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JleyeHune mHoOrMx 6one3HeN, BXOSALLMX B MPOrPaMMbl PACLUMPEHHOTO HEOHATANbHOTO CKPUHMHTA, BKIOYAET B cebs AueTo-
Tepanuio. Mmytaposas auugypus 1-ro tuna (A1) — HacnepcTBeHHoe 3ab6oneBaHue, 00YCN0BAEHHOE MYTaLMAMU B reHe
GCDH, xoaupytowem myTtapun-KoA-geruaporeHasy, pepMeHT, 3a4ei1CcTBOBaHHbI B MeTabonn3me aMMHOKUCOT. CHuxeHne
aKTUBHOCTW AaHHOTO hepMeHTa NPUBOAMUT K HAKOMEHMIO B OPraHu3mMe HelMpoTOKCUYHbIX MeTabonuToB. Mpu A1 peko-
MEHLOBAaHO Ha3HauyeHue CNeLmanu3npoBaHHbIX NPOAYKTOB 1e4eGHOro NUTaHMUS, TeBOKAPHUTUHA U NPUMEHEHUE CUMNTO-
MaTuyeckoit Tepanuu. B 2021 r. 6biM ony6AMKOBAHbBI POCCUACKME KAMHUYECKUE PEKOMEHAALUN MO NIeYeHUI0 3TOro
peakoro 3abonesaHus. Bpady, KOTOpbIi B CBOeN NPaKTUKe CTANIKMBAETCA C TAKUM pefkum 3abonesaHuem Kak A1, Heob-

XOAMMO 3HaTb NPUHLMNBI IEYEHUS U NPAKTUYECKME aNropuTMbl pacyeTa Npy HasHaYeHU aueToTepanmu.
B aaHHoi cTatbe NoApo6HO HA KNUHWUYECKUX NPUMePax pacCMOTPEHbl BOMPOCHI, KAcatolmecs BeAeH!s B nepuog Metabo-
JIMYECKOI AEKOMNEHCALMM U NPaBUALHOrO Noabopa AUeToTEpanuu y NaLumUeHToB pasHoOro BO3pacTa, cTpagaowmx rAl.

KnioueBble cnoBa: HaCneACTBEHHbIE 6onesHu obmeHa BeLWeCTB, ryTapoBas aunaypua tuna 1, auverotepanua, cneyuanu-
3UpPOBAHHbIE NPOAYKTHI NeyebHOro NUTaHNUA

Iinsa uutuposaHus: 3axaposa E.H0., Muxaiinosa C.B., 3apy6uHa B.B. v gp. MpakTuyeckue acnekTsl Tepanuu npu myTapo-
BOVl aumaypuu Tuna 1. HepeHo-mblweyHble 6onesnu 2021;11(4):12-25. DOIL: 10.17650/2222-8721-2021-11-4-12-25.

Practical aspects of therapy for glutaric aciduria type 1

E.Yu. Zakharova', S.V. Mikhailova?, V.V. Zarubina’, N.A. Krasnoshchekova’, N. L. Pechatnikova’, V. P. Vorontsova ,
D.I. Gribov?, M.V. Zazivihina?, A. N. Slatetskaya’, M.V, Kurkina', P.V. Baranova’, L.P. Nazarenko®, S.A. Repina’,
L.R. Selimsyanova®®, N.D. Vashakmadse>°, T.V. Bushueva’

!Medical Genetic Research Center named after N. P. Bochkov, 1 Moskvorechye St., Moscow 115522, Russia;

2Russian Children’s Clinical Hospital of the Federal Autonomous Educational Institute of Higher Education, Russian National Medical
Research University named after N. 1. Pyrogov, Ministry of Health of Russia; 117 Leninsky Prospect, Moscow 119571, Russia;
3Morozovskaya Children’s City Clinical Hospital of the Department of Healthcare of the City of Moscow; 1/94-yi Dobryninskiy Pereulok,
Moscow 119049, Russia;

“Tomsk National Research Medical Center of the Russian Academy of Sciences; 10 Naberezhnaya reki Ushayki, Tomsk 634050, Russia;
SResearch Institute of Pediatrics and Children’s Health in Central Clinical Hospital of the Russian Academy of Sciences;

Build. 1, 10 Fotievoj St., Moscow 119333, Russia;



Jlexyuu u 0630po!

