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Pesiome

Y neTeit ¢ XpOHUYECKMMUM 3a60NeBaHUSIMM, TaKUMK Kak HEBPOJIOTMYECKUE, HEPBHO-MbILIEYHbIE, PECMMPATOPHbIE, B YACTHOCTM MYKO-
BUCLMA03, HACNELCTBEHHbIE, MeTaboNMYeCKme, OHKONOrMYeckmne, BPOXKAEHHbIE MOPOKM CepALa, YacTo OTMEYaeTCs HeLoCTaTOYHOCTb
MUTaHWS, HEPELKO COMPOBOXAAEMas 3a4epXKKoi pocta. OCHOBHOM NPUUYMHOW, NPUBOAALLEN K U3MEHEHUIO HYTPUTUBHOIO CTaTyCa,
SBASETCS HEAOCTATOYHOE MOCTYMNEHWE NUTATENbHbIX BELLECTB M 3HEPrM NMPU MOBbILLEHHbIX NOTPEOHOCTSX B NUTATENbHbIX BeLle-
CTBaX WM Pa3AnyYHbIX NpobneMax, CBS3aHHbIX C NpueMoM nuimn. OTCyTCTBME KOPPEKLMM HYTPUTUBHOTO CTaTyca M NpOoAOXKatoLLeecs
HepoenaHWe CnocobCTBYHOT Cepbe3HbIM M3MEHEHMSM B OPraHM3Me, KOTOpble YXYALIAKT TeyeHue 3aboneBaHus, MoBbILAKT pUCK
CMEPTHOCTU U CHUXKAKT KAYecTBO KM3HWM naumeHToB. [Ing yaoBnetBopeHus noTpebHOCTel opraHuM3amMa B HYTPMEHTaX B MOMHOM
06beMe MPUOPUTETHBIM SBNSETCS MPUMEHEHUE CNELMANU3MPOBAHHOTO 3HTEPANbHOMO MWUTaHMs. HakonaeH [oCTaToYHbIN KuHKUYe-
CKWIA OMbIT, NOATBEPXKAAOLWMIA BbICOKYH 3(DDEKTUBHOCTb MPUMEHEHMS CMECeN A1 SHTEPANbHOMO NMUTAHUS Y AeTEN C HEeLOCTAaTOYHO-
CTblO MUTaHWS Yepes ractpocToMy. [lokasaHo, YTo Takoi cnocob A0CTaBKM NUTaHWUS SBASETCS 6e30MacHbIM ANS NaLMEHTOB, yay4lwaeT
HYTPUTUBHbIV CTATYC, YNPOLLAET YXO[, @ TaKXKe YMEHbLIAET NPOLOIKUTENBHOCTb FOCNUTANU3ALLMIA, YACTOTY PECNMPATOPHbIX U UHbEK-
LMOHHbBIX OCOXHEHWI WU, COOTBETCTBEHHO, PACXOAbl Ha NeyeHne M peabunutaumio. B ctaTbe mpeacTaBneH accopTMMEHT CMecei
KOMMNaHMU «HyTpuuUmS» Ons 3HTEPANbHOIO NUTaHMS, MO3BOSAIOLMIA OCYLLECTBAATL ANDOEPEHLMPOBAHHbIV NOAXOA, K MUTaHWIO 60b-
HbIX B 33BUCUMOCTU OT KNIMHUYECKOM cuTyaumu. NoapobHo onucaHbl NnpobnemMsl NUTaHKs y NaLMEHTOB C HEBPOIOTMYECKUMU Hapy-
LIEHWAMM 1 CNOCODBbI X KOPPEKLMK, MPEUMYLLECTBO NPUMEHEHMS [LOMALLIHEr0 3HTEPANbHOMO MUTAHWUS Yepe3 racTpoCToMy C Lieblo
KOppeKLMU HYTPUTUBHOM HenocTaToyHOCTU. CBOEBPEMEHHO Ha3HAYeHHas HYTPULMOHHAs MOLAEPXKKA SBNSETCH BbICOKOIDMEKTUB-
HbIM METOAOM KOPPEKLMU HEAOCTAaTOMHOCTM NMUTAHUS WU NpesynpexLeHns ee Pa3BuUTUS Y AeTell C XPOHUYECKUMU 3a601eBaHMaMMU.

KnioueBbie cnosa: 3HTEPasibHOE NUTaHWE, CMECb, raCTPOCTOMa, HYyTPULMOHHAA NOAAEPXKKa, HyTpl/ITIABHbIﬂ CTaTyC, UHOEKC MaCCbl Tena, poCcT
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Abstract

Children with chronic diseases, such as neurological, neuromuscular, respiratory, in particular cystic fibrosis, hereditary, metabolic,
oncological, and congenital heart defects often suffer from malnutrition, often accompanied by stunted growth. The main reason
leading to a change in nutritional status is inadequate intake of nutrients and energy with increased nutrient requirements or
various eating problems. Lack of nutrient status correction and continued malnutrition contribute to major body changes that
worsen disease progression, increase the risk of death and reduce patients’ quality of life. To fully cover the body’s nutrient needs,
the use of specialized enteric nutrition is a priority. Sufficient clinical experience has been accumulated, confirming the high effec-
tiveness of the use of enteral nutrition formulas in children with malnutrition through gastrointestinal feeding. It has been proved
that this method of delivery of food is safe for patients, improves nutritional status, simplifies care, as well as reduces the duration
of hospitalization, the frequency of respiratory and infectious complications and, consequently, the cost of treatment and rehabili-
tation. The article presents the assortment of “Nutricia” formulas for enteral nutrition, which allows a differentiated approach to
nutrition of patients depending on the clinical situation. Nutritional problems in patients with neurological disorders and ways of
their correction are described in detail. The advantage of using domestic enteric nutrition through feeding tube for the correction
of nutritional deficiencies. Timely assigned nutritional support is a highly effective method of correction of nutritional deficiencies
or preventing their development in children with chronic diseases.
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BBEAEHUME

Y petelt ¢ XpOHUYECKMMYM 3a60NEBAHMAMM HACTO OTMeYa-
€TCA HefoCTaTOYHOCTb MUTaHWS, HEPEAKO COMpOBOXAAEMAS
3afepxKoi pocta. [puyMHaMu, NpUBOAALLMMMN K M3MEHEHUAM
HYTPUTUBHOIO CTaTyCa, ABASIOTCS, C OLHON CTOPOHbI, HEAOCTa-
TOYHOE MOCTYMNEHME MUTATENbHbIX BELLECTB W IHEPrUK NpH
MOBbILEHHbIX MNOTPEOHOCTAX B NUTATENbHBIX BELLECTBAX MK
pa3nnyHbIX NpobaemMax, CBA3aHHbIX C MPUEMOM NULLM, C ApY-
rOi CTOPOHbI, HapylleHWe YCBOEHWS MUTaHWS BCIeACTBUE
Manbabcopbumn, a TakKe M3MeHEHHOro mMeTabonnsma nuta-
Te/bHbIX BELLECTB HAa KNETOYHOM M reHHOM ypoBHe [1].

