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[lns rapMOHMYHOrO pocTa U pasBuTUSl pebeHKa Heo6X0AMMO NPaBUIIbHOE YCBOEHWE OCHOBHbIX MULLEBbIX BELLECTB — GENIKOB, XKMPOB,
YINIEBOJOB, @ TAKXXE BUTAMUHOB, MaKpO- U MUKPOHYTPUEHTOB. Y AeTeli rpyaHOro Bo3pacta paclueniieHue TpUIULEPULOB B XenyaKe
NPOMCXOAMT NOA, AEWCTBUEM TPEX IUMA3: IMMA3bl XKEHCKOTO MOJIOKA, XKENYA0UHON U NUHIBANbHON. BaykHOM 0COBEHHOCTbIO NuLeBa-
peHus y AeTei, HAXOAALWMXCA Ha TPYAHOM BCKapMIMBAHWM, SBNSIETCA y4acTUe B PacLLEr/IeHUU XXMPOB IMNasbl rPyAHOTO MOJIOKA,
CTUMYNIUPYEMOM CONSIMU KENUYHBIX KUCTIOT B ABEHAALATUNEPCTHOM KuLiKe. BcacbiBaHUE XXMPHbIX KUCIOT UMEET 0CO6EHHOCTU B 3aBU-
CUMOCTU OT [UIMHbI YIMEPOAHOM LeNMU U OT MECTa MONOXKEHUSI XXUPHOM KUCTIOTbI B Monekyne rmuuepona. KopoTkouenoueyHbie U
CpefHeLEenoYeyHbIe XUPHbIE KUCIOTbI, @ TAKXKE TIULEPUH, XOJIMH SBNSKOTCS TMAPO(UIbHBIMU COEOMHEHUSIMU, BCACbIBAaHUE KOTOPbIX
npoucxoamT 6e3 yyacTus NaHKpeaTU4eCcKoM NnUNasbl U KENUHbIX KMCIOT, HENMOCPEACTBEHHO B KPOBb, MUHYSI IMMQATUUECKYIO CUCTEMY.
Cneuunduueckas KoHbUrypaums TPUIMMULEPUOOB XXEHCKOFO MOJIOKA CMOCOOCTBYET BCACbIBAHUIO XXMPHbIX KMCIOT. Mpu HapyleHuu
nepeBapvBaHu1s UM BCACbIBAHWA NUMML,0B MOXHO FOBOpPUTL O cTeaTopee. [pu cTeaTopee NnepBoro TMna (HaamumMe HeMTPaNbHOTO XMUpPa
B Kane) y fieTeit paHHEero Bo3pacTa HY)XHO B MEPBYH oYepefb UCKIIOUUTb aOCOMIOTHYIO SK30KPUHHYKO HEA0CTAaTOYHOCTb MOAXKENyA0u-
HOW >Kene3bl: MyKOBUCLMA03, cMHApoM LliBaxmaHa - [aiiMoHAa, cuHapoM [MpcoHa, M30MpOBaHHbIN AedUUMT Nunasbl (CMHAPOM
WenpoHa - Pes) u ap. Creatopest BTOPOro TMNa (3KCKpeLms XXMPHbIX KUCIOT € KaJIoM) He SBNsieTcs cneuuduueckum npusHakom onpe-
[JeneHHbIX 32601€BaHNUI, HO JOBO/IHO YaCcTO OTMEYAETCS NPU NATONOTMMU TOHKOM KULLKK.
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Making sure that the child is absorbing properly the main nutrients such as proteins, fats, carbohydrates, and vitamins, macro- and
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micronutrients is a key influencer when it comes to the harmonious growth and development. In infants, triglycerides digestion
starts in the stomach, where three lipases - human milk, gastric and lingual lipases - split triglycerides. The participation of breast
milk lipase stimulated by bile salts in the duodenum in splitting fats is an important feature of digestion in breastfed babies. The
absorption of fatty acids differs depending on the length of the carbon chain and the location of the fatty acid in the glycerol
molecule. Short-chain and medium-chain fatty acids, as well as glycerine, choline are hydrophilic compounds, which are absorbed
without pancreatic lipase and bile acids, directly into the blood, bypassing the lymphatic system. The specific configuration of
human milk triglycerides improves the absorption of fatty acids. In situations where lipids digestion or absorption appears
impaired, one may talk of steatorrhea. If young children have type | steatorrhea (the presence of neutral fat in stool), it is first
required to exclude absolute exocrine pancreatic insufficiency: cystic fibrosis, Shwachman-Diamond syndrome, Pearson syndrome,
isolated lipase deficiency (Sheldon - Ray syndrome), etc. Type |l steatorrhea (excretion of fatty acids in stool) is not a specific

symptom of certain diseases, but is often observed in the small intestine pathology.

lipids, steatorrhea, lipase, palmitic acid, children, fat excretion, coprogram.
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aUMOHanbHOe NUTaHUe SBNSETCS KNoYeBbIM hak-

TopoM, obecneyuBalWMM  GU3MONOTMYECKMe

noTpebHOCTM pebeHKka B MULLEBLIX BeLLECTBAX,
BK/ItOYas Benku, Xmpbl U yrneBoapl, buonornyeckme akTme-
Hble BeLlecTBa, @ TaKXKe MOKPbIBAKLWMM SHEpreTmyeckne
noTpebHOCTU pacTylwero opraHusma. [ng npaBuabHOroO
pocTa U pa3BuTMs pebeHka Heobxo4MMO NOHOE YCBOEHUE
OCHOBHbIX MWLLEBbLIX BELLECTB. 3HAUMTENbHYIO PONb B YAOB-
NEeTBOPEHMU IHEpreTnyeckon notpedbHocTH pebeHka Bbinon-
HAOT nvnuabl. XXupbl MOCTYNAOT B OPraHU3M 4enoBeka B
BMAE TPUIMMLEPUAOB, KOTOpblE COCTOST M3 [MLEPUHA U
XMPHbIX KMCNOT (0OIEMHOBOW, CTEAPUHOBOW M NaNbMUTUHO-
BoW). CpesHecyTouHas noTpebHOCTb AeTei 1 NOAPOCTKOB B
Xupax konebnetcs B 3aBMCMMOCTM OT BO3pacta v mnona.
CopepKaHue xunpa B paunoHe 340poBOro pebeHka nepeoro
rofa xm3Hu coctasnset 30-35% (benka - 15%, yrnesogos —
50-55%). Xupbl, Kak 1 6enKu, BbINONHAOT BKHENLWYHO nna-
CTMYeCKY0 DYHKUMIO, SBASIOTCS CTPYKTYPHbIM MaTepuanom
KNEeTOK W KNeToYHbIX MeMbpaH [1].

