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AKTyanbHOCTb

[lnTaHne wurpaer BeayLlyr poSfib B obecneyveHnn 300pOBbS
yerioBeka, B OCODEHHOCTU B AE€TCKOM BO3pacTe, Korda B
OopraHn3mMme Hanbornee WHTEHCUBHO NPOTEKAakT MNpouecChbl
pocta M pas3sutnda, dPOpMUPYIOTCA U CO3peBaldT MHoOrue

OopraHbl n CUCTEMbI, COBEPLUEHCTBYKOTCA NX beHKLI,I/II/I.
(Tytenban B.A., Konb U.4., 2017.)

[netoTtepanna 4BNAeTCA OOHMM U3  YHUBEpPCaAllbHbIX W
9PPEKTUBHbLIX NOAXOOOB K JleYEeHU LLUMPOKOro Kpyra

3aboneBaHN EeTCKOro Bo3pacTa

(Blau N., Hennermann J.B., Langenbeck U., Lichter-Konecki U., 2011;
BapaHoB A.A., Hamasosa-bapaHosa /1.C., boposuk T.3. n ap., 2013 )

ObecrneyeHne agekBaTHOro (PU3NYECKOro pasBUTUS OETEN C
BIC saBnsetrca aktyanbHouM npobnemMon  neguaTtpum U
OETCKOW Kapauonorum, a Ttakke HeobXoaMMbIM N BaXXHbIM
KOMMNOHEHTOM  JledeHns [OeTen C BPOXAEHHbLIM MOPOKOM

pP'L" ( ) I'Iupu BATy , N.A. Konsa. M.: MeanumH lACbOpM LMOHHOE areH 2017 Blau N., Hen

g t fph ylk t d t hyd obiopterin (BH4) defic M | Gen tM tab. 2011; 104 BapaHos A.A., Ham a-Eap a J1.C., bopos T3 v ap. fue panus Npu HacneACTBEHHb
M ToanYeckoe nucobmo. M., 2013

n J.B., Lani g nbeck U., Lichter-Konecki U. Diagnosis, classification, and
IX Gone 3HF|X AMWUHOKUCIIOTHOTO



bonbHble C HEOOCTATOYHOCTLIO NMUTAHUA
= Yacrtota rocnutanmdaumn 13% npotune 5% (p<0,05)
= CwmepTHOCTb 13% npotuB 2% (p<0,01)
= 3aTpaTtbl Ha ne4vyeHune B 2,3 pasa BbllLE
= Hwxe nokasarenu KayecTBa XXU3HU

(Agostoni et al, 2005; Guest et al, 2011)

HegocTtaTtouHOCTL NUTAHUA — MPOrHOCTUYECKUN KPpUTEPUU
no3gHero netanbHOro Ucxoga rnocrie onepaunn Ha cepaue.

(Kolacek, 2011 r.)

https://med-pomosh.com/?p=8487



NMpnynHbl dopmMmmnpoBaHNA HYTPUTUBHOMU
HegocTtaTo4yHocTu y aeteun ¢ BIIC:

CHWXXEHHOEe noTpebrnieHne Kanopumn (CHUXXEHHbIW anneTur,
NOBbILLIEHHAA YTOMIIAEMOCTb),

rmnepmetadbonusm (Taxmkapaus, TaxurHoa n ap.),

CUHAPOM Manbadbcopbuun (HapyLLeHns KpOBOCHaDXeHUS
KNLLEYHUKA),

aKTMBaUua HeMporopmMoHarbHbIX CUCTEM OpraHmsma
borbHOro (cumnaTtukoagpeHanoBon U PEHUH-aHTMOTEH3UH-

anbgoCTEPOHOBOWN).

* HegoCcTaTo4yHOCTb NUTAaHUA pa3BUBaETCH
NOCTENEHHO U CTAHOBUTCHA BUOANMOWN Mpw
XPOHUYEeCKOon cepaeyHoun
HegocTatoyHocTn (XCH) - [lI-1V knacc .

* Hanbonee BbipakeHa Npn €AMHCTBEHHOM
Xenynodke cepaua, BbICOKOWU Nero4Hou
rmnepTeH3umn, «cnHmnx» BI1C.

