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Pe3ome. B siekuun mpencTaBieHbl OCHOBHBIC IPUHIUIIBI JUETOTEPANINN HACIEACTBEHHBIX 00JIe3-
Hel oOMeHa BemiecTB. DPQGeKTUBHAS qUETOTEpanus pa3padboraHa s GeHunkeronypuu (OKY),
JeHIrHo3a (3amax MO4YM KJIEHOBOTO CHPOIIA), OPTaHWYECKUX alUAypui (METHIMaJIOHOBOH, MPO-
MMOHOBOH, N30BAJICPUAHOBOM U INIyTAapOBOi), HEKOTOPHIX (POPM rOMOLUCTHHYPUH, FaJaKTO3EMUM,
¢pykrozemun u Ap. [IpuBeneHsl peKOMEHIAUN 110 COCTABICHUIO AUETHI, YKa3aHbl UCKIIOYaeMble
npoaykThl. [Tokazana a(peKTUBHOCTH COYCTAHUS AUETHI M JIEKAPCTBEHHON TEPaIHH.

KuroueBsble ciioBa: queToTepanus, HaclIeICTBEHHbBIE 00JIe3HN 0OMeHa BelecTB, QEHUIKETOHY PHS,
NEeHIIMHO3, OPraHMYeCKUE Ay PUH, TOMOIIUCTUHY PHS, TAJIaKTO3eMuUst, GpyKTO3eMHusl.
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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.
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JluetoTepanusi — OIWH U3 OCHOBHBIX d(dek-
TUBHBIX METONIOB JICUCHHS HACIEACTBEHHBIX 00-
ne3neir oomena Bemects (HBO), koTopsrit 3axiro-
YaeTCs B OTPAHUYCHUU TIOCTYIICHUS TEX BEIIECTB,
00MeH KOTOPBIX HAapYIIEH B pe3yabrare epMeHTa-
TUBHOTO Onoka. bonee 2/3 Oone3neit HBO manu-
(hecTHpyIoT B paHHEM JIETCKOM BO3pacTe.

AKTyaJIbHOCTh HYTPUTHBHOW Tepamuu Ha
CEroJiHs BEJMKA B CBSI3U C PAHHHUM BBISBICHUEM
HBO MaccoBbIM CKpUHHUHIOM, MO3BOJISIET MPEAOT-
BPAaTUTh TSXKEIbIe METa00INYSCKUE KPU3bI, COBEP-
[IEHCTBOBAaTh MOJEKYISIPHO-TEHETHYECKHE METO-
JIbI TUATHOCTUKU U MEIUKO-T€HETUYECKOrO KOH-
CYNETUPOBAaHUE, TTPOBOIUTE JTUTEIHHYIO KOPPEK-

LU0, MHOTJIA B TEUEHHE BCEH JKU3HU U, KaK Clel-
CTBUE, — COILMaJIbHAS ajanTaius OOJIbHBIX. D-
(exkTuBHas nueToTepanus paspabortaHa s de-
Huiketonypun (OKY), nelinnnoza (3amax mouun
KJIIGHOBOTO CHpOTa), OPTaHWYECKHX AaluIypui
(METHUIMaNTOHOBOH, MPOMUOHOBOM, N30BaJIEPUAHO-
BOU W TJIYTapOBOii), HEKOTOPHIX (DOPM TOMOITUCTH-
HYpHH, TaJIaKTO3eMUH, PPYKTO3EMHUHU U JIP.

JIEYEHUE PEHWIKETOHYPUM (PKY)

OKYVY BxomuT B rpymnmy runepdeHriaraHuHe-
muit (T'DA), 0OycroBieHHBIX HapylIeHHeM oOMe-
Ha HE3aMEHUMOW aMHHOKHCIOTHI (heHHJIANIaHuU-

MEQWLWUHA: TEOPUA W NMPAKTHKA

TOM4 Nel 2019

ISSN 2658-4190



JIEKUAN

53

Ha — DA, nocrynarlieil B opraHu3M 4eJIoBeKa ¢
OenkoBoii mumiei. ['MA o00beMHSET TeTepOreH-
HYIO TPYIILY, CXOAHBIX 110 KJIMHUYECKUM NpPHU3HA-
kam — kiaccudeckyr DKV, oOycnoBiieHHyO Jie-
(bummuToM depmenTa GdeHUIaTaHNH-4-THAPOKCH-
na3el (DATD) u I'DA, cBs3aHHBIE ¢ HapylIEHHUEM
oOmena rterparuapobuontepuna (BH4). Tak kax
@A Tpebyercs A1 HOPMAJIBHOTO Pa3BUTHA U PO-
cTa pebeHKa 0COOCHHO B paHHEM BO3pacTe, IueTa
PacCUUTBIBAETCSI CTPOrO IO €ro KOJIWYECTBY B
npezenax Bo3pacTHOW HOpMBI. Mctounukom DA
SBIISICTCS TPYIHOE MOJIOKO U ero 3aMmeHutenu. Jle-
yeOHOE MNHTaHWE BBOJUTCS C MOMEHTa TMOJI-
TBEPXKIAEHUS Juarnosa kinaccuueckon OKVY.

OcuoBHas 1eab neueHnus I @A — cauzuth A
KpOBH, TIOBBICUTH TOJEPAHTHOCTh (MIEPEHOCH-
MocTh) DA, MMoTy4aemMoro ¢ HaTypajJbHOW TMHIIEH,
n30eXaTh TSHKENOH HEBPOJIOTHYECKON CHMITTOMA-
TUKA M YIy4IIUTh KAa4eCTBO JKU3HU IIalIUEHTA.
Brbibop TakTMKHM JieueHHus, BKIIOYas IUETOTepa-
110 ¥ (papMaKOTEepPaNHIo, OTPEENSIETCS C YI4ETOM
MIEPBUYHOTO OMOXUMHUYECKOTO JedeKrTa u (Gpopmbl
I'DA. DpdexTHBHOCTH TPOBOIUMOTO JICUSHHS 3a-
BHUCUT OT BPEMEHM Hauaja aJeKBaTHOH MaToreHe-
THUYECKOU TEpamuu.

IIaToreneTnyecku 0GOCHOBAHHBIM METOIOM
aeyenusi GAl-nepunurnoit 'OA sBisiercs aue-
TOTepanus ¢ orpaHndeHneM (peHnIananvHa B pa-
HuoHe OOJBHBIX 3a CYET MCKIIIOUEHHUS! BBICOKOOEII-
KOBBIX MpPOAYKTOB. Hemocraromee KOIHYECTBO
OeJKa BOCIIOJIHAIOT 33 CUET CIIeLUAIN3UPOBAHHBIX
MPOJLYKTOB JICYEOHOTO MUTAHUS, C YACTUIHBIM I
IIOJIHBIM HMCKIIIOueHHEeM (peHmnananuHa. boiabHbIM
QAT -nedunurHoit 'OA, 4yBCTBUTENBHBIM K CHH-
TETUYECKOMY aHAaJIOTy TeTparuapoOHoITepuHa
(BH,) naznauaror Canponrtepun («Kysan»).

Hns BH4-nedbunutaeix popm DA nmartorene-
TUYECKUM METOJIOM JICUCHUS SIBISIETCS esKeAHeB-
HBbIAl pUeM CHHTeTH4YecKoro axajgora BH, —
(KyBaH) u queTsl.

YcTaHOBIEHO, YTO YeM MIaAalie peOeHOK, TeM
B OompIieM konmuuecTBe DA 17151 HOPMAIIBHOTO PO-
CTa M pa3BuUTUA OH Hyxnaercd. 40% mnumesoro
DA y neteil mepBOro roja KU3HA PAacXOyeTcs Ha
CHUHTE3 COOCTBEHHBIX OenkoB. I1oBbIIEHHBIN ypo-
BeHb DA B KpOBM OKa3bIBae€T HEraTHBHOE BIIUS-
HUE Ha pa3BUTHE roJIoBHOro mosra. Hemocrarok
DA B oprann3Me MOXKeT CTaTh MPUUYUHON OTpHUIIa-
TEJIBHOTO a30TUCTOro OajlaHCa M HapyLIEHUH HY-
TPUTUBHOTO cTaryca. IloaTomMy oOdeHb BaXHO
OTIPEICNIUTH aZeKBAaTHYIO CYTOYHYIO MOTPEOHOCTH
conepxxanus @A B parrone 6onbHOTO ['DA. [lne-
TUYECKOe JICYeHHE CIeAyeT HauyMHaTh cpasy Npu
noarBepxkaeHun nuarioza OKY u nposenenus
TECTUPOBAaHMS Ha YyBCTBUTEIBHOCTH K Carponre-
puny (KyBany). CoriacHO COBpEeMEHHBIM TaHHBIM,

JMETHYECKOE JIeYeHUe Ha3HAYaoT pH ypoBHe DA
Ha CKpuHUHTEe >360 MKMOJIB/JT (>6 MI/m).