HepBHo-Mblweunbie 5O JIE3HH

Sechenov First Moscow State Medical University; Build. 2, § Trubetskaya St., Moscow 119991, Russia;
’National Medical Research Center for Children’s Health, Ministry of Health of Russia; Build. 1, 2 Lomonosovskiy Prospect,
Moscow 119991, Russia

Contacts:

Ekaterina Yuryevna Zakharova doctor.zakharova@gmial.com

Treatment of many of the diseases in the panel of expanded newborn screening includes dietary therapy. Glutaric aciduria
type 1 (GA1) is a hereditary disorder caused by mutations in the gene GCDH, encoding glutaryl-CoA dehydrogenase, an
enzyme in the amino acid metabolic pathways. The decreased activity of the enzyme leads to accumulation of neuro-
toxic metabolites. The recommended treatment approaches for GA1 are the prescription of specialized nutrition products,
levocarnitine, and symptomatic management. In 2021, clinical guidelines for the treatment of this rear disease were
published in Russian Federation. To provide for the timely treatment, it is essential for a practitioner involved in the
care patients with such a rare disorder as GA1 to have the knowledge of the principles of management, as well as prac-
tical algorithms for diet calculation.

The article gives a detailed case-based description of management during metabolic decompensation and the choice
of dietary therapy for GA1 patients of different age groups.
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BsepeHue

C 2023 1. B Poccuiickoit @emepaniuy IIaHUPYETCST
pacIIpeHre MacCOBOTO CKPMHWHTA Ha HACJIeICTBEHHBIC
00JIe3HU, YTO MO3BOJIUT BBISBIIAThL 36 O0JIE3HEN, i1 KO-
TOPBIX BO3MOXHO TpUMeHEeHNE 3(D(HEKTUBHBIX METOIOB
tepanuu [1]. B HekoTopbix permoHax Poccuiickoit Mene-
palH yXe CTapTOBaJl pacIIMPEeHHBIA MaCCOBBIN CKPMHIHT
Ha HacJIeICTBEHHBIC 00JIC3HN 0OMEHA BEIeCTB WU IIPO-
BOIUTCS CEJICKTUBHBII CKPUHUHT C IPUMEHEHUEM TEXHOJIO-
MY TaHAEMHOW MacC-CITleKTpoMeTpru. JIjisT OONBIIMHCTBA
3a00JIeBaHUI, BKIIFOYCHHBIX B IIPOTPaMMBbI PACIITUPESHHO-
IO CKpUHUHTA, «30JI0TBIM CTAHIAPTOM» JICUCHUS SIBJISICTCST
nyetoTepanus. B Hamieil cTpaHe OCHOBHAsI Harpyska
10 pacyeTaM TUEeTUICCKOTO IMUTAHMS JIOKUTCS Ha TIPaKTH-
KYIOIIIX Bpadyeii-TeHETUKOB, ITEAUaTPOB M THETOJIOTOB,
PaboTaOIINX B MHOTOITPOMIIIBLHBIX CTallMOHApaX.

OmHuM 13 3a00IeBaHM, BKIIOUCHHBIX B IIPOTPAMMBI
pacIIMpPeHHOTO HEOHATATEHOTO CKPMHWHTA, SIBJISICTCSI TITy-
tapoBas aumnypus tuna 1 (IAl). B mociemHue romgsl mo-
CTUTHYTBIC Pa3pabOTKU TepaIlliy 3TOTO 3a00JIeBaHMUS T10-
3BOJISSIOT MpPEAYIPeXaaTh Pa3BUTHE HEBPOIOTUICCKUX
ocyioxHeHuit 6ojiee yeM y 90 % GeCCUMIITOMHBIX Malv-
€HTOB, TMarHOCTUPOBAHHBIX IIPU CKPUHUHTE HOBOPOXKICH-
HbBIX. B MaHHOI cTaThe MBI IPUBOIVM ITPUHITUIIBI TEPATAN
I'Al m mpuMepHl pacyeTa TUETHI 11T pa3HBIX BO3PACTHBIX
TPYIIL.