OTcyTCTBME KOPPEKLMM HYTPUTUBHOIO CTaTyca y AeTen ¢
XPOHUYECKUMM 3300NEBAHMAMM M NPOLOMKAIOLLEECH HEAO-
eAaHne CnocoBCTBYIOT CEPbE3HBIM M3MEHEHWAM B OpraHu3-
Me, ycyryonsiowmm TeyeHune 3abonesaHus. HeLocTaTouHoCTb
nuTaHng GopMupyeT Oe@UUMT KaK OCHOBHbIX HYTPUEHTOB,
TaK U MHOTWX 3CCeHLMaNbHbIX BELECTB — BUTAMUHOB, MaKpo-
M MUKPOHYTpMeHTOB. [lpucnocabnmeascb K HEAOCTaTKY
HYTPUEHTOB, OPraHu13M NepexoanT Ha PEXMM MaKCUMaNnbHOWM
3KOHOMMKM 3HEepruu nyTeM 3amedneHus pacnaga benka u
xupa. Hapywaetcs metabonusMm benka, CMHTe3 MMMYHOMO0-
OYNMHOB, 3 TakKe aHTUOKCWMAAHTHAs aKTUBHOCTb, MPUBOAS-
Was K MOBPEXAEHMIO KIETOYHbIX MeMbpaH. Hapylenuto
CTPOEHMS 1 PYHKLMOHMPOBAHUS KNETOUYHbIX MEMOPAH Takxe
CMOCOBCTBYET BO3HMKAIOLLEE YXYALIEHWE aCCUMUNALMK TKa-
HAMU TPUTANLLEPUAOB U, COOTBETCTBEHHO, HE3CTEPUDULMPO-
BaHHbIX XMPHBIX KUCIOT, CHUXKEHWE KOHLeHTpaumn docdo-
AMNMLOB M ICCEHUMANBHBIX XMPHbBIX KUCOT, @ Takxe xone-
cTepuHa B KpoBu [2]. M3MeHEHMS nNpoMCXOAaT BO BCeX
OpraHax W CUCTEMax OPraHM3Ma, B T. Y. U B XENYLOYHO-
knweyHoM Tpakte (KKT). Tak, BO3HMKAET AncTpodums 1 atpo-
dua CAM3NCTON 060N0UKM KMULLEYHMKA, YTO COMPOBOXAAETCS
HapyLleHMEM BHYTPUMONOCTHOrO U MeMBpaHHOro nuiLeBa-
peHus. Hapywaetcs motopuka XKT, cTpagaeT MecCTHbIN
MMMYHUTET, BO3MOXHA KOHTaMMHALMS YCI0BHO-NATOreHHOM
KMLLIEYHOM MUKPOGDNOPbI 13 AMCTaNbHbIX B MPOKCMManbHble
OTAENbI KUWEYHMKA. Bce 3T M3MeHeHns yXyaWwaroT BCacbiBa-
HWe 1 ycBOEHMe NULKM. [lanbHeWwme HapyLlWweHusa CBA3aHbl CO
CHWXXEHWEM YPOBHS KOPOTKOXMBYLLMX BENKOB KPOBM (TPAHC-
TUpeTWHa, TpaHcdeppuHa, LepynonnasMuHa M ap.), 3aTem
YMEHbLLAETCA KOHLEHTpaumna anbbyMmnHa u obuiero 6enka B
KpoBW [2]. Pe3ynbTaToOM AaHHbIX M3MEHEHWI SBNSETCS OCNa-
6neHne NpOTUBOMHMEKLMOHHOM 3alluTbl, pa3sButue aedu-
LIMTHBIX COCTOSIHUIA, B T. Y. OCTEOMEHMU, IHEMMMN U APYTUX, 4TO,
B CBOIO 04epenb, ycyrybnger pacCcTponcTso nutaHums. [loMmmo
CHWXEHWS MaCCbl TeNa M CKOPOCTM pocTa pebeHka, oTMeya-
eTca OTCTaBaHMe B MCMXOMOTOPHOM Pa3BUTUM, 3a4EPXKKa
peyeBbiX U KOTHUTUBHbIX HaBblKOB U YHKLMIA. Takum obpa-
30M, HeAOeNaHMe ABNSAETCS OAHUM U3 OCHOBHbIX (aKTOPOB,
YXYALAOWMX TEYeHNE XPOHUYECKMX 3aboneBaHnin 1 NoBbl-
LWALWMX PUCK CMEPTHOCTH, @ TaKXKe CMOCOOCTBYIOLMX CHU-
KEHMIO KayecTBa KM3HWM MALMEHTOB, YBEIMYEHWUIO NPOAON-
XUTENbHOCTM NpebbIBaHMSA B CTALMOHAPE U, COOTBETCTBEHHO,
pacxoAo0B Ha 34paBooOXpaHeHue. [103ToMy AeTaM C XpoHuYe-
CKMMKU 3a601eBaHUAMM HEOBXOAMMO MPOBELEHWE aHaNU3a
(haKTM4eCKoro paumoHa NUTaHMA U Ha3HAYEeHWE aAeKBaTHOM
oueToTepanuu.
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SHTEPAJIbHOE NMTAHUE U CMOCOBbI EF0 AI0CTABKH

[ns nonHoro obecnevyeHuns notpebHoOCTeN AeTen C Xpo-
HWYECKMMK 3aD0NEeBaAHUAMU B IHEPTUM, MAKPO- U MUKPOHY-
TPUEHTaX peKOMEHAYEeTC HyTpUUMOHHAs noagepxka (HIM).
PewwnTb 3Ty 33134y C NPUMEHEHMEM TONBKO NPOAYKTOB MWTa-
HWS, HAaNpUMep NpK BO3MOXXHOCTM ynoTpebneHns naumeHTom
NMLWb Manblx 06bEMOB NMULLM MAX NPY NOBbILLEHHbIX NOTPE6-
HOCTAX, NPeACTaBNSETCS HEBO3MOXHbIM. C y4eTOM TSIXKECTU U
XapakTepa OCHOBHOMO 3aboneBaHus, CTeneHn pa3BMBLUMXCS
HapyweHwui, coctosHms XKKT, a Takxke Bo3pacTa nogdmupaeTcs
cnocob HIM u cocTas cneunannsnpoBaHHoOro nutanng [3-5].

Mpu BbiBope cnocoba HIT HeobxoanMMO OpUeHTUPOBATLCS
Ha PS4 COCTaBNAOWMX. Tak, ANg NUTaHWS METOLOM CUMMHTa
(NnepopanbHbIM MpueM cMecu yepes TpybouKy ManeHbKUMuU
FNOTKaMM) BAXKHbIMU YCIOBUSMU SBNSIETCS COXPAHEHMWE ToTa-
TeNbHOW (YHKUMM W xenaHue HOMbHOro NPUMHUMATb CMECh.
Kak npaBuno, nutaHuMe TaknMM METOAOM MNPUMMEHSETCS Kak
[LONONHeHWe K 00bl4HOM nuLe. [py1 HEBO3MOXXHOCTU BOCMON-
HeHWs NMUTaHWS Yepes poT, NP NepopanbHOM aNMMEHTALMM
MeHee 50% ot noTpebHOCTH, Hanpumep Npu aucdaruu, Boipa-
KEHHOM CnabocTn, aHOpeKCMM paccMaTpuBaeTCs NUTaHue
yepe3 30HA. [MpUMeHsOTCS Ha3loracTpasnbHble, Ha3odyone-
HanbHble, HAa30etoHasbHble 30HAbI. [1pK HeobxoAMMOCTH Npo-
BeaeHus Jl1 bonee 3-4 Hepd. NOKA3aHO HANOXEHME CTOMbI —
ractpo- AYyOAEHO- €lHO- WIMOCTOMbI B 3aBMCMMOCTM OT
cutyaumun. MNonHoe napeHTepansHoe nutanue (MM1) Ha3Hava-
€TCs, KOrga HEBO3MOXHO MWTAaHME Yepe3 poT MAM 30HA,
Hanpumep npu HepaboTtawowem XKT [6]. Mpu 3TOM BaxHO
noMHutb, 4yto 3l npepnoututensHee MM, T. K. oHO Gonee
(HU3MONOrMYHO, MMEET MeHbLUIE OCIOXHEHWI, CNocobCTBYEeT
NpeaoTBpaLLEeHNto aTpodum CIM3UCTON 060M104KM M Noaaep-
XaHWO BGapbepHOM GYHKUMM KMLLEYHMKA, YTO YMeHblIaeT
KMLWEYHYo BakTepuanbHyt0 TpaHCnokaumio. TaknuM obpasom,
3 cuutaetca Hanbonee 3hdekTUBHLIM crnocobom HI1.