CBATAHCUPOBAHHOCTDb JIEYEBHOM IUETDI —
3AJI0T YCNELIHOIO /IEYEHMA

* Heo6xonuMocTh coOmoneHnst ManoOeTKoBOM
JIMETHI HEeCeT 3a co00il 3HAUYNTETbHBIC U3ME-
HEHHUs B OajlaHCe MHUTATEIbHBIX BEIIECCTB B
pannroHe OOJBHBIX.

* OrpaHuuuTeIbHAS JUETA COIMPOBOXKIACTCS
3HAYUTENHHBIM CIBHUTOM B COCTaBE BCEX HY-
TPUEHTOB, HO TJIABHBIM 00Pa30M — KHUPOB H
BUTAMHHHO-MUHEPAJIBHOTO KOMILJIEKCA.

* O4ueHb BaXHO TPUMEHEHHUE CHEIHAIN3HPO-
BaHHBIX MaJI00CIIKOBBIX IIPOIYKTOB, MIO3BOJISI-
IOIIUX aJIeKBaTHO KOPPEKTUPOBATH PAIIHOH.

* [IpriMeHeHe COBPEMEHHBIX aMUHOKHCIOTHBIX
cMmecel, cOaTaHCHPOBAaHHBIX 10 BUTAMHHHO-
MUHEPAJIBHOMY COCTaBY, MO3BOJISET YCIEIIHO
pemars mpobiIeMy KOppPEeKIMK palioHa.

* Ucnonp3oBanre HecOaTaHCUPOBAHHBIX IIO
JKUpaMm, BUTAMUHAM ¥ MUHEpayiaM JICYCOHbBIX
MPOAYKTOB TPEOYeT JOMOIHUTEIHHOTO OHO-
XUMUYECKOTO KOHTPOJISI U KOPPEKIUH.

Pamon 6ompHOTO DKV CTPOSIT 110 MPUHIIHAITY
pe3Koro orpaHuveHus (heHUJIAIaHWHA, TOCTYIAr0-
mero ¢ nuuieil. M3 nuranust UCKIoYarT IpOoayK-
Thl C BBICOKHM CcOjiep)KaHHeM Oeika (COOTBeT-
CTBEHHO M (PCHHJIAJIAHMHA): MSICO, MSICOTPOYKTHI,
pBIOy, PBIOOMIPOAYKTHI, TBOPOT, siill0, 000OBEIE,
opexu, MoKoJaa u Jap. JlonmycTuMbIe B AUETE HATY-
paibHBIE TIPOILYKTHI: OBOIIH, PPYKTHl U HEKOTOPHIS
JpyTHe MPOJYKTHI C HU3KUM COJICpKaHUEM Oerka
BBOJSIT B COOTBETCTBHH C ITOJICIETOM COJEpIKaIlle-
rocs B HUX ()eHWIANIlaHWHA, a JJId JIeTel B BO3pac-
Te 70 1 To/1a — KEHCKOE MOJIOKO, I€TCKHE MOJIOY-
HBIE CMECH.

B pacuerax nmuTaHMs HCIHOJB3YIOT PUHSTHIC
HOPMBI (PH3HOIOTHYECKON TTOTPEOHOCTH B OCHOB-
HBIX HYTPHEHTaX JUIsl OOJIBHBIX Pa3JIMYHBIX BO3-
PAaCTHBIX TPyHN B cooTBeTCTBHH ¢ MP 2.3.1.2432—
08. JlomyckaeTcss yMCHBIICHHE KOJIUYECCTBA
cyTodgHOTO Oenka B pannone (He 6onee 10%) B 3a-
BHCHMOCTH OT TOJIEPAHTHOCTH OOJIBHOTO K TIHIIE
U K ()eHWIAJIAHUHY, & TAKXKE OT COCTOSHUS HYTPHU-
THBHOTO CTaTyca.

Beiok 3a cueT eCcTeCTBEHHBIX MPOJYKTOB B JIH-
€Te PacCUUTHIBAETCS, UCXO/S M3 JAOMyCTHUMBIX CY-
TouHbIX KonmuecTB DA ¢ yderom, uto 1 T Oenka
conepxut nmpudmuzutensao 50 mr @A. B 3aBucu-
MOCTH OT TIEPEHOCHMOCTH THIIEBOro (eHuIaia-
HUHA JonycTuMoe u Oe3onacHoe konmdecTBo DA
B CyTKH cocrtaBimseT oT 90 mo 35 Mr/kr maccel
Tena JUIsl IeTel MepBoro roja kxu3Hu. B nuranuu
JeTel crapie roja JOIMyCcTHMoe KoaudecTBo DA
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Tabnuna 3

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

Bospact naumenTos KonmuectBo dhenmmanannna
(MT/KT Macchl Teja B CyTKH)
ot 0 10 2 Mecsi1eB 90-60
2—-6 mecs1eB 55-45
6—-12 mecsiien 40-35
1-3 rona 35-25
3-7 ner 25-20
7 net u crapiie 20-10

MOCTENEHHO CHIXaeTcs oT 35 10 10 Mr/Kr Macchl
Terna pedeHka (Tabm. 3).

Henocraromiee koiaudecTBO Oejka BOCIOJHS-
eTCSl 3a CYeT CICHUATHU3UPOBAHHBIX JICUEOHBIX
MPOJYKTOB MUTaHUSI — CMECU aMHHOKHCIIOT 0e3
(deHmasaHiHa. AMUHOKHCIIOTHBIE CMECH Pa3iiu-
4aroTcs 1o oenkoBoMy 3kBuBasieHTy (bJ) (ot 13 r
mo 77,5 v na 100 T cyxoro mpoaykTa) U ApyTruM
MATATENbHBIM BelllecTBaM (YIJIEBOMBI, KUPHI, BU-
TaMHUHBI, MUKPO- ¥ MakKpo3jeMeHThl). Bce cmecu
B CBOEM COCTaBe He cojiep:KaT (eHUIANTaHUHA.
AMHWHOKHCIIOTHBIE CMECH C conepxanuem 13—-15 1
b3 B 100 r cyxoif cMecH mpeaHa3HauYeHBI IS Je-
Tel MepBOTo roja *)u3Hu. [leTsm crapiie roja Ha-
3HAYAIT CMECHU ¢ OoJiee BHICOKUM BD.

Oco0eHHOCTH JIe4eOHOr0 MUTAHMUS [JIs Je-
Teii 10 1 roga:

* UCIOJIb30BaHUE JIeUeOHBIX CMecel, MakKcH-

MajbHO aJalTHPOBAHHBIX [0 COCTaBY K IIO-
TpeOHOCTSM TPYIHOTO peOeHKa;

* CBOECBPEMEHHOE BBEJICHHE NPUKOPMA B BHUJE
CHEIMATU3UPOBAHHBIX HU3KOOCIKOBBIX MPO-
IYKTOB Ha OCHOBE KPaxMmalloB, a TAK)KE OBO-
M ¥ PPYKTHI,

* KaK U IIpY BCKapMJIMBAaHUHU 3I0POBOIO pe-
OeHKa, BBOJl MPUKOPMa JIeJIaTh MOCTEIEHHO;

* IPUKOPM JIA€TCA TIOCJIE€ aMHUHOKHCIOTHOM
CMECH U Tpyay;

* XUMHUYECKUIl cOCTaB Je4eOHOro paluoHa
JOJDKEH COOTBETCTBOBATH CYTOYHOM MOTpeO-
HOCTH B OenKax, )Kupax, yrieBojax, BUTaMH-
HaX, MUHEpaJIbHbIX BELIECTBAX.

Ha mepBom rony u3Hu peOeHKa HEOOXOIUM
€XeJTHEBHBIN MOJICUET KOINYeCcTBa (peHmIaJaHuHa
B [TUIIEBOM palloHe, YUeT OCJIKOB, )KUPOB U yTJIe-
BOJIOB. Pacuer cyTO4HOH 103bl ClIEUAIN3UPOBaH-
HOTO IPOAYKTA HPOU3BOIAT 1O (opMyIIe:

(Ps-Pn) x 100

P
rae Ps — cyrounoe xommuectBo Oenka; Pn — Ge-
JIOK €CTECTBEHHBIX NPOLYKTOB, P — KonmuecTBO

Oenka B 100 r cyxoro crieruajin3upoOBaHHOTO IMPO-
JyKTa.