KnuHuuyeckne nposasneHuns u natoreses

rnyTapoBoi auynaypumn tuna 1

I[nyrapoBast auuaypus Tuia 1 — HaclieICTBEHHOE 3a-
6OJ'ICBaHI/Ie, KOTOPO€ OTHOCUTCA K I'pyIIIC OpraHM4YCcCKMX
ALUVOYPUI U XapaKTEPU3YETCS MMOBPEKICHUEM ITOTKOPKO-
BBIX CTPYKTYP YU HPOTPECCUPYIOLIMMU ABUTATEIbLHBIMU
pacctporiictBamu. Al HacliemyeTcs 10 ayTOCOMHO-peliec-
CUBHOMY TUIY M CBsI3aHa ¢ myTtauusgMmu B reHe GCDH,

KOTOPBI KomgupyeT pepMeHT rirytapuii- KoA-mermmopore-
Hazy (GCDH). ®epment GCDH ygacTByeT B ImyTH MeTa-
0onm3Ma aMUHOKUCIOT L-nu3nHa, L-Tunmpokcmim3nHa
u L-tpunrogana. buoxuMmuuecknm Mapkepom 3a001eBaHUS
ABJIIETCS MOBBILIEHWE KOHLUEHTPALUK IIyTApOBO KUC-
JIOTBI ¥ €€ METa0OJINTOB — 3-TUAPOKCUTITYTaPOBOM KMCIIO-
THI, TIyTapui- KoA 1 TimyTapuiKapHUTHHA — B XKUIKOCTSIX
(Moua, T1a3Ma U CHMHHOMO3T0BasI XKUIKOCTh) M TKAHSX.
Y maieHToB YpOBEHb MTaHHBIX META0OIMTOB B MOYE MOXKET
OBITh HU3KUM, OJTU3KUM K HOPMAJIBHOMY WJIM BBICOKUM
(HM3KME WU BBICOKHME SKCKPETOPHI), HO HE3aBUCUMO OT
3TOT'0 COXPAHSIETCS BEICOKUIA PUCK ITOBPEXKICHUS IIOAKOP-
KOBBIX CTPYKTYP U Pa3BUTHUS METaOOJIMIECCKUX KPU30B,
XOTSI OIMCAHO M MPAKTUIECKN OECCMMIITOMHOE TeUCHHUE
oonesnn [2]. KonmeHTpaumsas aMuHOKUCIOT L-nmm3nHa
u L-tpuntodaHa B OMOJIOTHUECKUX KUIKOCTSIX HE TTOBbI-
IIAeTCs, TO3TOMY OHM He SIBJISIIOTCSI TMarHOCTUYECKUMU
MapKepaMHM 3TOM ITaTOJIOTHUM.

Yacrora ['A1 B Mupe B cpeaHem coctasisiet 1:100000,
XOTsI B HEKOTOpPBIX M30JsiTax (001mrHa amuiieil B I1eH-
crbBaHMM [3] ¥ KaHAICKWE MHICHITH [4]) HabmomaeTcs
ropasmo 0oJjiee BRICOKAsl 4acTOTa 3a00JIeBaHMSI.

JlaGoparopHast nuarHoctuka Al BkiIouaeT omnpene-
Jlenne TyTapunanmikapauTiHA (C5-DC) B BRICYIIIEHHBIX
IISITHAX KPOBU € TTOMOIIBIO MeTona MS/MS, onpenenerue
OpPraHMYECKMX KHUCJIOT MOYH C TIPUMEHEHNEM Ta30BOI XpO-
MaTtorpaduu ¢ Macc-CIIeKTPOMETPHE 1 3aTeM ITPOBEICHIC
JHK-gnarHoctuku.

