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Pe3rome

B crarpe aBTOpBI OTMETHII BO3MOXKHOCTDH ITOSIBIIC-
HUSI OCJIOKHEHHH, HaOMI0aeMbIX IPH IIPOBEICHUH JJTH-
TEJIPHOTO NapeHTepajbHOro NuTaHusd. Bpauu Hepenxo
VAETSIIOT BHUMaHUE CPOKaM M JO3UPOBKaM Ha3HAYCHUS
JKUPOBBIX 3MYJIBCHH, 9acTO 3a0bIBasi, 0COOCHHO Y Je-
Tell paHHEro BO3pacTa, O TAKUX BaXKHBIX KOMIIOHEHTAX
MapeHTEPATEHOTO MUTAHUS, KAK MUKPOAJIEMEHTHI, 0CO-
OeHHO KanbLuii 1 Gocdop. B crarbe aBTOpamu noapoo-
HO paccMaTpUBAIOTCS CPOKHM HA3HAYEHUS U JO3UPOBKU
JKHUPOBBIX 3MYJICHH, BUTAMHHOB M MHKPOXJIECMEHTOB
y HOBOPOXIICHHBIX U IeTel paHHEro Bo3pacra.

Abstract

The article states possible complications in
long-term nutritional support. Doctors rarely think
of schedules and dosages of fatty emulsions espe-
cially in infants. They frequently forget about such
important components of nutritional support as mi-
croelements especially calcium and phosphorus.
The article clarifies schedules and dosages of fatty
emulsions, vitamins and microelements in new-
borns and infants.

Knroueevle cnoea: napenmepanvroe numanue:
AMUHOKUCTIOMbL  (AMUHOBEH-UH(DAHM),  JHCUPOBbIE
amynscuu (CMOD-nunud), pacmeop 2uroko3vl, suma-
MUHBL, MUKDOIIEMEHMbI, Oeml PAHHe20 03PaACmda

Key words: nutritional support, fatty emulsions,
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CoBpeMeHHBIII YpOBEHb HEOHATOJIOTMHM M HEOHa-  moiHas sHTepaibHas may3za (NPO nil per os, Huuero
TaJIbHON XMPYpruUM MO3BOJSIIOT BBIX@XKHBAaTh JAETeH  depe3 poT), JOCTATOYHO UIMTENIbHAs W HeoOXoxmmas
C TSDKEJION MAaTOJIOTHEH JKeNIyNOYHO-KUIIEUHOIO Tpak-  JJISl CTHUXaHMS MaTOJIOTHYECKOTro Ipolecca, aHTHOAaK-
ta (OKKT), Takoit kak nopoku pa3zsutust XXKKT, Hekpo-  TepuasbHas u nocunapomHuas tepanus. [Ipu pazsutun
tusupyommii sHTepokosut (HOK). HOK sBnsercst  ociioXHEHUIT BO3MOXKHO XHPYPrUueckoe BMeELIaTellb-
TSKEIIOW >KU3HEYTPOXKAIOLIEH MAaToJIOTHEl HOBOPOXK-  CTBO, JJIMTENIBHOE IOJHOE MapeHTepajJbHOE IMUTaHHE
JICHHBIX, Yallle HEJOHOIIECHHBIX, KIuHIUecKu mposiB-  (I1I1) B cOOTBETCTBUU ¢ BO3PACTHBIMH IOTPEOHOCTSI-
JSIeTCSl yXY/IIIEHUEM OOIIET0 COCTOSIHUS, HapylIeHHeM  MH. J[ocTynHbIe cOBpeMEHHBIE pacTBOPHI aMHUHOKHC-
yCcBOEHMS 3HTepanbHOoro nutanus (JI1), cuMnToMaMu  JIOT M KUPOBBIX 3MYJIbCUI IO3BOJISIOT HPOBOAUTH
nopaxeHus JKKT c passutrieMm napesa u reMopparude-  umtenbHble Kypesl I manuenTam ¢ BeleykazaHHON
CKOTO CHHJpOMa, JJAOOpaTOpHO BBIABISICTCS HapacTa-  MaToJOTHEH.

HUE MapKepOB CHUCTEMHOW BOCHAIUTENBLHOW peakluu Ha nam B3rsia, Hanbosnee TSHKENBIMU U CIIOKHBIMHU
(CBP), B TsKEenbIX Cly4asx HEPEAKO BO3MOXHO pa3-  JIJIsl TEPalUH SBISIFOTCS TaKUE OCJIOKHECHUS JITUTENb-
BUTHE CEICcHca, HeKpo3a 1 nepdopannu yuactka kum-  Horo [II1, kak xojecra3 M OCTEONEHHS y HOBOPOXK-
ku [1]. OCHOBHBIMH METOAAMH JICUSHMs SBISIOTCSA:  AeHHBIX. [IpoOmema xomecraza mpu 111 He sBrsercs
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9KCKJIFO3UBHOW JIISl HEOHATOJIOTHH, OTHAKO y HOBO-
POXKICHHBIX XOJIECTa3 Pa3BUBACTCS JOBOJIBHO CTPEMHU-
TENBHO M UMeeT Tshkenoe Teuenue. OcTteoneHus (Ha-
3pIBacMasi TAK)Ke METa0OIMUYECKON OOJIE3HBI0 KOCTEH)
MOKET Pa3BHBAThCSl y HEJAOHOIIECHHBIX, TONYYaIOMINX
MepopaibHO HEJOCTAaTOYHOEe WM HecOalmaHCHpPOBaH-
HOE KOJMUYECTBO Kajibitus, docdopa um Burammua /I,
HO 0COOCHHO TsDKENasi OCTEONEHHsI pa3BUBACTCS Y HO-
BOPOXJICHHBIX Ha junTenbHOM [1I1, Tak kak morarus
napeHTepaibHbIX GopMm (ocdopa AT HOBOPOKIEH-
HBIX B Poccun He BKIIIOYEHA B COOTBETCTBYIOIIHUE MPO-
TOKOJIBI.

XoJjecTa3 npu NapeHTePaJbHOM NMUTAHUHU
HOBOPO:KIEHHBbIX.

XonecTa3 — HapylleHHe oOpa30BaHHS W/WIU JKC-
KpEIMH JKETUH IO YKEeTUEBBIBOSIIIEH CUCTEME, Xapak-
TepU3yIoleecs] TMOBBIIICHHEM KOMIIOHEHTOB IKEITIH
B KPOBH M HEJOCTAaTOYHBIM WX TMOCTYIUIEHHEM B KH-
meyHuK. KIMHWKO-1a00paTopHBIMUA  MTPOSIBICHUSIMU
SABJISIFOTCS: JKENTyXa, OCTOSHHASL WM TEPHOJNYECKas
axXoJHs CTyNa, TEMHBIN [IBET MOYH, YBEJIIMUCHUE pazMe-
POB II€YEHU, KOXKHBIN 3y, IOBBILIEHUE YPOBHS IPSIMON
bpaknuu 6mmupyOouHa, menodnoi gpocdarassr (LLD),
ramma-rryramuHTpancdepassl (ITT), xonecrepuna,
oera-mumonporensioB (b-JIII) u >kemyHBIX KHCIOT
(°KK). Haunbosnee paHHMM MPU3HAKOM XOJIeCTa3a y HO-
BOPOXKICHHBIX JI€Tel SBIAETCS JKENTYLUIHOE OKpaIlH-
BaHHE KOXKUM C 3€JICHOBAaThIM/CEPOBATHIM OTTEHKOM,
TeTraTOMeTalis 1 MOBBIIIEHIE MPSIMOU (paKIiy OrH-
pyOuHa G6onee uem Ha 15-20% ot ypoBHs 001IeTrO.

Xonecras kak ocnoxHenue [1I1 pa3BuBaercs y 3Ha-
YUTEIILHOW YacTH HEIOHOIIEHHBIX HOBOPOXKAECHHBIX
JeTed, TMOoJy4YaloluX ero ITUTelpHO (Oonee ABYX-
Tpex Hemenb W Oonee). YacTora HEOHATAIHHOTO XO-
necrasa Ha III1 Tem BBImE, YeM MEHBIIIC Macca Teja
pHu poxaeHuu u yeM pnutensHee Kypce [I1. Puck He-
oHatansHOro xonectasa Ha III1 Bozpactaer mpu mo-
HOM SHTEpaIbHOM T'OJI0OJaHUH, IIPH CETICUCE, CHHAPOME
M30BITOYHOTO OAKTEPUATBHOTO POCTA B TOHKOH KHIIIKE,
MIPU KUIIIEYHOW HEJOCTAaTOYHOCTH B pe3ynbrare HOK,
TacTPOIIN3NCA, aTPE3UN KHUIIIKH.