Hanbonee BaxHyt0 posib B NuLLeBapeHnn pebeHka urpa-
€T NoJKeNnyaoyHas enesa, KoTopas CEKpeTUpYeT B TOHKYIO
KMLLKY NaHKpeaTnyeckne pepmMeHTbl (1nasa, aMmnnasa, npo-
Teasbl), YTO OTPaAKAET ee BHELWHECEeKPETOPHYK GOYHKLMIO.
pouecc nuueBapeHns MMNMA0B MULLM, HAYMHAIOLWMIACS B
MONOCTU PTa W Xenyake, NPOAOIKAETCS B TOHKOM KMLLKe Mof
B/IMSIHWMEM COKa MOMOXKENYL0YHOM Xenesbl W XKenyu, Bblaens-
IOLUMXCS B IBEHAALATUNEPCTHYIO KMLLKY, @ TakXKe KULIEYHOro
coka (mabn. 1).

Hago oTMeTwTb, YUTO Npouecc nepeBapuBaHMUS XMPOB Y
FPYLAHbIX [eTeit OTAMYaeTCs OT TakoBOro Yy AeTel CTapliero
BO3pacTa M B3poC/bIX. Y OeTelt CTapliero Bo3pacta B Xeny-
[LOYHOM COKE U B C/IIOHE COAEPXKUTCS HE3HAUUTENbHOE KOMN-
YeCTBO NMNa3bl, pacLUEenyieHne XMPOB B XKenyake noyvTu He
NpoOMCX0LMT. 3TO 0BYyC/I0BNEHO B NEPBYHD OYepenb Bennyu-
HoM pH enynka, n3BeCTHO, YTO ONTMManbHOe 3HayeHwe pH
LN KenyooyHoM nunassl Haxoautcs B npepenax 5,5-7,5.
KpoMme TOro, B )Xenyake oTCyTCTBYHOT YCIOBUS AN SMY/IbIUPO-
BAHMS XKMPOB, @ IMMNA3a MOXET aKTUBHO MMAPOSM30BaTh TO/b-
KO XMp, HaxXo4gLwmmncsa 8 GopMe XXMPOBOM 3MyNbCMM. BakHO

OTMETUTb, YTO AKTMBHOCTb MaHKpPeaTU4YeCcKoM nunasbl y
pebeHKa NepBOro MONMYrOAMS >KM3HU CHWXKEHA W MMNOAN3
NPOUCXOAMT B XeNnyake B OCHOBHOM C Y4aCTMEM JIMHIBaNb-
HOM W KenyLoYHOM N1nas, a TakKe MNasbl FpyLHOro MOMOKA.

JIMHrBaNbHas NMNa3a CUHTE3MPYETCS XKEeNe3nCTbIMKU KNeT-
KaMM KOPHS 93blKa M TNOTKM, CTUMY/JIOM A5 ee CeKpeLumu
CNyKaT cocaTenbHble W TNOTaTeNlbHble ABMXKEHWUS pebeHka.
JInHreanbHas nunasa obHapyxmBaeTca y nnoaa Ha 25-# Heg.
rectaumm, onTMManbHblid pH ang paboTbl NMHIBANbHOM AMNa-
3bl cocTaBnsieT 4,0-4,5, uto 6AM3KO K BennumHe pH xenynou-
HOro CcoKa Y rpyaHbix AeTei. JInHreanbHas nnnasa, kak 1 Bce
dbepMeHTbl, pacwennsiowme AuMnuapl, Havbonee akTUBHO
pacuiennsetr TpPUrIMULEPUAbl C KOPOTKOLEMNOYEUYHbIMU U
cpepHeLenoyYeyHbIMU XKUPHbIMU  KMCNOTaMKU. JIMnuaHbiv
COCTaB rpyAHOro MosioKa NpeactaBneH B OCHOBHOM KMPHbI-
MW KMCIOTaMu C ANIMHOM Lenew oT 4 oo 12 atomMoB yrnepoza.
KpoMme Toro, upbl B COCTaBe rpyAHOro MOJOKa HaXoAasaTcs
YK€ B 3MYNbIMPOBAHHOM BMAE, MO3TOMY OHM Cpasy Xe
LOCTYMHbI A5 TMAPOAM3A TMNA30M.

XenypoyHasg nunasa obHapykuBaeTcs y nnoda Ha 25-i
He[l. reCTalMOHHOr0 pa3BUTUS, ONTUMaNbHble 3HavyeHus pH

Ta6bnuya 1. CxeMa hepMeHTAaTMBHOMO pacLLenieHuns X1MpoB
B XKT [2]

Table 1. Scheme of fermentative splitting of fats in the
digestive tract [2]

Tpuranuepuabl | Jiunaza * KupHble KucnoThI
(momxenynoyHas e [nnuepuH
Kenesa)
®ochonunuppl | Dochonnnasa (ToHkas | o KupHble KUCOTbI
KMwKa) e [nuueput
Jinnaza * XONWH, 3TaHONaMUH U fipyrue
(nomkenynouHas A30TUCTbIE OCHOBAHMS
xenesa)  (ocdopHas KMCIOTa 1 ee conm
XonecrepuH Xonecreponacrepasa | ¢ XonectepuH
uero3dmpbl | (TOHKas KMLKa) * KupHble KncnoThl