IiryrapoBas u 3-OH-riryrapoBast KUCIOTH HaKaIUIMBa-
IOTCSI B OUY€Hb BEICOKMX KOHIIEHTPALIMSIX B XKIIKOCTSX M TKa-
HSIX BO BpeMsI KaTa0OJIMIECKUX 3ITM30I0B 1 TOJIBKO B 3THX
CIIy4Jastx IIPOHUKAIOT Yepe3 TeMaTosHIIe(hammIecKuii 0aphb-
ep [3].

Bbinensiior HecKoabKo BapuaHToOB TeueHus [Al: ¢ ocT-
PBIM 3HLIE(PATUTONIONOOHBIM 1 C TTIOAOCTPBIM TeYeHHUEM [6].
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IIpu octpoii popme sHIIEDATUTOIIOTOOHBIE KPU3EI BO3-
HMKAIOT B Bo3pacTe oT 1 Mec 10 6 Jiet, 3a60/1eBaHe HOCUT
BOJTHOOOPA3HBIN XapaKTep: MOocje MepeHeCeHHbIX JHIIe-
(hanmmTONMOMOOHBIX KPU30B MPOUCXOIUT MEIJIEHHOE, HO
HE TIOJTHOE BOCCTAHOBJIEHNE HAPYIIIEHHBIX HEBPOJIOTHYE-
ckux QyHKIMiA. B mocienyomem y maimeHToB ¢ rpyobiM
JMACTOHUYECKUM CUHIPOMOM 4YacTo (pOpPMUPYIOTCS BTO-
PUYHBIE OCJIOXKHEHUS, TAKME KaK TUTIOTPO(Us, XpOHUYE-
CKUWI1 acCIMPallMOHHBIN CUHAPOM, TOABBIBUXU CYCTaBOB
U BBIPAXXEHHBIN 00J1€BOI cUHAPOM [7].

B 25 % cny4daeB 3a00jieBaHKE UMEET MOAOCTPOE, 10~
OpokadyecTBeHHOE TeueHue. Ha 1-M romy XU3HU 1eTU Ha-
OJIIOMAIOTCS C 3alePKKOW MCUXOMOTOPHOTO PAa3BUTHS,
a B TaJIbHEIIIeM TTPOMCXOUT ITOCTETIEHHAS yTpaTa paHee
MPUOOPETEHHBIX HABBIKOB, Y TIPUCOEIVHSIIOTCS PA3JIMYHbIC
BUJIbI TUTIEPKHE30B B COUETAHWY CO CMIACTUYHOCTHIO. [{n-
CTOHWYECKUE TUTIEPKUHE3bI TPUBOJIST K HAPYIIEHUIO XO/Ib-
OBI, MChMa W peUeBBIX (DYHKIIMI [8].

[pu ncciaenoBanmsix Ha Meimax ¢ gedumrom GCDH
ObLI0 MOKA3aHO, YTO CHIKEHUE MOTPEOICHUS JIM3UHA U TTPU-
MEHEeHMeE 100aBOK L-apruHuHa, a TakXke yBenTn4eHUe NoTpe-
OJIEHUS TJTIOKO3bl CHIDKAET KOHIIEHTPAIMIO TIYyTapOBOil
u 3-OH-ryTapoBoii KUCIIOT B TOJIOBHOM MO3Te; TOOABKU
KapHUTUHA YBEINIMBAIOT 00pPa30BaHNE HETOKCUYHOTO TITyTa-
PpWIKapHATHHA, KOTOPHIIA JIerde BEIBOAUTCS TToukamiu [9, 10].

B cBsi3u ¢ pacimpeHreM MaccoBOTO CKPMHWHTA HO-
BOPOXIEHHBIX B MUPE BCE OOJIbIIIEE YMCIIO MAIMEHTOB
BBISIBJISIIOT HA OKJIMHUYECKOU cTainn. PaHHee BbIsIBIeHUE
I'Al 1 npecuMnTOMaTHYECKOE HAYAJIO JICUEHNS] MOTYT 3HA-
YUTEJIBHO YJIyYIIIUTh UCXOM, TIPEIOTBpaIasi pa3BUTHE He-
BPOJIOTUYECKUX OCJIOKHEHU U METa0OIMUECKNX KPU30B
[11—13]. OgHako maxe IpU XOPOIIeil PUBEPKEHHOCTH
TEeparuy COXPaHSIOTCS M3MEHEHUST HA MarHUTHO-PE30-
HAaHCHOW TOMOTPaMMe TOJIOBHOTO MO3Ta, a Y HEKOTOPBIX
MaleHTOB HAOJTIOIAI0TCST HApyIIIEHEe MEJIKO MOTOPUKY
1 pa3IMYHbIe HApYIIeHUS peun [14].

