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Pe3rome. B siekuun mpencTaBieHbl OCHOBHBIC IPUHIUIIBI JUETOTEPANINN HACIEACTBEHHBIX 00JIe3-
Hell oOMeHa BemiecTB. DPQeKTUBHAs UETOTEpanus pa3padboraHa s Gerunkeronypuu (OKY),
JeHIHo3a (3amax MOYM KJIEHOBOTO CHPOIIA), OPTaHWYECKUX alUAypui (METHIMaJIOHOBOH, MPO-
MHMOHOBOH, N30BAJICPUAHOBOM U INTyTAapOBOi), HEKOTOPHIX (hOPM rOMOLUCTHHYPUH, FaJaKTO3EMUH,
¢pykrozemun u ap. [IpuBeneHbsl peKOMEHIAUHU 110 COCTABICHUIO AUETHI, yKa3aHbl UCKIIOYaeMble
npoaykThl. [Tokazana apeKTUBHOCTH COYCTAHUS AUETHI M JIEKAPCTBEHHON TEPaIHH.

KuroueBsble ciioBa: queToTepanusi, HaclIeICTBEHHbBIE 00JIe3HN 0OMeHa BelecTB, QEHUIKETOHY PHS,
NEeHIIMHO3, OPraHMYeCKUe Ay PUH, TOMOIIUCTUHY PHS, TAJIaKTO3eMuUst, GpyKTO3eMHusl.

INFANT FEEDING IN HEREDITARY METABOLIC DISEASES
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Summary. The lecture presents the basic principles of diet therapy of hereditary metabolic diseases.
Effective diet therapy is developed for phenylketonuria (fku), leucinosis (urine smell maple syrup),
organic aciduria (methylmalonic, propionic, isovalerian and glutaric), some forms of homocystinuria,
galactosemia, fructosemia, etc.Recommendations for the diet, are excluded products.The effectiveness
of a combination of diet and drug therapy is shown.

Key words: diet therapy, hereditary metabolic diseases, phenylketonuria, leucinosis, organic
aciduria, homocystinuria, galactosemia, fructosemia.

Juerorepanusi — OAWH M3 OCHOBHBIX 3(dek-
TUBHBIX METOJIOB JICUCHHUSI HACIEICTBEHHBIX 00-
ne3neir oomena Bemects (HBO), koTopsrit 3axiro-
YaeTcsl B OTPAaHUYCHNH TTOCTYIUICHUS TEX BEIECTB,
00MEH KOTOPBIX HapyIIeH B pe3yabTare pepMeHTa-
TUBHOTO Onoka. bonee 2/3 Gone3neit HBO manu-
(ecTHpYIOT B paHHEM JIETCKOM BO3pacTe.

AKTYaJIbHOCTh HYTPUTHBHOW Tepamum Ha
CEeTOJIHsI BENIMKa B CBSI3U C PAaHHUM BBISBICHUEM
HBO MaccoBbIM CKpUHUHIOM, MO3BOJISIET MPEAOT-
BpaTUTh TSDKeNble METaboINUYecKie KpU3bl, COBEp-
IIEHCTBOBATh MOJEKYISIPHO-TEHETHYECKHE METO-
Ibl TUATHOCTHKH U MEIUKO-TEHETUYECKOTO0 KOH-
CYJITHPOBaHHE, MPOBOJIUTH JITUTEIBHYIO KOPPEK-

LIUI0, MHOTJIa B TEUEHHE BCEH JKU3HU U, KaK clel-
CTBUE, — COILMaJIbHAS ajanTaius OOJIbHBIX. D-
(exTHBHAA nmeToTepanus pa3paboraHa mius de-
Hunkeronypun (OKY), neiiunnosza (3amax Mo4u
KJICHOBOTO CHpPOIIA), OPTraHHUYECKUX alluypHid
(MeTHIMaIOHOBOH, IPONMOHOBOM, H30BAJIEPHAHO-
BOH ¥ TIIyTapoBOii), HEKOTOPHIX (OpM rOMOIUCTH-
HYPHH, FajlakTO3eMuH, (PPyKTO3eMHUHU U JIp.

JIEYEHUE PEHWIKETOHYPUM (PKY)

OKYVY BxomuT B rpymnmy runepdeHriaraHuHe-
muii (T'DA), 0OycroBieHHBIX HapylIeHHEM oOMe-
Ha HE3aMEHUMOW aMUHOKHCIOTHI (heHMJIANIaHuU-
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Ha — DA, nocrynarlieil B OpraHu3M 4eI0BeKa C
OenkoBoii mumieit. @A 00beMHSET TeTepOreH-
HYIO TPYIILY, CXOAHBIX 110 KJIMHUYECKUM NpPHU3HA-
kam — kiaccudeckyr DKY, oOycnoBieHHy0 Jie-
¢unurom ¢epmenta ¢eHmnanaHnH-4-ruAPOKCH-
naspl (DAD) u DA, cBsizaHHBIE C HApyIICHUEM
oOMeHa Tterparuapobuontepuna (BH4). Tak kax
@A Tpebyercs A711 HOPMAIBHOIO Pa3BUTHA U PO-
cTa peOeHKa 0COOEHHO B paHHEM BO3pacTe, JUeTa
PacCUUTHIBACTCSI CTPOrO IO €ro KOJUYECTBY B
npeaenax Bo3pacTHOW HOpMbl. Mctounukom DA
ABIISIETCS TPYAHOE MOJIOKO M €T0 3aMeHuTenu. Jle-
yeOHOEe MNHTaHWE BBOOUTCS C MOMEHTa MOJI-
TBEpK/I€HUs narHo3a kiaaccuueckon GKV.

OcnoBHas nenb jeueHns [ @A — cuuzurs A
KpOBH, TOBBICUTH TOJEPAHTHOCTh (IIEPEHOCH-
MocTh) DA, MOIy4aeMoro ¢ HaTypajJbHOU MHIIEH,
n30eXaTh TSHKEJIOH HEBPOJOTHYECKOH CHUMIITOMA-
TUKH M YAY4YIIUTh KaveCTBO JKU3HHU MAalMEHTA.
Bb16op TaxkTMKM JiedeHus, BKIOYAs UETOTepa-
MU0 U (papMaKoTepanuio, ONPeeIsieTcsl C y4eTOM
MIEPBUYHOTO OMOXUMUYECKOTO nedekra u GpopMbl
I'®DA. DPdexTuBHOCTH MPOBOIUMOTO JICUCHHS 3a-
BHCHT OT BPEMEHHU Hauaja aJIeKBaTHON MaToreHe-
THYECKOH Tepanuu.

IlaToreneTnyeckn 00OCHOBAHHBIM METOA0M
gedennst OAI-nedururHot ['DA sBsieTcs name-
TOTepanus C orpaHuuYeHUuEeM (eHUIIalaHHA B pa-
[IMOHE OOJBHBIX 32 CYET UCKIFOUEHHUS BBICOKOOEI-
KOBBIX IpoayKToB. Henocraromee KoinuecTBo
OeJKa BOCIIOJIHSIIOT 33 CYET CIIeUaIN3UPOBAHHBIX
MIPOLYKTOB JIEUEOHOTO MUTAHUS, C YACTUIHBIM HUJIH
MOJIHBIM HCKIIoueHUeM (eHmnasannia. bonbHbIM
OATI-nepurnutaoit DA, IyBCTBUTEIHHBIM K CHH-
TETHYECKOMY aHaJory TeTparugpoOuonrepuHa
(BH,) naznauaror Canponrepun («KyBan»).

Hns BH4-nedunutaeix popm DA nmatorene-
TUYECKUM METOJIOM JICUCHUS SIBIISIETCS esKeAHeB-
HBIAl NpUeM CHMHTEeTH4YeCKoro axajgora BH, —
(KyBaH) u queTsl.

YcTaHOBIIEHO, YTO YeM MIaAlie peOeHOK, TeM
B OompIieM konuuectBe DA 1711 HOPMAJIBHOTO PO-
CTa M pa3BUTUA OH Hyxnaercd. 40% mnuiesoro
DA y neteil mepBOro roja *KU3HU pacxojlyeTcs Ha
CHUHTE3 COOCTBEHHbIX OenkoB. IIoBbILIEHHBIN ypo-
BeHb DA B KpPOBM OKa3bIBA€T HEraTMBHOE BIIUS-
HUE Ha pa3BUTHE royloBHOro mosra. Henmocrartok
@A B oprannsMe MOXeT CTaTh MPUUYUHON OTpHUILIa-
TEJIHHOTO a30THCTOTO OajlaHca M HapyHICHWH Hy-
TPUTHUBHOTO cTaryca. llo3TOMy OuYeHb BaKHO
OTIPEJICNIUTh aJeKBAaTHYIO CYTOYHYIO MOTPEOHOCTh
conepxanus @A B parmmone 6ompHOTO ['DA. Jlme-
TUYECKOE JICUEHHE CIeAyeT HauMHaTh cpasy Npu
noaTeepxkaeHun auarnosda @KV u npoeneHus
TECTHPOBAaHMS Ha UyBCTBUTEIBHOCTH K Carponre-
puny (Kysany). CormiacHO COBpEMEHHBIM JIaHHBIM,

JMEeTHYECKOe JIeueHHe Ha3HauaroT npu ypoBHe DA
Ha cKpuHHUHTE >360 MKMOIB/T (=6 MI/m).