Ha cerogHAWHWM AeHb HAKOMMEH AOCTAaTOYHbIN KNMHKUYe-
CKWI oMbIT npuMeHeHus cMeceit ang Il B kayecTse ponon-
HEeHWS K paLMOHY Y eTel C HeLOCTaTOYHOCTbO NUTaHMs. s
MOBbILIEHWS SHEPreTUYECKOM LLeHHOCTU OCHOBHOIO PaLMoHa
NWTaHWS, LOMNONHUTENbHOW AoTauMu 6enka, BUTAaMMHOB M
MWKPOHYTPMEHTOB pekoMeHayeTcs Il HopMa- UNKU rmnepka-
NOPUIAHBIMK CcMecsMU. T1py NIOXOM NepeHOCMMOCTU Ha3Ha-
YaKTCA CMECK Ha OCHOBE MMAPONM30BaHHbIX HENKOB MOOKA.

PacyeT konmuyecTBa cMecu B CyTKM HeobXo4MMO NPOBO-
[OWTb MHAMBWMAYANbHO, MCXOAS U3 NOTPEOHOCTEN B SHEPTUM U
OCHOBHbIX MULLEBbIX BeLLeCTBaX, 0053aTeNbHO Y4MTbIBAS
[aHHble daKTMYeCcKoro NuWTaHus naumeHTa. B 3aBmucuMocTu
OT CTeNeHW HefoCTaTOYHOCTM NUTaHKUS M 3aboneBaHus Kano-
PUMHOCTb paLMOHa MOXeT BbITb MoBbilweHa Ha 20-50% ot
pekoMeHayeMoW 3HepreTnyeckoi notpebHocTu. Mpu YacTmy-
HOM OTKase OT Npuema MUY PeKOMEHAYETCS LONONHUTENb-
Has potaums cMecu ans M1, Npyu NOAHOM 0TKase MAM HEBO3-
MOXHOCTM ynoTpebneHuns nuiiM paccMaTpuBaeTcs Heobxo-
[MMOCTb Ha3HaveHus I B NonHoOM obbeme.

KomnaHus «Hytpuums» gBngeTcs AnaepoM B NMpoOM3BOL-
CTBe NPOAYKTOB CMeLmanmM3npoBaHHoOro nutanHus. lNpennarae-
MbI accopTuMeHT cmecer ang Jl1 no3BonsgeT ocylwecTBASTb
omddepeHUMpPOBaHHbIN NOAX0A K MUTAHUIO OOMbHBIX B 3aBU-



CMMOCTM OT KNIMHM4Yeckomn cutyaumnn. Cmecn ang 3l cogepxat
MOAHBIA MepeyeHb He3aMeHUMbIX HYTPWEHTOB, OMTUMaNbHO
cbanaHCMpoBaHbl MO Makpo- M MUKPO3/IEMEHTHOMY COCTaBY,
0051a43at0T Nerkov yCBOSEMOCTbIO, yA0OHbI ANs LO3UPOBaHUS U
npumeHerus. MNpencrasneHo 31 ong aeTel pa3Horo Bo3pacra:
C poxaeHus, ¢ 1 rona >xusHu, ¢ 3 net u ctapuue. Takxe 3l pas-
paboTaHo C y4eTOM pasHbix cnocoboB focTaBku. C poxaeHMs
paspelleHa K npuMeHeHuio cmecb MHdaTtpuun (1 kkan/mn),
ynotpebnsaTb CMeCb peKOMEHAYETCS U3 BYTbINOYKM MK Yepes
30H4. Ang npMMeHeHUs METOLOM CUMUHIA — HYTPUHWMAPUHK C
MULLEBLIMX BONOKHAMK (HEUTPasbHbIN BKYC, C 1 roaa »u3Hu,
3,5 r6enka/100 mn), a Takxke HYTPUAPUHK (BaHWbHbIW BKYC, C
3-neTHero Bo3pacta, 5,9 r 6enka/100 mn). YkazaHHble cMecu
ABNFIOTCS runepkanopuiHoiMu (1,5 kkan/1 mn).

[Ing CUMWHIOBOrO MUTaHUS, @ TaKXKe MUTaHWS Yepe3 30H[
WK ractpoctomy — HytpuHu, HyTpmuapuHk HyTpmu3oH aBaHCT.
HYTpUHM - XUOKME CMECU C pa3HOM Kanopuyeckowm MaoTHO-
CTbto (HyTpuHWM, HyTpuHuM € nuwieBbIMm BONOKHamMu — 1 kkan/1 mn;
HyTpuHu aHeprusa — 1,5 kkan/1 mn), cMecw roToBbl K ynotpebne-
HUI0, MpeacTaBneHbl B OyTblIOYKaX WM CaMOCMaLAHLLMXCS
naketax. HyrpuapuHk HyTpm3oH 34BaHCT — Cyxas CMeCb, Npu
MPUroTOBNEHUM KOTOPOW BO3MOXHO pa3HOe pas3BeaeHue -
rMno-, U30- UK r1nepkanopuyeckoe. Takxke B COCTaBe IMHEN-
Kn — cMecb HyTpu3oH JaBaHcT Mentncopb Ha OCHOBE BbICOKO-
ro rmaponn3a CbiIBOPOTOYHOrO Benka Co cpefHeLenoyYeyHbiMM
Tpurnuuepuaamm (CLLT) (1 kkan/1 mn) ong nuTaHus Yyepes 30H4,
ractpo- v el0HOCTOMY C BO3MOXHOCTbIO NpuMeHeHus oT 1 roaa
XU3HW. DDDEKTMBHOCTD MWUTaHUS [O0Ka3aHa KAMHWYECKM B
pe3ynsrate MHOMOMIETHErO OMbITa MPUMEHEHMS B Pa3HbIX CTpa-
Hax MUpa, B T.4. 1 B Poccum.

BAXXHOCTb CO30AHUSA PEECTPA.OMNbIT UCMAHUA

B HekoTopbIX CTpaHax CO34at0TCsS peecTpbl NaUMEHTOB C
XPOHUYECKMMM 3306071€BaAHNIMU, NONYYAIOLLMX AoMaLHee D1,
Co3pnaHue peecTpa SBASETCS BaXHbIM  MEPOMNPUSTUEM.
B peectpe yka3biBaeTcs 3aboneBaHWe naUMeEHTa, CNocob
noctaBku M1, 0OCNOXHEHMS, METOLbI BBEAEHMS U BbIOOP NUTa-
HWS, €ro NEPeHOCUMOCTb, NPOAOMKUTENBHOCTb NMPUMEHEHMUS,
YTO MOXKET BblITb BaXKHbIM C 3KOHOMMYECKOM TOUKM 3pEHMS.