[IpenBaputenbHble pe3yabTaThl IMMOKA3BIBAIOT XO-
pommii 3¢p¢eKT cTparernd MUHHMH3ALUHN JIAIHIOB
IIpY pa3BUTUM HEeOHaTaJIbHOro xonecrasa Ha IIII. Ho-
BOPOXKICHHBIE C XOJIECTAa30M, IIOJy4YaBIINE BHYTpPH-
BEHHO JMNIHUABI B 03¢ 3 T/Kr/cyTr wim Ooiee, OBLTH
BKIIFOYEHBI B MPOTOKOJ MHHUMU3AIUU JTUIHIIOB, T. €.
nony4and 1 1/ Kr IWMUAOB /1Ba pasa B Hexeno. B rpym-
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ne «MAHUMH3AIUY JUIHI0BY HaOIonanach TEHICH-
LM K 3HAYUTEIIEHOMY CHUYKEHUIO YPOBHS OMITMPYOHHA
10 CPAaBHEHUIO C AHAJIOTMYHOM KOHTPOJIBHOU I'PYMIION.
VY onnoit wetBepTH (8 U3 31) U3 ITUX HOBOPOXKIECHHBIX
pa3BwiIcs OWOXMMHUYECKM JOKa3aHHBIA YMEPEHHBIN
IeUIIT He3aMEHUMBIX YKHUPHBIX KHACJIOT, KOMITEHCH-
POBaHHBIM HEOONBIIMM YBEIHMYSHHEM JTO3BI JKUPOBOM
SMYJBCUU TIPU COXPAHEHUU CTPATETHMH MUHUMHU3ALUN
aunuaos. B ciydae passutun xonecrasa Ha I1I1 cyie-
CTBYIOT pEKOMEH/IAIINH 110 N3MEHEHHUIO pEXXKUMa BBEIE-
HUS BHYTPHUBEHHOW XHPOBOH dMynbenu 10 1-1,5 /KT
B JIBa-TPH pa3a B HEJENO (HA3bIBAEMBIH [TUKINYSCKUI
mpuem). [locTymieHHe TakOTO KOJMYECTBA JKUPOB
MPEIOTBPAIAET CYIICCTBCHHBIH JE(UIUT >KUPHBIX
KkucaoT. HazHaueHune XKUPOBOW SMYNbCHU Ha OCHOBE
pBIOBeTro Xupa B 103€ 1,5 T/KT B CYTKH MOXKET CITOCO0-
CTBOBAaTh pa3pelIeHHI0 X0JIecTasa.

Jis HOBOPOXIEHHBIX, IIUTEIHHO IONYYaIOIHX
[1I1, BaxxHO KaK MOXHO paHbllie Hadath DI, xoTs OB
B MUHUMaJbHOM oObeMe. Jlaxke He3HAUYUTEIbHOE T0-
crymenne DI («rpodudeckoe murtanue» — a0 20—
24 MI/KT/CYT)  CTUMYIUpPYET  KEITYeOTHCIICHUE,
COKpAIIEHHE JKETYHOTO IY3bIps M NMEPUCTAIBTHKY KH-
mevHuKa. [lersaM ¢ HeoHaTanbHbIM XoJnecTa3oM Ha [1I1
HeoOXO[MMa JOCTATOYHAs JOTAIUs >KHPOPACTBOPH-
MBIX BUTAMHHOB.

[Ipu cuHIpoMe XonecTaza yMEHBIIAEeTCA KOJIWYe-
CTBO MOCTyHAroImeld B KUIIEYHHUK >KETYH, YTO MPH-
BOJIUT K HApYIIEHUIO MPOIECCOB BCACHIBAHUS JKHUPOB
u xupopacTBopuMbiXx ButamMuHoB (A, [, E, K). Jletn
C XOJIECTAa30M HYXKIAIOTCs B AOTAllMH >KHPOPACTBOPH-
MBIX BUTAMHUHOB, OCOOCHHO €CJIH JUIUTEIBHOCTD XOJle-
cta3a cocrasiser 6onee 10—14 mueit (tabnuma 1).

Haunbomnee wacTo W KIWHWUYECKH 3HAYUMO TIPO-
siBrsieTcst neduuuT BuTamMuHa K, 3amacel KOTOpPOTO
B OpraHu3Me MHUHHUMaibHBI. OKOJIO YeTBEpTH neTei
C XpOHHYECKUMHU 3a00JICBAaHUSIMH TEYCHU UMEIOT KO-
aryJonariio, CBA3aHHYIO C JeQHUIUTOM BHUTaAMHHA
K. B cnydae m3aMeHeHHl B Koaryjiorpamme (yIIHHE-
HHE TPOTPOMOMHOBOTO BPEMEHH, aKTHBHPOBAHHOTO
MapuaIbHOTO TPOMOOIUTACTHHOBOTO BPEMEHH) HEO0-
XOMMa MapeHTepaibHas notamus Buramuna K. bonee
MPEINOYTUTENBHO Ha3HaueHue ButamuHa K1 (¢umio-
XMHOHA), JOCTYIHOTO JIUIIb B KOMILJIEKCE C OCTalb-
HBIMH KHPOPACTBOPHUMBIMH BUTAMUHAMHU JIJIS1 BHY TPH-
BEHHOTO BBeACHHS B m03¢ 20 MKI/MI (BUTATUIINL).
Hcnonp3oBaHne BUKacoina — BOAOPAcTBOpUMOM (op-
MBI MeHa/InoHa — npoButamuHa K3 menee apdexrun-
HO. [IpueM >KUPOPACTBOPUMEIX BUTAMUHOB CIIETyET
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Tabnuua 1. MotpeBHOCTb B KMPOPATBOPUMBIX BUTAMIUHAX MY HEOHATANBHOM XOMecTase

NcTOoUYHUKN ButamuH A ButamuH 1 ButamuH K ButamuH E
McKiernan anbgakanbumgon 30-50 Hr/
2002 [2] 2500-5000 ME/cyT krfcyT 1-2 mrK, 100 mr

Andres, Haafiz 2012
[3]

5000-25000 ME/cyT

25 (OH) D
3-5 mkr/kr/cyT

2,5-5 mr K, kaxabin
[AeHb 1N Yepes
[€eHb.

50 ME / kr B cyTku

KoHTposb ypoBHs K YPOBHIO pETUHON-
CBSA3bIBAIOLLIETO

6enka <0.8 mol/mol

Xonekanbuudepon <
Feldman. Sokol 2013 ?0205_ (5003(; ME/cyT; PuToHaaNOH: E:&?E:;gioﬁgnmwirmag; rnvKonb
4] 3000-10000 ME/cyT 2'xonekanbuudepon 2.5-5 mg gBaxapl 1090 cykumHat 15-25 ME/kr/
(KanbLUTPKON): B HeJeno cyT; D-a
0.05-0.2 MKF/KI'./CyT Tokodpepon go 100 ME/kr/cyT
Gotze, Blessing XonekanbLudepon
2015 [5] 1500ME/kr/cyT 500 ME/kr/cyT 1 mricyT K, 50ME/kr/cyT
CooTHoLeHne BuTammHa E
CooTHoLLeHne K YPOBHIO OBLLMX MMNMO0B
peTuHona KoHueHTpauusi B KpoBu MpoTpombuHoBOE ChIBOPOTKM <0.6 MIT:
25 (OH)D BpeMS

<14 Hr/mn peduumT;
<30 Hr/mMn HeaoCTaTOYHOCTb

CooTHoLueHne Tokodepon/
XONECTCTEPUH

(< 2.22 mmol/mmol

npv gecuuyute)

Ananus PIVKA-II
6onee 4vyscTBMTENEH

MPO/IOIKATh B TEUEHHWE HE MEHee 3 MEcSIEeB Mocie
paspereHus KeNTyXH, B TeYeHHe KOTOPBIX MOTYT CO-
XPaHATCS HapYyIIEHWSI KEeITIeOTNEICHUS.

[Mocne BoccranoBnenus D11 B cooTBeTcTBHU C 00-
IIMMH TIPUHIMIIAMYU TEPAIK X0JIeCTa3a HOBOPOKICH-
HBIX U JIETeH paHHEro BO3pacTa CJIeyeT MPOBECTH OIl-
THMHU3AMUI0 TUTaHHUSA, TPOIOIDKHUTH JOMOIHUTEIHHOE
Ha3HauYEHHUE KUPOPACTBOPUMBIX BUTAMUHOB, BO3MOXK-
HO J00aBJICHUE JKEITUYETOHHBIX MTPETaparoB.