CBATAHCUPOBAHHOCTDb JIEYEBHOM IUETDI —
3AJI0T YCNELIHOIO /IEYEHMA

* Heo6xonnMocTh coOmoaeHNs MaI00eIKOBOM
JIMETHI HEeCeT 3a co00il 3HAUYNUTEIbHBIE U3ME-
HeHMsl B OajaHce MHUTATEeNIbHBIX BEIIECTB B
pannroHe OOJBHBIX.

* OrpaHuunTeNIbHAs JUETa COMPOBOXKIAETCA
3HAYUTENIbHBIM CIABUTOM B COCTaBE BCEX HY-
TPUEHTOB, HO TJIABHBIM 00Pa30oM — KHUPOB H
BUTAMMHHO-MUHEPAJIBHOTO KOMITJIEKCA.

* O4yeHb BaXHO TPUMEHEHHUE CHEIHAIN3HPO-
BaHHBIX MaJIOOEIKOBBIX MPOJAYKTOB, ITO3BOJIS-
FOIIUX aJIeKBaTHO KOPPEKTUPOBATH PAIIMOH.

* [IprMeHeHre COBPEMEHHBIX AMUHOKHCIOTHBIX
cMmecel, cOaTaHCHPOBAHHBIX 10 BUTAaMHHHO-
MUHEpAITBHOMY COCTaBY, ITO3BOJISET YCIEITHO
pemars mpooieMy KOppEeKIMHU paryoHa.

» Ucnonp3oBanre HecOaTaHCUPOBAHHBIX TIO
JKUpaMm, BUTAMUHAM ¥ MUHEpaJiaM JICYCOHBIX
MPOAYKTOB TpPeOyeT JOMOIHUTEIHHOTO OHO-
XUMHUYECKOTO KOHTPOJISI M KOPPEKIUH.

Pannon 6ompHOr0 ®KY cTposT mo mpuHIHITY
pe3Koro orpaHudeHus (heHWJIaIaHWHA, TTOCTYIIA0-
mero ¢ nuuieil. M3 nuranus UCKI04arT IPOoAyK-
THl C BBICOKHM COJIEpXKaHWeM Oeika (COOTBET-
CTBEHHO M (pCHMIIATIAHUHA): MSICO, MSICOMPOIYKTHI,
pBI0y, PBIOOTIPOIYKTHI, TBOPOT, S0, 000OBHIE,
opexu, mokonaa u ap. JlomycTumele B AueTe HATY-
pasibHBIE IPOIYKTHI: OBOIIH, (PYKTHI M HEKOTOPHIE
IpyTHe TMPOAYKTHI C HU3KUM COJlepKaHHeM Oerka
BBOJSIT B COOTBETCTBHHM C IOJICUETOM COJEpIKallle-
rocd B HUX (eHWIaaHWUHA, a JUIA IeTel B BOo3pac-
Te 70 1 To/Ia — KEHCKOE MOJIOKO, JIETCKHE MOJIOY-
HbIE CMECH.

B pacuerax muTaHHS WCMONB3YIOT TPUHSATHIE
HOPMBI (PU3HUOJIOTHUECKON MOTPEOHOCTH B OCHOB-
HBIX HYTPHEHTaX ISl OONBHBIX Pa3IMYHBIX BO3-
pacTHbIX Tpynn B coorBeTcTBUM ¢ MP 2.3.1.2432—
08. JomyckaeTcssi YMCHBIICHHE KOJUYIECTBA
cyTo4dHoro Oenka B pauuone (ue 6onee 10%) B 3a-
BHCHMOCTH OT TOJIEPAHTHOCTH OOJIBHOTO K THILE
1 K eHWIaNaHuHY, a TAK)KE OT COCTOSTHUS HYyTPH-
TUBHOTO CTaTyca.

Bernoxk 3a c4eT ecTeCTBEHHBIX MPOIYKTOB B JIH-
€Te PacCUMTHIBAETCS, UCXO/S U3 JOIMYCTUMBIX CY-
TouHBIX KonnyecTB DA c yderom, uto 1 r Oeinka
conepxut npudnuzutensHo 50 mr GA. B 3aBucu-
MOCTH OT TIEpPEHOCHMOCTH MHUIICBOTO (peHumana-
HHUHA OMTyCTUMOE U Oe30macHoe komndecTBo DA
B CyTKu cocrasiser oT 90 mo 35 Mr/kr maccel
Tena s IeTel MepBoro roja ku3Hu. B mutannn
JeTel crapliie rojga AomycTumMoe Koauyecto DA
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Tabnuma 3

JlomycTnmoe KoiaudecTBO ()eHMIIAaHNHA B TUTAaHUN
60mpHBIX ¢ DA B 3aBUCHMOCTH OT BO3pacTa

Bospact naumenTos Konmuecto dhenmnanannna
(MT/KT Macchl Teja B CyTKH)
ot 0 10 2 MecsieB 90-60
2—6 Mecs1EB 55-45
6—12 mecs1eB 40-35
1-3 roza 35-25
3-7 ner 25-20
7 net u crapuie 20-10

IMOCTEIEHHO CHMXAETCsA oT 35 10 10 MI/Kr Maccel
Tena pedeHka (Tabm. 3).

Henocraromniee konndecTtBo OenKa BOCIOJIHS-
eTCS 3a CYeT CHCIUaN3UPOBAHHBIX JICUCOHBIX
MPOJYKTOB MUTAHUS — CMECHU aMHHOKHCIIOT 0e3
(henmnananmHa. AMUHOKHACIOTHBIE CMECH Pa3Jif-
4aroTcs 1Mo 6enkoBoMy 3kBuBasieHTy (bJ) (ot 13 1
mo 77,5 v Ha 100 T cyxoro mpojaykra) U Apyrum
MATaTENbHBIM BellecTBaM (yIJIEBOMBI, KUPHI, BH-
TaMHUHBI, MUKPO- ¥ MakKpo3JeMeHThl). Bce cmecu
B CBOEM COCTaBe He colep:KaT (eHMIalaHWHA.
AMUHOKHUCIIOTHBIE CMECHU € conepxanuem 13—15
b3 B 100 r cyxoif cMecu mpeaHa3HAuYCHBI IS Je-
Tel mepBoro roja *xu3HU. JleTsM cTapiie rojia Ha-
3HA4Yal0T cCMecH ¢ 0oJjiee BRICOKUM bD.

Oco0eHHOCTH JIeUeOHOr0 MUTAHUS AJIs Jie-
Teii 10 1 roga:

° HCIOJIb30BaHUE JICYEOHBIX CMEcei, MaKCH-

MajJbHO aJalTHPOBAHHBIX IO COCTaBY K IIO-
TPEOHOCTSIM TPYJHOTO peOCHKa;

* CBOEBpPEMEHHOE BBEJICHHE IPUKOpPMa B BHUJIE
CHEIMATU3UPOBAHHBIX HU3KOOCIKOBBIX MPO-
JIYKTOB Ha OCHOBE KPaxMaJOB, a TAKKE OBO-
1 ¥ PPYKTHI,

* KaK M IPH BCKApPMIIMBAaHWUU 3JI0POBOTO pe-
OeHka, BBOJI IPUKOPMa JIeJIaTh MOCTEICHHO;

* IPUKOPM JaeTcss TOocle aMUHOKHCIOTHOU
CMECH U TPYIH;

* XMMHUYECKUH COCTaB JieueOHOro paluoHa
JIOJDKEH COOTBETCTBOBATH CYTOYHOH MOTpeO-
HOCTH B OeNKax, )Kupax, yrieBoJax, BUTaMH-
HaX, MUHEpaJIbHBIX BEIICCTBAX.

Ha mepBom roamy xu3Hu peOeHKa HE0OXOauM
©KEHEBHBIH MO/ICYET KOM4ecTBa (heHMITaIaHnHA
B IIMIIEBOM pallOHE, Y4eT OCJIKOB, )KUPOB H yTIIe-
BOJIOB. PacueT cyTouHO# 03Bl crienMaaIn3upoBaH-
HOTO TPOAYKTa MPOU3BOIST 1O (hopmyIe:

(Ps-Pn) x 100

P
rae Ps — cyrounoe kommdecTtBo Oenka; Pn — Oe-
JIOK €CTECTBEHHBIX NPOLYKTOB, P — konmuecTBO

Oenka B 100 r cyxoro crieruain3upoBaHHOTO IPO-
IyKTa.