125



0N AEWCTBUS KENYAOYHOW Nunasbl - HeWTpanbHble.
YMepeHHas KUCNOTHOCTb XXeNyLOYHOro Coka y ieTei rpyLHo-
ro Bo3pacta (pH 5,0) cnocobcTByeT nepeBapuBaHUI0 IMyJlb-
FTMPOBAHHOMO XMpPA MOJMOKA KENYAOYHOM  NIMMA30W.
XenynoyHas nmnasa, KpoMe Toro, 6biCTpee ruaponusnpyert
cpefHeLenoyYyeyHble TpUrMUepuabl, YemM AAMHHOLEenoYey-
Hble, @ TakKe IPUPHbIE CBA3M MULEPUHA U XKMPHBIX KUCIOT
B MO3WLMM N-3 NO CpaBHEHMIO C no3uumelt n-1. Takoro pona
cTepeocneuMdUYHOCTb KENYAOUYHOW Aunasbl  OTpaxaeT
cneumbuyeckme acnekTbl NULLEBAPEHUS Y HOBOPOXKAEHHDIX,
T. K. UMEHHO B MO3WULMM M-3 TPUTIULEPUAOB MOSTOKA TOKANK-
3yl0TC NaBHbIM 006Pa3OM MOMMHEHACHILLEHHbIE XMPHblE
kncnotel (MHXK), B T. 4. acceHumanbHble. bnarogapa 3ton
cTepeocneumdUYHOCTM XKeNyaoyHas nunasa npexae Bcero
obecneynBaeT 0CcBOOOXAEHNE M3 MONEKYN TPUIULEPWUIOB
dhochonmnuabl cpegHeLenoveyHbIX XMPHbIX KncnoT u MHXK,
B T. Y. AOKO3arekcaeHoBon kucnotol (ArK), Hy>xHOM ang pas-
BMTMS TOJIOBHOTO MO3ra M CETYaTKW rnas, U apaxuooHOBOM
kncnotbl (AK), Heo6X0AMMOM AN NOCTPOEHUS KNETOYHbIX
MembpaH [1-4].

Takum 06paszoMm, y feTelt rpyLHOro Bo3pacta paclienne-
HWe TPUINULEPWAOB B XeNyLKe NPOUCXOAUT NOA, LeiCTBUEM
Tpex NMnas: IMNasbl XKEHCKOrO MOMIOKA, XEeNYLOYHOM U IUHT-
Ba/IbHOW.

NAHKPEATUYECKAA JIUMA3A

B nBeHagLaTMNepCcTHOW KWWwKe nop OEeNCTBMEM MaH-
KpeaTnyeckon nunnasbl HEUTPANbHbIM XXMP pacnagaeTcs Ha
FMULEPUH M KXUPHbIE KUCNOTbl. AKTUBHOCTb MaHKpeaTuye-
CKOWM N1Nasbl Y HOBOPOXAEHHOIO CHMXEHA WM COCTaBAseT y
[OHOWeEHHbIX 85%, a y HepoHoweHHbix - 60-70% ot
AKTMBHOCTM Yy B3POC/IOro. Y 340pOBbIX AeTei aKTUBHOCTb

Tabnuya 2.XnpHble KUCNOTbI B Pa3/IMUHbIX BUAAX MONIOKA
Table 2. Fatty acids of various types of milk

[loko3arekcaeHoBas 0,19 - -

Kanpunosas 0,21 1,68 3,68
KanpuHoBas 1,04-1,39 3,36 11,07
KanpoHogas 0,07 2,28 3,28
JlaypuHoBas 6,48-4,71 3,83 445
JIuHonesas 16,29-17,73 2,41 2,72
JIuHoneHoBas 0,6-1,36 0,25 0,53
MacnsHas 0,6 3,84 1,27
MupuctuHoBas 744-392 11,24 9,92
OneuHoBas 32,78-31,26 21,72 238
[lanbMuTHMHOBAS 22,24-18,68 32,24 25,64
(TeapuHoBas 6,45-5,63 11,06 9,92
JK030MeHTaeHoBas 0,1 - -
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NaHKpeaTUyeckom nunasbl MOXET AOCTUTHYTb BEAUYMHBbI,
COOTBETCTBYHOLLEN YPOBHIO aKTUBHOCTM B3POC/IOro Yenose-
Ka, Wb K 6-My MeC. XM3HWU. Y HELOHOLEHHbIX AeTer u
HOBOPOXAEHHbBIX C OYEHb HM3KOM MaCCOM Tena ypOBEHb
MaHKPeaTMYeckon NMnasbl HUXKe, YeM Y [OOHOLWEHHbIX,
O[lHAKO Yy He[OHOLEHHbIX AeTel yxe B TeyeHue 1-i Hep.
YKM3HM aKTUBHOCTb MaHKpeaTUYeCcKoM NMnasbl BO3pacTaeT B
4 pasa. AKTMBHOCTb AMMa3bl y AeTeil rpyfHOro Bo3pacTa
coctasnseT 28-30 E/[l, Torga kak y AeTen ctapliero Bospac-
Ta - 130-190 EL [5, 6]. Kpome TOro, y HOBOPOXAEHHbIX
CHWXEHBl CMHTE3 U CEKPELLUS KENYHbIX KMCNOT: Y HEAOHO-
WeHHbIX — Ha 15% oT Toro konnyecTea, KoTopoe obpasyeT-
CS MpU NOAHOM Pa3BUTUU Xenyeobpa3oBaTeNbHOW (ByHK-
UMW, Yy LOHOWeHHbIX — Ha 40%, y neTei nepBoro rosa
XM3Hm - Ha 70%. 3T dusnonormyeckme 0coBEHHOCTU
GYHKLMOHANbHOW aKTUBHOCTU MOAXKENYAOUYHOM Kenesbl u
renatobunMapHoOM CMCTEMbI B HEKOTOPOW CTEMEHM OrpaHu-
YMBAIOT NepeBapuBaHMe U BCACbIBAHWE NUMUAOB.

[aHKpeaTuyeckas nmMnasa nposasasgeT oNTUMYM AeNCTBUS
npn pH 8,0 u pacwennget cybcTpatbl, HaxoAswmecs B
3MYNbIMPOBAHHOM COCTOSIHUM (OEeNCTBME ee Ha PaCTBOPEH-
Hble cybCTpaTbl 3HauuTenbHo cnabee). BaxHon ocobeHHo-
CTbIO MPOLECCOB MULLEBAPEHMS Y AETEMN, HAXOAAWMXCS HA
rPYLHOM BCKapMAMBAHMU, ABNSETCH y4acTMe B pacLienneHnm
XMPOB B [ABEHALLATUMNEPCTHOW KWLUKE NMnasbl rpyaHOro
MOJI0Ka, CTUMYNIMPYEMOW CONSMM XKeNYHbIX KUCNoT. OueBnaHo,
4TO 3TOT (EepMeHT MOXeT y4yacTBOBaTb B pacLlenieHun
xnpoB B XKT HOBOpPOXAEHHbIX TOMbKO B CAy4vae, Koraa
pebeHOK HaxXoaMTCs Ha FPYLHOM BCKapMAMBAaHWUM UAW MONY-
4aeT LOHOPCKOE MOJIOKO, He MOABEPrHyTOe TepMUYECKOW
obpaboTke. JIMnasa >KEHCKOr0 MOJOKA CeKpeTupyeTcs
MOJIOYHBIMM KeNne3aMu YenoBeKa U HEKOTOPbIX M/IEeKOMNMTa-
IOLLMX, He TepseT CBOK akKTMBHOCTb B xenyake. Ee akTue-
HOCTb TaKXe 3aBWUCUT OT MpeaBapuUTEeNbHOro rMApoNM3a
MOJIOYHBIX XWUPOB XENYHbIMU KUCI0TaMW, OCYLLECTBASETCS
MONHOE pacLLenneHne TPUIMNLEPULOB XKEHCKOTO MONOKA A0
rNLEPUHA M CBOBOAHBIX XMPHbIX KMCNOT [7, 8].