Tak, ncxoas us gaHHbix peectpa NEPAD B Mcnanum [7],
Hanbonee 4acTbiM MoOKa3aHWeM Ong gomalHero 31 6bin1o
CHWXeHne 0bbeMa NepopanbHOro npuemMa nuiim (64% nauu-
€HTOB), HEeCnocobHOCTb KOMMEHCUMPOBATb MOBbIWEHHbIE
MeTabonmyeckne noTpebHOCTM, CBSA3AHHbIE C OCHOBHbLIM
3aboneBaHneM (B 24% cnyyaes), M U3MEHEHMS B NULLEBape-
HUM n/mnn mMetabonusme (12%). 31 BBOAMNOCH B OCHOBHOM
yepe3 HasoracTpanbHbid 3oH4 (HI3, 54,7% nauueHTos).
Yawe HI3 wmcnonb3oBancs BpeEMEHHO [O0 NpOBeAeHUs
ractpoctoMuu. Llenbto kopmnerus yepes HI3 ansnock ynyy-
LUEHWE HYTPWUTMBHOMO CTaTyca MNaLMeHTa AN YMeHbLIeHMS
nocneonepaumoHHbIX OCNIOXKHEHWI MPU NPOBEAEHMM racTPo-
CTOMWWU. MeHbllee KONMYeCcTBO MAaLMEHTOB MCMOAb30BaNu
ractpoctoMy (35,8%) u eroHoctoMy (2,2%), nepopanbHoe
KOpMNieHWEe MNpUMEHANU 7,3% NaUMEeHTOB. 3HAYMTeNbHble
pasnuumng B cnocobe BBeAEHMS MUTaHMS Habnpanucb B
3aBMCMMOCTM OT natonoruu pebeHka. Hanbonee pacnpo-
CTpaHeHHbIMK 3a60M1eBaHUAMM OblIM HEBPONOTMYECKME.

OnucaHbl KaTeropmMu nauMeHToB, NOMyYaloWMX AoMall-
Hee JIT:

Hesponornyeckne 3abonesanus: LN, HepBHO-MbIWEYHbIE
3aboneBaHuns, NocNeacTBus MHOEKLMOHHbIX 3a60n1eBaHM, yM-
CTBEHHas OTCTaNoCTb, MOPOKM Pa3BUTUSI HEPBHOM CUCTEMBI.

bonesnun XKT: BpoxxaeHHble nnm npuobpeTeHHble nopa-
XEHWS NULLEBOAA, BOCMANUTENbHblE 3a00N1€BaHUS KULLEYHW-
Ka, CUHLPOM KOPOTKOM KULLKM.

OHkonoruyeckune 3aboneBaHus (B T.4. ONYXOIM FONOBHOIO
MO3ra; He CBSA3aHHble C FOI0BHbIM MO3rOM, CONMAHbIE OMYXO0-
NK, Nepecagka KOCTHOro Mo3ra, 60n1e3HU KpoBHy).

KapanopecnupaTopHble 3aboneBanus, B T. 4. BMC, myko-
BMCLMAO03.

MeTabonuueckne GonE3HM: TMKOTEHO3bl, aMUHOALMAO-
naTim U OpraHnyeckue auuaypum.

BpoxaeHHble MOPOKM pa3BUTUS YENOCTHO-ULLEBO 06NaCTW.

[emMaHrnomel nnuda UM roptaHun.

KpukodapuHreanbHas ancdarus.

HapylweHne nuweBoro noBegeHMs: pacCTponcTea npue-
Ma MWLM, HEPBHAS aHOPEKCUS.

benkoBo-kanopuitHag HeLOCTaTOYHOCTb.

BonesHu noyek: 0CTpas MAKM XPOHMYECKas NoYeyHas Hepo-
CTaTOYHOCTb, HEDPOTUYECKUIA CUHAPOM, TPAHCNNAHTALWMS MOYeEK.

HenoHOLWeHHOCTb.

bonesHu neyenu, B yacTHoCTv BunmapHas atpesus [7].

B Poccuu B HacToslLee BpeMs He CO34aH0 eAMHOro pee-
CTpa NaUMeHTOB, NoayYatoLWmMx gomaluHee 311, o3ToMy onbIT
LApyrux cTpaH MoxeT ObiTb noneseH. Hanpumep, nepeyeHb
nepeyYyncineHHbIX Bblle XPOHMYeCckux 3aboneBaHuii NO3BO-
nget 06paTUTh BHUMaHWE Ha HAbMIOAAOWMXCS Y HAaC naum-
€HTOB C TaKMMW AMArHO3aMU C LENb0 OLEHKM UX HYTPUTUB-
Horo cTtatyca. Kpome T0Oro, AN neyalmx Bpayen 3ta MHGop-
MaLMs MOXET CNYXUTb OPUEHTUPOM CBOEBPEMEHHOMO pac-
CMOTpEeHUs BOMpOCa 0 He0bX0LMMOCTM Ha3HayveHus I,

NPOBJIEMbI MMTAHUA Y NAUUEHTOB
CHEBPOJIOTMYECKUMU HAPYLLEHUAMU U
CMOCOobbl X KOPPEKLIMU

Hanbonee pacnpocTpaHeHHbIMK 3ab0NEBaAHUAMU, MPU
KoTopbIX Heobxoauma HII, gBngTCS HEBpPONOrMYeckue,
MOCKONbKY MMEHHO 3Ta KaTeropus nalMeHTOB YacTo CTpasa-
€T OT TPYAHOCTEN U BbIHYXXAEHHOTO OrpaHUYEHNS B MUTAHUN.
Taxxectb npobnem c nutaHMem 060bIYHO KOppenupyeTt Co
CTENeHbD HEBPONOTMYECKMX HapylweHun. Aducdarma u
yacTble peryprutauum, ractpossodareanbHbii peduiokc,
HapyweHue ™MoTopukn XKT, MenneHHoe OMNOPOXHEHME
XeNyAKa COMyTCTBYIOT NALMEHTAM C TSXKENbIMU HapyLUeHUs -
mu [8, 9]. CneposatensHo, HefoeaaHWe aBnseTcs obLei npo-
6nemoi B 3TOM rpynne naumeHToB. CornacHo onyb6aMKoBaH-
HbIM uccnegoBaHuaM, ot 40 no 90% petent C TAKENbIMU
HEBPONOrMYECKMMU HapYLUEHWUSMKM CTPAAAlT OT HeLoena-
HW4. [103TOMY B 3TOM rpynne NauneHToB BaXKHA OLeHKa dak-
TUYECKOTO PaLMOHA NUTAHWUS U HYTPUTUBHOIO CTaTyca, YToObI
NpeaoTBPaTUTL PUCK HexenaTtenbHbiX ncxonos [10].

Mpu BbISBNEHUM Nerknx nNpobnemM C KOPMAEHWEM peko-
MeHayeTcs peabunuTauMoHHas Tepanus M obyyeHue npa-
BM/IbHBIM MeToAaM KopMmieHus. MNauneHtam ¢ npobnemamm
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rNOTaHMs NOABMPAETCS KOHCMCTEHLUMS NULLM, Npeaynpexaa-
fowasa oucdarnio, vawe nopeobpasHas. Npu HapyweHuu
FNOTaHMS XMAKOCTEN PEKOMEHAYETCS NPUMEHEHMe 3arycTu-
Tenei. Korpa cootBeTcTBytOlEe NoTpebnaeHne nuTaTeNbHbIX
BELLECTB He AOCTUraeTCs HaTypaibHbIMU MPOAYKTAMM MUTa-
HWS, 0N YBENUYEHUS IHEPreTUYECKOW MAOTHOCTU MULLM
MoryT 6biTb fo6aBneHbl CLLT, nonnmMepbl roKo3bl Uam rmnep-
KanopuiHble cmecu [11].

