnpenesieHne NPOLEHTA MOPAKEHUI KOKH OT 1u10omaau nosepxuoctu tesa (IIIT)

O6mas nJjaomaab NopaskeHHou Iaomaas MHPUIIMPOBAHHBIX
ko (% ot IITIT) yuacTkoB K0:xku (% ot IIIIT)

IlepenHsis NOBEPXHOCTD

33}1Hﬂﬂ IMMOBCPXHOCTH

Bcero

158



[Ipunoxenue 4. AHKeTa 1JI1 MOHUTOPUHTAa HYyTPUTUBHBIX PUCKOB y aeteil ¢ BEO

Mpepnaraemaa dopma gna sanonHeHUA GaKTOpPOB, OTpamawLWmMX ocobeHHoCcTHU NnuTaHMa pebeHka ¢ B3
Uma: I ap NMB__ I Nata o

Bec __Kr UeHTune Pocr kr UeHTHnE

KOHCHUCTEHLMA NALLA

. HopmaneHas

NPUYUHDBI

- OpaneHble e e T MpupaweHue asbika . Kapuec
nyzelpu

Hupkran

CTpuKTYpa
nuweeoga

Ancdarma r3? pednioke

Peryprutaymsa

. MMnepnpogyKuMa cnuzmn

YACTOTA OECEKALMK M APYTME CUMIMTOMBI, C HEW CBA3AHHBIE

. pPaz B AeHb paz e Hegenw Gone . KpOEb B CTYNE

HoHcucTeHuma

CNAEBWUTENbHbIE, NPE--U NPOEMOTUKH

Crumynupyowme cnaburenbHoie PazmAaruMTenu ctyna

BonokHa (uenmwonosa, Mpe6uoTurm
KnetyaTka)

Opyrue

MpoBuoTukm

NPUMEPHOE CYTOYHOE MEHKO

3asTpak

2-i1 3aBTpak
Obeg,

Mon aHuK

VMK

KopmneHwe nepes cHom

CpeaHee BPEMA KOPMIEHMA o _ % cbefeHHOM efbl OT NPEAIOHKEHHO W NOpLMY

. FacTpocToma/HazoracTpanbHblid 30H4,

MurateneHan/3HepreTMueckas LeHHocoTe NUWeebix 4obasok/ nuTaHKus Yepesz zo0Hg,

Haszeanue npenaparaos) Noza Yacrota ynotpebnenma

Apyrue pobaeku: HazeaHue npenaparaloe), goza wactoTa

Henezo Mochop _ Canbumii +/- eur D

HapHuTHMH Op. eMTamuHbI Hpyroe

MpumMepHBIi cyTouHBIH Kanopam

Benkwm r r/ur) Hopma gna spoposoro pebenka _ r(__ _rfur)
Kanopam kHKan ( kKan/ur) Hopma gna sgopoeoro peBenka kKan/ur)

MpumeuyaHua
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IIpunoxenue 5. Xumuueckuit cocrtaB cmecu HyTpUHMAPUHK C MOUIIEBBIMU

BOJIOKHAMM.

HyTpuMHUAPUHK ¢ NUIIEBBIMH
KommnoneHnT Ea. usm. BOJIOKHAMH
JHepreTuyeckasi HeHHOCTH KKaj 153
Benoxk r 3,3
JKUPBI r 6,8
HacCBIIIICHHBIC T 0,7
MOHOHEHACKIIIIEHHBIE r 4.1
IMOJINHEHACHIIIICHHBIE r 2
06: 03 521
YrieBoabl r 18,8
Caxapa r 7,4
[Tonucaxapuas T 11,2
[InmeBsie BOJIOKHA r 15
OCMOTNSIPHOCTH M Ocwm/n 440
MuHepajibHbI€ BelllecTBa
Hatpwuii (Na) iy 67
Kammii (K) iy 140
Xnopuast (Cl) Mr 100
Kanpmmii (Ca) MT 84
Dochop (P) Mr 75
Maruwuii (MQ) MOcm/1 17
Keneso (Fe) iy 1,5
Husk (Zn) MI 1,5
Menp (Cu) MKT 135
Mapranen (Mn) MT 0,23
®drop (F) MT 0,11
Monu6en (Mo) MKT 6
Cenen (Se) MKT 4,5
Xpowm (Cr) MKT 53
Wox (I) MKT 15
BuraMuHbI
Kapotunownier MT 0,15
Buramun A MKr-RE 61
Buramuu D, MKT 15
Burtamun E mr-a TE 1,9
Burtamuna K MKT 6
Tuamus (B;) Mr 0,23
Pubodnasun (B,) MI 0,24
Huanwn (By) mr-NE 1,65
ITaHTOTEHOBAST KHCIOTA MT 0,5
IMupunokcus (Bg) Mr 0,18
®dosreBas KHCIIOTa MI 23
[{nanko6anamut (Bi,) MKT 0,26
bunotun MKT 6
Buramun C MT 15
L-xapHUTHH Mr 3
XomuH MT 30
Taypun MT 11
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