CopepxaHue xu1pa B 3pefioM KEHCKOM MONOKe COCTaB-
nset B cpenHem 4,7 r/ 100 mn (konebnetcs ot 3,0 1o 6,2 1
B 100 mn). OCHOBHBIMW KOMMOHEHTAMM XMPA >KEHCKOro
MOJIOKA SABASKOTCS TpUramuepuabl, Gocdonmnuibl, CTeponbl
M KMpPHble KMCNOTbl. XKMPHOKWUCNOTHBIA COCTaB FPyAHOro
MOIOKa XapaKTepu3yeTcs OTHOCMTENbHO BbICOKUM COLEp-
xaHuem MHXK, koHueHTpaums koTopbix coctasnsget 0,4-
0,5 r/ 10 mn (mab6n. 2).

M3BeCTHO, YTO B XXEHCKOM MOJSIOKE MaNbMUTUHOBAS KUC-
NOTa SBNSETCS AOMMHUPYHOLLEN HACBILLEHHON XMPHOM KMC-
notow u coctaenset 17-25% oT Bcex XMpPHbIX KMCIOT B 3pe-
JIOM KEHCKOM Monoke. B opraHu3me pebeHka HeHaCbILeH-
Hbl€ YXMPHbIE KMCNOTbI MOYTU HE CUHTE3UPYIOTCS, HO BbINOJ-
HSIOT BaXkHellwme MeTabonnyeckme M nnactudyeckue QyHk-
LMK, Hanbonee BbICOKOE WX COAEPXKAaHWE — B BeLLECTBE
rONI0BHOMO MO3ra, 3puUTenbHOM aHanmnsaTtope (ocobeHHo AK 1
[TK). Xupbl MaTepMHCKOrO MOMOKa NMepeBapuBaOTCs nerye
MO CPaBHEHMIO C KMPaMm KOPOBLETO MOJTOKA, T. K. OHM 3MYb-
rupoBaHbl [9-11]. BcacbiBaHMe XMPHBIX KMCNOT MMEET 0CO-
6eHHOCTM B 3aBMCMMOCTM OT AJIMHbI YINEPOAHON Lenu wu
MecTa MOMOXEHUS XXKMPHOW KMCIOTbI B MONEKYNE rnLLepona.



KopoTkoLenoyeyHble U cpeaHeLenoyYeYHble XKMPHbIe KUCIO-
Thl, @ TAKXE MIULEPUH U XONMH SBASKOTCS TMAPOPUIbHBIMM
COeAMHEHUSAMM, BCACbIBAaHME KOTOPbIX NMPOMCXOAMT 6e3 yua-
CTMS MAHKpeaTMyeckor nmnnasbl M KeNYHbIX KUCIOT, Hemno-
CPeACTBEHHO B KPOBb, MUHYS NUM@ATUYECKYD CUCTEMY.
Cneumduyeckas KOHGUrypauus TPUTAMLEPUAOB XXEHCKOrO
MOSIOKa CMOCOBCTBYET BCACHIBAHMIO KMPHBIX KWUCIOT.
OcobeHHOCTbIO TPUIMMLEPWUAOB TPYAHOrO MOJIOKA SABNSETCS
TO, YTO OHM copepxat okono 70% NanbMUTUHOBOW KUCOTbI
B LEHTpPaNbHOM nonoxeHun (Bo BTOpor nosuumu). Ceasb
rANLLEPONA C KMPHOM KUCNOTOM B CpeAHei No3numMmM He nof-
BEpyKeHa AeNCTBMIO MNa3bl B TOHKOM KMLLIKe, HO 06pa3oBaB-
lIMecs Npu NULLEBAPEHUM MOMEKY/bl MOHOMMMULEPUAOB C
XMPHOM KWUCNOTOM B LEHTPASIbHOM TMOIOXEHUM CMOCOOHbI
BCACbIBAaTbCS B 3HTEPOLMTbI B HeuM3MeHeHHOM Buae. [Mpu
3TOM B ABEHAALATMMNEPCTHOM KMLIKe MnoA AeWCTBMEM MaH-
KpeaTuyeckor Nmnasbl NPOMCXOAMT YaCTMYHbIA TMOPONU3
XMPa, NPUYEM OTLLENNAOTCA TONbKO OCTATKM XKMPHbIX KMCNOT
B 1-1 1, 4aCcTMUHO, 3- No3uumMK sn-Tpurnmuepuaa. B pactm-
TENIbHOM XMpe MaNbMUTUHOBAS KMCIOTA 3aHMMAET KpaeBble
MONOXEHMS, YTO CHUXKaeT 3DDEKTUBHOCTb ee BCACbIBAHMS.
3TO NPUBOAMT K TOMY, YTO A0 91% NanbMUTUHOBOM KMCAOTbI
nanbMOBOro Macna B CMeCcu Npu MNULLEBAPEHUN UMEET BO3-
MOYHOCTb BbIA€NUTbCS B CBOOOAHOM BMAE B MPOCBET KMLLIEY-
HMKa. BbicBoboOXOatoWascs npu nuuwesapeHmun cBoboaHas
nanbMUTUHOBAS KUCOTA BCTYNaeT B HEOOPATUMYO XMMMYe-
CKYK CBSi3b C MOHaMW Kanbuus, 06pa3ys HepacTBOopuMMOe
coefMHeHue (BbINaaeT B 0CAA0K), KOTOpOe C TPYAOM BCachl-
BAETCS B KMLWIEYHUKE W, BCNEACTBME 3TOrO, CHUXaeT 6b1Momo-
CTynHoCTb Kanbuma [12, 13]. Kpome Toro, obpasytoLmecs
rMAPATMPOBaHHbIE KabLMEBbBIE MbINA YXYALUAT KOHCUCTEH-
LMI0 CTyna, cnocobCTByS 3anopam U KoAuKaM, a M36bITo4HOe
BbIBEEHME KA/bLMS Yepe3 KMLIeYHMK CO3AaEeT Npeanochi-
KM K HapyLIEeHWO pa3BUTUS KOCTHOTO ckeneTa. B uccnenosa-
Hum K. Kennedy et al. nokasaHo, 4to y AeTen, KOTopble Nony-
Yanu CMeCb, COAEePKaLLyt0 ManbMUTUHOBYK KUCIOTY B SN2-
NONOXEHUU, KOHCUCTEHUMS CTyna Obina HGonee MArkom U B
Kane 6bl10 MeHblUe KanbLMEeBbIX CONEM XKMPHbIX KMCAOT MO
CPaBHEHWUIO C TAKOBbIMM Y AETeM, MoayvyaBWMX Knaccuye-
CKYt0 CMeCb B TeyeHue 12 Hepn. [14]. B 3toM uccnenosaHum
TakXke MeTo[OM [EeHCUMTOMETPUM Onpeaensnv naoTHOCTb
KOCTHOM TKaHu 4yepe3 12 Hep. npueMa cMecewn, OAHAKO CTa-
TUCTUYECKM 3HAUYMMbIX PA3NNUMIA MeXay rpynnamu nosayye-
HO He 6bino.