(Knni ckas W5l ATCKO 3paCTa'py Bo,qc s Bpaye /no, ,qp,qTC-)Ep k, K.C. Napopo. M.: MUA, 2015. 720 c.; Miller TL, Neri D, Extein J,
SmarbG dS kmaS NN n Pedial Cdomyp hyP og Pediat CdI200724(1)5971



Cxema natoreHe3a HegocTaTO4YHOCTU nuTaHusa npu BIC

CTpyKTypHas nepectpouKa CriM3ncTomn
0060JTI0YKM TOHKOWN KULLKKN (OTNOXeHune

KonnareHa, yBesiudeHue TOJSIWMNHbI CTEHKMU,
cy6- n atpodhnsa BOPCUHOK)

Hu3kue nokasatenu PyHKUMOHANbHbIE
HYTPUTMBHOrO cTaTyca 0 HapyLleHus (cHuxeHune
XCH lli-IvV WHTEHCUBHOCTHU

BCacbIBaHUA OCHOBHbIX
NULLIEeBbIX BellecTB "
MWKPOHYTPUEHTOB)

YBenunyeHume

3HepreTn4eckux sartpar
Oucnencuyeckue

paccTpoucTBa
(cHMxeHUue anneTuTa,
TOLWHOTA, OTPbIXKKA,

avapesa v ap.)

(pabota mmnokappaa,
AblXaTenbHOU
MYCKyrnaTypbl, 6a3oBble
MeTabonuyeckue
pyHKUUMU,
TepmMmoperynauusa v ap.)



EenKOBO-3HepI'eTVI‘-IeCKaFI HeAOCTAaTO4YHOCTDb
(MKB-X: E40-E46) -

anuMeHTapHO-3aBUCUMOE COCTOSAHME, Bbl3BAHHOE NPENUMYLLIECTBEHHO
6enkoBbIM N/UNN SHEPTETUYECKUM rofniogaHmneM, NposBAsAOLEECS
aeuunTomMm Macchl Tena n/unu pocta U KOMMNIEKCHbIM HapyLLeHNEM
romeocTasa opraHm3amMa B BUAe U3MEHEHNSI OCHOBHbIX METaboNMNYeCcKnx
NpOLECCOB, BOAHO-3NEKTPONMUTHOro ancbanaHca, UaMeHeHus1 cocTaBa
Tena, HapyLleHUs HEPBHOWU perynaunmn, SHOOKPMHHOIo agncdanaHca,
YrHETEHUA MMMYHHOMN CUCTEMbI, ONCAYHKUUN XKernyaovHO-KULLEYHOro
Tpakta (PKKT) n gp. opraHoB W CUCTEM.

Knaccudukauma 6enkoBo-aHepretTM4eCcKom HeaoCTaTOYHOCTH
(B3AH) y aeten (no Waterlow J.C.,1992)

Popma Octpasa bOH XpoHunyeckasa b3H
(% ponxeHcTBYIOLWEN MacChl NO POCTY) (% ponxeHcTBYIOLWEro pocTa No Bo3pacTy)

0 (Hopma) > 90 > 95
| (nérkas) 81-90 90-95
Il ( cpepaHeTAXKENAA) 70-80 85-89

Il (Tarkénasn) <70 < 85



Knaccudumkauma 6enkoBo-aHepreTM4ecKoun
HeAOCTAaTO4YHOCTU y AGTGI?I (% OT JOMKEHCTBYIOLLEN MaccChl MO POCTY U Z-CKOp)

CrteneHb/®opma Octpasa B3H (% ot XpoHuyeckasa B3H (% ot
OOJKEeHCTBYOLWEeN AOJIKeHCTBYHOLWEero
Macchbl pocTta
Mo pocTy u Z-ckKop) Nno BO3pacTty u Z-ckop)
0 (Hopma) 90-110 95 -105
+/—-2 +.—-2
| (nerkasn) 80— 89 90-94
-1,12--27 -1,12--27
Il (cpeaHe-TAXKenan) 70-79 85 -89
-2,12--37Z -2,12--3Z
Il (Tarkenasn) <70 < 85
<-37 <-37

r'\! .