Y naumeHToB, KOTOpbIe He MOryT ynoTpebuTb Heobxoaumoe
KOMMYECTBO MWLM Yepes POT, paCCMaTPUBAETCS MUTaHWe Yepe3
ractpoctomy. 1ononHuUTeNbHBIMM NOKa3aHUSIMM K raCTpOCTOMUM
SBASIOTCA YaCTble CPbIrMBAaHWS WM PpBOTbl BO BpeMst mpuema
MUY U KOPMAEHUS, MPOAOMKUTENbHBIE BO BPEMEHMU.

PekoMeHAaLMKM N0 NUTAHUIO AeTel Bbinn YETKO U3N0XKe-
Hbl B KOHCEHCYCHOM fokymeHTe ESPGHAN-2017 [6], Bkntoua-
IOLLEM OLEHKY HYTPUTMBHOIO CTaTyca, AMArHOCTUKY U nede-
HWE OCHOBHbIX XeNyAOYHO-KMULLIEYHbIX CUMMTOMOB, W Mpe-
A€ BCEero CPOKM M Cnocobbl HYTPUTMBHOIO BMELLATENbCTBA
n peabunutaumn. bbino paspaboTaHo MHOro cTpaterui
KOpMNIEeHUS, U psSA NOAXOLOB MOXeT ObiTb MCMONb30BaH Y
[eTei C HEBPONOTMYEeCKOM MATONOrMeN N HeLOCTaTOYHOCTbIO
nutanus. Ikcneptol ESPGHAN pekoMeHayT Mcnonib3oBaTh
racTpoCTOMy B Ka4yeCTBe MpennovTUMTeNnbHoro cnocoba obe-
CMeyYeHns BHYTPWXKENyAoYHOro AOCTyna ANs AAUTENbHOro
KopMneHus. MHOroYMcineHHble UCCNefoBaHUS MPOLEMOH-
CTPMPOBANM 3HAYUTENbHOE YNYYLIEHNE HYTPUTUBHOIO CTaTy-
Ca NALMEHTOB C THKENbIMU HEBPONOrMYECKUMM HapyLLEHUS-
MW MOC/E YCTaHOBKM racTpocTombl [12-14].

OLEEHKA MHOEKCA MACCbI TEJTA U POCTA
NPU NNTAHUU YEPE3 TACTPOCTOMY

HakonneHHbIM MMPOBOW OMbIT MOKA3bIBAET MPENMYLLECTBO
npuMeHeHuns aomatiHero JIT yepes racTpoCTOMy C LieNblo KOp-
peKLMM HYTPUTMBHOW HELOCTAaTOMHOCTW. [loKa3aHo, 4To Takow
Cnocob AoTaumu NUTaHKs SBNSETCS 6€30MacHbIM AJd NaumeH-
TOB, YNYYLAET HYTPUTUBHBINA CTATYC, YNPOLLAET YXOL, a TaKxke
YMEHbLUAET NPOAOIKUTENBHOCTb FOCAUTANM3ALMIA M YacToTy
pecnmMpaTopHbiX M MHMEKLMOHHBIX OCNOXHEHWHM, Hanpumep
ACMUPALMOHHBIX MHEBMOHWMM M3-3a aucdarnm [12]. Momumo
HEBPONOrMYECKMX, HEPBHO-MbILLIEYHbIX PAaCCTPOICTB, HEOBXOAMMO
rOBOPWUTb O BPOXAEHHbIX MOPOKAaX Cephuad, PecnMpaTopHbiX
3a001€BaHMAX, TaKMX Kak MYKOBMCLMAO3, HACNEOCTBEHHbIX
MeTabonMyecknx U OHKONOrMYeckmnx 3aboneBaHnsx — Bce 3T0
XPOHUYECKME COCTOSHMS, KOTopble YacTto Tpebytot HI1 [6, 7, 15].
Y 3TUX NaLMEHTOB KOPM/IEHWE Yepe3 racTpOCTOMY CNocobCTByeT
NyyLLEMY MCXOLY OCHOBHOTO 3ab0neBaHuns 1 BbbkuBaeMocty [6, 16].

bonee Toro, 3 yepes racTpocToMy CNOCOOCTBYET He
TOMbKO YNYYLIEHMIO OBLLEro COCTOSHWSA MaLMEHTOB, HO M
MOBbLILEHMIO KayecTBa MX COBCTBEHHOM XM3HW, a TaKke
XW3HW poauTenen/onexkyHos [17].

B npoBeneHHbIX MCCNEQOBAHMAX MOKA3aHO ynydlleHue
TEMMOB pOCTa W pPa3BUTUS LeTel C XpPOHMYeckumu 3abone-
BaHuamu [17, 18]. Tak, no panHbiM V. Dipasquale et al., 6onb-
WMHCTBO AETeN, NoNyYatolwmx NUTaHWe Yepes racTpocToMmy,
[OCTUran0o AOrOHAKOLWEr0 poCcTa 33 OTHOCUTENbHO KOPOTKMM
NPOMEXYTOK BpeMeHu. MccnenoBaTeny MOBECTBYKOT O TOM,
YTO NyyllMe pe3ynbTaTbl OTMEYanuCh y AeTe ¢ uepebpanb-
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HbIM napanuyom (LUIM) B cpaBHeHMM C geTbMu ¢ MeTabonunye-
CKMMU W reHeTMYecKnMm 3abonesBaHunamu [19].

B npyroM npocnekTMBHOM KOHTPONIMPYEMOM UCCNen0Ba-
HuM G.M. Craig et al. oueHMBanuCb pe3ynbTaTbl KOPMAEHUS
yepes racTpocToMy y AeTert C pa3HbiMW 3aboneBaHuAMKU —
CYLeCTBEHHbIX Pa3nnyuMiA B HYTPUTMBHOM CTaTyCe Mexay
pa3HbIMU KaTeropusMu NaumMeHToB NonyyYyeHo He 6bino [18].

Mo oueHkaM HefaBHO OMybBAMKOBAHHOMO WMCCIEA0BaHMS
C. Martinez-Costa et al., y Bcex NMauMeHTOB C XPOHUYECKUMMU
3aboneBaHMaMM NOC/E YCTAHOBKM FaCTPOCTOMbI OTMEYanoch
nocreneHHoe yesenuyenne WMMT (oueHka npoBoamnack Mo
Z-scor) B TeyeHue 12 mMec. nevyeHus C NyylunmMm pesynstatamm
B TeyeHue nepsbix 6 Mec. J[1. 3TM AaHHbIE COrnacytTcs ¢
MoNyyeHHbIMM  ApyruMu  muccneposatenamm  [20]. Tak,
G.M. Bradley et al. 66111 NpoaHanM3MpoBaHbl MoKasaTenu
MUMT 1 dyHKUMM Nerkmx y nNauuMeHToB C MYKOBMCLIMAO30M,
MONyYatoLWmMX AONOJHUTENBHOE K OCHOBHOMY pauuoHy 31
yepes racTpocTtoMy B TeyeHue roga [15]. Mokazatenu cpaBHu-
BaNMCb C MauMeHTaMu rpynnbl KOHTpons 6e3 racTpoCcToMbl,
KOTOPbIM Ha3Ha4anoCb NUTaHWE METOAOM CUMUHIA U CTUMYNS-
Topbl anneTtuTa. [MaumeHTbl C racTpoCTOMOW nonyvanu B
OCHOBHOM MosMMepHoe Jl1 B HenpepbiBHOM pexuMe B TeveHue
HouW. B Havane 1 KoHLEe KOpMeHUs Yepes racTpocToMy BBO-
LMW NaHKpeaTnyeckune GepMeHTbl. JHEpreTyeckas LeHHOCTb
paumoHa coctaBnana 110-200% stanoHHoro notpebnexus,
npumepHo 50% notrpoanochk ¢ 31 yepes racTpocToMmy.