Mpumep pacuera nutaHus pedeHka
¢ DKY no 1 ropa

Pebenok B Bo3pacte 5 wmec. Macca Tena
7000 1., mony4aeT rpyJHOE MOJIOKO, Kallly U3 caro,
(hpykToBOE TIOpPE M COK. [[71s1 JIeueOHOTO MUTAHUS
HCMOJIB3YETCsSI aMUHOKHUCIOTHAsE cMmech XP Amna-
nor LCP.

IToka3zarenu

Pacuer [Ipumeuanue

OO01ee cyTOYHOE KOIUYECTBO Oellka B palnoHe
GOJIBLHOTO B COOTBETCTBHH C PEKOMEHYEMbIMH
BO3PACTHBIMU HOPMaMHU

2,5 x 7=19,5 r (Tabm. 2)

Oob1ree cyTouHOE KOJTMYECTBO (DEHIIIAHUHA,
UCXOZS U3 JIOIyCTHUMBIX KOJIMYECTB (peHUIaHNHA
U1t OOJIBHBIX JIETEN

45 x 7=315 mr (tabm. 3)

JlomycTHMOE KOJTMYIECTBO Oenka 3a cuer
©CTECTBEHHBIX MPOIYKTOB (KAl U3 caro,
(PYKTOBBIX TIOpE U COKA)

315:50=6,3 1 1 r. 6enka compepxut 50 mr A

KonmuecTtBo Genka 3a cyeT rpyaHOTO MOJIOKA

6,3-0,2-0,3-0,12=5,7 1

CyTOuHOE KOJTHMYECTBO
IPYHOTO MOJIOKA

(5,7 x 100) =570 I'pyaHOE MOIOKO COTEPIKUT
1,1-1,5 r Genka

KonuecTBo Geika 3a cyeT Crenuaai3upoBaHHOTO
npoxaykra XP anamor LCP

17,5r—63r=112r

CyTO4YHOE KOJMYECTBO CYXOro CIELHAIU3HPOBAHHOTO
mpoxykra XP Anamor LCP

(11,2 x 100)/13=86, 2r 100 r cyxoii cmecu XP anamor
LCP conmepxut 13 r Genka

Heobxoxumoe cyTouHoe
KOJIMYECTBO XKHpa B palliOHE

6 x 5=30 r (Tabm. 2)

JomycTumoe CyTOYHOE KOJIMYECTBO YITIEBOLOB
B pPaLlOHE

13 x 5=65 r (Tabmn. 2)
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Oco0eHHOCTH NHIEBOr0 PalMOHA CTapuie

1 roxa:

* HMCIOJIB30BAaHNE AMUHOKHCIIOTHBIX CMECe JUIs
BOCIIOJIHEHUSI AeuiiTa Oesika B paluoHe;

HNCKIIFOYCHU A
JKUBOTHOTO TIPOUCXOXKICHUS TMPHBOIUT HE
TOJIBKO K CHYDKEHHIO KBOTHI Oelika, HO | K Jie-
¢uIUTY XKHUpa, 0OCOOEHHO HCHBITHIBAIOT JIe-
(bI/IHI/IT HE3aMCHHUMBIX AJIMHHOUICIIOUYCYHBIX
NOJIMHEHACHIIICHHBIX JKUPHBIX KHCIOT M
YIJIEBOJIOB B IUTAaHUU PEOCHKA;

* PCKOMEHJIyeMO€ paclpe/ie]ICHHe JHEPreTH-
YECKOW IIEHHOCTH JIE4eOHOTO palHMoHa 3a
cuet 6enkoB — 10-15%, sxupoB — 30-35%,
yrieBogoB — 50-60%.

* HEOOXOIUMOCTBH

Mpumep pacueta nutanus pedeHky ¢ PKY

PebGenok 3 net, macca tema 14,5 kr

1. OGmiee cyTo9HOE KOJIMYECTBO OElKa B PaIiyo-
He 0ospHOTO (cM. Tadi. 2) — 54,0 ;

2. JlomyctuMoe CyTOYHOE KOJIMYeCTBO (eHuIaia-
HuHa (cM. Tabm. 3) — 25 x 14,5 =363 wmr;

3. JlomycTuMoe KoJIMuecTBO Oellka €CTECTBEHHBIX
npoaykToB (1 r Oenka comepxut 50 mr dheHu-
nanmanuna): 363:50 = 7,3 1;

4. BD cnenuaau3upoOBaHHOIO MPOIYKTAa HA OCHO-
Be cMecu L-ammHokucnor 6e3 ¢eHunanaHu-
Ha — 54,0-7,3=46,7r;

5. CyTouHOE KOJMYECTBO aMUHOKHUCIOTHON cMecH
(100 T comepxwut 20 r Genka)-46,7 x 100:20 =

=233r;

6. PexomeHyemMoe CyTOYHOE KOJIMYECTBO KHUPa B
panmosne (cM. Tadm. 2) — 60 1;

7. PekoMeHayemMoe CyTOUYHOE KOJIMYECTBO yIJIEBO-

10B (cM. Tabm. 2) — 261 1.

Jyist ynoOcTBa OpraHu3aiuy JIEYeOHOro paruo-
Ha HCIMOJB3YIOT TAK HA3bIBAEMBIN «IHILEBOU CBe-
T0dOp», B KOTOPOM HATypaJIbHbIE MPOMYKTHI pa3-
JIEJIEHBl Ha TPU T'PYIIILI B 3aBUCUMOCTH OT COIED-
JKaHUS B HUX Oenka. B «kpacHBI» criCcOK BXOJAT
MPOAYKTHl C BBICOKUM cojaepkanueM DA, KoTo-
pBIe TTOTHOCTHIO MCKITIOYAIOTCS U3 PaliioHa 00Ib-
HbIX OKYV.

«KenTplil» CHNUCOK — MTPOAYKTHI, KOTOpbIE
collep)KaT YyMEpEeHHOe KoJn4decTBO Oenka u DA,
U TTOATOMY JOJDKHBI PABHOMEPHO PacIpeaeisiTh-
Cs B TEUCHHE JIHS W MCIOJIB30BATHCS C OCTOPOXK-

MIPOYKTOB

HOCTBIO, C CHCTeMaTH4YecKuM KoHTpojeMm DA
KpPOBH.
«3eneHblii» CIUCOK — TPOAYKTHI, COAepIKa-

e He3HaunTenbHoe KonmdecTBO PA. OHM Mo-
I'yT OBIThb BKJIIOYECHBI B €)KEAHEBHBIM pallMOH H
cBOOOJTHO pacHpeAcisiThCS B PallMOHE B TEUCHHE
JIHSL TaKKe [0J1 KOHTposieM ypoBHS DA B KpPOBH.
[Ipn Ha3zHaueHHUU AMETH BaXKEH WHIUBUIYAIb-
HbI 1 1uddepeHnpoBaHHBIN TOAXOI K UCIIONb-
30BaHHIO CIIELMAIM3UPOBAHHBIX M HATypaJbHBIX
MIPOJYKTOB COOTBETCTBEHHO BO3PAcTy OOJNBHOTO.
B nuerorepanuu He0OXOAMMO YUUTHIBATD:
— KJIMHUYECKYIO OpMY 3a00JIeBaHHUS;
— ypoBedb DA B KpoBH;
— BO3pacT OOJIBHOTO;
— HYTPUTHBHBIA craryc (Qu3uueckoe pas3BH-
THE);
— TOJIEPAHTHOCTH MallMeHTa K nuiesomy DA;
— xonmuaecTBo MDA m HarypampHOTO OeiKa, To-
Jy4aeMoro C MUILEeH;

KPACHBII CIIICOK
(MPOAYKTHI HEe HCMOJIb30BATH B PAIIMOHE MUTAHHA!)

Msico 1 MsICHBIE us3jaeims

Bapanuna, roBsinHa, CBUHUHA, MICO NTHI[ (KypHI, YTKH, HHICHKA U T.IL.),
KOJIOACHI, TTAIITETHI, CapAEIbKH, COCHCKH, CyOIPOAYKTHI (TIe4eHb, MOYKH, Cep/le U T.I1.),
MSICHBIE IeIMKaTechl (kapOoHart, Oy)KeHHHA | T.IL.)