Knaccudukauma 6enkoBo-3HepreTM4eCcKou
He4OoCTaTOYHOCTU Y AeTeu

NMepBu4yHan
HeAOCTaTOYHOCTb NUTaAHUSA
anuMeHTapHas, CHUXEHNe
noTpebneHnst HyTPUEHTOB

BTopuyHasn
HeAOCTaTOYHOCTb NMUTAHUA — NpU
pa3nn4yHbIX 3aborieBaHuAax, npu
KOTOPbIX MPOUCXOAUT HapyLleHne
YCBOEHUSI HYTPUEHTOB UNU
NOBbLILLEHHOE X NOTpebneHne

OcTpas HegoCTaTOYHOCTb NUTaHUA — XpoHuyeckas

notepsi Unn copmmpoBaHne aedpuuuta HeJOoCTaTOYHOCTb NMUTaHUA —
MaccCbl MO OTHOLUEHWUIO K OTMEeYyaeTcs He TOmNbKO
[OIMKEHCTBYIOLLE Macce Tena npu neduunuT Maccbl Tena, Ho U
OTCYTCTBUM AeduunTa o pocTy CyLLleCTBEHHas 3afepkka pocTa




BckapmnuBaHusa getem c
3aepP>XXKon BHYTpuyTpooHoro passutusa (3BYP)

= [lnTaHne peten ¢ 3BYP BHe 3aBUCUMOCTU OT TAXKeCcTU, K 7-10-m
CYTKaM XXWU3HU cOoCTaBnsAoT n3 pacyeta 120-125 kkasn/ke.

= Pacyet KanopuMMHOCTU NPOBOAAT Ha (0aKTUYECKYHO Maccy Tena.

* [1pn HeQoOCTaTOYHOM CKOPOCTU POCTa MacChl 1 OANWHbLI Terna NpoBoAAT
koppekuuto 0o 135-155 kkas/k2 nog KOHTPONEM TONEepaHTHOCTW.

* [1pn HepgocTaToOYHbIX NpMbaBKkax Macchbl Y AETEN CO CPEAHUM
donsnyeckum pasBUTUEM KOPPEKUUIO MUTAHUA NPOBOAAT NO TAKOMY
Xe npuHuumny.

= OcHOBa NUTaHUsI — 2pYyGHOE MOJIOKO.

* [1pn CHMXXeHUN cocaTeribHOro pedonekca oCyLEeCTBAAOT KOPMIeHne
CUEXXEHHBIM MOJSIOKOM 13 BYTbINTOYKM U/MNu Yepes 30HA.

* [1lpn HepgocTaToOYHbIX NpMbaBKax Macchl Tena U pocTta HasHa4vatoT
CMecU ans HEAOHOLWIEHHbIX AeTen ¢ ypoBHeM benka = 2,2 B8 100 mn

- j' -

V- Nestie - | Nb ot eiton
N N Nutrllfn [ 2SS
{ e =3 izoIln
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BckapmnuBaHusa getem c
3aepP>XXKon BHYTpuyTpooHoro passutusa (3BYP)

= Oboratutenn  rpyaHoro MOJIoKa HeLenecoobpasHo
MCNOMb30BaTb B NUTaAHUM OOHOWEHHLIX aeten ¢ 3BYP, nockorbky
OHM HapywarwT COOTHOLUEHME OCHOBHbLIX MULLEBbLIX BELLECTB B
CTOPOHY NpeobnagaHua MOMNOYHOro Oerika, YTO MOXET YCUIMUTb
PUCK pa3BUTUS B JanbHeEWeM MeTabofinyeckoro CuMHAOpoOMa.

B nutaHun peten co 3BYP npu BblpaxeHHbIX HapyLUeHUSX
NPOLLECCOB MepeBapmBaHUA, BCacCblBaHUSA W YCBOEHUSA MULLEBLIX
BeLLEeCTB Ha3Ha4yaloT CMeCcuM Ha OCHOBE BbICOKOrMAponmM3oBaHHOIO
benka, oboralleHHbIe CcpeaHEeLENOYEeYHbIMU TPpUrnuuepmnaamu.

A e

Nutrilon ey

s 2000 | FrISO FrISO Humana Hyrpunax g

, Un koBa J1.B., Llo# E.I., YepHbix H.C. BcKapmavBaHWe HOBOPOXKAEHHbIX AETEN C BPOKAEHHBIMU NOpPOKamu cepaua (MeTtoanyeckue pekomeHaaumm)
uta B Kysbacce. 2020. No3(82). C. 82-94.