B ncxonHoMm coctosgHun cpeptme Z-6annbl UMT = SD 6binn
aHanornyHbIMu B 06enx rpynnax. Yepes 6 mec.y naumeHToB C
racTpOCTOMOW OTMEYaNoChb 3HAYMTENbHOE YBEeNUYeHMe Cpef-
Hero Z-6anna MMT po -0,29 # 0,84 no cpaBHeHMIO C
-1,02 £ 0,67 B rpynne KoHTpons, fanee K 1 rony avetotepanuu
n3MeHeHns cpegHero Z-6anna UMT Bbiin MeHee pasnnyHbIMU.
[ing nauMeHTOB C MYKOBWCLMAO30M BAXHO MOAAEPXKaHWE
NMT 2 50-ro nepueHtnns [21]. PekoMeHaaumMs OCHOBaHa Ha
[LaHHbIX, IEMOHCTPUPYHOLLMX MPSMYIO CBSI3b MEXIY HOPMATUB-
HbIMW 3HaYEeHMSMU pPOCTa, NErOYHON (QYHKUMEN U BbKMBAE-
MOCTbO MALMEHTOB C MYKOBUCLMAO030M [22, 23]. Takxke 6bln0
MoKa3aHo, YTo bonee BObICTPbIM TEMN YBEAUYEHUS MACChl Tena
B TeUEHWE 2-NIeTHero Nepuoaa NPUBOAUT K YAYULIEHMIO BDYHK-
umn nerkux [24]. Takum obpaszom, I yepes ractpocToMy
MOMOraeT AOCTUYb MOCTaBAEHHbIX LieNe.

OTmeueHbl nyywme nokasatenn MMT y petei ¢ mcrolle-
HWEM M OCTPOM HEAOCTaTOYHOCTbIO MUTAHMS MO CPAaBHEHUIO
C XpoHuyeckon. O6bsacHaeTCa 3TOT GaKT HM3KOM CKOPOCTbiO
MeTabonusMma y 6onee UCTOLEHHBIX NALMEHTOB BCNEACTBUE
OTHOCMUTENIbHO MEHbLUEro Y HMX KONMYecTBa 06e3xKnpeHHown
Macchl Tena, KoTopas, Kak M3BEeCTHO, IBNSETCS NPeanKTOpoM
pacxofa 3Hepruu B COCTOSHUM NMOKOS U aaanTaLMmn K XPOHM-
4yecku Huskomy notpebnenuto sHeprum [25]. Mostomy npwu
O[MHAKOBbIX 3HEPro3aTpaTax MeHblUe SHEPTUM PACXOAyeTCs
Ha noaLepxaHue OCHOBHOrO obMeHa 1 H6onbLie MoXeT BbITb
MCNONb30BaHO A1 POCTa TKaHel opraHu3Ma.

MonyyeHHble MCCNeaoBaTensIMu AaHHbIE NOKA3bIBAKOT, YTO
ynyJylweHune nokasatenent MMT He 3aBMCHT OT BO3pacTa Haya-
Na NUTaHUg Yepes racTpoCcToMy, B OT/IMUME OT pocTa, bonblume
3HaYeHMs KOToporo Habnwaanuch y AeTei C ractpoCTOMUEN,
nposefeHHor o 18 mec. xu3Hu. BO3MOXHO, B paHHEM BO3-
pacTe CKOpOCTb pOCTa Hanbonee BbICOKA M PUCK HeLoeaaHuUs



M 3a0epXKW pOoCTa BblpaxeH B Honbluern crteneHu. [ostomy
Nydwme pesynbtatbl MOTYT ObiTb LOCTUIHYTHI Y NMALMEHTOB C
paHHUM Hadvanom Il (mo 18 mec.). Mo gaHHbiM C. Pedron-
Giner et al., cpenHWIM BO3pacT Havana npuMeHeHns 311 naum-
€HTaMW C HEeBPONOTMYECKMMU PaACCTPOMCTBAMM COCTaBMI
2,8 ropa (0,8-8,9 roma) [7]. MNposedeHwne racTpocToMmM
nauMeHTaM C UCXOAHO XYALUMM HYTPUTMBHbBIM CTaTyCOM He
BCEraa no3BONSeT pelwunTb BCe MOCTaBNeHHble 3aaun. Kak,
Hanpumep, y nauneHToB ¢ LM ¢ TsxenbiMu ABUraTeNbHBIMMI
HapyLlWeHUIMK, BbIpAKEHHbIM HeloeAaHMeM M OCTaHOBKOM
poCTa, Ha GoHe No3aHO HayaToro 31 He HabnaanoCh Nono-
XWUTENbHOM AMHAMUKM B OTHOLIEHMM POCTA, 3T U3MEHEHUS
66111 HeobpaTuMbiMu [3, 4].

[pyrve nccnenoBateny Takxke NPULLIY K BbIBOLY O TOM, UTO
rokasaTeNiM pocTa, COOTBETCTBYIOLLME AO/MKEHCTBYIOLMM 3HA-
YeHUIM, AOCTUrAOTCS Y AeTel C XPOHUYECKUMM 3aboneBaHms-
MW MpW Havane KOPMNEeHWs Yepes racTpoctoMy A0 TOro, Kak
YCTaHOB/EHO Tskenoe HepoenaHwme [12]. OnHako BaXHO y4ecTb,
YTO 3afepKKka pocTa He Bceraa 0bycnoBneHa ToMbKO Nocies-
CTBMSMU HefoefaHus, Kak y NalMeHTOB C HEBPOMOTMYECKUMU
3a00M1eBaHMAMM, Y KOTOPbIX HYKHO Y4MTbIBATb 3HAYEHUE HEN-
PO3HOOKPUHHbBIX (PAKTOPOB M MOPaXeHMe MblLiL, Tak, XOpoLlo
M3BECTHO, YTO Y MALMEHTOB C reMUMIerMei Ha CTopoHe rnopa-
YKEHMS MblilLLbI MeHblero obbema. Yem craplue pebeHok, Tem
BbIpDXKEHHEE CTAHOBSATCA Pa3Nnums. 3adepKka pocTa Takxke
MOXET ObITb CUMMTOMOM reHeTUYeCcKoro 3aboneBaHus 1 onpe-
LensTbCs UHbIMM GAKTOPaMM, OTIMYHbBIMK OT NTaHMs [19].

CoBepLUEHHO OYEBMAHO, YEM XYXKE MOKa3aTenu HyTpUTUB-
HOro CTaTyca, TeM TsKenee ero BOCCTaHOBMeHMWe. Bce 3Tu
pe3ynsTaThl CBUMAETENLCTBYHOT O TOM, 4To HIT gomkHa 6biTb pea-
NIM30BaHa Kak MOXHO CKopee, 0COBeHHO Y NaLMEeHTOB, CTPaAato-
LUMX TKENBIMU XPOHUYECKMMM 3aD0N1EBaHUSAMM, KOTOPbIE ByayT
HYXKIATbCA B HEM B TEUEHME MHOTUX NIET MW AAKE BCEN XKMU3HM.

Y nauMeHToB C XpPOHMYECKMMM 3aboneBaHUaIMK B Ntobble
BO3paACTHble Nepuoabl HeO6X0AMMO BbISBASATb HEA0CTATOY-
HOCTb MUTAHWUS M 3a4epPXKKY POCTa, MOCKO/bKY CBOEBPEMEH-
HOCTb KOPPEKLMU YXE PA3BMBLUMXCH WM3MEHEHUM WMAU UX
NpobUNaKTUKM onpeaensieT UCXodbl U SBASETCS XMU3HEHHO
HeobxoaMMOW.

MIOPEOBPA3HASA NMULLA UTU
CNEUMANTU3UPOBAHHOE NUTAHUE?