Pri0a n ppIOHBIE IPOAYKTHI

Priba MOpCKas U peuHas CBEXKas U 3aMOPOKCHHasd, pI)I6HI)Ie KOHCEPBLI, UKpa, Kpa603me
u pI)I6HI)Ie MaJIO4YKH, KPEBETKU, MOJUTFOCKH, IMAaCThl U MAIITEThI, paKU

TBopor u chIpbl

TBOpOl", TBOPOKKHU, TBOPOKHBIC MAaCChbl U CbIPKH, 6pLIH3a, ChIpbI TBEPABIC U MATKUEC,
ChIPbI U CBhIPKHU IJIAaBJICHBIC, CBIPHBIC ITaCThl

XJ1e0 1 XJ1e600y/104HbIe
u3e s

Myka (nmeHnYHasl, pikaHasi, OBCSHasl, PEUHEBast), XJieO OCNbId U YCPHBI,
XJICOHbBIE TAIOYKH, OapaHKH, OYJIOUKH, IEYCHBE THUPOKHBIE, CYIITKH, TOPTHI

Kpyna u xjionss

prna I'p€4HEBasi, NIICHO, TOJIOKHO, Kpylla MaHHas, s4HEBast, XJIOIbsl OBCAHBIC <<FepKynec>>

CoeBble MPOAYKTHI

MyKa COoCBasd, NPOAYKTBI U3 COU (3aMeHI/ITeJ'II/I MsCa U T.l'[.), HIUPOKO pacCrpoOCTPpaHEHHBIE
B BEIr€TapuaHCKOM ITUTaHUH, ITOTIKOPH

(xo0x 1o eBponelckoi
kaaccupuxanuu E-951)

slitna Bce Buabl suig
Opexn Bce BuabI opexos
Acnapram HuskokanopuiiHble HAIMTKYU U 5KE€BATENbHbIE PE3UHKU, COIEPIKALUE UCKYCCTBEHHBIN

TNOACIIACTUTEIIb acapTam
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OCHOBA IEPEYHA — KOJUYECTBO NMIPOAYKTA, odecreynBariee HOTpeﬁJIeHHe 50 mr d)eHl/IJIaJIaHHHa

JKEJTHIA COIUCOK
(IPOAYKTHI, OTPAHMYEHHBIE K NOTPe0JICHUIO B e:Ke/ITHEBHOM PalHOHeE)

MoJ10K0 ¥ MOJI0YHBIE Mounoko, kedup, Horypt (¢ comepxanuem oenka He 6onee 2,8 /100 mur) — 30 mu
NPOAYKTBI Moroxko cryieHHoe ¢ caxapoM — 15 M

IMaxra — 30 M
CbIBOopoTKa TBOpOXKHAst — 120 mi
Cwmetana-35 ma
CnuBku 35% xxupHocTd — 45 M
Ciusku 10% sxxupHoct — 30 M

Kpyna u kpynsinble uzgejaus Puc orBapnoit — 45 1

KykypysHas kpyna BapeHas (Mamasbira) — 35
Kykypys3Hble xiombst — 15

OBomu Kaprodens BapeHslit B Mynanpe — 80 r

Kaprodens-dpu nimu xxapensiit — 55 r
Yuncer — 451
KaprodenbHoe mope ObicTporo npurotoienns — 10 ¢
Kamnycra npetnas Bapenas — 30 r
bpoxkonu ceipast, Bapenas — 30 r
bproccenbckas kamycrta, BapeHas — 35 T.

OBoLIHbIE KOHCEPBbI Hkpa OaknaxxanHas — 60 T

Hxkpa xabaukoBas — 50 ©
HInunar-mope —50 T
lopomiek koHcepBupoBanublii — 30 r

(NpPOAYKTHI, IPUMeHsieMble CBOOOIHO, HO 3TO He OTMeHsIeT He00X0AUMOCTH YUeTa nNoTped/ieHus (peHnIanaHnHa)

3EJEHBI CIIUCOK

DpPYyKTHI
H SITOJBI

CBexue 1 KOHCepPBHPOBaHHbIE (WM IIPUTOTOBICHHBIE B caxape) GppyKThl: abpHKOCHI, aiiBa, aHaHac,
anesbCHUHbI, apOy3, BUHOTPAJL, IpaHar, rpyIid, rpeindpyT, ryasa, IbIHs, €)KCBUKA, U3FOM, HHXUD
(cBeXHii, HO HE CyLIEHbIH), KUBH, KIIyOHHKa, KDbDKOBHUK, IMMOH, MAJIMHA, MAHT0, MaHIaPUHBI,

HEKTapUHBI, OJIMBKH, IEPCUK (CBEXKUH, HO HE CYLICHBIH), CIIMBA, CMOPOAUHA CBEXas (4epHas,
KpacHas, Oenas), TepH, YepHUKa, YePHOCIIHB, IEIKOBULIA, 1010KH, QPYyKTOBBIC CaJlaThl, 3aCaxXapeHHbIE
SITOJIBI ¥ DPYKTHI

OBouu
M 3eJIeHb

ApTuiiok, 6akiaxansl, OpIOKBa, KaOauKH, Kpecc-cajar, KamycTta 0eno- 1 KpacHOKOUaHHas, Kalepcsl,
KOPHHIIOH, JYK-TIOpEil 1 peryarsliii, MOPKOBb, OI'ypIibl, TACTEPHAK, MATHCCOHBI, TTepel] (KpacHbIi,
3€JICHBIN, KENTHIH 1 OPAHXKEBBIN ), TOMUIOPBI, IETPYILIKA U JT100asi 3eJIeHb, PEBEHb, PEUC, perna, CBEKIIa,
cenbJiepei, caar-JaTyK, ThIkBa, QeHXelb, MAapUHOBAHHbIC JIYK, YECHOK, OBOILH, 3€JICHb

Kpyna
U 3epPHOBBIE

Myka prcoBasi 1 KyKypy3Has, KpaXMall TAHOKH, KyKypy3HbIH 1 KapTo(enbHbIH, TamnoKa, caro

Kupbl CnmBovHOE Macio (comepskanue sxupa 82%, HO He MaprapHHbl M HU3KOKHPHOE «Macioy, cojeprkariee
U Macja MaxTy), TOIUICHOE Macjo, pacCTUTEIbHBIE Maclia BCeX BUIOB (’KUAKHE U TBEpAbIE), ISP/ (BHYTPEHHUH
CBUHOI XHP), TOIICHBIE KUPHI (TOBSIKU, CBUHOM, KYypHHBIIT), cajo CBHHOE (IIITHT, HO HE OSKOH)
Caxap Caxap, GppykT03a, IIIF0K03a, MOJIOYHBIH caxap, MaJIbTOJEKCTPUH, COIOJOBBINH KCTPAKT, BaApEHbE, JXKEMBI,
H CIa0CTH KOH(UTIOPBI, CHPOIIBI, MEJI, MapMeliaJl, JISIICHIIBI, IIPO3pavyHasi KapaMellb, caxapHas BaTa, GpyKTOBOE
MOpPOJKEHOE (3aMOPOXKEHHBIH COK), mepOeT GpyKTOBBIH
Hanutkn [TutbeBast Boga, B TOM unciie OyTHIMPOBaHHAS U Ta3UPOBAaHHAsI, MUHEPAJIbHBIE BOJIBI, Fa3HPOBaHHBIE
HaNUTKY (HO HE C acIiapTaMoM), COKH, HEKTapbl, 4ail, Y4epHbIH Kode
Pasnoe

XKenupyiue BeuecTsa (arap-arap, *ejlaTuH, IEKTUH, pACTUTEIbHbBIE CMOJIbI — KaMeH),
IUILEBbIE apOMATU3aTOPbl U KPAaCUTEIU (BaHWIIb, BAHWIMH, MUHJAJIbHAS CCEHIM, [IepeyHas MsATa,
madpaH), TOPYHLA, TYIMIUCTHIC TPABBI, IEPeLl, CIIeLUH, YKCYC

— KOJIMYECTBO OCHOBHBIX NMUIIEBBIX BeniecTs u  (co0eHHOCTH AueToTepanuu

SHEPTHH B JICUCOHOM paIffoHe. npu BH -nedpmummhbix dhopmax IPA
He pexomenmyeTcsi ynorpeOiieHHue IMalueHTa-
mu ¢ KV mponykros «fast food», razupoBaHHbIX KaxoMy manueHTy ¢ HEJA0CTATOYHOCThIO
HaIUTKOB C MOJICIacTUTENsAIMU (actiaptaM wind -  DAID 10KHO OBITh MPEIOKEHO TECTUPOBAaHUE
meBast no6aska E951), conepxammmu DA. CamponTeprHOM ISl OTICHKH YYBCTBHUTEIHLHOCTH
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K JJaHHOMY Tperapary, TecTHpoBaHHE IEIeC00-
Opa3HO MPOBOJUTH J0 Hadaja AMETOTEpanuu (MH-
(hopmarmoHHOE coTacue poauTeneii).

bonbubie ¢ BH,-nepunurapivu popmamu I'OA
HY)KJTAaIOTCS B KOMIUIEKCHOM JICUEHUH, BKIIFOYAIO-
meM Ko(haKTOpHYIO U IPOMENUATOPHYIO TepaIu,
MOMHUMO JHETHl C OTPAHUYCHHEM TIOCTYIICHHS
@A c nuiel. [IpumeneHrne TueTHYeCKUX OrpaHu-
uyenuii GA B kauecTBe MoHOTepanuu BH —nedu-
nUTHBIX popMm ['DA He crTocoOHO MPETOTBPATHTH
MPOrpecCUPOBaHNE KIMHUYECKOH CHUMITTOMATHKH.