BckapmnuBaHue npu BPOXAEHHBIX NOPOKaxX cepaua

= [lpn HepocTaTOYHOCTM NUTaHUA Ha poHe BI1C nogxoabl K
NUTaHWUIO Takne Xe, Kak ny geten ¢ 3BYP.
= [Mutanne pgeten ¢ BIIC 6e3 cepae4yHoOn HEOOCTATOMHOCTU
* [NpeumyLecTBO MMEET BCKapMIMBaHWE rpyaAHbIM MOSMOKOM U3
rpyan matepu, nmbo CueXeHHbIM TPyOHbIM MOSIOKOM Mo
KOHTPOEM YPOBHS NpubaBoK Macchl U pocTa B npeaenax
dOU3NONOrMYECKNUX 3HAYEHUN, a TaKXKe KINMHUYEeCKOoro aHanmaa
KpoBu (ypoBeHb Hb, Ht, cp. obbema aputpoumTta u cp.
KOHUeHTpaunu Hb B aputpounte), cogepxaHusi 6enkos B
CbIBOPOTKE KpOBM (anbbyMuHa, npeanbbymuHa, TpaHceppurHa).

- Ecnny mambl Mmano monoka, ay pebeHka
OTCYTCTBYET OenikoBas He4OCTaTO4YHOCTb,
BO3MOXHO 3aMeLLeHNEe rpyaHOro Monoka
aganTupoBaHHOW MOMOYHOW CMeChbIo A0
OOCTMXKEeHUs Heobxoammoro oobeéma
KOPMMNEHUS.




[Tpumep pacyeTa

_ PebeHok ¢ BINC B Bo3pacte 12 OHewn,
NMTaHUA:

doakTnyeckaa macca = 3,0 Kr.

CyTOYHbLIN OOBEM KOPMMNEHUA PaBEH:
125 Kkkan (KanopumHOCTb ON1A pacyéeTa

L —
~yBenunyeHa B cB43u ¢ BINC, npn HegocTaTouHbIX
npmnbaBkax MaccCbl BO3MOXHO YBENMYEHME [0
t e 155 kkn/kr) x 3,0 kr = 375 KKan B CYTKW.
\ \

375 kkan + 70 kkan (B 100 mn

= .
" rpygHoro monoka 67-70 kkan) x 100 mn = 535,7
’[ ; MI1 CMECMW.
Pa30BbIn 0OBEM Mpu KOpMIeHUN 8 pas B CYTKU

paBeH: 535 mnn + 8 = 66 mn (rpyob wnu
CUEXEHHOE rpyaHOE MOSOKO).



[MutaHne pnetenm c¢ BIIC 6e3 cepoe4yHOM HEQOCTAaTOYHOCTHU
(NnpooomxeHne)

[Tpn HanMMuYMM KNUHUYECKUX UM rabopaTopHbIX MPU3HAKOB
doopmupoBaHua 6enkoBom He4OCTAaTOYHOCTM Ha3Ha4valT CMecb and
HeOOHOLLEHHbIX aeTen ¢ ypoBHeM benka = 2,2 r 8 100 mn. O6beEm
OOKOpMa CMeChIo onpeaenaeTcs nHansmayanbHo, OT

25-30 % oT1 obuiero o6bLema n bonee.

[Tlpnumep pacyeTa
NUTaHUSA:

, PebeHok nonydaet 535 mMn rpygHOro Monoka
o » B CYTKM Unn 66 mn 8 pa3 B A€Hb.

-

— / ..
- Z D 3ameHsaT 20-30 % oT obbemMa KopMMeHUs
,.,«" ‘; —

@
"\*9, CUEXEHHbIM rPYaHbIM MOJSIOKOM, T.€.
3 pebEHKY HasHavalT 53(46) mn rpygHoro

mosioka un 13(20) mn cmecun ans
HeOHOLEHHOro pebeHxka.