py Npomn3BOACTBE MOIOYHbIX CMECEN BaKHOE 3HaYeHWe
MMeeT afanTaums XXMPOBOro KOMMOHEHTa CMeCH, 4TO B nep-
BYIO ouyepeib npeanonaraeT OnTMManbHOEe COOTHOLEHWe
MHXK. CopepxxaHue xunpa B XEHCKOM U KOPOBbEM MOJSIOKE
NnoyTM OOMHAKOBO, MO3TOMY MpPU MPOWM3BOACTBE MOIOYHOM
CMecn HeobXoAMMO COXPaHWUTb ero KoJM4yecTBO, a CMecChb
oboratutb MHXK, onTuManbHoe coaepXaHue U COOTHOLLE-
HMe KOoTopbIX obecneynBaeT npaBuibHoe GU3nYeckoe pas-
BUTUE pebeHkKa, a Takke GOpMUpOBaHME CTPYKTYP FONOBHO-
ro mMo3ra. [p1 afanTaumm XXMpOBOro KOMMOHEHTA B KNaccu-
YeckMX AETCKMX CMecsiX, Kak npaBuio, NpoM3BOAAT YacTuy-
HYI0 MW MOJTHYH 3aMEHY XMpa KOPOBbEro/KO3bero MosoKa
Ha CMeCb NPUPOAHbIX PACTUTENbHBIX Macen (MOLCONHEYHOrO,
KYKYpY3HOro, COeBOro, KOKOCOBOro, MasabMOBOrO M Ap.) C

Lenblo NpuBefeHns COOTBETCTBUS XXMPHOKMUCIOTHOIO COCTa-
Ba rpyaHOMY MOJOKy. Ko3be MOMOKO COomepXuT 6onbluee
KONMYeCTBO KOPOTKO- M CpeaHeLemnoyeyHbIX XUPHbIX KUC-
JIOT — KarnpOHOBOW, KaNpWn0BOW, KANPUHOBOW, 1AYPUHOBOWM U
MWPUCTUHOBOW KMCMIOT, KOTOPbIE€ BCACHIBAKOTCSA B KMLLEYHUKE
HenocpeacTBEHHO B BEHO3HYH CeTb, YTO obneryaeT ycBoe-
Hue Xunpa. XKMpoBOM KOMMOHEHT CMeCeil Ha OCHOBE KO3bero
mMonoka Kabrita® Gold (npou3BeneHo B fonnaHamMun) umeet
CYLLECTBEHHbIE OTIMYMS OT XXMpPa CMecei Ha OCHOBE KOpO-
BbEro MOJIOKA: XMpOoBble robybl KO3bEro MOMOKAa 3Hayu-
TENbHO MEHbLUMX pa3MepoB MO CPaBHEHUIO C rMobynamu
KOpPOBbErO0 MOMOKA, 4TO obecrneynBaeT OOMbLIYI0 BO3MOX-
HOCTb BO3AEMCTBMS MaHKpeaTUyeckor nunasbl; Gonbliee
COepXaHne KOpPOTKO- U CpeAHEeLENOYeYHbIX XUPHbIX KMC-
NOT B XMPHOKMCIOTHOM cocTaBe [15]. Cmech Kabrita® Gold
Ha OCHOBE KO3bero Moj0oKa OTIMYAeTCS IMMULHBIM KOMMNEK-
coM DigestX® - 370 ycoBepLIEHCTBOBAHHbINA XMPOBON KOM-
MOHEHT, 6IM3KMIA N0 COCTaBy M CBOMCTBAM K rpyAHOMY MOJO-
KY, 3TO KOMMIEKC XXMPOB (CTPYKTYPUPOBAHHbBIX TPUIAULLEPH-
[10B), NOA0OHBIV XXMpaM rpyLHOr0 MOOKA. 3aNaTeHTOBaHHbIN
npouecc depMeHTauun U3MeHSET CTPYKTYPY pPacTUTENbHbIX
XMPOB (pancoBoe, MasbMOBOE, MOACOMHEYHOe Macna), B
pe3ynbTaTe 4Yero HacbllWeHHas nanbMUTUHOBAS KMCIOTa
3aHMMaeT Ha MULEPONbHOM Kapkace TaKyl e, Kak M B
rpyLHOM MO/OKe, sn2-nosuumio. Xuposoi npodunb
DigestX® ko3bero MoIoKa Takxe SBASeTca 6osee oNTUMalb-
HbIM AN NepeBapuBaHMs He3penbiMn GepMeHTHbIMU CUCTe-
Mamu pebenka [16, 17].