[Tatorenernyeckum MeTonoM siedenust BH -me-
¢umutabIX  Gopm ['DA  sBasieTcst KOpPpEKIHS
OMONTEepHHOBON HEJOCTAaTOYHOCTH Ha3HAYCHUEM
CHUHTETHYeCKoro aHanora CamponTepuHa — Mpe-
napara «Kysany». [Ipemapar npumensiercs B cpel-
Herr mo3e 10 mr/kr/cyT. HaunHate jeueHne peko-
MEHAYETCSI ¢ MEHBIINX 103 — 2—5 MI/KI/CYT ISt
MPO(MIIAKTUKH THIIEPBO30YINMOCTH.

[Momumo Carporirepur™*a B KOMIUIEKCHOE Jie-
YyeHhe BKJIIOUEHBI mpenaparsl Jesozomnbl (10—
15 wmr/kr/cyT) B coderanmm c KapOumomoit (1-—
1,5 mr/kr/cyt), S-okcutpunrodan (10 Mr/kr/cyr),
5-popmunterparumpodosiaT B cpemHEH  m03e
25 wr/cyt. JleBogomy Ha3HAyalOT C OCTOPOXKHO-
CTBIO, HAYMHASI C HU3KHX J03, 0] KOHTPOJIEM KITU-
HUYECKOTO COCTOSIHUS JIeTeH, T.K. BOZMOXKHO Bpe-
MEHHOE YCHJICHHE THIIEPKHHE30B, TUIIEPBO30YIH-
MOCTh, HapylleHHe HOYHOTO CHAa. B HEKOoTOphIX
cllydasix Tpu npueme S-oxkcurpunrtodana Habdiro-
JaeTCsl U3MEHEHHUE CTyJa, YTO TpeOyeT CHIDKEHUS
JI03BI WJIM OTMEHBI TIperapara. B mononauTebHOM
HazHaueHuH S-popmunreTparuapodornara Hyxaa-
[oTcs manueHTsl ¢ BH 4—116(1)1/1111/ITH0171 T'®A tuna C
(medexr rena QDPR), Tak Kak mpH dTOH dopme
cTpagaer ooMeH QonatoB. IlomoxuTeNbHBIN -
(beKT KOMIUIEKCHOTO JIEYeHUsI OTMEUaeTcs y OOJb-
IIMHCTBA OOJIBHBIX M 3aBUCUT OT CPOKOB €T0 Hada-
na. [IposiisieTcst 3HAYUTETBHBIM YITyUYlIEHUEM HH-
TEJNIEKTyallbHOTO PAa3BUTHA W JBUTATEIHHOTO
cTaryca, CHU)KEHHEM YacTOTHI (BIUIOTH 10 TIOJHOM
JIMKBUIAINU) MPUCTYIIOB THIIEPKUHE3a, MOBBIIIIE-
HHEM TOJEPAaHTHOCTH K ()eHUIIATaHIHY.

TakTuka nuetorepanuu
npyu CONyTCTBYIOLIMX 3a00NeBaAHNAX

[Ipy BO3HUKHOBEHUM OCTPHIX WH(EKIIMOHHBIX
3a00neBaHnH, BRIPAXKEHHOW THNIEPTEPMUN, THTOK-
CHKAIIMU, PA3IMYHBIX JMCICIICHUCCKUX SBICHUAX
U OTKa3e OT mpruemMa aMUHOKHUCIOTHON CMecH, J0-
ITyCKaeTcsl KpPaTKOBPEMEHHOE (HECKOIBKO IHE)
MpPEeKpalleHUue JUEeTOTePAIMi C 3aMCHOM Crenua-
JIU3UPOBAHHBIX JIEYeOHBIX TPOJYKTOB Ha HATY-
pajbHBIE C HEBBICOKHM cojiepkanuem oOenka. [lo-
CJIe CTHUXaHUs OCTPOTo nepuojia O0Je3HU B PaIlMoOH

peOeHKa BHOBb CJIEAYET BBOAUTH CIIELUAIN3HUPO-
BaHHBIH MPOIYKT, HO 3a OoJiee KOPOTKHH MEPHOL,
4yeM B Hauajle JieueHus. Eciau peGeHOK He OTKa3bl-
BAeTCs OT MUILM BO BpeMs OOJIE3HM, IPUOCTAHAB-
JUBaTh AMETOTepanuio He cienyer. JleueHue co-
IIyTCTBYIOLINX COMaTHYECKUX 3a00JIeBaHUM y ne-
teit ¢ ®KVY npoBoautes mo o0mIENpUHATON cxeme
1 He TpeOyeT MpeKpaIieHns TMeTOTePAIInH.

Mennkamento3nan tepanua [PA

Cunrernueckuit ananor BH, — Canponre-
pun** mpumensiercs B JICYEHUH BCEX UYyBCTBU-
TenbHbIX K BH, -repanuu Gonbubix ¢ DAI-3aBH-
cuMmori I'DA U Bcex MalUEHTOB C BH4—z[e(1)I/IuI/IT—
HeiMu ['OA.

CamporirepuH™** — MeXIyHApOIHOE HETaTeH-
toBanHoe HazBanue (MHH) cunTeTnueckoro ana-
JIoTa TETparuApoOHoNTEeprHa (CaponTepruHa T1-
ruznpoxiopun), kon ATX: A16AX07. Canponre-
pun** 3aperucrpuposan B Poccun 15.07.2014 1.,
peructpaunonHoe yapocroepenue Ne JIIT-002533.
JlexapcTBeHHas Gopma: aucrneprupyemblie Tadner-
ku 100 mr (9KBHBaJICHTHO 76,8 MT campomnTepH-
Ha). | TabneTka COAEPXKUT: NEHCTBYIOLIEE Belle-
CTBO — camnponrepuHa auruapoxiaopus — 100 mr
(’xBHBaNeHTHO 76,8 MT campornTepuHa); BCIIOMO-
rarejbHbIC BEIIECTBA: aCKOPOMHOBAs KUCIOTa —
5,00 mr, kpocnoBuaOH — 13,5 Mr, Kajablus TH-
apodochar — 6,54 mr, manauron — 171,18 wr,
pubodmnasur — 0,03 mr, Harpus creapmidyma-
par — 3,75 M.

{lesenne romouncTunHypun

T'omonuctunypus Bxonut B rpynny HBO, B oc-
HOBE KOTOPOTO JIGKHUT HapylleHHe 0OMeHa MeTHO-
HMHA. KJMHHKAa TOMOIIMCTHHYPHUH Te€TepPOrcHHA.
Knaccuueckas gopma oOycroBieHHa HEIOCTATOU-
HOCTBIO (pepMeHTa IMCTaTHOHWH-OETa-CHHTETAa3bl.
l'omonmcTuHypust ObiBaeT BUTaMuH B6-3aBucumas
(dopma u B6-HezaBucuMasi. B6-3aBucumas ieuuTcs
BBICOKMMH J03aMHU BUTaMUHOB B6 1 B12 Ha done
Mano0enkoBoi uerbl. EquHCTBeHHBIM 3 dek-
THBHBIM CIOCOOOM JiedeHHs1 BUTaMHH-BO Hesa-
BUCUMBIX (opM 3a0oneBaHMs SBISETCS MAaJIO-
OeskoBasi quera (Ir Oesika Ha KI' MacChl Tejia) CO
CHIDKEHHBIM COJepKaHNeM MeTHOHMHA. Llens nue-
TUYECKOTO JIEYEHHsI — MPEAOTBPATUTH HAKOIIJIEHHE
rOMOLIMCTHHA U MeTHOHMHA. [loTpebHOCTh B HENO-
cTaroleM OelKe MOKPLIBACTCS] BBEACHUEM B JTHETY
AMUHOKHCIIOTHBIX CMecel, He Cofiep KallluX METHO-
HUH, cOaJaHCHPOBAaHHBIX I10 AMHUHOKHCIOTHOMY
COCTaBy, yIieBojaM M MuHepanam. Mcmonb3dyror
OCITKOBBIC TUAPOIM3ATH 63 MeTHOHNHA — HyTpu-
npusk, Hytpunak nentun CUT, Ansdape, Hytpu-

MEDICINE: THEORY AND PRACTICE

TOM4 Nel 2019

eISSN 2658-4204



58

LECTURES

30H, XMET Xomuaon. XMET XomuaoH npumeHsi-
eTcs y jaerei crapuie 12 mecsaueB u Oonee crap-
meM Bo3pacte. Pexomennyemoe passenenue 1 k 20
(r.e. 5t XMET Xomumona va 100 mut Boubr). Mep-
Hasg Joxka (50 mi) comepxkutr XMET Xommmo-
Ha 28,5 T