Mpumep pacuera nutaHua pedeHka
¢ PKY no 1 rona

PeGenox B BO3pacte 5 Mec. Macca Tena
7000 1., moNTy9aeT TpyaHOE MOJIOKO, KaIlly U3 caro,
(bpykToBoe mope u cok. Jis ededHOoro nuTaHus
HCTIONB3YETCS aMUHOKHUCIOTHAs cMmech XP AmnHa-
sor LCP.

IToka3zarenu

Pacuer [Ipumeuanue

OO0111ee cyTOYHOE KOIUYECTBO Oellka B palinoHe
GOJIBHOTO B COOTBETCTBHH C PEKOMEHYEMbIMH
BO3PACTHBIMU HOPMaMHU

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

Oob1ree cyTouHOE KOTMYECTBO (DEHMIIAHUHA,
UCXOAS U3 JOIyCTUMBIX KOTMYECTB (hpeHUIaHNHA
U1t OOJIBHBIX JETEN

45 x 7=315 mr (tabn. 3)

JlomycTiMoe KOJIMYEeCcTBO Oelika 3a ceT
€CTECTBEHHBIX IPOJIYKTOB (Kallu U3 caro,
(hpPYKTOBBIX MIOPE U COKA)

315:50=6,3 1 1 . 6enka cogepxut 50 mr GA

KommgectBo 6enka 3a c4eT TpyaHOTO 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

KomnaecTtBo Oenka 3a c4eT criennanu3upoBaHHOTO
npoxykra XP anamor LCP

17,5r—63r=112r

CyTO4HOE KOJIMYECTBO CyXOTo CHEIHATH3NPOBAHHOTO
npoaykra XP Anamnor LCP

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

Heobxoaumoe cyTodHOe
KOJIMYECTBO JKUPa B palliOHe

6 x 5=30 r (Tabm. 2)

JlomycTumoe CyTOYHOE KOJIMYECTBO YITIEBOLOB
B paLlOHE

13 x 5=65 r (tatu1. 2)
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Oco0eHHOCTH NHIEBOr0 PalMOHA CTapuie

1 roga:

* JCIIOJL30BaHUE aMUHOKHUCIOTHBIX CMeCel JIst
BOCTIOJIHEHUSI Jie(UIMTa OejIKa B PaIlioHE;

HCKIIIOYEHUS
JKUBOTHOTO TIPOUCXOXKJCHUS TPHUBOJUT HE
TOJBKO K CHIDKEHHIO KBOTHI O€JIKa, HO U K JIe-
¢uuTy XKHUpa, 0COOEHHO HUCHBITHIBAIOT JIie-
(GUIUT HE3aMEHUMBIX JUIMHHOIICTIOYCUHBIX
MTOJTMHEHACKHIIIICHHBIX KUPHBIX KHCIOT H
YIJICBOJIOB B TUTAHWUU PEOCHKA;

* PEKOMEHIyeMOE paclpeneyiecHne dHepPreTH-
YeCKOW IIEHHOCTH JIe4eOHOTO palloHa 3a
cuet 6enmkoB — 10-15%, sxupoB — 30-35%,
yraeBoaoB — 50-60%.

* HEOOXOIMMOCTH

lpumep pacuera nutanua pedenky ¢ PKY

PeGenox 3 nert, macca tena 14,5 xr

1. OOwuiee cyTouHOE KOJIMYECTBO OENKa B pamuo-
He OompHOTO (cM. Tabm. 2) — 54,0 T;

2. JlomycTUMOE CyTOYHOE KOJIMYECTBO (peHumana-
HuHA (cM. Tabm. 3) — 25 x 14,5 = 363 wmr;

3. HormycTumMoe KOIM4ecTBO Oellka eCTeCTBEHHBIX
npoayktoB (1 r Genka cogepxut 50 mr ¢enu-
nmananuHa): 363:50 = 7,3 1

4. BD cnenuanu3upoBaHHOTO MPOJAYKTA Ha OCHO-
Be cmecu L-amuHOKHMCIOT Oe3 ¢eHuIaranu-
Ha — 54,0-7,3 =46,7;

5. CyTo4HOE KOJMYECTBO aMUHOKHCIIOTHON CMECH
(100 r comepxur 20 r Oenka)-46,7 x 100:20 =

=233r;

6. PexoMmeHayeMoe CyTOUHOE KOJMYECTBO KUPa B
panuone (cM. Taba. 2) — 60 r;

7. PexoMmeHyeMOe CyTOYHOE KOJIHMYECTBO yTIIIEBO-

JoB (cM. Tabm. 2) — 261 r.

Juist ymobcTBa opraHu3aIuy Je4eOHOTo parmo-
Ha UCHOJIB3YIOT TaK Ha3bIBA€MBbIM «ITHUIIEBON CBe-
ToQOp», B KOTOPOM HATypaJbHBIE MPOTYKTHI pa3-
JIeJIEHbl Ha TPU TPYIIBI B 3aBUCUMOCTH OT COZEp-
JKaHUS B HUX Oenka. B «kpacHbIi» criicoK BXOJAT
MPOJYKTHI C BBICOKUM conepxkanneM DA, KOTo-
pbIe MOJHOCTHIO UCKITIOYAIOTCS U3 palioHa 00b-
HbIX OKYV.

«KenTeIit» CHUCOK — MPOAYKTHI, KOTOpBIE
colepkaT YMEpEeHHOE KOIn4decTBO Oenka u DA,
1 TIO3TOMY JOJKHBI PABHOMEPHO PACIPEAENATh-
Cs B TEUEHHE JTHS W MCIOJIb30BATHCSI C OCTOPOXK-

MPOAYKTOB

HOCTBIO, C CHCTEMaTH4YECKUM KoHTpoiieM DA
KpPOBH.
«3eNeHbli» CHUCOK — MPOAYKTHI, COAEpIKa-

e He3HauuTenabHoe konudecTBO PA. OHM Mo-
I'yT ObIThb BKJIIOYECHBI B €)KEAHEBHBIM pallMOH U
cBOOOJHO pacHpeAeisiThCS B PAallMOHE B TEUCHHE
JTHSI TaKOKe TI0J] KOHTpoJieM ypoBHsS DA B KpOBH.
[Ipu Ha3HAUEHUM TUETHI BaXKCH WHIAMBHUIYallb-
HbIl U auddepeHIpPOBaHHBINA MOAXOA K HCIIOIb-
30BaHUIO CIICLUAJIM3UPOBAHHBIX M HATypaJbHBIX
MPOAYKTOB COOTBETCTBEHHO BO3PACTy OOJBHOTO.
B nuerorepanuu He0OXOOMMO YUUTHIBATh:
— KJIMHUYECKYIO POpMY 3a00JIeBaHHUS;
— ypoBeHb DA B KpOBH;
— BO3pacT OOJIBHOTO;
— HYTPUTHUBHBIA cratyc (Qu3udeckoe pas3BH-
THE);
— TOJICPAHTHOCTb MallMeHTa K nuieBomy DA;
— xonmuuecTB0O MDA u HarypampHOTO OeiKa, To-
Jy4aeMoro ¢ MULICH;

KPACHBII CIIICOK
(MPOAYKTHI HEe HCMOJIb30BATH B PAIlMOHE MUTAHHA!)

Msico 1 MsICHBIE us3jaeins

Bapanuna, roBsanHa, CBUHUHA, MICO NTHI (KypHI, YTKH, HHICHKA H T.IL.),
KOJIOACHI, TTAIITETHI, CapAEIbKH, COCHCKH, CyOIPOAYKTHI (IIe4eHb, HOYKH, Cep/Ie U T.I.),
MSICHBIE IeTMKaTechl (kapOoHat, Oy)KeHHHA | T.I1.)