JIst HOpMaIbHOTO POCTa JETSIM C XOJIECTa30M Tpe-
OyeTcs yBelIMUCHUE OCIKOBOW U KAJIOPUHHOW Harpys-
KU TI0O CPaBHEHHUIO CO 3MOpOBEIMH aeTbMu [6]. Jue-
TUYECKHE IOTPEOHOCTH IPH XOJIECTa3e YBEIHMYEHBI
10 120-140% ot Bo3pacTHOH HOPMBI. ITO MOXKET OBITH
JIOCTUTHYTO ITyTEM HCIIOJIB30BaHUS B PAI[MOHE CIIEIIH-
aJbHOM JIeueOHOM JueThl. Eciiu 3TO He IPUBOIUT K XKe-
saeMoMy 3 eKTy, MUTaHUEe MPOBOAUTCS YepPe3 HA30-
TaCTPAIBHBIN 30HJ WM OCYIIECTBISETCS YACTUIHOE
[IT1. MoHUTOPUHT YPOBHS IJTFOKO3bl HATOIIAK B KPOBU
HEOOXOAUM JJISl TUAaTHOCTUKU THUTIOTIIUKEMHUH y HOBO-
POXICHHBIX M MJIQJICHIICB.

CyllecTBYIOT pEeKOMEHIAIUU J00aBIsATh B CMECh
WIN TPyOHOE MOJIOKO JOMOJIHHUTEIHFHO  YIJIEBO-
JIbl, JKUPbl WM TOBBIIIATh KOHIICHTPALMIO CMECH.
[Ipu aToM criemyeT cobmoaars 0co0yr0 OCTOPOKHOCTB,

TaK KaKk yBEJIIMYCHHE KOHIIEHTpaluu cMecu (pasBe-
JIEHHEe MEHBIIMM KOJMYECTBOM BOJIbI) U J0OaBICHHE
YIJICBOMIOB (KaK MPaBHUIIO, B BUJE TOJIMMEPA TITFOKO3bI)
MOXET YBEJIMUYUTh OCMOJISIPHOCTh CMECH M IPUBECTHU
K nuapee. Jlob6aBieHne XUPOB BO3MOXKHO B (opme
cpenuenenoueynpx Tpunmnepuaos (CLT), koropeie
MTOJIBEPTAIOTCS BCACHIBAHWIO B KHIIEYHHKe 0e3 ydJa-
CTHSI )KEITYHBIX KUCJIOT U TPAHCIIOPTUPYIOTCS U3 DHTE-
pouMTa 1o CUCTEME BOPOTHOM BEHBI B HEU3MEHEHHOM
Buzie. JlocTymHBI criennann3upoBaHHbIe cMecH, o0ora-
mrenHbie CI[T, koTOpbIe TaKke MOTYT OBITh pa3BeICHBI
B OOJbINEH KOHIIEHTPAITUU WIIH 00OTaIIeHEBI TIPH HE00-
xXonuMoCTH. Bo3M0OXHO BBeZieHHE TIepopaIbHBIX (hopM
CLT Bo Bpems KOpMIIEHUS WM UX JOOABIICHUE B TPYA-
HOE MOJIOKO MM cMech. C IIOMOIIBIO 3THX Mep Kajo-
PUHHOCTD TPYIHOTO MOJIOKA MOXKET OBITh yBEIMUYEHa
¢ 67 kkan/100 ma o 100 kkan/100 mot.

Ecnmm HeT BO3MOXXHOCTH WCIIONB30BaTh TPYAHOE
MOJIOKO, TIPH BBIOOpPE JIEYeOHOTO TUTAHHUS Y HOBOPOXK-
JICHHBIX JeTel HEeOOXOJMMO YYHTHIBATH CIICHYIOIINE
COCTABJIAIOLINE: CTENEHb BBIPAKEHHOCTU M JJIUTEINb-
HOCTh XOJIECTa3a, MOTPEOHOCTH ISl TeCTallMOHHOTO
¥ TIOCTHATAJIBHOTO BO3pacTa pebeHKa, COMmyTCTBYOIINE
HapyIIeHUs PacIleIUIeHNs] ¥ BCACBIBaHUS HYTPUEHTOB
B KUILIEYHUKE. Y JETeH ¢ TSxKelol nepuHaTaibHON ma-
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TOJIOTHEH BO3MOXKHO HapYIICHHUE IMPOILECCOB BCACHI-
BaHUS OENKOB ¥ YIJIEBOAOB, YTO HAPAIY C CHHIPOMOM
MaThaOCOpPOINY KHUPOB BCIIEACTBHE XONECTa3a, SIBIIS-
eTCsl TTOKa3aHUEM K HCIIONIb30BaHHUIO CMecel Ha OCHO-
Be OEJIKOBBIX THJIPOJIM3ATOB, COACPIKALIMX OT TPETH
1o nonosuHbl CL[T B cocTaBe KUpPOB, U CHUKCHHBIM
YPOBHEM WJIM MOJHON 3aMEHOM Ha APYrue YIrIeBOAbI
JaKTO3hI (anbdape, MENTUKESUT U 1p.). Y HEAOHOIICH-
HBIX JeTel MpH YMEepEeHHON BBIPaXKEHHOCTH XOJIecTa-
32 MOYKHO HCHOJB30BaTh CMECH I HEIOHOIICHHBIX
nerelt, cogepxkamue 20-30% CLT u Gomplioe Koiu-
4yecTBO Oenka (MpeHYyTPWIIOH, NpeHaH U np.).Y wmia-
JICHIIEB C 3aTsHKHBIM XOJECTa3oM, AC(PHUIMTOM Beca
ONTHMAJBPHO WCIOJIB30BAHUE CMECH, COJepIKaleh
OOBIUHBIN OEITOK ¥ TIOHMKEHHOE CONIEPIKAaHUE JIAKTO3BI
1 kupoB, u3 kotopsix 50% CUT (xymana JITT+CLIT).

C uenbi0 CHMXKCHHUS MaibaOCOPOLMU KHPOB BO3-
MOYKHO Ha3HaueHHe (PEPMEHTHBIX IpenaparoB (KPeoH
m3 pacdera ot 1000 EJl mumaser/kr/cyt mo 1000 EJ]
Ha | TpamMM Xupa B IUETE) IO KOHTPOJIEM KOIIPOTPaM-
MBI WJIH JTUITHIOTPAMMEI Kala.

Ypcone3okcuxoseBast KUCIOTa — KeITYHAast KUCIIOTa,
MPUCYTCTBYIOMIAA B COCTABE XKCJITYU MJICKOIIUTAIONIUX,
o0ajaeT TernaTonpOTEKTOPHBIM JCHCTBUEM, YBEIIH-
YUBAeT BBIJENIEHUE JKETYM W yMEHBIIAeT XOJIeCTas.
[Ipu xomecrase Ha MapeHTEPAILHOM IHTAaHUU YPCO-
JIE30KCUXOJIeBass KUCIIOTA TEOPETUYCCKH MOXKET OBbITh
MOJIC3HA, CTUMYJIUPYS BBIICICHHUE JKEIUH, OJTHAKO HET
HUKaKUX J0Ka3aTelbeTB ee dhdekruBHocTr. I[lepo-
panpHOE Ha3Ha4YeHHe ypcodaiabka BO3MOXKHO TOJIb-
KO MalueHTaM, MOJyYarolluM W ycBaumBaromum Ol
[Ipu cuHOpOME XOJecTa3a NMpU YBEPEHHOM YCBOCHUHU
OI1 mokazaHo MpOBEICHUE KETICTOHHON TEPAITuU Ipe-
MapaToM ypCOAE30KCHXOJIEBOH KHCIOTHI (ypcodaibk)
u3 pacuera 20 Mr/kr/cyT B 2 npueMa (B cilydae HEI0-
cTaTo9HON 3(h(HEKTHBHOCTH 10332 MOXKET OBITh YBEIH-
yeHa 710 30 Mr/Kr/cyT).

MeTaboauueckas 00J1e3Hb KOCTeH (0CTEONeHN )
HeTOHOIIeHHBIX

OcHoueIe 3anackl Ca u P 1071 mommydaeT B mociie-
HUe 6 Henenb, CIEJ0BaTENbHO, BCE HEJAOHOIICHHBIE
MJIaJICHIIBl UIMEIOT BBICOKHE TIOTPEOHOCTH B 3TUX MH-
Hepasax, KOTOpbIE He BCEra BO3MOYKHO BOCIIONHHTE.