BckapmnuBaHue geteun ¢ BINC u cepaevyHoun
HeAOCTaTOYHOCTbIO

HeobxogmMmo coxpaHATb B MUTaHUK rpyaHOE MOSOKO (KOpMIieHUE
N3 rpyam martepu, CUEXEHHbIM rpyaHbIM MOJSIOKOM U3
BYTLINOYKN UMK CUEXEHHBIM TPYOHbIM MOSIOKOM Yepes 30HL).
[Tpu pa3sutTun cepgeyHon HegoctatodyHocTn (CH) 0BBbEM
KOPMJ1IEHNSA CYTOYHbIN Ha 1-M Mecsue Xn3Hn He bonee 500 mn, Ha
2-3-M Mmecauax — He bonee 600 mn.

[aHHagqa rpynna geten HyxxgaeTca B MNOBbILWWEHUM 3HEProueHHOCTH
paunoHa. HeobxogmMmo nocTterneHHoe €€ yBenuyeHue Ao
120-160 kkan/kr macchbl Tena v 6enka 3-4,5 r/kr maccbl Tena B CyT.
[Tpy HEODXOAMMOCTU YacToTa KOpMIeHUn yesenunumasaeTcsa 4o 8-10
pa3 B CYTKMW.

Koppekuus npomcxoant nytem 3amelleHusa ot 20-30 % o
NOSIHOro OObLEMA KOPMIIEHNS CMECHIO AN HeOOHOLWEHHbIX AeTeN C
ypoBHeM Oenka = 2,2 r B 100 mn u 80 kkan B 100 mr.



BckapmnuBaHue pgeteun ¢ BIN1C u cepaevyHoun
HeAOCTaTOYHOCTbIO

= Y peten ¢ BINC ¢ CH Il A-lll pacuyeT nutaHma 120-160
Kkan/kr,

= 6enok 3-4,5 r/kr obsasarteneH AN npeaoTBpalleHus
HYTPUTUBHOW HEOOCTaAaTOYHOCTU (rpyaHOE MOJSIOKO + CMECbh
Ons HeAOHOLLEHHbIX AETEN).

= KopMneHue 4yepes CocKy, Npu AeKoMMeHcaLnm — 30H40BOe
KOpMIeHue.




MeToAbl 30HAOBOro KOPMIeHUS:

- HenpepbIBHbIN (MPOSIOHIMPOBAHHbLIN) —

BBeeHNE CYTOYHOro obnbema

9HTepanbHOro nutaHust 6e3 nepepbiBa B

' TeyeHne 24 4yacos;

- nepuoavveckum (KanenbHoe unu

_g OorocHoe) — BBEAEHME CYTOYHOrO

Al o6beMa 9HTepanbHOro NUTaHUS C

NHTEpBanammn; AnNUTENbHOCTb

~ KanenbHOro BBeOEHUSA pa3oBOro o6bLeEMa
ycTaHaBnMBaeTcsl UHAMBUAYaSbHO;

.- boniocHoe BBeAdeHue — nuTaTenbHbIN
. cybcTpaT MeaneHHo BBOAUTCS C

MOMOLLbIO LUNPULA CO CKOPOCTbIO, HE

npesbiwaroen 2 Mn/M1UH UM CaMOTEKOM.




KoHTponb adhdekTuBHOCTHU

AfekBaTHasi nuuieBasi noadepxka OormkHa ObiTb
oTperynupoBaHa Takum obpasom, 4Tobbl YpOBEHb
npeanbbymnHa u TpaHcdeppunHa B KPOBU MOBbILLANCA A0
pedEePEHTHBIX 3HAYEHUN:

* npeansbymunH 0,2-0,4 r/n,

* TpaHcheppuH 1,30-2,75 r/n),

* anbbyMuH KpoBU He MeHee 38 1/n,

* MOYEBUHbI — HE MeHee 1,8 mmonb/n.

Wrnwesa J1.H., LurensHukosa M1.B., Lo E.I"., YepHbix H.C. BckapmnusaHue HOBOPOXAEHHbIX AeTell C BPOXAEHHbIMW nopokamu cepaua (Metoanyeckue pekomeraaumm) //Matb n uts B Kysbacce. 2020. Ne3(82). C. 82-94.