Takum 06pasoM, NanbMMTUMHOBAS
NONOXeHUN ymeHbLuaeT [18]:

IKCKPELMIO XMPHbIX KMCAOT C KanoM, 4To cnocobcTayeTt
YNYYLWEHWIO YCBOEHUS XMPa;

noTepu KanbLus C KanoMm, 4TO BeAeT K YNyULEeHMIO YCBO-
€HUS KanbLus;

COlePXKaHWEe KanbLMEBbLIX CONEM XMPHBIX KUCIOT B Kane,
dhopMUpysa MArKuiA CTyn.

[pyrue KOMMOHEHTbI CMECU: NPEBUOTUKM FaNaKTOONUIo-
caxapuabl (FTOC) n dpykroonurocaxapmapl (POC), npobumo-
TMK 6udmnaobaktepum BB-12°, Hykneotuasl — cnocobCTByIOT
NpaBuIbHOMY MULLEBAPEHMIO, GOPMUPOBAHUID WUMMYHHOWM
CUCTEMbI W PAa3BUTUIO 3aLLMTHbIX QYHKUMIA opraHmsma [19].
Tak, npebuotukn FOC n @OC, nonyyeHHble U3 LMKOPUS U
NaKTO3bl, COOTBETCTBEHHO, CTUMYAMPYIOT MNEPUCTANLTUKY
KMLEYHMKA, CNOCOBCTBYIOT POCTY MHAUTEHHOM MUKPODIOPSI,
a TaKkxke ynydwarwT 6MOLOCTYNHOCTb Kanbums. [lononHeHue
cMecn budmoobaktepuamu BB-12° n3MeHAeT KOHCUCTEH-
LMI0 CTyNa y fieTeit OT TBEPLOW K MATKOM M ynyyLIaeT KMLey-
HbI TpaH3uT [20].

Ha kadenpe neamaTpum C KypcoMm MOAMKIIMHUYECKOM
neaguatpun ®OTBO0Y AMNO PMAHMO M3 P® nposeneHo
MCCNenoBaHWe C Lenblo OLEHKM NepeHoCUMMOCTU U 3dhdek-
TMBHOCTM cMeck Kabrita® Gold y geTeit rpyaHoro Bospacra ¢
(OYHKUMOHANBHBIMM  HAPYLUEHUAMM KENYA0YHO-KMULLIEYHOTO
TpakTa. B 3TOM nccnenoBaHMu Takke OLEHMBANUCh NULLEBA-
peHue 1 BCacCblBaHWE NO AAHHbIM KOMPOAOrMYECKOro aHanm-
3a [0 npuema cMmecu u vepes 8 Hed. B nccneposanme Gbinu
BktoyeHbl 20 peTert B BO3pacTte C poxAaeHws no 6 Mec.
(cpenHuit Bo3pact - 2,6 = 0,8 mec.).

Kucnota B sn2-
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Ta6nuua 3. Pe3ynbtaThl KONPOAOrMYECKOro UCCEN0BAHMS B
IMHaMuKe
Table 3.Results of scatological examination over time

| uccnepoBanme Il nccneposanme
MNokasarenb
A6c. % A6c. %
HeiiTpanbHblit up 5 25 2 10
XupHble kucnotb 8 40 3 15
Conu XMpHBbIX KMCnoT 7 35 4 20
VonodunbHas dnopa 5 25 3 15
Cwm3b 3 15 3 15
JleiikouuTbl 3 15 5 5
SpUTpOLUTBI Her Her Her Her

Ha doHe npuema cmecu YCTAaHOBWMAM 3HAYUTENbHOE
yMeHblueHne gonu getei (okono 50%), y KOTOPbIX BbisiBNEHA
cTeatopes 1 TMNa, YTO OTPaXaeT NMMNONUTUYECKYID aKTMB-
HOCTb. Yepe3 8 Hea. Ha GoHe npuemMa CMecu yMeHbLMNach
cTeaTopes 2 TMMA, Y4TO YKa3blBaeT Ha yNyylleHue NpoLeccoB
MULLEBAPEHNS M BCACbIBAHWS NUMMAOB Yy AeTeN, nosyyato-
wmx cMech Kabrita® Gold (ma6n. 3).

Mpu HapyLleHUW NnepeBaprBaHUS UK BCACbIBAHMS NMU-
[10B MOXHO FOBOPWTb O CTeaTopee, OnpeaensieMoin Konpono-
rMyeckum umccnepgoBanuem. Konporpamma - eouHCTBEHHAs
MeToLMKa U TEXHMKA MCCNeAoBaHMs KanoBbIX Macc no cne-
LUManbHOM cxeMe, npuMeHseMas ¢ 1932 r. u 0o HacToswero
BpPeMeHM, 9BNSeTcs AOCTYMHbIM, MPOCTbIM U HEWHBA3MBHbLIM
MeTOLOM MCCNef0BaHMS, OTPaXaloWwmm dusnyeckmne, Xumu-
yeckme U MUKPOCKOMMYeCKMe XxapakTepUCTUKM Kana.

Bbiaensior 3 TMna cTeaTopeu:

I creatopes 1 TMNa — HanMuMe HENTPANbHOTO XMPa B Kane;
[ cTeaTopes 2 TMMA — HaJM4Me XMPHbIX KUCIOT U COnen
YXMPHbIX KACNOT B Kane;

[ cTeaTopes 3 TMNA — HaAWYMe HEMTPANbHOIO XM1pPa W KMUp-
HbIX KMCNOT B Kane.

Xapakmepucmuka Kanaa npu cmeamopee: enTo-cepoBsa-
TOro LBeTa, C XXMPHbIM B1€CKOM, NINMKMI, MI0XO OTMbIBAETCA
OT ropLUKa, 3anax 3/10BOHHbIA, 0ObEMHbI, yHaLLEHHbIW, NOAN-
dekanus.

[ins yTo4YHeHus xapakTepa CTeaTopeu MCnonb3yeTcs
MeTo[, KOMUYECTBEHHOW OUEHKM (nunuaorpamma) [21]. 3tot
MeToA, NO3BONSET CYMMapHO ONpeaenuTs obliee KOAMYecTBO
XUpa B QEKaNMaX C YH4ETOM XKMPa 3K30reHHOro NPoMCXoXae-
HMS. B HOpMe KONMYeCTBO XMpa, BbIAENSIOLLErOCS C KoM, He
[oMmKHO npeBbiwath 10% xumpa, BBEAEHHOrO ¢ nuwen [22].