{le4edOHOE NUTaHMe Npu OPraHUYECKUX aunaypuax

Opranudeckue anuaypud — 3a0oJIeBaHUS
MIPOMEKYTOYHOTO METa0OJM3Ma C XapaKTEePHBIM
HaKOTUICHHEM KapOOKCHIIBHBIX KHCJIOT, KOTOpBIE
BBISIBIISIFOTCS. B MOY€ METOJOM TaHJEMHOW Macc-
cnektpoMeTpuu. Hambosee yacto BcTpevaroniue-
Csl OpTaHWYECKHe aluaypuu OOYCIOBIIEHBI Hapy-
LHICHHEM OOMEH pa3BETBJICHO-IICTIOYCYHBIX aMU-
HOKHCTIOT. Y OONBITNHCTBA OOMBHBIX HAOMIOMAeTCS
CUCTEMHOE 3a00JIeBaHUE C KIMHUKOW METaboIu-
YecKkuX OdHIedanonaTii  MHTOKCHKAIIMOHHOTO
tumna. [myrapoBasi, IPONMOHOBAas, METHUIMAIOHO-
Basl M M30BaJIEpUAHOBAs OPTaHUYECKHUE alluIypun
00s13aTeIBHBI 1T BKJIIOUCHHS B (eepaTbHBIA pe-
ructp (IlocranoBnenue IlpaBuTenbcTBa  OT
26 ampens 2012 r.). PaspaboTanbl dhenepaibHbIe
KJIIMHAYECKHE PEKOMEHJAlUA 110 JIUarHOCTHKE,
JICUCHUIO U TPOPHUIAKTUKE OPraHMYECKUX alluay-
puii. [IpuBonuM mpruMep ne4eOHOTO MUTAHUS TIPU
[JIyTapoBOM anuypuu 1-ro THIA.

I'myrapoBast amuaypus 1-ro tuma — depMeH-
Tomarusi C HapylieHWeM Karaboim3ma TIyTapo-
BOW, 3-THIPOKCUIIIYTAPOBOW M IIIyTaKOHOBOM
KHCIIOT (HEIOCTATOYHOCTh (epMEHTa TIIyTapHII-
KoA-neruaporenassl). Knuauueckas kapTuHa re-
TEepOreHHa, MaHH(ETHPyeT B IEPUOJE HOBOPO-
XKJICHHOCTH B BUJE MeTabOIn4ecKux Kpu3osB. Jle-
YeHHe — CTporoe coONroieHne TMPOTOKOoJA
HEOTJIOKHOW TTOMOIIH JIETSIM TPYTHOTO U PaHHETrO
Bo3pacta, KapHUTHH 100 Mr/Kr/cyTku, nuera c
OTpaHMYCHHEM JU3WHA U TpunrodaHa (HO HE JIo-
nyckarb Aeuuura Tpunrodana).

Juerorepanus TIyTapoBOW amuaypuu 1-ro
TANIA — OTPAHWYCHUE AMHHOKHUCIOT JIM3WHA W
TpunrodaHa 3a CUYET CHUKEHHsI CYTOYHOTO KOJIHU-
YeCTBa HATypaJlbHOTO OEJIKa MPHU MOJIHOM HCKITIO-
YCHUHM W3 MUTAHUS BBICOKOOCIKOBBIX IPOIYKTOB
YKUBOTHOTO TIPOMCXOKJICHHUS, OTPAaHHYMBAIOT IIPO-
IYKTbI, OOratrble JU3WHOM — KapTo(enb, CBEKIY,
3eJIeHbIN TopoIeK U Jp. bernok KOMIIEHCUPYIOT Jie-
yeOHbIM mpoxykroM XLYS, TRY Inmyrapunonom
(ue comepxut nu3uH U Tpuntodan). Haznauenue
netsiMm ¢ 1 rona. bemok paccunThHIBarOT B mpenenax
1,2—1,5 r/kr Beca Tena peOCHKA B CyTKH.

IIpumep pacuera XLYS, TRY Imyrapmmona
Jutst peOeHka 3 e, Macca tena 15 kr.

O6iiee kosuecTBO Oesika u3 pacuera 1,5 r/kr/
cyT — 1,5x15=22.5 1.

KonmnuectBo Oenka neuebHOro mpoaykra [oy-
TapujoHa B cyTku — 19-20 r (B Tpu npuema 6 T +
7r+6r).

OOLMMM NPUHUMNAMN AMETOTEpanuu Npu
OpPraHNyecKux aunaypuax ABNAIOTCA:

* UCKIIFOYCHUE W3 palroHa OOJIBHBIX JCTeH
MIPOAYKTOB C BBICOKUM COJIECPKaHHEM OejIKa;

* OrpaHUYCHHE OCITKOB PACTUTEIBLHOTO MPOUC-
XOXKJICHMUS;

* 0OJILHBIM JIETSAM IIEPBOTO rojia >KU3HHU CIICIH-
aJbHBIC MPOJYKThI HA OCHOBE aMUHOKHCIIOT,
aJlalTHPOBAHHBIX 1O OCHOBHBIM ITHIIEBBIM
KOMITOHEHTaM, MaKpO-H-MUKPOHYTPUEHTAM;

* OOJILHBIM CTapllie roja MPUMEHEHHUe Jeueco-
HBIX MPOJYKTOB HA OCHOBE aMUHOKHUCIIOT JJIsI
BOCITIOJIHEHUS Jiepuniura Oerka;

* paBHOMEpPHOE pacipenaeicHue OeIKOBOH Ha-
TPY3KHU B TEUCHUE JTHS;

* JHEPrOLCHHOCTh palMoHa o0ecIeurnBaeTCs
32 CYeT MalloOENKOBBIX MPOAYKTOB (JIOTPO-
¢uHOB).

{leuedHoe nuTaHue Npu ranaKkTo3emMun

«30J0TBIM» CTaHIAPTOM JICUCHUSI TaJTaKTO3e-
MUU SIBIISICTCS TUETOTEPaNus, pelyCcMaTpruBalo-
11asi NOKU3HEHHOE MCKJIIOYEHHE M3 palloHa Ipo-
IYKTOB, COJEpIKAIlMX TalaKTo3y M JakTozy. [loi-
HOCTBIO HCKJIIOYAeTCs M3 paluoHa OOJbHOIO
JM000H BUJ MOJIOKAa (JKEHCKOE, KOPOBBE, KO3bE,
JIETCKHME MOJIOYHBIE CMECH H JIp.) U BCE MOJIOYHBIC
MIPOILYKTHI, a TAKXKE HE YHOTPEOISATh T€ MPOAYKTHI,
KyJa OHH MOT'YT J00aBIsIThCS (XJ1e0, BBITIEUKa, CO-
CHCKH, KOJI0achl, KapaMelb, CIaJOCTH, MAPTapHHBI
U T.1.). P IPOyKTOB pacTUTENHLHOTO MPOUCXOXK-
JEHUS COleprKaT OJINTOCaXapubl — rajlaKTO3HU b
(paddunO3y, CTaxXMO3y), J)KUBOTHOTO ITPOUCXOXKIC-
HUSI — HYKJICONPOTEHHBI, KOTOPHIE MOTYT OBITH
MOTEHIMAJIBLHBIM HCTOUHUKOM TajlakTo3bl. B mepe-
YeHb yKa3aHHBIX MPOIYKTOB, COACPKAIIUX TalaK-
TO3UIBI BXOIAT: 0000BEIE (Topox, 000BI, (hacoib,
Ye4yeBHIIa, Malll, HyT, COSI — HO HE M30JISIT COEBOTO
Ocnka, — TITIIMHAT, OPEXH, Kakao, IMokoan). B me-
peUeHb NPOAYKTOB XKHBOTHOTO HPOHCXOXKACHUS,
COZIepKaIMX HYKJICONPOTEHHBI, BXOIAT: TEUeHb,
MOYKH, MO3TH U Jp. CyONPOAYKTHI, IE€UYEHOUYHbIH
ManiTeT, JUBEpHas Kojibaca, siiia.