AnroputmMm Bbibopa cnocoba BCKapMnMBaHUA AeTen nepBoro nonyroaus Xu3Hu c
XPOHUYECKON cepaevyHOU HeAOCTaTOYHOCTbLIO U HeAOCTAaTOYHOCTbLIO NMUTAHUA

OCTPana HeQOCTATOYHOCTE MATAHKMA (Nerkan, yMepeHHan, TAXenan)

| | b

rpyuuoa BCOKAPRMAME A HMS (p.ot'ra‘rol—luan J'IBKTBI.I,II”] CraeuaHHoe BCHAPMAMBaH Hcl{y(_crcauuoa BCEaprMiUEaHMa
Orpauunleuue HMHMOKOCTHM Orpauuuel-q He HMOKOCTI Orpauuqeuue HNOKOCTHM
Hew (MCH 1} EcTh (MCH ILA-III) Her (}CH I} EcTk (XCH ILA—III) Her (XCH 1) EcTk (XCH 11LA—111)
KoprmeHMme M3 YoM MaTep, KoprneHme 13 rpyor mMaTepi, L ErE e G ST
OOKOPR CLEE N Py A TTTA PO B2 HHO R ROos HoR Ny —— -
MOMOKOM MNK CMecBE> ONA CRECHD MNKM CAMeChBHD oA HenoH I M B b
HeoHouwWeHHBIX M ManoBeCcHbBIX HeqOHOWeHHEBIN M ManoBsecHbIxX p,e'reﬁ ‘,l" o
aetern / cMeECcED ANA SHTERANEHOMD meTed / cMmechio - s OO AT e
nNAUTaAHMA ANA FHTEeERanEHOro NUTaHmA
L J L J L J
KoprmneHnre cueseHHERIN MRy aHEBIN KoprineHiie chechio ONA
KoprMneHme KoHLEHTRVPOEIHHEIMM MOMACKOM M3 By TEUNOWKK MK HEQOHOLWSHHEIX 1M ManNoBSCcHEIN
Sl EHEHHEIM FRYAHEIM MOMGKONM Mo NoKaZzaHiAM Yepes 3oH0 (NPK AeTel / CMechs ONA SHTepankHoro
M3 DY TEUMTOYKM MIF Mo Mo KaEaHMARM ASHKOMMOSHCILMW], ACKODM CMECEH: OA MAMUTAHMA M2 BYThEUIOUKE
wepes 3oHO HEAOHOLWEHHEBIN M ManoBecHBIN AeTei MM Mo NoKazaHuam Yyepe3 3oHO
CRPMECHRID ONMA FHTepanEHONS NUTaHuA l:l'lpll .qEI(DI!lrIE-I—ItaL‘“IIJ

= HazHaYyeHMWe MUTaAHMA Ha haKTHMUYSCKY S Maccy Tena
- IHepreTUYecKan WeHHoCTE 120-160 wean /wr
= Benox 3-4.5 r/ur maccsl Tena
= ExenHeBsHbIR KOMTPOMNs NprBaBKM Maccsl Tena

= MepapacyeT NdTaMKAa 1 pas &8 1-2 Heq

Wrnwesa J1.H., LurensHukosa M1.B., Lo E.I"., YepHbix H.C. BckapmnusaHue HOBOPOXAEHHbIX AeTell C BPOXAEHHbIMW nopokamu cepaua (Metoanyeckue pekomeraaumm) //Matb n uts B Kysbacce. 2020. Ne3(82). C. 82-94.



LleHTunbHbIE KpMBbiE NapamMeTpoB
pPa3BUTUA OEBOYEK B 3aBUCMMOCTU

OT reCtauMoOHHOIo BO3pacTa
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BbiBOAbI:

= [lpaBunbHaga opraHusaunga BCcKapMnnBaHUsa OeTen c
BI1C - BaXXHbIN KOMMOHEHT Tepanuu.

= Qbecrie4yeHne agekBaTHOro OU3NYECKOro pa3BnTuUS
neten ¢ BI1C - Heobxoanmoe ycroBume rievdeHns v
peabunutauun.

* [lpn HasHayeHnn AOueToTepannm Heobxoammo
MCMosb3oBaTh MHOAUBUAYASbHbIM NOAX0A4 B
3aBNCMMOCTU OT TOSIEPAHTHOCTU NMULLIEBAPUTENTBHOW

CUCTEMbI, C Y4ETOM
NoTpPeEObHOCTU U
nvetowlerocs aedouymTa.




Cnacu6o 3a Bawe eHumMaHue!