Pp16a u ppiOHBbIE IPOAYKTHI

Pri6a MOpCKas U peuHas CBEXKas U 3aMOPOKCHHasd, pr6HI)Ie KOHCEPBLI, UKpa, Kpa603me
u pBI6HI)Ie MaJIO4YKH, KPEBETKU, MOJUTFOCKH, MAaCThl U MAIITEThI, paKU

TBopor u chIpbl

TBOpOl", TBOPOKKH, TBOPOKHBIC MAaCChbl U CbIPKH, 6pBIH3a, ChIpbI TBEPABIC U MSATKUEC,
CBIPBI U ChIPKU IJIABJICHBIC, CbIPHBIC TACThI

XJi1e6 u xJ1e600y104HbIC
u31e s

Myka (TeHnYHasl, pikaHasi, OBCSHAsI, PEUYHEBast), XJ1eO OCNbId U YCPHBI,
XJICOHBIC MAJOYKH, OapaHKH, OYJIOUYKH, TEUCHBE MUPOKHBIC, CYIIKH, TOPTHI

Kpyna u xnonbs

prna T'p€4yHEBas, NIIEHO, TOJIOKHO, Kpylla MaHHas, s4HEBast, XJIOIIbsl OBCAHBIC «Feplcynec»

CoeBble MPOAYKTHI

Myka coeBast, IPOJYKThI U3 COU (3aMEHUTENIM MsCa U T.I1.), LIUPOKO paclpOCTPaHCHHbIE
B BEreTapuaHCKOM IMUTAHUH, TOITKOPH

(xo0a o eBponelckoi
kiaaccupuxanuu E-951)

slitna Bce Bubl suig
Opexu Bce Buabl opexos
Acnapram HuskokanopuitHble HAUTKH U JKEBAaTeIbHbIE PE3NHKH, COAEPIKAIINE HCKYCCTBEHHBIN

TIOACIIaCTUTEIIb acrapTam
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JKEJTHIA COIUCOK
(IIPOAYKTHI, OTPAHMYEHHBIE K NOTPe0JICHUIO B e:Ke/ITHEBHOM PalHOHeE)

OCHOBA INEPEYHA — KOJUYECTBO NIPOAYKTA, odecreynBawiee l'[OTpeﬁJIeHPle 50 mr d)eHl/IJIaJIaHHHa

MoJ10KO X MOJIOYHBIE
MPOAYKTHI

Mornoxko, kedup, itorypt (¢ conepxanuem Oenka He 6onee 2,8 /100 mr) — 30 mu
MoJoKo CrylieHHoe ¢ caxapom — 15 mi
[Taxta — 30 Mn
CpIBOpOTKa TBOpOXKHas — 120 mu
CmeraHa-35 M
Cnusku 35% xupHoctd — 45 M
Cmusku 10% sxuproct — 30 M

Kpyna u kpynsinble uzgenaus

Puc orBapHOit — 45T
Kykypy3Has kpyna BapeHast (Mamainsira) — 351
Kyxypys3Hble xaonbst — 15T

OsBouu

Kaprogens Bapensiii B Mynaupe — 80 T
Kaprodens-dpu nnu xapensiii — 55 v
Yumncet — 45T
KaprogensHoe mope 6bicTporo npurotoBiexus — 10 T
Kamycra niBetnas Bapenas — 30 ¢
Bpokxkonu ceipas, BapeHas — 30 T
Bproccenbckas kamycra, BapeHas — 35 T

OBoLIHbIE KOHCEPBbI

Hkpa OaknaxxanHas — 60 T
Hxkpa xabaukoBas — 50 T
HInunar-mope —50 T
lopomiek koHcepBupoBaHHbIi — 30 T

3EJEHBI CIIUCOK

(MpPOAYKTHI, IPUMeHsieMble CBOOOIHO, HO 3TO He OTMeHsIeT He00X0AUMOCTH YUeTa nNoTped/eHus (peHnIanaHnHA)

DpyKTHI CBexue 1 KOHCepBHPOBaHHbBIC (WM IIPUTOTOBICHHBIE B caxape) GppyKThl: abpHKOCHI, aiiBa, aHaHac,
U ATOJbI aneJsbCHHbI, apOy3, BUHOTPAJl, IPaHar, rpyIid, rpeindpyT, ryasa, IbIHs, €)KCBUKA, U3FOM, HHXUD
(cBeXxHi, HO HE CyIIEHBII), KHBH, KITyOHHKA, KPBKOBHUK, JINMOH, MaJIMHA, MAHTO, MaHIapUHBI,
HEKTapUHBI, OJIMBKH, IEPCUK (CBEXKUN, HO HE CYLICHBIH), CIIMBA, CMOPOAUHA CBEXas (depHas,
KpacHas, Oenas), TepH, YepHUKaA, YePHOCIIHB, IEIKOBULIA, 1010KH, PPYyKTOBBIC CallaThl, 3aCaxXapeHHbIE
SATOABI U (PPYKTHI
OBomu ApTuiiok, 6akiaxaHsl, OpIOKBa, KaOauKH, Kpecc-cajar, KamycTta 0eno- 1 KpacCHOKOUYaHHasl, Kalepchl,
W 3eJIeHb KOPHUIIIOH, JTYK-IOpeit ¥ permyaThlii, MOPKOBb, OTYPIIbI, MACTEPHAK, MATUCCOHBI, TIepell (KpPacHBIH,
3€JIeHBIH, KEAThIH 1 OpaHKEBbIH), MOMHUJIOPHI, METPYIIKA U 1100as 3€1€Hb, PEBEHb, PEANC, PETa, CBEKIa,
celnbJiepeid, caar-JaTyK, ThIkBa, QeHXelnb, MapMHOBAHHbIC JIYK, YECHOK, OBOILH, 3€JICHb
Kpyna Myxka prucoBasi 1 KyKypy3Has, KpaXMall TaHOKH, KyKypy3HbIH U KapTo(enbHbIH, TamnoKa, caro
1 3epHOBBIE
Kupbi CnuBovHOE Macio (comepskanue sxupa 82%, HO He MaprapHHbl M HU3KOKUPHOE «Macioy, cojepkaliee
U MacJja [axTy), TOIUIEHOE MAaclIo, PACTUTEJIFHBIE Maciia BCeX BUIOB (PKUJKHE M TBEPJbIE), JIIp] (BHYTPEHHHI
CBUHOI1 M), TOIJICHBIE JKUPHI (TOBSDKUI, CBUHOM, KYpHHBIIT), cajlo CBHHOE (ILITHT, HO HE OSKOH)
Caxap Caxap, (ppykTo3a, IIIF0K03a, MOJIOYHBIH caxap, MaJIbTOJEKCTPUH, COIOJOBEINA 3KCTPAKT, BapEHbE, JXKEMBI,
U CIAJ0CTH KOH(UTIOPBI, CHPOIIBI, MEJI, MapMeliaJl, JISICHIIBI, IIPO3pavyHasi KapaMellb, caxapHas BaTa, GpyKTOBOe
MOpPOKEHOE (3aMOPOXKEHHBIH COK), mepOeT GpyKTOBBII
Hanutkn [TutbeBast Boja, B TOM unciie OyTHIMPOBaHHAs U Ta3UPOBAaHHAsI, MUHEPAJIbHBIC BOJIbI, Fa3HPOBAaHHBIC
HaNUTKH (HO HE C acrapTamMoM), COKH, HEKTaphl, Yaii, YepHbIl Kode
Pasnoe

XKenupyume BeniecTsa (arap-arap, JKeJIaTHH, HEKTHH, PACTUTEIILHBIE CMOJIBI — KaMeJH ),
MUIIEBbIE aPOMATU3aTOPbI U KPAaCUTEIH (BaHW/Ib, BAHWIMH, MUHJAJIbHAS 3CCEHIU, IepeyHas MsTa,
mapaH), TOPYKLA, TYIINCTHIE TPABBI, EPEL], CIEeLUH, YKCYC

— KOJIMYECTBO OCHOBHBIX ITHINCBBIX BCIICCTB U
OHCPIruu B neueOHOM panuoHe.

(Ocodennoctu aueroTepanuu
npu BH -nedpmummibix dhopmax IPA

He pexomennyercs ynoTpeOieHue ManueHTa-

mu ¢ DKV nmpoayxroB «fast food», rasmpoBanHbBIX
HAIUTKOB C MOACIACTHTEISIMHE (acrapTaM WM MU-
meBast no6aska E951), conepxxammmu DA.

KaxmoMy mnamueHTy € HEIOCTAaTOYHOCTHIO
OAT" 10KHO OBITH MPEIOKEHO TECTHPOBAHUE
CamponTeprHOM ISl OTICHKH YYBCTBHUTEIHLHOCTH
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K JJaHHOMY Tperapary, TecTHpoBaHHE IEIeC00-
Opa3HO MPOBOJUTH J0 Hauaja AMETOTEpanuu (MH-
(hopMaImoHHOE CoTacue poauTeneii).

bonbubie ¢ BH,-nepunurapivu popmamu I'OA
HY)KJTAaI0OTCS B KOMIUIEKCHOM JICUEHUH, BKIIIOYAIO-
meM Ko(haKTOpHYIO U IPOMEINATOPHYIO Teparuu,
MMOMHUMO JHETHl C OTPAHWYCHHEM TIOCTYILICHHS
@A c nueil. [IpumeneHrne TueTuuYeCcKux OrpaHu-
uyenuii GA B kauecTBe MoHOTepanuu BH —nedu-
nUTHBIX popM ['DA He crTocOOHO MPETOTBPATHTH
MPOrpeccUpoBaHe KIMHUYECKON CHMIITOMATHKH.