MpuHuMNbI Tepanuu rnyTapoBom auuaypuu

TMna 1

OrmyGIMKOBaHBI HECKOJIBKO MEXITyHAPOAHBIX TTPOTO-
KOJIOB IO BeAieHU0 MauueHToB ¢ [Al, B TOM uyucie u poc-
cHiicKMe KIIMHNIeCKre peKoMeHmaun [15—18].

Bo Bcex mpoTokoJax 1o BeneHuIo mauueHToB ¢ TAl
PEKOMEH/IYyeTCsT COOTIONATh MUETY C HU3KUM COIEepPKaHU-
€M JIM3MHA, C UCTIOJIb30BAHUEM CIELIUATIU3UPOBAHHBIX
MPOAYKTOB JIEYEOHOTO MUTAaHUS O€3 JIM3UHA U C TTOHU-
>KEHHBIM collepkaHueM TpurnrodaHa U Ha3zHAYEeHUEM
JeBokapHuTHHA [19]. OmHAKO CYIIECTBYIOT U OTIpeaeICH-
HbI€ OTJINYUSL, MOCKOJBKY TAHHBIX O €CTECTBEHHOM TeYe-
HUM 3TOU penKoil 60J1e3HN HEAOCTATOUYHO 1 OTBIT OTAEJb-
HBIX JICUEOHBIX YUPEXKIEHUN W 3KCIEPTOB OTPAHUYEH.
OcHOBHas TTOJIEMUKa KacaeTcsl BOMIPOCOB, B KAKOM BO3-
pacTe M 10 KaKOil CTeTIeHN MOXET OBITh paclIMpeHa au-
era npu ['Al, v cnenyer v Ha3HAYaTh B KAU€CTBE MUIIE-
BOIi 100aBKM apruHuH [19].

Huerotepanms npu [Al HalpaBieHa Ha CHIDXKCHUE
MOCTYIIJIEHUSI C TIPOAYKTAMU MTUTAHUS IU3WHA U TPUTITO-
(haHa, KOTOpBIE SIBISIOTCSI OCHOBHBIMU MPEAIIIECTBEHHU -
KaMy HEMPOTOKCUYECKUX META0OIUTOB, U OOECeYeHUe
NOCTATOYHOW SHEPreTUYECKOW ILEHHOCTU palroHa
IIJIST TIOJIEPKaHUSI TIPOIIECCOB aHA00IM3Ma U MPEIOTBpa-
LIEHKS aKTUBaLMK Kataboau3ma [16].

ITpu I'Al mpuMeHSTIOT 2 BapraHTa JIeYeOHOTO ITUTAHMSI.
TlepBblit — HU3KOOETKOBAS AMETA C UCIIOIb30BAHUEM CIie-
MATM3UPOBAHHBIX ITPOAYKTOB jiedeOHoro mtanust (CITJIIT)
0e3 m3uHa u Tpurntodana. JJaHHbI BApUAHT AUETHI TOKa3aH
B IIEpBYIO odepenb AeTsM (¢ poxkaeHus 1o 18 sret). B CITJIII
cofiep>kaHue BCeX aMUHOKUCIIOT, BATAMUHOB, MMHEPATBHBIX
BEIIECTB I MUKPO3JIEMEHTOB aIalTUPOBAHO K BO3PACTHBIM
MOTPEOHOCTSM, YTO CITIOCOOCTBYET aIEKBATHOMY POCTY, pa3-
BUTHIO Y TIOZIEPXKAHUIO HEOOXOAMMBIX (DYHKITMIT OpraHn3Ma.
B Poccuiickoit Peaepaiinm 3aperucTpupOBaHbl HECKOJIBKO
BunoB CIIIT (Tabm. 1).