IIpu cocraBneHuM Jie4eOHBIX PALMOHOB IS
JeTell MepBOro roja >XKM3HH KOJIMYECTBO OCHOB-
HBIX MMHIIEBBIX WHIPEJUCHTOB U SHEPTUU JOJDKHO
OBITh MPUOIIKEHHBIM K (DPU3HOIOTHIECKAM HOP-
MaM. Jls siedeHust OOJIBHBIX TaJlaKTO3eMHEH Hc-
[OJIB3YIOT CHELMAJIN3UPOBAHHBIE CMECH HAa OCHO-
B€ M30JIATa COEBOTO Oelika, THIPOIM3aTOB Ka3eu-
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Tabnuua 4
XUMUYECKHI COCTaB M dHEPreTHIECKast IICHHOCTh CMECEH Ha OCHOBE HU30JIsTa COCBOTO Oelka
(1a 100 M1 TOTOBOM CMeCH).
XUMUYECKUN COCTaB, T DHepreTuyeckas
Ha3zpanue cmecu
Bbenku Kupsr YrneBonsl HEHHOCTD, KKaJl
bemmakr Cos 1,7 34 7,0 65,4
Hytpunak Cost 1,8 3,6 6,7 67
Hytpunon Cost 1,6 3,5 7,0 66
dpucocoit 1,7 3,5 7,2 67
Xymana CJI 1,6 33 7,9 67
Tabnuua 5

XUMHYECKHH COCTaB M DHEPreTHUECKast IIEHHOCTh JIEUEOHBIX CMecel Ha OCHOBE I'MJIPOJIM3aTOB Ka3enHa
(ua 100 M1 roTOBOM CMecH).

XuMHUYECKUH cocTaB, T DHepreTuyeckas
Hazsanue cmecu
OenKu Kupsl YIJIEBOIbI HCHHOCTD, KKaJl
[perectumuin LIPIL 1,9 3,8% 6,9 68,0
Hyrpamuren 1 LIPIL 1,9 3.4 7,5 68,0
Hyrpamuren 2 LIPIL 2,0 3,0 9,0 69,0
®puconenn AC 1,6 3,5 7,2 66,0
* CpeIHELEOYCYHBIC TPUTITUIICPUIBI

Ha, a TaK)Ke CMECH Ha OCHOBE CHHTETHYECKHX
AMUHOKUCIIOT.

Hns pereil ¢ ramakrozeMueidl MmepBOro rozaa
KU3HH JIYeOHBIMH TIPOyKTAMHU MEPBOOYEPEIHO-
ro BbIOOpa SIBJISIFOTCSL CMECH Ha OCHOBE M30JIsTa
COEBOTO 0eNKa, B KOTOPHIX IMMOTHOCTHIO OTCYTCTBY-
IOT PACTUTEIbHBIC TAIAKTO3UIBI.

IIpu ucnonb30BaHUM COEBBIX CMECEW B muUTa-
HUM TPYIHBIX JIE€Te BOBMOXKHO MOSBICHUE aJLIep-
FHYECKUX peakiuii Ha Oesiok cou. B Takux ciyda-
SIX 3aMEHSIOT CMECH Ha OCHOBE THJIPOJIN3aTa Kase-
WHa B coOoTHOIIeHuH 1:1.

Crernuann3upoBaHHbIe  OCE37IaKTO3HBIC/Oe3ra-
JIAKTO3HBIE CMECH BBOAAT B MMHUTAaHHE OOJIBHOIO
rajakTo3eMHueii B TedeHue OJHOIr0 IHsl, Cpasy Io-
CJIe YCTAHOBJICHHSI THarHO3a.

[Ipuxopm BBOAUTCS OT 4 10 6 MecAIEB KU3HU.
B mnuTaHum WCMONB3YIOT TONBKO Oe3MOJOYHBIC
MPOJYKTHl M OJtofa: OS3MOJIOYHBIE Kallld, KOTO-
pble Pa3BOAAT OE3JIaKTO3HBIMH/OE3TraaKTO3HBEIMHU
CMECSMH, a TaKXKe OBOIIHOE, MSICHOE U (DPYKTO-
BO€ miope. Bce MOIoYHbIE TPOMYKTHI 3alPeIIaroT-
cs1 OONBHBIM TaJIaKTO3EMHUEH.

Bug nepBoro mpukopma onpenenasieTcsi COCTosI-
HHEM JKENyJOYHO-KHIIEYHOTO TpPaKTa W HYTPH-
THBHBIM CTAaTycOM peOeHKa. JTO MOXKET ObITh
OBOII[HOE TIOpE W3 HaTypajbHBIX OBOINEH WU
TIJIOJIOOBOIIHBIX KOHCEPBOB JUISI JIETCKOTO ITHATa-
Hust 6€3 MoIoKa U 0e3 0000BEIX, MU OE3MOJIOU-
HbIE KalllU U3 KyKypy3HOH, PUCOBOI WM T'peuHe-
BOM MYKH, pa3BEJCHHBIE TOM CIEIMAJIIbHON CMe-

ChIO, KOTOPYIO TIOJly4aeT peOeHOK. MscHol
MIPUKOPM BBOMSAT B MUTaHUE B 6 MecsreB. OTaamoT
MPEANOYTCHNUE CIICIHAIN3UPOBAHHBIM JIETCKUM
MSICHBIM KOHCEPBaM MPOMBIIUICHHOTO MPOU3BOJI-
CTBa, HE COJEpKallUX MOJOKa M €ro IpPOU3BO-
IOHBIX (KpOJNMK, IBIUICHOK, MHJeHKa). B Tabnu-
e 6 TmpeCTaBIeHBI CPOKH BBEICHUS MPUKOPMA U
HaMMEHOBaHUE OO,

[Ipu BBIOOpPE MPOAYKTOB MPOMBILIIICHHOTO
MIPOU3BOJICTBA HEOOXOIUMO OPUEHTHUPOBATHCS Ha

Tabnuia 6

[IpuMepHbIe CpOKH BBEJEHUS TPUKOPMA JETSIM MIEPBOTO
roja >KU3HU C raJlakTo3eMuei

MEDICINE: THEORY AND PRACTICE
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Bo3spact BBeneHus
[MpoxyxTs! 1 Gmroza
npuKopma (mMec)
OBo11IHOE MTIOpE 4-6
Kamm 6e3mosouHble 4-6
DpyKTOBOE MIOpE 5-6
Cox GpyKTOBBIi 5-6
MsicHoe mrope 6
Slitno (xentok)* nocie 12 mecsmen
Pri0a 8
Cyxapu, Ie4eHbe, 7
(He cozepxamnue KOMIOHEHTOB
MOJIOKA)
Pacrurensnoe maciio 4-6
* — JKEJITOK BBOAMTCS Tocie 1 roxa, He yaie 2—3 pa3
B HEJIEIIIO0.
eISSN 2658-4204
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LECTURES

COJiep’KaHHWe B HUX TaJIaKTO3HI 110 MAPKUPOBKE Ha
ITHKETKE: 0e30MacHBIMUA CUUTAIOTCS MPOAYKTHI C
coIepKaHWeM TrajlakTo3sl He Oosiee SmMr Ha 100T
nponaykra. [lpu apyrux BelNMUYMHAX TaJTaKTO3bI
MPOAYKTHI Jydlne He mpuMmeHsATs. Crenyer obpa-
marh BHUMaHWE Ha COJEP)KaHUE JIAKTO3bI B Jie-
KapCcTBax, MOCKOJIbKY OHa MCIOJB3YETCSl 4acTo B
KadecTBE BCIIOMOTaTelIbHOTO BemecTBa. [IporuBo-
MOKa3aHO NPHUMEHEHHE BCEX TOMEONaTHYeCKUX
npenaparoB (IpH WX TPOU3BOACTBE MCIOIB3YETCS
JaKTO3a), a TAaKKe JIEKApCTB Ha CIUPTY (ITAHONT
TOPMO3HT SIIMMUHAIMIO TATAKTO3bI U3 MIEYCHH).
[Ipu pa3BUTHN KIMHUYECKON KapTHHBI KIIACCH-
YECKON TajaKTO3eMUHU Y HOBOPOXKICHHOTO MOXKET
OTpeOOBaThCs JICUCHHE JKEITYXH, CETICHCa, Hapy-
mieHne (QyHKUUH MOYEK W MEYCHH, LIEeHTPaIbHOH
HEpPBHOW cucTeMbl. Tepanus BKIOUYAET CTaHIapT-
Hble OOIIETIPUHSATHIE MEPOIPHUSATHS: BHYTPUBEH-
HOC BBEJICHUE JKHUJIKOCTH JJIsi OOphOBI ¢ 00€3BO-
JKUBaHWEM, MOJJep)KaHne HOPMAallbHOTO YpPOBHS
[JTIOKO3bI B KPOBH, aHTHOMOTHUKOTEPAIIUIO U T.JI.
YunThiBas TOKM3HEHHOE MCKITIOUEHHUE W3 MUTa-
HUsI OOJBHBIX TAJAKTO3eMUEH MOJIOUHBIX MPOIYK-
TOB, C IIEJNBIO MPOQUIAKTHKA OCTEONopo3a, PeKo-
MEHJIOBAHO TIPHEM B BO3PACTHBIX J[03aX IPEIapaToB
KaJIbLIMS U BUTaMuHa D, He cozepKallmx JaKTo3y.
Ilpumepsl THEBHOTO panMoHa JAeTAM € ra-
JIAKTO3eMHUel 10 M mocJie BBe/leHsI MPUKOpMA.
* PeGenok B Bo3pacte 20 mHeit, macca Tena 3,5 Kr:
— IlorpeOHOCTh B OCHOBHBIX IHUIIEBHIX WH-
rpearenTax (cMm. tabi. 1).
— OObeM muTaHuA Ha OeHb 1/5 maccel Tena
(3500:5=700).
— Pebenok kopmuTCs
(700:7=100).
— CmMech Ha OCHOBE M30JI5ITa COEBOTO MOJIO-
ka (Hanpumep, HyTpunak cos).
e Pebenoxk 1 rox, macca tema 10 xr:
— IloTpeGHOCTh B OCHOBHBIX IMHUIIEBHIX WH-
rpearenTax (cM. Tadi. 2).