[Tatorenernyeckum MetonoM siedenust BH -me-
¢unutHbIX  popm ['DA  sBisieTcss KOppEKIUs
OMONTEepMHOBON HEJOCTAaTOYHOCTH Ha3HAYCHUEM
CHHTETHYeCcKoro aHanora CamponTepuHa — Mpe-
napara «Kysan». [Ipenapar npumensieTcs B cpen-
Her mo3e 10 mr/kr/cyt. HaunHate nedeHne peko-
MEHJIyeTCsl ¢ MEHBIINX 703 — 2—5 MI/KI/CyT st
MPOGUITAKTHKN THITEPBO30OYIUMOCTH.

[Momumo Camnponrepun®*a B KOMIUIEKCHOE Jie-
YeHHe BKJIIOUEHBI mpenaparsl Jesogomsl (10—
15 wmr/kr/cyt) B coderanuu c¢ kKapoupomon (1—
1,5 mr/kr/cyt), S-okcutpunrodan (10 Mr/kr/cyr),
5-opmunrerparuapodonar B cpemHed  103e
25 wmr/cyr. JleBojony Ha3HA4YarOT C OCTOPOXKHO-
CTBIO, HAYMHASI C HU3KHX J03, O] KOHTPOJIEM KITH-
HUYECKOTO COCTOSIHUS JeTel, T.K. BO3MOYKHO Bpe-
MEHHOE YCWJIEHWE THUIIEPKHHE30B, TUIEPBO30YyaN-
MOCTh, HapyIlIeHHE HOYHOTO CHAa. B HEKOTOpBIX
cilydasix TIpu npueme S-oxcurpunrodana HaodIro-
JaeTCsl U3MEHEHHUE CTyJa, 4TO TpeOyeT CHIKEHUS
JI03BI WJIM OTMEHBI IIpenapara. B nononautensHOM
Ha3HaYeHHH S-popmunrerparuapodonara HyxKaa-
1otcs nmanmuenTsl ¢ BH 4—116(1)1/1111/ITH0171 T'®A tuna C
(medext rena QDPR), Tak Kak MpH dTOH dopme
cTpagaer ooMeH QomnatoB. [lomoXuUTEABHBIN -
(heKT KOMIUIEKCHOTO JIEYeHUSI OTMEYaeTCs y OOJb-
ITMHCTBA OOJIBHBIX M 3aBUCUT OT CPOKOB €T0 Hada-
na. [IposiBisieTcst 3HAYUTEIBHBIM YITyUllICHUEM HH-
TEJNIEKTyallbHOTO PAa3BUTHS W JBUTATEIHHOTO
cTaryca, CHIKEHHEM YacTOTHI (BIUIOTH JIO TIOJHOM
JMUKBHUIAINN) TIPUCTYIIOB THUIIEPKHUHE3A, TOBBIIIE-
HUEM TOJCPAaHTHOCTH K ()CHUIIATaHWHY.

TakTuka nnerorepanum
npu conyTcTBYIOLINX 3a00neBaHMAX

[Ipr BOZHUKHOBEHMHU OCTPBIX MH(EKIMOHHBIX
3a00J1eBaHUi, BEIPAKCHHON THIIEPTEPMHUHN, HHTOK-
CUKALIMH, PA3JIMYHBIX TUCIEIICUYCCKUX SIBICHUIX
Y OTKa3e OT MpHeMa aMHHOKHCIIOTHOH CMECH, J10-
ITyCKaeTCsl KPaTKOBPEMEHHOE (HECKOJBKO JHEi)
MpeKpalleHue AUeTOTepanuy ¢ 3aMEHOM crenua-
JIU3UPOBAHHBIX JIEYEOHBIX TPOJYKTOB HA HaTy-
pasibHBIE C HEBBICOKUM copepkaHueM Oenka. [lo-
CJIe CTUXaHHUs OCTPOTO Mepuoaa OOJE3HN B PAIIMOH

pebeHKa BHOBH CIIEAYeT BBOIUTH CHEIHAIA3HPO-
BaHHBIN MPOIYKT, HO 3a 00Jiee KOPOTKUH TEPUOI,
geM B Havase jJedeHus. Eciam peOeHOK He OTKa3bI-
BaeTCs OT IMUIIM BO BpeMs OOJIC3HH, TPHOCTAHAB-
JIUBaTh JIUETOTEpaIui0 He clienyet. JledeHue co-
MMy TCTBYIOIINX COMAaTHYECKHUX 3a00JICBaHUN Y Jie-
teir ¢ ®KY mpoBoauTcs Mo oOMENPUHATON cxeme
1 He TpeOyeT MpeKpalieHns TUeTOTEPAITHH.

Meaukamento3naa tepanua [PA

Cunrernyeckuin anamor BH, — Canponre-
pun** mpumensiercss B JICYEHUH BCEX UYyBCTBU-
TenbHbIX K BH, -repanuu Gonbubix ¢ @AI-3aBH-
cuMmori 'DA u Bcex MalMEHTOB C BH4—z[e(1)I/IuI/IT—
HbeiMU ['DA.

CanponTepun™** — Mex)ayHapoIHOE HENaTeH-
toBaHHOoe Ha3Banue (MHH) cunTeTnueckoro ana-
JIoTa TETparuaApoOHoNTeprHa (CamponTepuHa T1-
runpoxyopun), kox ATX: A16AX07. Canponre-
pun** 3apeructpuposan B Poccum 15.07.2014 r,,
peructpannonHoe ynoctosepenue Ne JII1-002533.
JlekapcTBeHHas popma: aucreprupyemblie Tadner-
ku 100 mr (skBUBaNeHTHO 76,8 MI camponTepu-
Ha). 1 TabneTka CONEPKHT: JCHCTBYIOIIEE BEllle-
CTBO — carnponTepuHa quruapoxyiopun — 100 mr
(?xBHBaNIeHTHO 76,8 MI camponTepuHa); BCIIOMO-
rarefnbHble BENIECTBA: aCKOPOMHOBAs KHCIOTa —
5,00 mr, kpocnoBuaoH — 13,5 MrI, Kanpuus TH-
npodochar — 6,54 mr, manauton — 171,18 wr,
pudodnaBur — 0,03 mr, Hatpus creapmidyma-
pat — 3,75 mr.

{lesenne romouncTuHypun

I'omounctunypust Bxonut B rpynmny HBO, B oc-
HOBE KOTOPOT'O JIGKHUT HapylleHHe 0OMeHa MeTHO-
HuHa. KJiMHWKAa TOMOIMCTHHYPWUU TeTepPOreHHA.
Krnaccuueckast ¢opma 00yCIIOBICHHA HEIOCTATOY-
HOCTBIO (hepMeHTa IMCTaTHOHWH-OeTa-CHHTETa3kI.
lomonmctuHypust ObiBaeT BUTaMuH B6-3aBrcuMast
(hopma n B6-He3aBucuMas. B6-3aBucumas 1euanTes
BBICOKMMH J103aMU BUTaMHHOB B6 1 B12 Ha ¢one
MaobenkoBoil nueTsl. EquHCTBeHHBIM 3(pdek-
THBHBIM CIIOCO0OM JieyeHUsi BUTaMuH-B6 Hesa-
BUCUMBIX (opMm 3a0oineBaHHs SBISETCS MAaJIo-
oeaxoBasi mueta (1r Oeyka Ha KT MacChl Tejla) CO
CHIDKEHHBIM coJiepykaHreM MeTuoHuHa. Llens nue-
TUYECKOTO JICUSHHSI — TPEAOTBPATUTH HAKOTUICHHE
TOMOLIMCTHHA ¥ MeTHOHMHA. [loTpeOHOCT B HEO-
cTaroleM OelKe MOKPHIBACTCS BBEJICHUEM B JIHETY
AMUHOKHCJIOTHBIX CMecel, He COZepKaIuX METHO-
HUH, COQJIaHCUPOBAHHBIX 10 AMUHOKHCIOTHOMY
COCTaBy, yIiieBojlaM W MuHepaiam. Mcmombsyror
OenKoBbIe TUIPOJM3aThl Oe3 MeTHoHnHAa — HyTpu-
npurk, Hytpmmak nentun CUT, Ansdape, Hytpu-
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30H, XMET Xomuaon. XMET XomuaoH npumeHsi-
eTcs y jaereit crapuie 12 mecsueB u Oonee crap-
meM Bo3pacte. Pekomenayemoe paszpenenue 1 k 20
(r.e. 5t XMET Xomunona va 100 mut Boubr). Mep-
Hasg noxkka (50 mur) comepxxur XMET Xommmo-
Ha 28,5