OcteoneHus HCIJOHOIICHHBIX, omnpeaeiaeMas
KaK CHW)XXCHHME MHMHEPAJIBbHOM KOCTHOM IIJIOTHOCTH
10 OTHOUIEHUIO K O’)KUJAEMOMY YPOBHIO MHHEpaIU3a-
WY TS TUT0J]A WITH TPYIHOTO peOeHKa COTIOCTaBUMBIX
MacCO-pOCOBBIX MMOKa3aTeIe Ui reCTaluOHHOTO BO3-
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pacTta B coueTaHWM C OMOXMMHUYECKUMU W/WIIH PEHT-
TEHOJIOTHYECKUMHU HM3MEHEHUSAMU. OTH HU3MEHEHHUs
OOBIYHO BKJIIOYAIOT TUNodocdaTeMuto, yBeTHUCHHE
III® u BTOpUYHBINA T'UIEpPHAPATHPEO3, KOTOPBIE MO-
TYT CONPOBOXKIATHCS PAXUTHIYHBIMUA W3MEHEHHUSIMH 1/
WJIM CITOHTaHHBIMA TIEPEIIOMaMH.

Metabonuueckas Oone3ns kocrerd (MBK) passu-
Baercs y 16-40% uenponomennsrx ¢ OHMT u OHMT,
yame Npy AJIUTEILHOM IapeHTEepaJIbHOM MUTaHHH,
1 TposiBiisieTcss B 6—16 Hemenp Mocie poXACHUS CHH-
JKEHHEM MAacChl U W3MEHEHHEeM apXHUTEKTYPHI KOCTH,
IIPH OCTEOMAJISIIMY 33 CYET CHIDKEHUS MUHEepaln3a-
U] KOCTH CTaHOBSTCS «MSTKUMI». XapaKTepHbIE U3-
MEHEHHs Ha pEHTTEHOIpaMMe TOSABIISIIOTCS MOCIE 3Ha-
YUTETFHOW MOTepH KOCTHOM MuHepanuzauud. MBK
MOJKET MIPOSIBIATHCS B BHJE HETPAaBMaTHUECKHUX IEpe-
JIOMOB ¥ B JTaJIbHEUIIIEM TIPUBOIUTH K HAPYIIICHUSIM PO-
cta u hopMupoBaHus KocTei [7, 8].

[enounass docdaraza (D) ¢duznonornyecku
YBEJIMYMBAETCS B TEUEHHE IEPBBIX HECKOJIBKHUX HE-
JIeTTb 1 UMEET IIJIaTo OKOJIO 5—6 Heenb, JaabHenIas
TEHIEHITNS K pocty U noseimerue (> 800 ME/n) cBu-
JIETENbCTBYET O PHUCKE OCTeoneHuu. YpoBeHb LD
HE KOppEIUpYyeT CO CTEHEHbIO JAEMUHEpPaIH3aLHHU.
Paxutnueckue n3MeHeHUs] MOXHO BUICTh M Ha Ooree
HU3KUX ypoBHsX (<600 ME / 11). ¥Yposens LL[D moxeT
OBITH OOMaHYMBO HU3KUM B YCIIOBHSIX Ne(umuTa MIHKa
WM TIPY BO3ACWCTBUHU TIIFOKOKOPTHKOWIIOB M HE JOJN-
JKeH OBITh €JMHCTBEHHBIM ITOKa3aTeNleM JJIsi CKPUHHH-
ra ocreoneHud. CrnenupUIHOCTD ymy4InaeTcs, Koraa
[I[® ucnonb3yeTcst B coueTanuu ¢ ypoBaeM ocdopa.
[®> 900 ME / n u cumwxkenue ¢pochopa B CHIBOPOT-
ke kpoBu <5,6 mr / mi (<1,8 mmomns / m) umeetr 100%
YyBCTBUTENBHOCTH U 70% crienupuaHOCTh. ANTOPATM
JUATHOCTHKH U JICYCHHUS OCTEONEHUH HETOHOIICHHBIX
MpeAcTaBieH B TabauLe 2.

YV HEOHOILIEHHBIX AETEW TP JUIUTEIBHON Tepanuu
dypocemuioM (HarpuMep, ¢ XPOHHYECKUMH 3a00J1e-
BaHMSIMH JIeTKHX) B maroreHeze MBK wmrpator poms
JeQUUUT KaIbLUs M METa0OoJINYeCKHe W3MEHEHUs,
CBSI3aHHBIC C BTOPUYHBIM THIIEPIIAPATHPEO30M. Y ITHX
HOBOPOX/IECHHBIX mMOBbIIeHHe maparropmona (I1TT)
MPUBOIUT K moTepe docdara ¢ Mouoil u runodocda-
teMud. IloBbimieHHbId ypoBeHb IITT BI30BET NOBBI-
[IeHUEe YPOBHS KAJIbLHMS B TUIa3Me 33 CUET yBEITUICHHUS
KOCTHOHM pe30pOIui M YBEIHUYEHHs ITOYEYHON W KH-
IeyHoi abcopbunm xanenus. Takum oOpa3zoM, H30Iu-
POBaHHBII YPOBEHb KaJIbIH B IJIa3Me HE MOXKET OBITh
MapkepoM prucka MBK, Heo0XoauMO KOHTPOJIUPOBAThH
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macca npu poxageHunm <1500
'B<28 Hepenb
Mrr>4 Hepenb

deHobapbuTan, PeHNTONH)

CkpuHur B 4—6 Hepenb (Ca, P, LD, akckpeumst chocgopa ¢ movor nnu KP®)

HeBo3MOoXHO AOCTMYb MOMTHOTO 3HTeparibHOro NuTaHus ¢ gobasneHvem doptudukatopa MM
MpuMeHeHWe HapyLUaoLWKUX MUHEPaNM3aLMio KOCTM NpenapaToB (KopTUKoCcTepouabl, ypoCEMUL, METUMKCAHTUHBI, FENapuH,

MakcumanbHas 0.2 MKr/kr/cyT

BoamoxHbl foobenenosanus (peHTreHopadums, napatropmoH, 25 (OH) But[)

JleyeHne — makcMmarnbHO NepeHocMMas SHTepasnbHas Unu napeHTepanbHas AoTauus.
Mpwn HenepeHocumocTw, MM 1 nobiweHun MNTHE>100nr/Mn HasHayYeHWe kanbuuTpuona, ctaptoeasi Ao3a 0.05 mkr/kr/cyT,

MonuTopuHr kaxaple 1-2 Hegenu (Ca, P, LLI®, akckpeuuns doccdopa ¢ movoit unm KP®, MTI)
MonuTopuHr akckpeuun Ca ¢ moyon (Ca/kpeaTuHuH) npy Tepanuu Ca unv KanbuuTpronom

Tabnuua 3. PexomennosaxHoe notpednenue Ca, P v ButamuHa [l

UcTouHukm Kanbuwuit + (mr/kr/cyT)

®ocdcop ++ (Mr/kr/cyT) Butamuu [ +++ (ME/geHb)

JHTepanbHble NOTPeObHOCTH

Atkinson and Tsang 2005 [9] 150-200
Rigo and Senterre 2007 [10] 100-160
ESPGAN 2010 [11] 120-140
Abrams 2013 [12] 150-220
MapeHTepanbHbIe NOTpeGHOCTH

Pereira-da-Silva 2011 [13] 75

ASPEN 2004 [14] 40-80 (1-2 mmonb/Kr)

ESPGHAN 2005 [15] 52-100 (1,3-3 mmonb/kr)

70-120 200-1000
60-90 800-1000
60-90 800-1000

75-140 200400

44 -

31-62 (1-2 mmonb/Kr) -

31-71 (1-2,3 mmonb/Kr) 0,8 mr/kr (32 ME/kr)

+ onsi nepecyeTa B MMornb pa3genutb Ha 40
++ Ona nepecyeTa B MMOIb pasgenuTb Ha 32
+++ Ana nepecyeTa B Mr pasgenuTb Ha 40

ypoBeHb (hocdopa. B momomHEeHHE K CHIBOPOTOTHBIM
ypoBHAM KamnbIws, pocdopa u 11D mone3nsim Moxer
OBITH TaK)KE U3MEPEHNE CyTOYHOU dKCKperun Gocdo-
pa ¥ KaJblHs WU OIIEHKA KaHAJbIICBOW peadcopOrmu
¢dochara (KPD), xotopast BBIYHCISETCS M3 COOTHO-
mreHus: pocdopa M KpeaTHHHHA B CBIBOPOTKE U MOYE,
TTOJIYICHHBIX B OMHO U TO ke BpeMsa. KPD = docdop
Mour/Pochop CHIBOPOTKH X KpPEaTHHUH CHIBOPOTKH/
KpEaTHHUH MOYH.