Mpu cTeatopee 1 TMNa (Hanuuyne HEMTPaANbHOrO XMpa B
Kane) y AeTer paHHero Bo3pacta HYXHO B MepBYyt oyepenb
MCKNOYUTb abCOMOTHYH 3K30KPUMHHYK HEeLOoCTaTOYHOCTb
NOLXeNyLOYHOM  >Kenesbl: MyKOBMCLWMAO3, CUMHAPOM
lBaxmaHa - [darmonpma, cuHapoM [MMpcoHa, M30nMpoBaH-
HbIi Aeduumnt nmnassl (cuHapom LWengoHa - Peg). Mpu ee
obHapyxeHun B konporpamMMe HeobxoLMMo NpoBecTu 6onee
TOYHYIO OLLEHKY 3K30KPUHHOM QYHKUMWM MNO4KENYLO0UYHOM
Xenesbl C MOMOLWb TecTa Ha ¢eKanbHyl 3nacrasy-1.
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CHmxeHne ypoBHS 3nactasbli-1 Huke 200 Mr/r noateepxaa-
€T BepOoSTHOCTb aBCONOTHOM NaHKpeaTU4eCKoM HeLoCTaTou-
HocTu. [MocnenyoWwmii AMAarHOCTUYECKMIA anropuT™M Hanpas-
NIeH Ha BbISIBNEHME KOHKPETHOIO 3ab0N1eBaHMS NOAXKeNyLoY-
HOW Xenesbl.

Mykosucyudos (MB) - camoe pacnpocTpaHeHHOe Hacea-
CTBeHHOe 3aboneBaHue, 00yCNOBNEHHOE MyTaLMel reHa, pac-
MONIOXXEHHOrO B A/IMHHOM M/ieye 7-i XpOMOCOMbI, NepefaeTcs
Mo ayTOCOMHO-PELLECCMBHOMY TWUMY MPU HACNEA0BAHUMU ABYX
MyTaHTHbIX annenei. CneacTBMeM MyTalMM TeHa SBASETCS
HapylleHWe CUHTEe3a, CTPYKTYpbl 1 BYHKUMK Benka TpaHCMeM-
6paHHoro peryngatopa nposoanmoct MB (CFTR), B pesynbTa-
Te Yero X/J10pHble KaHasbl CTaHOBATCS NATONOMMYeCcKM Henpo-
HMLAEMbIMU AN1 MOHOB XJ10pa Mpu rrnepabcopbummn HaTpums
M 0AHOBPEMEHHOM MOCTYNNEHUM B KNETKY BOAbI, YTO BbI3bIBa-
€T [Aeruapataumio anukanbHOW MOBEPXHOCTM CEKPETOPHOro
3NUTeNVS, yBeANYEHNEe BA3KOCTM Cn3K [23].

HuaeHocmuyeckue kKpumepuu MB, ymeepmdeHHsbie
Esponelickumu cmaHdapmamu:

B nonoxwuTenbHag notoBas npoba w/unu aBe MyTauuu
MBTP, Bbi3biBatoLmne MB;

M HeoHaTanbHag rMNEepPTPUNCUHOrEHEMUS WKW XapaKTep-
Hble KNMHWYECKMe NposIBNEHMSs, Takne Kak Anddy3Hble
6POHX03KTa3bl, BbICEB M3 MOKPOTbI 3HauyMMoi ons MB na-
TOreHHoW MUKpodnopbl (0COBEHHO CMHErHOMHOM Manoykm),
3K30KPUHHAA MaHKpeaTMyeckas HemoCTaTOYHOCTb, CUHAPOM
noTepu conew, 06CTPyKTMBHAS a300CNepMus.

CuHOpom llgaxmaHa - [aliMoHOG - HaCNeACTBEHHOE
ayTOCOMHO-peLeccnBHoe 3aboneBaHWe, ONUCaHHOE BMep-
Bble H. Shwachman et al. B 1964 r. kak abcontoTHas Heno-
CTAaTOYHOCTb 3K30KPUHHOM DYHKLMM MOMKENYA0HHON Xene-
3bl C AMCHYHKUMEN KocTHoro Mosra. PaccmatpuBaetcs B
HacTosee BpemMs B KayeCTBe BTOpOM nocne MB mpuumHbl
HaCNeaCcTBEHHOW/BPOXAEHHOM HEA0CTaTOYHOCTN IK30KPUH-
HOW (YHKUMWM MNOMKEeNnyao4HOM >xenesbl. XapakTepusyeTcs
MYNTUCUCTEMHBIMW aHOMANMSMU, BKIOYAIOLLMMI: HapyLle-
HWe BHeLIHeCeKpeTopHOM MYHKLMU NMOMKeNya04YHOW xene-
3bl, MOPAXEHNE KOCTHOO MO3ra C UMTOMEHUSIMU Pa3NUYHOM
CTeMNeHU BbIPAaXXEHHOCTU, METAPU3APHYI0 XOHAPOAMCINA3ZMIO,
BbICOKMI PUCK Pa3BUTMS OCTPOr0 MMENOAMCMIACTUYECKOTO
CMHAPOMA, MUenonemnKosa.

JuaeHocmuyeckue kpumepuu cuHOpoma LlsaxmaHa -
Haiimoroa [24, 25]:

IK30KpUHHAS OUCPHYHKUUS NOOHENYO0YHOU Hese3bl:

I KonMuyecTBeHHAs HEAOCTAaTOYHOCTb CEKPELIMM NAHKpeaTH-
Yyeckmx pepMeHTOB NpW COXPaHEHHOM CEeKpeLMM XKULKOCTH
n bukapboHaToB;

I CHMXKEeHWe YPOBHS TPUMCUMHOTEHA CbIBOPOTKM;

W cteatopes 1 TMna (NpsMoe onpefeneHue xupa B CTyfe
3a 72 4);

B Bu3yanuszauumsa nMnoMaTosa NoaKenyaoyHoOW xenesbl no
naHHbIM Y3U mnum KT.

lemamonoauyeckue HapyweHus: (MUHUMYM 0OHO):

B HenTponeHua <1,5 x 10%/n;

I KOHUeHTpaums reMornobuHa <2 CTaHAAPTHbIX OTKAOHe-
HWS HUXKe CpefHero, C MONPaBKOM Ha BO3pacT;

B TpomboumTonerus <150 x 10%/n;

B MuenogmMcnnacTMyeckmin CUHAPOM.