{leyedHoe nuTaHKUe NpN OPraHMYecKnX aumuaypuax

Opranuueckue anuaypun — 3a00JeBaHUS
MPOMEKYTOUHOTO METa0ONIH3Ma C XapaKTEePHBIM
HAKOIIJICHHEM KapOOKCHJIBHBIX KHCJIOT, KOTOpbIE
BBISIBIIAIOTCS B MOYE METOAOM TaHIEMHOH Macc-
cnektpoMeTpuu. Hambosee gacto BcTpeuaroniue-
Csl OpraHMYecKHe auugypuu oOyCJIOBJICHBI Hapy-
HICHHEM OOMEH pa3BeTBJICHO-IICTIOUEYHBIX aMH-
HOKHCTIOT. Y OOJNBITUHCTBA OOJBHBIX HAOMIOMAeTCS
CHUCTEMHOE 3a00JieBaHUE C KIMHUKOH MeTaboiu-
YecKux d3HUe(dasonaTuii MHTOKCUKALKOHHOIO
tuna. [myrapoBas, IpONHOHOBAsE, METHIMAJIOHO-
Basi M M30BAJIEPUAHOBAs OPTaHWYECKHUE alluIypun
00s13aTeNbHBI UIs1 BKIIOYCHUSI B (heiepalibHBIN pe-
ructp (IlocranoBnenme IlpaBuTenbctBa  OT
26 ampens 2012 1.). Pazpaboransl QenepanpHbIe
KJIIMHUYECKHEe PEeKOMEHJIAllMd IO JUarHOCTHUKE,
JICUCHUIO U NPOPHUIAKTUKE OPraHUYECKUX aluay-
puii. IlpuBonum mpumMep Jae4eOHOTO MUTAHUS IPU
[IIyTapoBOH anuypuu 1-To THIA.

I'myraposast anunypust 1-ro Tunma — ¢epmen-
TOMAaTHA C HapylIeHHeM Kara0oin3Ma TIIyTapo-
BOW, 3-THIPOKCUJIIIYTApOBOM U IIIyTaKOHOBOM
KHUCJIOT (HEIOCTATOYHOCTh ()EPMEHTA TIIyTapHII-
KoA-neruaporenassl). Kiimandeckasi kapTuHa re-
TEpOreHHa, MaHU(ETHpPYeT B IMEpPHOAE HOBOPO-
XKJIEHHOCTH B BUJE€ MeTa0OIn4ecKuX Kpu3os. Jle-
YeHHe — CTPOroe COOJIOAEHUE MPOTOKOJA
HEOTJIOKHOM MOMOIIHN JETSM TPYIHOTO U PaHHErO
Bo3pacra, kapHATUH 100 Mr/Kr/cyTKHM, auera ¢
OTpaHWYCHHEM JIM3MHA U TpunTodaHa (HO He J0-
IycKaTh AepunuTa Tpuntodana).

Juerorepanusi I[IyTapoBOW amuaypuu 1-ro
THUIIA — OrPaHUYCHHE AMHHOKHUCIIOT JIM3MHA U
TpuntodaHa 3a cueT CHIKEHHS CYyTOYHOTO KOJIU-
YeCcTBa HATYypaJIbHOTO OeJiKa MPH MOJIHOM HCKITIO-
YEHWU W3 MUTAHHS BBICOKOOENKOBBIX MPOIYKTOB
YKUBOTHOTO TPOUCXOXKICHUS, OrPAaHHMYUBAIOT MPO-
IOYKTBI, OoraTble JIM3UHOM — KapTodelb, CBEKIY,
3€JICHBII FOPOLLIEK U p. bellok KOMIIEHCUPYIOT Jie-
qeOHpIM TIpoaykToM XLYS, TRY I'myTapummonom
(e conmepxuT nu3uH U TpuntodaH). Haznauenue
netsim ¢ 1 rona. benmok paccunThIBalOT B mpenenax
1,2—1,5 r/kr Beca Tena peOeHKa B CyTKH.

IIpumep pacuera XLYS, TRY Inyrapumona
Iutst peOenka 3 sret, Macca tena 15 kr.

O6iee komuecTBO Oesika u3 pacuera 1,5 r/kr/
cyT — 1,5%15=22,5 1.

KonnuectBo Oenka seuebHOro mpoaykra [uy-
TapujoHa B cyTku — 19-20 r (B Tpu npuema 6 r +
7r+67r).

00uMMN NPUHUMNAMK IMETOTepanun npu
OpraHnyeckux aumaypuax AsaaloTca:

* UCKJIIOUCHHE W3 palnuoHa OONBHBIX JeTel
MIPOJYKTOB C BHICOKUM COJICpKaHHEM OesIKa;

* orpaHuYeHHE OCIIKOB PACTHTEIBLHOIO MPOKC-

XOXKICHUS,

OOJBHBIM JIETSAM MEPBOTO IOjia KU3HHU CIICIH-

aJbHBIC MPOIYKTHI HA OCHOBE aMUHOKHCIIOT,

aJ[alTUPOBAHHBIX 1O OCHOBHBIM ITHIIEBBIM

KOMITOHEHTaM, MaKpO-H-MUKPOHYTPUCHTAM;

* OOJILHBIM CTapllie roja MPUMEHEHHUE Jeueo-
HBIX MPOJYKTOB HA OCHOBE aMUHOKHUCIIOT JIJIsI
BOCITIOJIHEHUS Jiepuininra Oelka;

* paBHOMEpPHOE pacipeeicHue OeIKOBOH Ha-
TPY3KHU B TEUCHUE JTHS;

* JHEPrOICHHOCTh palMOHa o00ecIeunBaeTCs
3a CYeT MalloOENKOBBIX MPOAYKTOB (JIOTPO-
¢uHOB).

{leuedHoe nuTaHue Npu ranaKkTo3emMun

«30JI0TBIM» CTaHAAPTOM JICYCHHUS TallaKTO3e-
MUU SIBJISCTCS JAMETOTEPANusi, MPeayCcMaTpruBaro-
mas MOXKU3HEHHOE UCKJIFOUEHUE M3 pallioHa IMpo-
JYKTOB, COJIEPIKAIMX TajakTo3y W Jiakro3y. [loi-
HOCTBIO HCKJIIOYAeTCS W3 paluoHa OOJBHOTO
mo0oit BUI MOJIOKa (3KEHCKOE, KOpPOBBE, KO3bE,
JIETCKHE MOJIOYHBIC CMECH H JIP.) U BCE MOJIOYHBIC
MPOAYKTHI, @ TAKXKE HE YIOTPEOIATh T€ TMPOIYKTHI,
KyZa OHH MOTYT n00aBIAThCs (XJ1e0, BBITICUKa, CO-
CHUCKH, KOJI0AaChl, KapaMeJb, CIaI0CTH, MapTrapHHbI
U T.J.). P npoayKTOB pacTUTEILHOTO MPOUCXOMK-
JICHUST CONIEPIKAT OJIUTOCAXAPU/IBI — TaTaKTO3HUIbI
(paddunO3y, CTax103y), J)KUBOTHOTO IIPOUCXOXK/IE-
HUSI — HYKJICONPOTEHHBI, KOTOPHIE MOTYT OBIThH
MOTEHIIMAIBHBIM HCTOUHUKOM rajakTo3bl. B mepe-
YEeHb YKa3aHHBIX MPOJIYKTOB, COAEPIKAIIUX TallaK-
TO3UBI BXOIAT: 0000BBIE (TOpoX, 000BI, (acob,
YeUueBHUIIA, Malll, HYT, COsl — HO HE U30JISIT COCBOI0
Oerka, — MIMUHAT, OPEXH, Kakao, Imokonan). B me-
peYeHb TPOJYKTOB KHUBOTHOTO IPOUCXONKICHHS,
COZIepKaIIMX HYKJICONPOTEHHBI, BXOJAT: TEUCHb,
[MOYKH, MO3TU M Jp. CyONpPOAYKTHI, TICUCHOYHBIN
MaIITeT, TMBepHas Kobaca, siia.