[pu noramuu npemnaparos Ca u P uHauBUAyaIbHAS
peaxmus MOXeT OBITh pa3HOU B 3aBHCUMOCTH OT COCTO-
SIHUSL, OCHOBHOM naTojioruu, pH coaepkKumMoro Kuiiey-
HHKa, adcopOIMu 1 TollepaHTHOCTH no0aBku. Docdar

KaJIUsl [l BHYTPHBEHHOTO BBEICHUS TIPH BBEICHHUU
SHTEPAIIFHO B BUJIE PACTBOPA MOXKET OBITH ONTHUMAJb-
HOH (opMoii muIEeBBIX 100aBoK pocdopa BeaencTBHE
HETIEPEHOCHUMOCTH JPYTHX JOCTYIHBIX (ochaTHbIX
coieid. Y pnerei, monmyyarommx KanuicOeperaromiue
JINYPETUKH, HEOOXOANMO TIIATENBHO CIIEIUTh 33 H3Me-
HEHUSIMH JJICKTPOJINTHOTO OajlaHca IpH TOTIOTHNTEIb-
HOH Harpy3Ke HaTpHeM U KaiueM B pactBopax. [Ipena-
paThl KJIBIHS MOTYT ObITh Ha3HAUEHBI IIPH BTOPHYHOM
TUIeprapaTupeo3e U HU3KOM KaHaJIbIEBOH peabcopO-
uu Gocdopa.

MitageHupl, JOCTUTIINE MMOJHOro oobeMa DIl cMe-
CBIO JUTSI HEIOHOLICHHBIX WM TPYIHBIM MOJIOKOM, 000-
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rameHHsM (HOpTUHUKATOPOM, TOCTHTAIOT ONITHMAIIb-
HOTO ypOBHS HOTpedneHus — npumepHo 180-220 mr/
kr/nenp kKanpimsa ¥ 100-130 mr/xr/mens ¢ocdopa,
n3 kotopeix 60% xameius u 80% docdopa mox-
BEpraroTcsl BCaChlBaHMIO W ycBaumBaroTcsa. Hecmorps
Ha Takoe XOpolllee YCBOSHHE, HEKOTOPHEIE JIETH MOTYT
pasBuBath MBK, 0COOCHHO MpH TSKEIOH OCHOBHOM
MATOJIOTHUH, M MOTYT HYXXJAaThbCsS B MHHEPAIBHBIX J0-
OaBkax KanbIust 1 / wim docdopa (Tabmuma 3).

[locne wHawama kypca MUHEpPaJIbHBIX J00ABOK
WA JpPYroro JieYeHUs] HEOOXOAMM WHAWBUAYaTU3U-
POBaHHBI MOHUTOPHUHI C Y4E€TOM TEPareBTUYCCKUX
1esieii, OCHOBHOTO JEe(PHUITUTa U CHEIUPUICCKOTO JIe-
uenns. [ mereit ¢ runodocdaremueit noramus doc-
¢opa perynupyercsi 10 AOCTHKEHHUS 1IEJIEBOTO 3Haye-
Hus pocdopa B ceiBopoTKe™> 5,5 Mr / a1 (1,8 MMons/).
Jns nereit, mojyvarolmyx KajiblUi WIA KaJbLUUTPUO,
nenb B Hopmanusauuu yposHs IITI, MoHuTOpUHT rU-
MepKaJIbINypyur, HOpManu3amus YpoBHSA (ocdopa
B KPOBH, CHIDKEHHUE dKCKperun (hochopa ¢ MOUOiA.

Kannauveckuii npumep

JleBouka A ot Marepu 23 jieT, ot 1-if GepeMeHHOCTH
JIBOIHEM, NMPOTEKaBIIEH C yrpo30i Ha BCEM IPOTSIKE-
HuH, ponsl 1 Ha 31 Hepene. 1 w3 aBoitan, 1540/40 cm
5/6 mo Amrap, COCTOSHHUE TSDKENOoe, KPHK ClaObid,
CPAP 2 cyr. 2-it pebeHOK U3 JBOWHHU ymMep B HEOHa-
TansHOM nepuone (npuurHa HOK, cencuc). Knunuka
HOK, yacTuHO# KHIIIEYHON HETIPOXOIUMOCTH C POXK-
JIEHUs1 — 110 30HIY NPHMECh KeI4u M ciausu. B Bo3-
pacte 11 CyTOK yXyAllIEHHUE COCTOSIHUSI B CBSI3U C all-
HO3 — nepeBeneHa Ha NCPAP o 15 cyrtok, mo 3oHay
JKeN4b, 3aTeM »JHTEpajbHOE KOPMJICHHE B 00ObeMe
2-20 mn ycBauBaia. B 26 cyTok — yxXyniieHue — peru-
mmB HOK, magenne cepaeunon nestenpHOCTH — MBJI
mo 29 cyrtok. 3areM 3KcTyOMpoBaHA, Ha4aTo «TPodu-
yeckoe nurtanue» (mo 1,5-2 mu/1 xopmienue). B Bo3-
pacte 49 cytok peuunuB HOK, oreku. PentreHokon-
TPAaCTHOE HCCIEA0BaHNE OPIOIIHOM MOMOCTH — Maccax
KOHTpPAcTa OTCPOYECHHO MOITY4€eH, TaHHbIX 332 aHOMAJIUU
XKKT ne BersBeno. C 55 cyt magaro DIl ¢ pacimmpenn-
eM Harpy3k# 1o 15 mu, Ha 61 cytok — penman HOK,
KpoBb B cTyne, TpomOorutel 78* 10 ~3/mki. [lo OAK
OTpeneNnsucs JEHKOLUTO3 CO CABUTOM BIIEBO, CHUXKE-
HUE TeMOIIOOMHA, KOppeKius reMorpancdysueit Ne3.
C 13 cyTok omnpenensiics CHHAPOM XoJiecTa3a ¢ Hapac-
TaaneM (mo 108 o6, 55 mpsimoii), k 1 MecsIy Xu3-
HH TIOBBIIIEHHE YPOBHS TPaHCaMUHA3 C HAapacTaHUEM
10 68 HOopM. C 62 CyTOK M3MEHEH peXHM BBEICHHSA
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JKUPOBOW IMYIBCHH W CHIDKeHa fo3a — 1-1,5 r/kr/cy-
TOK B IPEPHIBUCTOM PEKUME Uepe3 JIeHb, 3aMEHA UH-
Tpanunuaa Ha CMO®nunuy, yBenuueHa a03a KUPO-
pacTBOpUMBIX BUTaMuHOB 10 10 mutr Butamunuaa. [TLP
kposu Ha BIII" 1,2, [IMB, ToKcomIa3mMa oTpHuIaTeIbHo.
B moceBe kposu B 64 cytok poct Candida parapsilosis.
Pentrenonornyeckast kapTuHa MHEBMOHMU ¢ 11 cyTok
1o 36 cytok o Y3U 6e3 BeIpaxkeHHO# matonoruu. [Ipo-
BOJMJIACH AHTHOAKTepHallbHAsl Tepanusi BAHKOMHIIVH,
MEpOHEM, METPOHHU/Ia30]1, 3UBOKC, THEHAM, aMUKAI[IH,
Ta30IMH, HETWIMHINH, SPUTPOMHUIIMH, aMOKCHKIIAB,
TeHTaMUIIVH, CyJbliepa3oH. [[poTuBoMHUKOTHYECKAS Te-
pamust qudmrokan. [Ipovast Tepanus: a3ukce, Uepykai,
HO-IIINIA, KOHTPUKaI, 3aHTak, nuroduasud, DMOJIT
No3, menrarmoOun Ne6, BUTATUIINA, COMYBUT, IbKap,
[IIII, ypcodanpk, scrrymu3aH, JTHHEKC, MAHKPEATHH,
oudumym, MotunuyM, ¢rnamuH, KoauctuH. Ha 2 me-
csiTie KU3HU peOeHKa OBLT B3AT aHAIN3 MOYH Ha Opra-
HUYECKHE KUCIIOTHI — MOBBILIEHA KOHIEHTpaluus 2-TH-
JIPOKCHHU300yTHpaTa, 2-TUAPOKCUU30BAICPUAHOBOM
KUCIIOTHI, 3-TUAPOKCUOyTHpaTa, 4-THIPOKCH(CHIUITIIAK-
Tara, 4-runpoxcudeHmmupyBara, N-alleTHITHPO3HHA,
(hymMapoBOW KHCJIOTHI, JlaKTara, METHIMAJIOHOBOH
KUCJIOTBI, YTO OBUIO PacLEHEHO KaK BEpOATHAs MHUTO-
xoHApuansHas natonorus. Ilpu uccnemoBanuun TMC
KpPOBH JIaHHBIX 32 HACJIEACTBEHHbIE aMUHOAIMIOTIaTHH,
OpraHMYecKHe auaypud U Ae(eKTsl MUTOXOHIPUAITh-
HOTO OeTa-OKUCIIEHSI HE BBISBICHO.