[ns NpoooMXKMUTENBHOMO KOPMIEHMSI Yepes3 racTpoCcToMy
pa3paboTaHbl CneumanbHble CMecK, COCTaBbl KOTOPbIX MOJ-
HOCTbIO YAOBNETBOPAIOT MOTPEOHOCTM MALMEHTOB, B T. M.
korga Jl1 9BngeTcs eAUHCTBEHHBIM UCTOYHMKOM NUTaHKs. Ho
ntopeobpasHble AMeTbl BCE elle 04eHb MOMNYSPHbI U WKUPOKO
MCMONb3YIOTCS POAMUTENSMMU M3-33 YyHeXOeHWH, 4To Takas
nua asnseTcs bonee ecTeCTBEHHON v 300POBOWA [26].

Heckonbko nccnenoBaHmif, M3ydatoLLmx CoCTaB nopeobpas-
HbIX AMET AN NAUMEHTOB C racTPOCTOMOW, MPUrOTOBNEHHbIX B
[OMALHMX YCIOBUSIX MAM B OOMbHMLE, MOKA3asu, YTO OHM
HecrnocobHbl NOMHOCTbIO 0BecneyYnTb IHepren U NUTaTeNbHbI-
MW BeLLeCTBaMM, a TakyKe MOTyT ObITb 3arpsi3HEeHbl NaTOreHHbI-
MU MUKpoOpraHusmamm [27]. Tak, HeaaBHee uccienosaHue
y4acTMeM B3pOCbIX MALMEHTOB, NoayYatolmx foMalHee I,
nokasano, 4yto 6onee 50% naumeHToB NOTPEONSNM AOMALLIHIO

ntopeobpazHyto nuLLy 1Mbo BpeMs OT BpeMeHU, Nnbo perynsp-
HO, HECMOTPS Ha TO, Y4TO MM BbINO HazHaveHo M. bonee Toro,
46% naumeHToB CO0DOLWIMAKM, YTO Ntopeobpa3Has NuLla COCTaB-
nget 6onee 50% nx eXeaHEBHOrO NUTAHMS, NPUYEM HOMbLLMH-
CTBO M3 HWX MCMOMb3YKT CBOM COOCTBEHHblE peLenTbl Ans
NPWUrOTOBNEHUS WU peLenTbl, nonyvyeHHble M3 VHTepHeTa.
B BbleyNnOMSHYTOM MCCNenoBaHMU NaumeHTbl coobliany o
MeHbLUeM KonnyecTBe 06LMX CUMATOMOB NPU MCMONb30BaAHNUM
ntopeobpazHoii NuLwmM no cpaBHeHwuto ¢ I [28].

BmecTe ¢ TeM HegaBHO onybaMKoBaHHbLIM 0630p, NOCBS-
WeHHbIM npobnemam y [eTei, BCKapMAMBAaEMbIX 4epes
racTpoctomy, He MpefoCTaBMA [0Ka3aTenbCTB Lenecoobpas-
HOCTM MpUMeHeHMs NopeobpasHoM nuwwm. bbino nogyepkHy-
TO, 4TO NALMEHTbI, NONy4YaloLLMe NOPeobpasHyo MULLY, LOMK-
Hbl HAXOAWTbCA NoA4 HabnLeHWEM MeaULMHCKUX PaboTHM-
KOB, KOTOpble MOIN Bbl FapaHTUPOBATb, YTO AMeTa obecneun-
BAET MX JHepreTMyeckue u nuwesble notpebHoctu [28].

A. Orel et al. B TeyeHne 6 Mec. HabnwoanM NauMeEHTOB
(2-26 net) C TAKENbIMU HEBPONOTMYECKMMU HapyLIEHUSMU
(Gross Motor Function Classification system [GMFCS] grade V),
KOTOpble nonyyYanu 4vepes ractpoctomy 3[1 wam niope-
06pasHyto nuuy [29].Tpynna 311 BckapmanBanach runepkano-
puiiHoW cmecbio (1,5 Kkan/mn) ¢ NUWEBbIMU BOIOKHAMMU, T. K.
6ONMbWMHCTBO MNALMEHTOB WMMENM MOXYHD NEepeHOCMMOCTb
obbeMoB nuTtaHua. [etn B BO3pacte po 12 net nonyvanu
HYTPUHWMAPUHK C MULLEBBIMM BONIOKHAMK, @ NALMEHTbI CTapLue
12 net - HyTpMAPUHK C NULLEBLIMM BONOKHAaMK (MPOM3BOAN-
Teno «Hytpuumsay, Hupepnangbl). CytouHoe noTtpebnexue
cMecelt ONpeaensnoch, UCXOASA U3 PaHee pacCUUTAHHbIX SHep-
reTmyeckux notpebHocTen. PoouTenu/Bocnutatenn obeunx
rpynn nony4anu WHAMBWMAYaNbHble KOHCYIbTaLMuM MO nuTa-
HUIO W MHCTPYKUMM OT KAMHM4Yeckoro auetonora. OueHka
COCTOSHWS NMUTAHWS NPOBOAMNACH B HAYaNe M B KOHLLE BMeLLa-
TeNbCTBA. Z-SCOr AN Macchl Tena no sospacty n MIMT yeennuu-
nuck 6onblue B rpynne 3M1, yem B rpynne, noayyatoLlen nope-
06pa3Hoe nuTaHue. XoTa ABe AneTbl Oblan CONOCTaBUMbIMM MO
noTpebneHnto 3HeEPrMn 1 NUTaTeNbHbIX BelecTs, B rpynne 31
HabNOAaNMUCh 3HAYMTENBHO NyYLIME MOKa3aTenu He TOMbKO
Maccel Tena, HO u coctaBa Tena. B rpynne 3I1 yBennumncs
MHOEKC XXMPOBOM MACChl TeNa v TOLLAsN Macca, B TO BpeMs Kak
y MauMEeHTOB rpynnbl, NOMyYatolWwen npeobpazHyo MnuLLy,
3T0ro He npousowno [29]. MonyyYeHHbIX U3MEHEHMI KpaiHe
CNOXHO AOCTWYb Y NALMEHTOB C CEPbE3HBIMU OrPaHUYEHUIMMU
B ABMKEHWMW. TakuMm 06pa3oMm, pe3ynsTaTthl MCCNefoBaHNiA CBU-
[LleTeNbCTBYKOT O TOM, 4TO Aaxe npodeccroHanbHo paspabo-
TaHHas ntopeobpasHasg aveTa MeHee 3pdekTnBHa, Yem Il
LN HYTPUTUBHOW peabunuTaLmm TIXENbIX HEBPOIOTUYECKUX
NaLMEHTOB C HEAOCTAaTOYHOCTBIO MUTAHMS.