[Ipu cocraBineHun Je4eOHBIX PAMOHOB JUIS
JIETeH MepBOTO rojia KM3HU KOJIMYECTBO OCHOB-
HBIX MUIIEBBIX UHIPEJAUCHTOB U SHEPTUU TOHKHO
OBITh MPHOJIMKEHHBIM K (U3UOJIOTHYECKUM HOP-
MaM. [y JieueHus: OOJIbHBIX rajakTo3eMHUel wc-
MOJIB3YIOT CIIEIUATU3UPOBAHHBIE CMECH HA OCHO-
BE M30JIATa COCBOTO OEliKa, THJIPOIM3aTOB Ka3eu-
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Tabnuua 4
XUMUYECKHI COCTaB M dHEPreTHIECKast IICHHOCTh CMECEH Ha OCHOBE HU30JIsTa COCBOTO Oelka
(1a 100 M1 TOTOBOM CMeECH).
XUMHYCCKHI COCTaB, T DHepreTuyeckas
Ha3zpanue cmecu
Bbenku Kupsr YrneBonsl HEHHOCTB, KKaJl
Bbemmakr Cost 1,7 34 7,0 65,4
Hytpunak Cost 1,8 3,6 6,7 67
Hytpunon Cos 1,6 3,5 7,0 66
Dpucocoit 1,7 3,5 7,2 67
Xymana CJI 1,6 33 7,9 67
Tabauua 5

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

XUMHYECKHH COCTaB, T DHepreTuyeckas
Hazsanue cmecu
OerKn Kupsr YIJIEBOIBI HCHHOCTD, KKaJl
Iperectumun 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
®puconen AC 1,6 3,5 7,2 66,0
* cpeHelenoueuHble TPUITHICPHIBI

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

Hnsga pereil ¢ ramakrozeMueidl MmepBOro rozaa
YKU3HH JIeYeOHBIMH TPOyKTAMHU MEPBOOYEPEIHO-
ro BbIOOpa SIBJISIFOTCS CMECH Ha OCHOBE M30JIsTa
COEBOT0 0eJKa, B KOTOPHIX IMMOJTHOCTHIO OTCYTCTBY-
IOT PACTUTEIBHBIC TATAKTO3UIBI.

IIpu ucnonb30BaHUM COEBBIX CMECEW B MHUTa-
HUM TPYJHBIX JE€Te BOBMOXKHO MOSBICHUE aJLIep-
TUYECKUX peakmuii Ha 0eoK cou. B Takux ciryda-
SIX 3aMEHSIIOT CMECH Ha OCHOBE THAPOJIM3aTa Ka3e-
WHA B cOOTHOmeHnH 1:1.

Crennanu3upoBaHHbIe  O€3JIaKTO3HbBIE/Oe3ra-
JIAKTO3HBIC CMECH BBOAAT B MUTAHHUE OOJIBHOIO
rajakTo3eMueil B TedeHue 0JHOro AHs, Cpasy 1o-
cJIe yCTAHOBJICHUS IMArHO3a.

IIpukopm BBOIUTCS OT 4 10 6 MECSIIEB JKU3HM.
B mnuTaHuMM HCMONB3YIOT TONBKO OE3MOJOYHBIC
MPOAYKTHl M Omtoma: O€3MOJIOYHBIE Kalllh, KOTO-
pBie pa3BoOAST O€3JIaKTO3HBIMU/Oe3ramakTO3HBIMU
CMECSIMH, a TaK)Ke OBOIIHOE, MSICHOEC U (PPYKTO-
Boe mope. Bce MOouHbIE TIPOTYKTHI 3aIpeInatoT-
cs1 OOJIbHBIM TaJlaAKTO3EMUCH.

Bun nmepBoro nmpukopMa ompenensieTcss COCTos-
HHUEM JKEIyJOYHO-KUILIEYHOTO TpPaKTa U HYTpH-
TUBHBIM CTaTycoM peOeHKa. OJTO MOXeT OBITh
OBOII[HOE TIOpPE M3 HATyPaJbHBIX OBOIICW WU
IJTOIOOBOIIIHBIX KOHCEPBOB ISl IETCKOTO ITHTA-
HHUs 0e3 Mojoka U 0e3 0000BBIX, MM 0OE3MOJI0U-
HBIE KAlllH U3 KyKypy3HOH, PUCOBOM WM T'pEUHE-
BOM MYyKH, pa3Be/leHHbIE TOM CIEIMaJIbHON CcMe-

ChbI0, KOTOPYIO TIONy9aeT peOeHOK. MsCHOM
MIPUKOPM BBOJAT B UTaHUE B 6 MecsueB. OTaaroT
MPEANOYTCHNUE CICIHATU3UPOBAHHBIM JICTCKUM
MSCHBIM KOHCEPBaM IIPOMBIIUICHHOTO MPOU3BOJI-
CTBa, HE COJEPXKAIIUX MOJIOKAa M €ro MpPOU3BO-
ITHBIX (KpOJIMK, IBITUICHOK, WHeika). B Tabmm-
e 6 mpeJCTaBICHbI CPOKKM BBEICHUS MTPUKOPMA U
HaMMEHOBaHue OJIIOJ.

[Ipu BBIOOpPE TPOAYKTOB MPOMBIILICHHOTO
MIPOM3BOJICTBA HEOOXOIUMO OPHUEHTHUPOBATHCS Ha

TabGmuua 6

[IpuMepHbIe CpOKH BBEJEHUS TPUKOPMA JETSIM MIEPBOTO
rojia >KU3HU C raJlakTo3eMuei
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Bospact BBeneHus
[pomyxTs! U Oiroma
npuKopma (mMec)
OBoIIIHOE MTIOpE 4-6
Karu 6e3moounbie 4-6
DpyKTOBOE MIOpE 5-6
Coxk GpyKTOBBIi 5-6
MsicHoe Trope 6
Slitno (xentok)* nocie 12 mecsanes
Priba 8
Cyxapu, Ie4YeHbe, 7
(HE coneprkalue KOMIIOHCHTOB
MOJIOKa)
PacturensHoe Macio 4-6
* — JKEJITOK BBOJAMTCS Tocie 1 roaa, He yaie 2—3 pa3
B HEJIEIIO.
eISSN 2658-4204
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LECTURES

COJiep’KaHHWe B HUX TaJIaKTO3HI 110 MAPKUPOBKE Ha
ATUKETKE: 0C30MaCHBIMU CUMTAKOTCS MPOIYKTHI C
coIepKaHWeM TrajlakTo3sl He Oosiee SmMr Ha 100T
npoaykra. [lpu apyrux BelNMUYMHAX TaJTaKTO3bI
MPOAYKTHI JIydIe He mpuMeHsaTh. Ciemyer obpa-
marh BHAUMaHUE Ha COJICP)KaHUE JIAKTO3BI B Jie-
KapCTBax, MOCKOJbKY OHA MCIOJb3yEeTCS 4acTo B
Ka4eCcTBE BCIIOMOTaTelIbHOTO BemecTBa. [IporuBo-
[I0Ka3aHO MNPUMEHEHHE BCEX T'OMEONAaTUYSCKUX
npenaparoB (IIPH UX TPOU3BOACTBE MCIOIB3YETCS
JIAKTO3a), a TaKXKe JICKApCTB Ha CIHUPTY (3TaHOI
TOPMO3UT AIUMHUHAINIO TAIAKTO3bI U3 TICYCHH).
[Ipu pa3BuTUM KIMHUYECKON KapTHHBI KJIACCH-
YECKOM rajakTO3eMHUHU Y HOBOPOXKICHHOTO MOMKET
OTpeOOBaThCs JICUCHHE JKENTYXH, CeTICHca, Hapy-
nieHne (yHKUUH MOYeK W TEYCHH, IICHTPAIbHOM
HEpBHOH crucTeMbl. Tepamnus BKIIOYaeT CTaHIAPT-
HbIC OOIICTIPUHSATHIE MEPOIPHUATHS: BHYTPUBCH-
HOC BBEACHWE XUIKOCTH I OOpHOBI ¢ 00e3BO-
JKUBAaHUEM, MOJJCPKaHUE HOPMAILHOTO YpPOBHS
[JIIOKO3bI B KPOBH, aHTHOUOTHKOTEPANTHIO | T.1I.
Y4uuThIBas IOXKU3HEHHOE MCKITIOUEHHE U3 MTUTa-
HUSl OOJIBHBIX TaJAKTO3EMUEH MOJIOUHBIX MPOIYK-
TOB, C IENbI0 MPOMUIAKTHKH OCTEOI0pO3a, PEKo-
MEHJIOBAHO MPHUEM B BO3PACTHBIX J[03aX MPEIapaToB
KaJpIIMs ¥ BUTaMHUHA D, He comeprkaimmx JaKkTo3y.
I[Ipumepsl THEBHOTO panMoHA JAeTAM C ra-
JIAKTO3EeMHUeEl 10 U MmocJjie BBeIeHs PUKopMa.
* Pebenok B Bo3pacre 20 nHel, Macca Tena 3,5 Kr:
— IMoTpeOHOCTh B OCHOBHBIX IMHUIIEBBIX HH-
rpequeHTax (cM. Tadm. 1).
— OObeM muTaHus Ha AeHb 1/5 Maccel Tenna
(3500:5=700).
— PebGeHok  kopmutcs
(700:7=100).
— CMech Ha OCHOBE HM30JIATa COEBOTO MOJIO-
Ka (Hampumep, Hytpunak cos).
e Pebenoxk 1 rox, macca tema 10 kxr:
— IMorpeOHOCTh B OCHOBHBIX IHUIICBBIX HH-
rpenreHTax (cMm. Taom. 2).