7 pa3 B JeHb

— 3aBTpak: kama Oe3monouHas — 150 mu;
mope s6mounoe — 50 T; Yaii ¢ HKeMoM —
150 mo.

— O6en: cyn (mm, Gopir) 6e3 cMeTaHBl —
150 mut; kaprodens — 50 r; KoTieTa Msic-
Hast — 30 1; koM1ioT ¢/ppykToB — 100 M.

— Ionguuk: ¢pykroBoe mope — 100 T
HyTtpunak cos — 50 mu.

— YKHWH: OBOIIHOE pary Ha pacTHUTEIbHOM
macie — 150 r; 3ameuenHoe s0I0KO —
60 T; yait ¢ caxapom — 150 mu1.

{leyenue oone3nun «knesosoro cupona» (MSUD)

Jle6roT 00JIe3HH «KJIECHOBOTO CHpPOIa» — Ha
3—5-if AeHb KU3ZHU, TEUEHUE OCTPOE: OTEK MO3Ta,

CYyIlOpOTH, JIeTaprusi, KoMa, anmHod (CUHAPOM BHe-
3amHON cMepTH). IHTeHCHBHAS Tepamnus B Iepro
MeTa0OINYecKoro Kpuza U B TedeHune 24—72 da-
coB (He Oonee!) UCMONB30BATH TOJBKO CIICIIMAIIH-
3UpPOBAaHHBIE CMeCH aMMHOKUCIOT. Ctparerus Jie-
YeHHs: OONMBHBIX 3aKJIIOUAeTCsl B CHIDKEHUH 00pa-
30BaHHS TOKCHYECKHX METAa0OJIUTOB — JICUIIMHA,
H30JICHIMHA U BajMHA, NPELYNPEKICHUE Pa3BU-
TUS KETOAlWI03a, MOPAKEHUsI TKaHEH TOJIOBHOIO
MO3ra M BHYTPEHHUX OpPraHoB c oOecreuyeHHeM
npoueccoB anHabonu3Ma, HOPMalbHOTO pOCTa H
pa3Butus. [ neteit mepBoro roja KU3HU JOMY-
CTUMO TOJIbKO TpyIHOe BCKapMJMBaHHe WU
BCKapMJIMBaHUE JETCKUMU MOJOYHBIMHM CMeCsi-
MH ¢ HH3KHM cojep:kaHueM Oeiaka (1,2—
1,3 /100 M BOCCTAaHOBJIICHHOTO poaykrta). Jlis
Jereil crapiie 6 Mec. — MCKIIOYEHHUE BBICOKO-
OENKOBBIX MPOAYKTOB (MsicO, pbida, TBOPOT) W3
pamuoHa.

TakTHKa J1edeHUs] OCHOBaHA Ha CJIEIYIOIIUX

MPUHIIUTIAX:

* OrpaHUYCHMs JICHLINHA, N30JICHIIMHA U BaJH-
Ha ¢ MUIIEH 10 MaKCUMAaJIbHO EPEHOCHUMOr0
YPOBHS;

» o0ecreueHre IPYrMMU aMHHOKHCIOTaMH MU
HYTPUEHTAMH JUISl TIPEAYNPEXKACHAS UX He-
JOCTAaTOYHOCTH;

* Tepanusi THaMUHOM U JIEBOKAPHUTHHOM (14
YCUJICHHUSI CBSI3bIBAHUS HAKaIIMBAIOIIMXCS
OpPraHUYEeCKUX KHCIIOT);

* HCKIJIIOYEHUE TOJIOIaHNS;

* KOHTPOJIb KHCJIOTHO-IIECIOYHOTO PaBHOBECHUS
U TOAJIEpKaHUE BOJHO-AJIEKTPOJIUTHOTO Oa-
JaHca.

OcHoBHble NPUHUANBI INETUYECKOI0 neueHus:

* CTPOroe OrpaHUYCHHE O€JIKa HaTypaJbHbBIX
MUIIEBBIX MPOIYKTOB C IIEJNIBIO CBEICHUS K
MUHHUMYMY MOCTYIICHUS B OPraHU3M JICHIIH-
Ha, U30JICUIIMHA U BaJINHA;

* o0s13aTeNibHAsE KOMIICHcAIus aeduiura Oe-
Ka 3a CYeT CHEeIUATH3WPOBAHHBIX CMecel
AMUHOKHUCJIOT 0e3 JICWIIMHA, W30JICUIIMHA U
BaJIMHA, COOTBETCTBYIOIIUX BO3PACTHBIM I10-
TpeOHOCTAM peOCHKa B OCHOBHBIX IHIIEBHIX
BEIIECTBAX U YHEPTHUU.

Hduetorepanust 00NE3HN «KIEHOBOT'O CHPOIIa»
MPEJCTABISACT OOJNBIINE TPYIHOCTH H JIOJDKHA
MPOBOJAUTHCS CIEHUATUCTAMHU IOl [TOCTOSHHBIM
OMOXMMHYECKUM KOHTPOJIEM aMHHOKHCIIOT. YPOB-
HU TP ONTHUMAaJIbHOMN Tepanuu: Jedunn — 100—
250 mxMoab/n, m3oaerimH- 50-150 Mxmoab/i,
BauH — 150-250 mxmonb/i. [Iporuo3 ymnosier-
BOPUTEIBHBIH TIPU paHO Havyatod (1m0 S5-ro mHS
JKU3HH) U CTPOTOU TEparuH.

MEQWLWUHA: TEOPUA W NMPAKTHKA
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Tabnuna 7
Crienuamu3upoBaHHbIC IPOIYKTHI HA OCHOBE aMHHOKHUCIIOT 0e3 JIeHIInHA, N30JICHIINHA U BaInHA™®
HaunmeHnoBanue npoaykra bezox Kup, r YrneBonsl, r JHepreTHeckas Bospacr
(oxB.) T LIEHHOCTh, KKaJ MIPUMEHEHHS
Hyrpuren 14 —val, — 14 23 50,4 470 or0molr
ile, — leu
Hyrpuren 20 —val, — 20 18 50,3 443 crapuie 1 .
ile, — leu
Hyrpuren 40 —val, — 40 13,1 31,3 401 crapuie 1 .
ile, — leu
Hyrpuren 70 —val, — 70 0 3,9 296 crapuie 1 roga
ile, — leu
MSUD Anamix infant 13,1 23 49,8 466 orOmolr
MSUD Maxamaid 25 <0,5 51 309 crapmie 1 .
MSUD Maxamum 39 <0,5 34 297 crapuie 1 .
* — BCe MPOMYKTHI 3apPerCTPUPOBAHBI HA TeppuTOopHn PD.
SAK/TIOYEHUE npoc 00pa30BaHUs POAUTEIICH B IOHUMAHUH CYTH

JleueHne HacIeICTBEHHBIX Oolle3HEeil oOMeHa
BEIECTB — HeoObIUallHO TpyAHAas 3aaa4a. 3a (-
(DEKTUBHOCTBIO JICUCHUS HEOOXOIUMO IMOCTOSH-
HOe HaOJIOJEeHUE NanUeHTa MHOTMMU CIElAalIn-
CTaMH¥ ¥ TIOCTOSTHHBINA JTa00paTOPHBIA OMOXUMIYIE-
CKHI1 KOHTPOJIb OOMEHHBIX MPOIECCOB OpraHu3Ma
OompHOro. Ho He MeHee Ba)KHBIM SIBISICTCS BO-

0oJie3HN W HEOOXOMMMOCTH JICUCHHS TUETOTEepa-
nueld W BCeX JIPYTUX Ha3HAYCHHBIX IIpPEraparos,
3HAHUS O BO3MOXHBIX MOOOYHBIX 3Pdekrax. OT
ponuteneid OonmpbHOTO peOCeHKa 3aBUCHUT 00s3a-
TEIbHOE MPaBUIBHOE BBHINIOJHEHUE PEKOMEH/IO0-
BAaHHOTO JIEYCHHS B aMOyJIaTOPHOM pEKHUME, B TOM
YUCJIe U JIe4eOHOTO MUTAHUs, 4TO OyJeT rapaHTh-
poBarh KU3Hb U 3I0POBbE JETEM.

MEDICINE: THEORY AND PRACTICE
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