Ha 72 cytku xu3HH cocTosHUE peOeHKa OcCTaBa-
JOCh TSDKENBIM 33 CYeT HMHQEKIHMOHHOTO TOKCHKO-
3a, uHTONepanTHocTH Oll, neduumra M Tenma — Bec
2520 (+980 ot poxaeHHs), CHHApPOMA YTHETEHHUA,
CHH/IpOMa XoJjiecTa3za. AmnmeTrut cHmkeH. Kopmmics
W3 COCKM MO 5 MJI HyTPWJIOH MENTH racTpo. Peb6EéHok
cpenHero (OM3MYECKOTO Pa3BUTHA, HEIOCTATOYHOTO
MUTaHMs, MPABUIBHOTO TenocioxkeHus. KoxHble mo-
KpPOBBI MKTEPHUYHBIE C CEPO-3€J€HBIM OTTEHKOM, BBI-
pakeH MepUopaNbHBIA M NepUOPOUTANTBHBIN [MAHO3,
akporano3, MpamopHocTh. Otexo HeT. IIDKK pas-
BHTA HEIOCTAaTOYHO, pacipeaesieHa paBHOMepHoO. Typ-
rop He cHWkeH. Koctr deperna msarkue. JKUBOT B3IyT,
JOCTYIIEH MaNblallid BO BCEX OTHAENAaX, MSTKUH, Oe3-
6onesunennnpiit. llepucransruka aktuBHas. lleueHn
+2 cM BBICTyMaeT u3-moj pebepHoii ayru. Cene3€Hka
+1,5 cm. CTyn TEeMHO-KENITO-3€JICHBII CO CIIM3BI0, 3710-
BOHHBIM, OJHOKPATHO 3a CyTKU CO CTUMYJsuuei. Mo-
YHUTCS CBOOOIHO, CAMOCTOATENBHO, MOYA HACKIILIEHHAS
xenTad. JluHamMuka OMOXMMHMYECKHX IOKa3aTreneit
npezcTaBiieHa B Tabnuie 4.
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BpeMms B3ATUA aHanu3a (CyTKM OT Hayana ne4vyeHus)
Moka3aTenb Hopma
29 73 78 91 99 115
ANT 133 140 118 122 60 89 0-40 ep/n
ACT 533 262 132 154 105 63 0-40 en/n
T - 496 257 154 113 0-64 en/n
O6wwuin 6enok 38,6 49,6 37,3 46 48 51,3 64-86 r/n
AnbGymnH - - 23 29 31,3 - 35-50 r/n
MpeanbbyMuH - - 0,05 0,08 0,13 0,08-0,4 r/n
Bununpy6 o6y 108 119,2 112,6 71,1 53,9 427 1,3-20,5 mkmonb/n
Mpsimon 55 84,5 77,2 61,5 38,8 26,3 1,5-7 mkmonb/n
C-PB - 45,1 3,5 59,7 17 0,7 0,1-8,2 mr/n
Tabnuua 5. [uHamuka Groxummeckyx nokasareneit kposw y GorbHoit A (nposonxeHue)

lMoka3aTenb 73 cyT 78 cyT 91 cyT 99 cyT 115 cyT Hopma
Lo 881 642 1471 1475 En/n
docdop 0,99 1,02 0,8 1,71 0,74—1,52 mmonb/n
Kanbuuin obwui 2,24 1,97 1,93 2,37 2,25 2,0—2,7 mmons/n

[To Y3U OpromnHoi MOIOCTH MPU3HAKH CIUIEHOME-
ranuy 0e3 N3MEHEHUH 3XOCTPYKTYphl IAPEHXUMBI, pe-
AKTHBHBIM IAHKPEATHUT, YTONIIEHUS CTEHOK JKEITYHOTO
ITy3BIpsi, XOJIECTa3.

JleBouka mosydasia MUTaHUE B TpouueckoM 00b-
eMe CMEChIo anbdape ¢ MOCTENEHHBIM PacIIipeHUEM
obwema. I[lomywama Tepamuio: IPOTHBOMHKPOOHYIO:
BUIMMHUKCUH B/B, CENEKTHBHAs JEKOHTAMHMHALWS
KHIIEYHUKAa — METPOHHUAA30] Per 0S, HPOTUBOMHKO-
TUYECKasi Tepamus — MHKaMUH B/B, MH(Y3HOHHYIO:
Mekcuoin, kapuutul, Butamut B, C, KKb, napente-
pambHOe muTanue (amMuHOBeH-MH(anT, CM®dnunun,
BUTAJIMIH]), TEMaTONPOTEKTOPHYIO: ypcodaiabK, HH-
TaIAIAOHHYI0: Oeponyan, OyneHwut. bpura momyuena
MOJIOKUTENbHASL AMHAMHKA 33 CUET PACLIMPEHUS SHTe-
panbHOI Harpy3ku. KOHTponbHbIE TOCEBBI KPOBU — OT-
punarensublie, [P repnec-rpynmna, OakTepuanbHbIE
u rpubkoBbie Al — orpunatensuble. Ha 81 cyTku xu3-
HU Hapocjia OTE€YHOCTh MPAaBOM HUKHEW KOHEUHOCTH,

BOCITaUTENbHBIC sBIeHUS. [lo manaeiM Rg, v peberka
UMENA MECTO PaxXHTONOMOOHBIE M3MEHEHHS TpyOda-
THIX KOCTEH, HeJIb3sl OBUIO MCKIIIOYHTh TeMaTOTeHHBIN
OCTEOMUEIUT, MOAHAIKOCTHUYHBIH MEPeNIoM MpaBoM
OeZpEHHON KOCTH, PEHTTEHOJIOTHYECKas KapTUHA
HE MO3BOJISIJIA UCKITIOUUTH TSHKEIOTO PaXHTOINOI00HO-
ro 3abojeBaHHsA, TIOCIE JO00OCIEeAOBaHUS M3MEHEHHS
pacIeHeHBI KaK TsDKelask OCTEONeHUs HeTOHOIIEHHBIX
Ha (oHe paxuTa U Aeduuuta docdopa. Aunamuxa
OMOXMMMYECKHX TMOKa3aTeliel mpecTaBlIcHa B Ta0Iu-
ue 5.

[IpoBenena uvactuuyHas cmeHa a/0 Tepamuu (3u-
BOKC + MEpOHEM). YBenndeHa HHQPY3HsI SIICKTPOITUTOB,
MapeHTepaabHas JOTAlUs — BATAMHHOTEpAIHs, Hadar
npueMm anbpakanpuumona. Ha 89 cytku Obuto orme-
YEHO pe3Koe YXYIIIEHUE COCTOSHHUS 3a c4eT O0JIEBOTO
CUH/IpOMa (TaxWITHO)?, Mape3 KUIIEYHHKA), OTEIHOCTH
JIeBOTO Oe/pa, pEHTTeHOJIOTMIECKH — MATOJIOTHYECKUH
TIepeNIoM JICBOW OEIpEeHHON KOCTH B CpemHel TpeTH
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0e3 cMereHus. XupyproM ObLTO HAIOKEHO JIHKOTIIA-
cropHoe BeITsDKeHHE 1o Illeme. Amamprerukm, BBJI
PS/CPAP uepes HazoTpaxeabHy0 TPYOKy ¢ 8991 cy-
TOK B CBSI3U C KJIMHHUKOW OOJEBOTO IIOKA MPOAOIIKE-
Ha Tepamusi: MPOTUBOMUKPOOHAsi (MEpOHEM, 3HBOKC,
(IryKOHAa3011 B/B, BAHKOMUIIMH PEr 0S), IPOTHBOTEMOP-
parndeckas (Bukacon 1%, tpancdysus C3I1), mapen-
TepanbHOe THTaHue (amuHOBeH-MH(paHT, CMODm-
MU C BUTAIUIHUAOM), CHMITOMAaTHYeCKasl Teparus.
K 93 cytkam oTmedyeHa cTaOWiIM3allii COCTOSIHHS.
[MponomkeHo BCcKapMIIMBaHUE CMECHIO allbdape ¢ Ha-
palMBaHueM o0beMa.