7 pa3 B JAEHb

— 3aBrpak: kama Oe3monoyHas — 150 wmum
mope s6mounoe — S50 T; gait ¢ KeMoM —
150 mu.

— O06en: cyn (mwm, Oopi) 0e3 cMeTaHbl —
150 mi; xaprodenr — 50 r; KoTIIeTa msic-
Hast — 30 r; komnor ¢/ppykToB — 100 mu1.

— IHonmgauk: ¢pykroBoe mope — 100 T1;
HyTtpunak cos — 50 mu.

— YKUH: OBOIIHOE pary Ha pacTUTEIbHOM
macie — 150 r; 3ameueHHoe s0I0KO —
60 r; gaii ¢ caxapom — 150 mur.

{leyenne Gonesnm «kneHosoro cupona» (MSUD)

Jebror Oone3HM «KIEHOBOTO CHUpOMa» — Ha
3—5-i1 1eHb KU3HU, TEUEHUE OCTPOE: OTEK MO3ra,

CY/IOpOTH, JIeTapTusi, KOMa, alHod (CUHIPOM BHe-
3anmHoi cMepTH). IHTEeHCHBHAs Tepamnus B Mepuoj
MeTabOoTUIeCKOTO Kpr3a M B TedueHue 24—72 da-
coB (He Ooee!) UCIIOJIB30BATH TOJBKO CIICIIUAIH-
3UpPOBAaHHBIE CMECH aMHHOKHCIOT. CTparerus Je-
YeHHs OOJBHBIX 3aKJIIOUACTCsl B CHIDKEHUH 00pa-
30BaHUA TOKCHUYCCKUX MeTaGOHI/ITOB —_— J]efl].[PIHa,
M30JIeHIIMHA ¥ BaJIMHA, MIPEAYNPEKISHUE Pa3BU-
THS KETOAlM103a, MOPaKeHNUs TKaHEH TOJIOBHOTO
MO3ra ¥ BHYTPEHHUX OpPTaHOB C OOecriedeHHueM
mporeccoB aHabonu3Ma, HOPMalBHOTO pOCTa H
pa3Butus. [ neteit mepBoro roja KU3HU JOMY-
CTUMO TOJIbKO TpyIHOe BCKapMJMBaHHe WU
BCKapMJIMBaHUE JETCKUMH MOJOYHBIMH CMecsi-
MH ¢ HH3KHM cojep:kaHueMm Oeiaka (1,2—
1,3 /100 M1 BOCCTAaHOBJIICHHOTO poaykrta). Jlis
neTeil crapme 6 Mec. — HCKIIOYEHHE BBICOKO-
OENKOBBIX MPOAYKTOB (Msico, pbida, TBOPOT) W3
pamuoHa.

TakTnka JedeHMsl OCHOBaHA Ha CIEAYIOIINX

MIPUHIUIIAX

* OrpaHWYCHUS JICHIIMHA, U30JICHITMHA U BaJIH-
Ha C MUIIEH 10 MaKCUMaJIbHO MePEHOCUMOTO
YPOBHS,

* oOecrieueHue APYTMMH aMUHOKHCIOTAMH H
HYyTPUEHTAMH JUTSl TIPEAYNPEKACHAS WX He-
JIOCTaTOYHOCTH;

* T€panusi THaMUHOM U JICBOKAPHUTHUHOM (}IHSI
YCUJICHHUSI CBSI3bIBAaHUS HAKaIIMBAIOIIMXCS
OpraHUYEeCKUX KHUCIIOT);

* HWCKIIFOYEHUE TOJIO/IaHNS,

* KOHTPOJIb KHCJIOTHO-IIIEJIOYHOTO PaBHOBECHS
¥ TIOJIep)KaHUE BOJHO-IJIEKTPOIUTHOTO Oa-
JaHca.

OcHoBHble NMPUHUUNBI JUETUYECKOro 1eveHnsn:

* CTpOroe orpaHuyeHue Oenka HaTypalbHbIX
MUIIEBBIX MPOIYKTOB C IIEJIbIO CBEJEHUS K
MUHHMYMY [OCTYIUICHHUS! B OPTaHU3M JICHIH-
Ha, U30JIEWIIMHA U BaJINHA;

* o0s3arenbHas KOMITICHCANUs neduinra Oen-
Ka 3a CYEeT CHEelUaIN3UPOBAHHBIX CMecel
aMHUHOKHUCJIOT Oe3 JIeHInHa, W30JICHIIMHA |
BaJIMHA, COOTBETCTBYIOIUX BO3PACTHBIM I10-
TpeOHOCTSIM peOeHKa B OCHOBHBIX MHUIICBBIX
BEIIECTBAX U 3HEPTUU.

Huerorepanus 00JE3HU «KICHOBOTO CHPOIIa»
IpEACTaBIsAeT OOJIbLINE TPYIHOCTH U JOJDKHA
MIPOBOAUTHCS CHELUUATUCTAMU 0]l MOCTOSIHHBIM
OMOXMMHYECKUM KOHTPOJIEM aMHHOKHCIIOT. YPOB-
HU OpU ONTUMAIBHON Tepanuu: jernus — 100—
250 MiMomb/a, u3oneinuu- 50-150 MKMOIB/,
BanmuH — 150-250 mxmomns/n. [IporHo3 ymoBmet-
BOPHUTENbHBII NpH paHO Ha4yaTod (mo 5-ro aHA
JKU3HHU) U CTPOTOH Teparumu.

MEQWLWUHA: TEOPUA W NMPAKTHKA

TOM4 Nel 2019
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Tabnuna 7

CHGIII/IaJ'II/I?)I/IpOBaHHBIG MMPOAYKTBI HAa OCHOBC dMUHOKHCIIOT 0e3 HeﬁHHHa, H3OHeﬁHHHa 1 BanuHa*

benok DHepreTHyecKas Bo3spacr
HaunmeHnoBanue npoaykra Kup, r YrneBonsl, r
(okB.) T LIEHHOCTH, KKall TIPUMEHEHHS
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 crapue 1 .
ile, — leu
Hyrpuren 70 —val, — 70 0 3,9 296 crapue 1 roga
ile, — leu
MSUD Anamix infant 13,1 23 49,8 466 orOmolr
MSUD Maxamaid 25 <0,5 51 309 crapue 1 r.
MSUD Maxamum 39 <0,5 34 297 crapuie 1 .
* — Bce MPOAYKTHI 3aPETUCTPUPOBAHBI Ha TeppuTopun PD.
SAK/TIOYEHUE npoc 00pa30BaHUs POAUTEIICH B IOHUMAHUH CYTH

Jleuenne HaceICTBEHHBIX Oolle3HEell oOMeHa
BEIECTB — HEeoObIUallHO TpyAHAas 3aaada. 3a 3¢-
(DEeKTUBHOCTBIO JICUCHUS HEOOXOIUMO IMOCTOSH-
HOC HAOJIOJICHUE MAIMeHTa MHOTUMU CIICIHaIN-
CTaMH¥ ¥ TIOCTOSTHHBINA JTA00paTOPHBIA OMOXUMHYE-
CKHI1 KOHTPOJIb OOMEHHBIX IPOIECCOB OpraHu3Ma
OompHOro. HOo He MeHee Ba)KHBIM SIBISIETCS BO-

00JIe3HN U HEOOXOAMMOCTH JIEYCHHS IHeTOoTepa-
el W BCeX JPYTUX Ha3HAYCHHBIX IMpPEeraparos,
3HAHUS O BO3MOXHBIX MOOOYHBIX 3Pdekrax. OT
ponuTeneil OOMBHOTO pebeHKa 3aBUCHT 00s13a-
TEJIbHOE MPAaBUIBHOE BBIMOJHEHHE PEKOMEHIO-
BaHHOTO JICYCHHS B aMOyJIaTOPHOM PEKHUME, B TOM
YUCJIe U JIeUeOHOT0 MUTAHUs, YTO OyJeT rapaHTh-
poBarh KU3Hb U 3JI0POBbE JETEH.
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