OuddepeHumnanbHbiii AMarHo3 MyKOBUCLMAO3a U CUH-
Apoma LlsaxmaHa -- laiiMoHAa
1. Tematonormnyeckne HapylweHus
2. AHOManuu ckeneTa
3. KonuyectBeHHas HeQOCTAaTOMHOCTb CEKPELMM MAaHKpeaTyH-

Yyeckux GepMeHTOB NPW COXPAHEHHOW CEKPELIMM XKMOKO-

CT1 1 BKMKapOOHATOB (CTUMYNSLMOHHbIN TecT)

4. Hu3KMI ypoBeHb MaHKpeaTMyeckux (HepMeHTOB CblBO-

POTKM
5. JInnoMaTo3HbIN xapakTep AereHepaunn NogKenyao4yHomn

Kenesbl
6. HopManbHbIM ypoBEHb COLEPXKAHMS X/10pa B MOTOBOW XKMA-

KOCTW, @ TaK)Ke HAaTPUS U X/10pa B HOTTEBbIX MAACTUHKAX.

CuHdpom [MupcoHa Bnepsble onucaH B 1979 r. OH npos.-
nsetcs abCcontoTHOM 3K30KPUHHOM HEAO0CTAaTOMHOCTbIO MOA-
KENyL04YHOM Kenesbl C YNOPHOW, HEMOAAAIOLLENCS NeYEHWIO
aHemuen, TpombounToneHnen. fematonornyeckme Hapytie-
HWS, Kak npaBuno, bonee Tsxenble, XapakTepHO YNopHoe
TeyeHue aHeMuu u TpombouuToneHun. KocTHble aHoManmu
npu cuHapome npcoHa oTcyTCcTBYHOT. B ocHoBe 3aboneBa-
HUS NexkaT KpynHble aeneumn B MutoxoHapwanoHon [AHK,
0[HaKO OHM NIOKaNM30BaHbl NPEUMYLLECTBEHHO B MUTOXOH-
LpUAX KNETOK KOCTHOrO MO3ra.

CuHopom LlendoHa — Pes (M30N1MpOBaHHAs BPOXKLEHHAS
HeLoCTaTOYHOCTb NMA3bl) — BPOXKAEHHbIA M301MPOBAHHbIN
LeduumMT N1nasbl, Bnepsble onucaH B 1964 r. XapakTepHble
CUMNTOMbI 3aboneBaHus:

CTYN XMPHbIA B BUAE «PACTOMIEHHOTO Mac/ia», XenTo-
OpaHXeBbIN;

creatopes 1 Tvna;

HOpMasibHOe HePBHO-MCUXMYECKOE Pa3BUTHE;

HOpMasnbHas notoBas Npoba;

CHWXXEHME YpOBHS MAaHKpPeaTMYeCcKol Mnasbl B NaHKpe-
aTMYECKOM CeKkpeTe Mpu HOPManbHOM YpPOBHE TPUMCHHA U
amMunassl;

HOPManbHbIM TecT ¢ [1-Kcnnoson;

OTCYTCTBME MOPMONOTMYECKUX M3MEHEHWIA NOOXKENYA0Y-
HOW Xenesbl;

Ta6nuua 4. XvpHble KNCNOTbl B Kane B HOpMe B 3aBUCMMOCTU
OT BO3pacTa
Table 4. Normal fatty acids in stool depending on age

Pet1 Ha UB Kpucrannbl B Hebonblwom kon-se

[letu cTapuero Bo3pacra OrcyTcTBytOT

B3pocnbie OtcyTcrBytor

XOpOLWMWI pe3ynbtaT Tepanuu (GepMeHTaMu C BbICOKOK
AMNONWUTUYECKON aKTUBHOCTbIO.

XupHble KUCNOTbI 9BASKOTCS MPOAYKTOM nepepaboTku
HeWTpanbHbIX XXMPOB MO0 MOTyT COAEPXKATLCS B TaKOM BMAE
B nuLe. XMpHble KUCNOTbl, TaK Xe KaK U HEMTPanbHbIE XMPbI,
MONHOCTbIO BCACbIBAKOTCSA B KULIEYHMKE, B HOPME Y [eTei
paHHero Bo3pacTa C KasnoM BblaenseTcs Hebonbluoe Konmye-
CTBO XMPHbIX KUCNOT (mabi. 4).

Creatopes 2 TMRNA (KMPHble KUCIOTbI B Kafe) He fBaseTcs
cneumduyecknM Npu3HakoM onpeaeneHHbix 3aboneBaHuin,
HO [LOBO/IbHO 4aCTO OTMeYaeTcs Npu 3aboneBaHMAX TOHKOWM
KMLLKM.

lpuyuHel cmeamopeu 2 muna:

HapyLleHMs BbIpabOTKM XKenun 1 ee NoCTynIeHUs B TOH-
KYO KMLLIKY (BONE3HM MeveHn 1 XXenyHbIX nyTen);

HapylleHne CEKPeTOPHOM PYHKLMM NOKENYLOYHOMN Xe-
ne3bl (MAHKpeaTuTbl);

HapyLleHMe BCaCbIBaHUS B KULIEYHUKE;

YCKOpEeHHas 3BakyaLms COAEPXKMMOro KULIEYHMKA.

Takum 06pa3oM, MMNOAUTMYECKas aKTMBHOCTb Xenyaou-
HO-KMLLEYHOro TpakTa y AeTelt MMeeT BO3pacTHble 0CObeH-
HocTu. B paHHeM BO3pacTe, KpOMe MaHKpeaTM4yeckow nuna-
3bl, IMNOMM3 OCYLLECTBASMIOT JIMHIBANbHAS M KENyLo4Has
NMNasa, a npu rpyagHOM BCKapMAMBAHWUM — IMNA3a rpyaHOro
Monoka. Hepeako HeQoCTaToyHOCTb GepMeHTOB 0bycnosne-
Ha HapylleHWeM Mx akTMBaLMKU B TOHKOM kuLke. CteaTopes
MOXeT 6bITb 00yCnoBNeHa Takxke AedULUTOM GepMeHTOB U
HapyLleHMEM BCACbIBAHMS MULLEBbIX BELLECTB.
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