Bbicokyto addekTBHOCTb 3T MOXHO OOBSACHWTL Cnedyro-
wmm obpaszom. MpuroToBneHne cBexux 61104 B KONMYeCTBE U
COCTaBe, COOTBETCTBYOLLEM TOYHBIM UHCTPYKLMAM KAMHUYECKO-
ro AMETONOra, IBNSETC CIOKHOM 3afia4elt ang poautenei/one-
KYHOB MO CpaBHeHW0 C obecrneyeHWeM peKOMeHAyemoro
cyTo4Horo obvema 1. [laxke npu 0anHaKoBOM 0b6beMe KopMe-
HUS CyTO4HOe noTpebneHne MOXET CyLLEeCTBEHHO MEHSTHCS
13-3a BblIOOpa pa3HbiX MPOLYKTOB MUTAHUS WM/MAKM MX KONKue-
CTBa, 0COBEHHO KonmyecTBa Macen. Takum obpasom, ckopee
BCero, pakTnyeckoe notpebaeHmne 0CHOBHbIX MULLEBbIX BELLECTB
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W 3HEprMu B rpynne nauMeHToB, NMoy4varoLmx nopeobpasHoe
nuTaHue, bbI10 MeHblle pekoMmeHayemoro. Kpome Toro, yalue
BCEero, 4tobbl AOCTUYL JOMKEHCTBYHOWMX PACYETHBIX 3HAYEHMIA
noTpebHOCTel NaumeHTa, He06X0AMMO YBENUUNTL 0BbEM MUTA-
HMs. Kak M3BECTHO, Y MALMEHTOB C TSHKEbIMU HEBPONOrMYECKM-
MW HapyWeHWIMU OTMEeYaeTCs MeLEHHOE OMOPOXHEHUE
XenyaKka, ractpossodareansHblit pediiokC W, Kak C1eacTsue,
nnoxas NnepeHoCnMMoCTb 6onbLIMX 06bEMOB MULLM. Tak Kak 3Hep-
retnyeckas nnotHocTb JM1 (1 kkan/mn, a Tem 6onee 1,5 kkan/mn)
Bbllle CpeaHer MAOTHOCTM 3HEprMM MpeobpasHON MULLK,
HeobxoauMbl MeHblune obbembl Il Ang yooBNEeTBOPeHMs
noTpebHOCTeN B 3HEPTMM M NUTATENbHbIX BELLECTBAX B CPaBHE-
HWKM C nropeobpasHoi nuLiei. Kpome Toro, CylecTByeT BeposiT-
HOCTb, YTO BMONOrMyeckas AOCTYMHOCTb NMUTATENbHbIX BELLECTB
13 3l 3HaUMTENBHO TyuLle, YeM 13 mopeobpasHor nuwm [30].

3AKJTIOYEHME

CBoeBpeMeHHO HasHaveHHas HIT gBnsetcs BbICOKOId-
(HEKTUBHBIM METOLOM KOpPeKUMM HEAOCTaTOYHOCTU MUTAHUS
WK NpesynpexaeHns ee pa3BuTUs y AeTei C XPOHUYECKMMM
3aboneBaHmamu. OT NpaBUAbHOMO 3HEpreTYeckoro, 6enkoBo-
ro, BOAHO-3/1EKTPOSIUTHOTO, BUTAMUHHOMO 0becrneyeHns opra-
HM3Ma 3aBUCUT 3DDEKTUBHOCTb NeYeHMs M NporHo3 3abone-
BaHMs. B 3TOM CBA3M ANg yAoBNETBOPEHWMsS MNOTpebHOCTeN
OpraHu3Ma B HyTpUEHTax B MOJHOM 0ObeMe MpUOPUTETHLIM
ABNSETCH NPUMEHeHWe cneumanmsnposaHHoro M. HakonneH
[LOCTAaTOYHbIA KIMHWYECKMI OMbIT, MOATBEPXKAALLMIA BbICO-
Kyt 3pPeKTMBHOCTb NpuMeHeHus cmeceit ang M1y getent ¢
He[0CTaTOYHOCTbI0 MUTAHUS Yepe3 racTpoCTOMY.

Yacto ceMbsaM TPYAHO NPUHATb peLlleHWe O racTpocTo-
Muu. IHBa3MBHbBIN XapakTep NPoLeaypbl U CBA3aHHbIE C HEN
BO3MOXHbIE OC/IOKHEHWUSI MOTYT YAEpXKMBaTb NaUMEHTOB OT
COrNacms Ha racTpocTtomMuio. B cBs3u ¢ 3TMM Cpoku [0 mpo-
BEAEHWS BMELLIATENbCTBA 3aTATMBAKOTCS.

[acTpocTOMa MOXKeT ObITb YCTaHOBMAEHA Pa3HbIMK CMOCO-
6amn. Hanbonee npennoyTMTeNbHbIM B HACTOsLLEE BpeMms

ABNAETCSH SHAOCKOMUYECKUIA BapuaHT YCTAaHOBKM racTpoCTo-
Mbl (B YAaCTHOCTM, YPECKOXKHAS IHAOCKOMMUYECKAs racTpoCTo-
mMug (430). JaHHbIM MeToa HavMeHee TpaBMaTU4eH, N03BO-
NSeT yCTaHOBMTb MNACTMKOBYK TPyOKy 4yepe3 HebOonbLUOM
Haapes Ha Koxe nepeaHen 6proWHOM cTeHkun. Y3I conpsxke-
Ha C peakMMu OCNOXHEHMAMMU, He TpebyeT MHOrO BpEMEHM
Ha YCTaHOBKY, CO34aeT MUHUMYM AnckoMbopTa U yaobHa B
ncnonb3osanuu [31]. Mpu 6naronpuatHoM mncxope 3abone-
BaHws, Koraa TpebyeTcs yaanuTb racTpoCToMy, AaHHbINA CMo-
€06 yCTaHOBKM MO3BONSET YMEHbLIMTL TPAaBMaTU3aLMIO TKa-
HeW >xenyfika M MUHUMMK3MPOBATbL MOsBNEHMe pyOLOB Ha
nepeaHei 6plOWHON cTeHke. TaknM obpasom, Y3T aBngeTcs
3bdeKTUBHbBIM, ONTOCPOYHBIM BMELIATENbCTBOM Y fieTel C
HefoCTaTOYHOCTBIO MWTaHMUS, C XopowwnM npoduneM 6es-
OMacHOCTY.

Mo AaHHBIM MCCNeOoBaHMM, LA, OCYLLECTBASIOLLME YXOL
3a mauMeHTamu, COOBLLAKT O BbICOKOW YAOBIETBOPEHHOCTH
npy KOPMAEHWMM Yepes racTpoCTOMY B CPAaBHEHWUM C AUTENb-
HO dyHKUMOHMpYtowmM HI3, KoTopblii gocTaBnseT dusmue-
CKMIA M MCUXONOMMYEeCcKM OMcKoMdopT nauueHTam. bonee
TOro, MHOTME POAUTENN/OMNEKYHbI YKa3blBAKOT Ha TO, YTO eC/Iu
6bl OHM MOMW NpeaBMAETb NPeUMyLLEeCTBa racTPOCTOMMM, TO
paccMoTpenu 6bl bonee paHHee NMpUMEHEHWE 3TOr0 MeTona
kopmneHus [20, 32]. Kak nokasaHo Bbiwe, 31 Yepes ractpo-
CTOMY YNy4yllaeT HYTPUTMBHBIMA CTaTyC W, COOTBETCTBEHHO,
TeyeHMe XPOHMYEeCKMX 3aboneBaHuit y OeTel, a TakxkKe, YTO
HEMaNnoBaXKHO, KAaYeCcTBO >KM3HWM KaK MaLMEHTOB, TaK W NuL,
OCYLLECTBAAOLLMX 33 HUMM yxon [32]. [lo3TOMyY KpaiHe BaxHO
MELMUMHCKUM paboTHWKAM MpPaBMAbHO KOHCYABTUPOBATb M
OKa3bIBaTb aAEeKBATHYIO NMOALEPXKKY CEMbSIM B NMpoLecce npu-
HATUS peLleHns O NPOBEAEHMU FaCTPOCTOMUM, MOCKOMbKY Ha
CerofHsAWHNA AeHb racTpoCcToMa SBASETCS OMTUMANbHbIM
cnocobom poctaBku I, UMEHOLWMM HEOCNopUMbIE NPenMy-
LLecTBa, AOKa3aHHble B UCCNEAO0BaHUX.
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