Annhape OblTa BEIOpaHa Kak CMECh C JJOCTAaTOUHBIM
(2,1 r/100m1) comepxaHreM THAPOIUIUPOBAHHOTO CHI-
BOPOTOYHOTO O€JIKa, YTO CHHKAET BPeMSs HAXOXKICHHS
cMmecH B xkenyake, yckopseT naccax mno XKKT. YKupo-
BO# KoMmmoHeHT anb(dape npexacrasieH Ha 50% CIT,
KOTOpPBIE TOJBEPraloTCsl BCACHIBAHUIO B KHUINCYHHKE
0e3 ywacThs KETYHBIX KHCJIOT W TPaHCIOPTHPYIOT-
Csl U3 JHTEPOIINTA 10 CUCTEMEe BOPOTHOI BEHBI B HE-
n3MeHeHHOM Buzae. Cmech anbgape Oes3nakTo3Has,
YIJICBOAHBIH KOMIIOHEHT TPEICTAaBICH B OCHOBHOM
MaJIbTOJJEKCTPHHOM, TEpeHoCcHyIcs Xopomro. B kaue-
ctBe poTaruu Gocdopa pedeHOK MoTydalt IepopabHO
urepodocdar KanabIus, MPOJODKEH IIpHeM aab(ha-
KanpInona. MHTakTHEIM maparropmoH 58,6 mr/mul,
TTT 1,26 MmeME/mn (0,55-6,70), T4 cB 17,6 ntMonb/n
(9,4-30,0).

B nanpneitmem nocne pacmupenus oobema D11 mo-
BEZICHA MTOCTETIEHHAs 3aMeHa CMECH Ha JKUIKUH CHMH-
JmaKk ocobast 3a00Ta, KOTOPBIH CONEPKUT MAaKCHMAallh-
Hoe KonudecTBO Oenka (2,67 r Ha 100 mu), pocdopa
(70 mr/100mi1) u xanbiums (130 mr/100 mit) B eauHUIE
o0bema. [To gaHHBIM KOIIPOJIOTHH, ¥ peOeHKa OTMeUa-
Jach yMepeHHas ctearopesi (KHUp HEHTpaJdbHBINA eIu-
HUYHBIHN, COJIM KUPHBIX KUCIOT, SMUTEIHNA [IHIHHIPH-
YEeCKUH, IIIOCKUI eUHIYHBIC B T1/3, )KUPHBIE KACIOTHI
B OOJIBIIIOM KOIWYECTBE, CIU3b B HEOOIBIIOM KOJIHYE-
cTBe, JielikonuThl B 11/3p 0-1-3). Bl Ha3HAYeH KpeoH
u3 pacyera 1000 en/kr/cyT. YIieBOAHBIH KOMIIOHEHT
(50% maKkTO3BI) XOPOIIIO YCBAUBAJICS, KITMHUKHU JIAKTa3-
HOW HEJOCTAaTOYHOCTH He OBLIO.

[IpoBeneno neuenme: IIpormBoMHKpOOHas Tepa-
MUs: BUJIMMUKCHH B/B, METPOHHUIA30J per 0s, MUKa-
MUH, (UIyKOHA30J1 B/B, 3MBOKC+MEPOHEM, CYJIbIIePa30H,
BAaHKOMHUIIMH per os. HQy3uoHHasi Tepamusi: MEKCH-
noi, kapuutun, Butamun B, C, KKb, napenrepanbnoe
nuTanue (aMuHOBeH-uHGpaHT, conyBut, CMO®munuy,
BUTAJMNHUL), TenapuH, smokpuH, C3I1. Wxramamuon-
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Hasi: 6eposmyan, Oynenut. Comykopred 3 mr/kr, Kopred,
anb(hakaIbIuaoN, TmIepodochaT KanbIus, MpUMa-
nodmyc.

K 4 mecsmam xu3Hu pebeHka Ha (OHE MPOBOJIH-
MOTO JIedeHHsI THPEKIMOHHBIN Mpolecc KyIMUpOBaH.
ATIMETUT XOpOIIni, KOPMUTCS B 00bemMe 60—70 mir X
8 p/m, B Bece mpubaisut. [lociie KymupoBaHUs MPo-
sBiaeHnid HOK, Hauana sHTepalbHOTrO NMHUTAHUS, Ha-
3HAUEHHs YPCOJE30KCUXOJIEBOW KHUCIOTHI XOJIECTa3
paspemuics, HOPMAM30BAINCh YPOBHH OHIUPY-
6una, AJIT, ACT. KynupoBana anemusi (Hapacra-
HUE ypoBHS reMoniiobonna ¢ 75 no 112 r/n Ha ¢one
Tepanmuy TperapaTaMu Kejie3a, SIOKPUHOM, J10CTa-
TOUuHOH notamuu Oenka). [Ipomsomnura koHcommma-
sl mepesiomMa, MOBBIIEHHE ypoBHA ¢ocdopa, co-
xpansierca BbIcOKHW ypoBeHb L[®D. JIBurarenpHas
aKTHUBHOCTh JOCTaTOYHasi, Ha OCMOTp pearupyer
JIBUTATEIbHLIM U SMOIIMOHAILHLEIM OECIIOKOMCTBOM.
PeO&HOK acTeHHMYEeCKOro TEeJIOCIOXKEeHHs, HeIoCTa-
TOYHOTO muTaHusA. KoxkHble TOKPOBHI OJ€THO-PO30-
BBIE Ha CMYyDJIOM (pOHE, TEePHOPOUTATBHBIN ITUAHO3.
IDKK pa3BuTa HEZOCTATOUYHO, pacHpeicicHa paB-
HOMepHO. JKMBOT MOAB3AYT, AOCTYNEH Malblaluu
BO BCEX OTAeJIaX, MIArKuM, 0e3001e3HeHHBIN. Ile-
pucranpTuka akTuBHas. lledeHp +3 cM BbBICTyHaer
u3-non pedepuoit nyru. Ceneszénka +0,5 cm. Cryn
CEPO->KENTHIA WM KEITHIH C KOMOYKAMH, 32 CYTKH
1 pa3 camocTosTenbHBIA. MoYa cBeTias, Iuype3 J10-
cTrarouHbli. Brimucana B Bo3pacte 4 mecsia 3 maHS
¢ BecoM 3150 (+630 3a 1,5 mecsama).

Knunuueckuii ouaenosz: OcHoBHOM: HexpoTmsupy-
IO 3HTEpOKOIUT 2b.

Ocnoxuenusi: CHHAPOM X0JI€CTa3a, IUTOIU3. XoJe-
IUCTUT. berakoBo-3HepreTHyecKas HeJOCTAaTOYHOCTb.

CormryrcTByromuii: THBa3UBHBINA KaHIUA03 (KaHIH-
nmemus Candida parapsilosis). OcTeorneHrs cMenaHHo-
ro rere3a. [laronorunueckuil mepenomM JieBoil OenpeH-
HOW KocTW. [emaroreHHbBIi OCTEOMUENUT nuadusa
npaBoil OeapeHHON KocT. TpaH3uTOpHAs HaAMOYed-
HUKOBas HEJOCTAaTOYHOCTh. IlepuHaTtanbHOe mopaxe-
Hre [JTHC rumokcudecku-HImeMHUIecKoro reHesa, CHH-
JIpOM BEreTaTUBHBIX HapyweHud. HemnoHoleHHOCTh
31 "enena. 1 U3 ABOMHMU.

Pexomenpaumnu: Kopmuts cmech Cemunak He-
omyp (6emox 1,9 /100 mu1, dochop 46 mr/100m,
kanbiui 78 mr/100 mur) mo 70-80 mi x 8 pas. Jlo6aB-
1ath poptudukarop I'M OMS8S5 (0,2 T Genok / 15 mr
kanbIwii / 9 Mr pocdop) mo 1 carmre B kaxmoe Kopmite-
Hue 6—8 pas/cyTtku (6enok — 3,54 r/kr/cyT, dpochop —
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100-108 wmr/kr/cyt, kampumii — 170-183 mr/kr/cyt).  docdopa, mpeacTaBiseT onacHOCTh H30bITKA KBNS,
Ypcodanbk, (onuesas KuciaoTa, BUTaMuH E, xopred  KOTOpBI, B CBOIO Oo4Yepelb, MOBBIIIAET PUCK KaMHEO-
CO CHIKEHHEM U MOCTIeaYyIOIel OTMEHOMH, IEBOKApHU-  Opa3oBaHMsI B IOYKAX M )KETYHOM Ty3bIpe. OTCyTCTBHE
THH, KpeoH, anbpakanpuunoin, npumanoduiayc. Kon-  mapeHTepanbHbIX ipenaparoB ¢hocdopa ais HOBOPOXK-
Tposb Y3U OpromIHOl MOMOCTH M JKETYHOTO My3bIpS,  JEHHBIX 3HAUYUTENHHO 3aTpyJHSET 3aJa4d HEeOHAaTo-
KOHTPOJTb KJIMHUYECKOTO W OMOXMMHUYECKOTO aHajiM3a  JIOTOB 1O BBIXQ)KWBAHHWIO HEJOHOIICHHBIX HOBOPOXK-
KPOBHU. JEHHBIX Ha IJUTEIbHOM IMapeHTEPATbHOM IUTAHHU.