Tadmuua 1. Cneyuanuszuposartoie npodykmol Ha 0CHO8e AMUHOKUCAOM Oe3 ausuxa u mpunmogana [ 18]*

Table 1. Specialized products based on amino acids without lysine and tryptophan [ 18]*

Product name Protein (equivalent), g

Hytpuren 14-trp, -lys

Nutrigen 14-trp, -lys 14 23
Hytpuren 40-trp, -lys

Nutrigen 4-trp, -lys 40 13
Hytpuren 70-trp, -lys 70 0
Nutrigen 70-trp, -lys

GAI1 Anamukc nHGaHT 13,1 23

GA1 Anamix infant

XLYS, TRY I[tyrapunon

XLYS, TRY Glutaridon 7 -

* [lannwle npusedenvt Ha 100 e cyxoli cmecu.
*Data are given per 100 grams of dry mix.

Carbohydrates, g

Age of patient

Food value, kcal

Ot 0 1o 1 roma

204 472 From 0 to 1 year
2 406 Ol than 1 i
> 303 Ol than 1 i
4,0 332 Crapuue 1 roxa

Older than 1 year
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Y B3pOCIbIX MALMEHTOB WHOTAA MTPUMEHSIIOT BTOPOA
BapUaHT — Jie4eOHbIA PallMOH ¢ HU3KKUM COAepKaHHEM
ob1ero 6enka. [IprMeHeHMe 3TOr0 BapraHTa JUETHI I10-
BBIIIAET PUCK AIMMEHTAPHOM HETOCTATOYHOCTH He3aMe-
HUMBIX aMUHOKHUCJIOT U APYIMX HYTPUEHTOB, YTO MOXKET
MPUBECTHU K TAKUM KJIMHUYECKUM CUMIITOMAaM, KaK ITOBbI-
LLIEHHAs] BO30YAMMOCTD, HapylleHUEe CHa, KOjeOaHUsI TEM-
repaTyphl TeJla, mejuiarpa (B pe3yjbraTe CHUKEHUs 00pa-
30BaHMS HUKOTUHOBOM KUCIIOTHI) [20].

W3-3a orpaHn4eHusI JAaHHBIX 10 COAEPKAHUIO IN3MHA
B pa3/IMYHbIX IIPOAYKTAX [IMTAHMS He BCEraa yaaeTcst ooec-
MEYUTh JUETY C HU3KUM COAEPXKAHMEM JIM3MHA, 32 UCKITIO-
YyeHMEM PaHHEro MJaJeHYecTBa, KOraa U3BECTHO COAEP-
>KaHUe JIU3MHA U TpUIToaHa B ETCKOM CMECU U TPYIHOM
MOJIOKE. B CBSI3M ¢ 3TUM 1O Mepe mepexoaa Ha TBEPAYIO
MUILY YaCTO MPUMEHSIOT pacyeT AUEeThl, OCHOBaHHbII
Ha 0€30I1aCHOM yYpOBHe IOTpebieHus 0enka. OgHaKo CTo-
WUT YYUTHIBATh, YTO J0JIsI IM3MHA B O€JIKe, COmepKaleMcst
B IMILE, CYIIECTBEHHO pa3iMyaeTcs B 3aBUCHMMOCTU

Tabmuna 2. Opuenmuposouras hompeGHOCHb 8 AU3UHe U MpUnmogpare
Y nayuenmos c erymaposoil ayudypueii muna 1 6 3asucumocmu om 803-
pacma [18]

Table 2. Approximate need for lysine and tryptophan in patients with
glutaric aciduria type I depending on age [ 18]

CyTouYHAS IOTPEOHOCTD
B AMMHOKHCJIOTAX, MI'/KT
MAacchl TeJa
Bo3spacrt nauuenta
JIn3un Tpuntodan
0—3 mec
0—3 months 80—100 10—-20
3—6 mec
3—6 months 70-90 10—15
6—9 Mmec
6—9 months 60—80 10—12
9—12 mec
9—12 months 50-70 10—12
1-4 roLFg o e 12
1—4 years
4—7 et
4—7 years 45=55 7—11
7—11 neT‘ 3545 10
7—11 years
11—15 net (aeByLIKN)
1115 years (females) 30-40 4-6
15—18 net (aeByLIKN)
15—18 years (females) 20-30 3-5
11—15 ner (toHOILIN)
11—15 years (males) 30—40 4—6
15—18 ner (toHOILIN) 3545 -