Oocyxnenue. /[murenpaoe ynopHoe TeueHrne HOK [l sHTEpaibHOr0 BOCIONHEHHS MOTPeOHOCTEH (hoc-
C PaHHUM/BHYTPUYTPOOHBIM HayaJioM, THOENb OAHOTO  (opa ObLIM HCIONB30BaHbI mHnepodocdar KambIys,
pebenka u3 aBoiiHu or HOK, cemncuca ceugerensctBy-  anbdakaipuuaon U GopTadukaTop rpyJHOr0 MOJIOKA.
€T O TSKEJIOM TEUCHHH HEKPOTU3UPYIOIIEr0 YIHTEPOKO- 3akiarouenune. TakuMm 00pazoM, HEOOXOAMMOCTH
JUTa B HEOHATANLHOM Tiepuone. Bo3MoxkHO, B TakoM  jyuTenbHOro I1I1 y HeMOHOMEHHBIX HOBOPOXKICHHBIX
ciydae TpeboBanach Oojee UIMTENbHAs SHTEpajibHas  HamOosee 4yacTo 00yCIIOBIEHO pa3BUTHEM HEKPOTHYE-
nay3a Ha HadaJbHBIX 3Tamax. HeoOX0OMMO NMOMHHUTBH  CKOTO SHTEPOKOIHTA. TSKECTh Pa3BUBAIOLIETOCS XO-
0 TOM, YTO IPU PHTEPATBHON Iay3e HEBO3MOXKHO Ha-  JiecTasa B JIAHHOHM CHUTyalllu YCYryOnsieTcsl Te4eHHEeM
3HaUCHHE JIOOBIX MEepPOpajbHBIX mpemapaToB. HazHa-  cemTudeckoro mporecca M HEBO3MOXHOCTBHIO €cTe-
YEHUE aHTUCEKPETOPHBIX MTPENapaToB HEMOHOMIEHHBIM ~ CTBEHHOW CTHUMYJISIIIMH KETUCOTACTCHUS TIOCPEICTBOM

HOBOPOXKJIEHHBIM SIBIISIETCA OUCKyTabenbHBIM Bompo- Ol Xomectas BEI3BIBaET MOBPEKICHHUS TEMATOIMTOB
COM, TIPH TIOAABIICHHH JKETYJOYHON CEKPEINH BO3MOXK- € HapylIeHUEeM UX (YHKIWU, BKIIOUasi CHIDKEHUE Oell-
HO noBblieHue pucka HOK. KOBOCHHTETUYECKON U CHU)KEHUE YPOBHS (pUOpHHOTE-

Xonecra3 y peGeHKa pa3BHICSA KaK OCIOKHEHHE  HA, N3MEHEHHWE aMUHOKHCIIOTHOTO COCTaBa CHIBOPOTKH
HOK, nonnoro mapentepansHoro nutanus. [locme  kpoBm m apyrue HapymeHws. OIHAKO MOCIE H3JIede-
pa3BUTHUSA XoJecTa3a OBl M3MEHEH pekuM HazHadue-  Hus oT HOK u Boccranosnenus OI1 xonecTa3 momHo-
HUS )KAPOBBIX OMYJIbCUUHN (CHUXKEHHE J03bL 10 1-2 T/ cThIO paszpemaercs U (pyHKUNHU rernaTrouuToB HOpMaJi-
KI' 4yepe3 ACHb), (PEKOMEHAYETCSl yBEJIWYUTh A0Ta-  3yHOTCA.

LU0 BHYTPUBEHHBIX >XHPOPACTBOPUMBIX BHUTaMHU- Octeonienust (MeTtabonmyeckast 0o0Je3Hb KOCTEH)
HOB (BUTAJHMIHI), IEIeCO00pa3HO MPOBECTH 3aMEHY  HEJIOHOIICHHBIX B BWJIEC CHIDKCHHS MUHEpATU3aIH
TPaJUIIMOHHOM KUPOBOM SMYIBCHUH Ha COJIEpPKAILYI0  KOCTEW M MHOTJA CIIOHTAHHBIX MEPEIOMOB Pa3BUBAET-
pu16uii xxup (CMO®nunum), B cOOTBETCTBHM € peko- ¢ y aereid OHMT u SHMT, ocobeHHo ¢ TpymHOCTS-
MEHALUsIMH Ul TPO(UIAKTUKY U YITydIIEHUs Tede- MM SHTEpajbHOTo BCKapMmiuBaHus. s npodunakTu-
Hus xoncrasa mpu I111). KU | JIeYeHUs TpeOyeTcs noTanust Kanpuus, hocdopa

CBHIETENECTBOM BTOPUYHOIO XapakTepa XonecTa- W BUTaMuHa /| 1o KOHTpOJIEeM YpOBHS Kalblus, (Hoc-
3a ABJSIETCS €70 pa3pelleHne o Mepe Bei3nopoBieHus  ¢opa, LD, IITI" B chiBOpoTKE KPOBH M 3KCKPELIUU
pebenka or HOK u B0300HOBICHHS SHTEPAIbHOTO M-  Kalblus U hocdopa ¢ MOUOii.

TaHus. B man obcnenoBanus pebeHKa ¢ XOJIECTa30M HaunOonpmme 3aTpynHeHHMS TpH  HEBO3MOXKHO-
U LUTOIM30M OBUIM BKIIIOUEHB! IMArHOCTHYECKHME  CTH mpoBeaeHHss DIl BO3HMKAIOT U3-3a OTCYTCTBHS
MeTonbsl OOHapyXeHus MeTaboindeckux HapyumeHuil B Poccuiickoii @enepamnyu mpenaparoB Ajsl MapeHTe-
C HEOHaTaJbHBIM XoJlecTa3oM. B xoxe oOcienoBaHus — panbHOTO BBeZeHHs docdopa aersm | roga >KuU3HU.
BBISIBJICHO IMOJO3PEHUE Ha MUTOXOHJpHaNbHYI0 mMa-  [nmmepodocdar Hatpus U docdar Kamms SBISIOTCS
TOJIOTHIO, OJJHAKO aHaJu3 B3SAT Ha BBICOTE XonecTa3a, d¢¢exkTuBHEIMUA s AoTarmu (ochopa u Oezomac-

IpU MOJHOM MNAapeHTEPaJbHOM IIMTAaHUM U BHYTPU-  HBIMH, KaK IOKa3bIBa€T MHUPOBas HEOHATaJbHAs MPAK-
BEHHOM BBEJICHUM AMHUHOKHCIIOT, TIOBTOPHBIN aHalIW3  THKa. B Hactosmee BpeMs EBporneickuM KOMHTETOM
HE NIOATBEPAUI IIOAO3PEHHUS. no murtanuto ESPGHAN paspabarbiBaeTcst HOBBIH

Henocrarounas mortanus BuTamuHa J[, Xxoimectas,  IIPOTOKOJI NMHUTAHMS HETOHOIICHHBIX, KOTOPBIA MPEmy-
HEBO3MO)KHOCTh OJHTEpPAJbHOTO YCBOGHHSA NHUTAHHSA, CMaTpUBAaeT MMApEHTEPANbHYIO JOTAruio 1-2 MMOIb/
JUIMTENTbHOE TapeHTepaibHOe MUTaHue Oe3 jobamie-  Kr/CyT Kanblus U Gocdopa HeJOHOIICHHBIM HOBOPOXK-
Hus (hochopa BBI3BAIO Yy JEBOYKH PAa3BUTHE OCTEO-  ACHHBIM C NIEPBOH HEJENH KU3HHM, YTO JIeaeT mpooiie-
MIEHUH, OCIIOKHEHHOH CIIOHTaHHBIM TepernoMoM. [lo- My nedwuimra npemnaparos nmapeHtepaisHoro pocdopa
Talusl KajblMsg, HE COIMPOBOXKAAMOIIAsACS AoTanueid B Poccum 0COOCHHO OCTPOH.
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