15—18 years (males)

OT TPYIHI MPOIYKTOB nuTaHusI. HaTtypambHBIN GeloK
B IIEPBYIO OYepeIb BOCIIOIHSIIOT 3a CUET IIPOAYKTOB C HU3-
KUM coiepXXaHWeM JIn3uHa. JIn3uH u TpurrodaH comgep-
JKaTcs B OOJIBIIIOM KOJIMIECTBE B OSJIKAaX JKUBOTHOTO IIPO-
HUCXOXICHMS (phIOe, MsIce, MOJIOYHBIX IIPOIYKTAX M IIp.).
B cpearem comepxkaHue IM3MHA B HUX COCTaBisieT 6—9 %,
a tpunrodana — 0,6—2,0 %. B pacTuTeIbHBIX IIPOAYKTAX
(oBomIu, OPYKTHI, HEKOTOPHIE KPYIIEI) COMEpKaHME yKa-
3aHHBIX aMUHOKHMCJIOT MUHUMAJIBHO.

CorracHO OITHITY CITEIIMAJIMCTOB M3 Pa3HBIX CTpaH,
GOJIBIIMHCTBO A1eTooroB (76 %) BeayT pacueT 110 OeJIKY,
20 % — no au3uHy. MHOr1e Bpaur OTMEYAIOT, YTO MOAXOL,
3aBHCHUT OT ITaIlMEHTA 1 YTO OHU MOTYT HAa4aTh C MOACIYETA
JIN3WHA, a 3aTeM II0 Mepe B3pOCICHUS peOeHKA TTepeUTH
K pacyeTaM 1o 6enky [21].

MpakTu4yeckne noaxoAbl K pacyeTy AueThbl

npu rnyTapoBon auuaypum tuna 1

TpunrobaH v IM3UH OTHOCATCS K He3aMEHUMBbIM aMU-
HOKMCJIOTaM, ITI03TOMY 00€ aMIUHOKHCIIOTHI OTpaHUYHBA-
IOTCSI 10 YPOBHS, KOTOPBIN HEOOXOOUM OPTaHU3MY IS
CHHTEe3a SHIOTeHHOTO OeJKa, C IIeJIbI0 00eCIIeYeHMS aIeK-
BaTHOTO POCTA M Pa3BUTHS B COOTBETCTBUM C BO3PACTOM.

ITpu pacyeTe TMETH YINTHIBAIOTCS BO3PACT, Macca Te-
JIa, TIOTPeOHOCTD B OeJIKe, MTU3UHE, TpUNTOo(haHe U KaJlo-
pusx. CIIJIII 6e3 nu3uHa 1 TpunTodaHa MpeacTaBIeHbI
B Ta6a. 1. OpueHTUPOBOYHAST MOTPEOHOCTh B JIM3UHE
u TpunTodaHe y manueHToB ¢ [Al B 3aBUCHMMOCTH OT BO3-
pacra IpuBeieHa B Ta0JI. 2, peKOMEHIyeMble HOPMEI ITOTpe-
OyleHUs OeKa IUTSl 3MOPOBHIX IETel pa3HOTO BO3pacTa —
B Ta0J. 3, cpemHee comepkaHue IM3MHA B OeJIKaX pa3INIHbBIX
MPOIYKTOB — B Ta0J1. 4, KO3()PULIMEHT KOHBEPCUH JIM3MHA —
B Ta0J1. 5, Oe30macHbIe ypOBHU MOTPeOIeHsI OeIKa 1 SHEp-
reTu4ecKue MoTpeOHOCTH Y IETei U B3pOC/IbIX — B TalII. 6.
Oo6parracM BHUMaHUE Ha TO, YTO IOJIST JIM3MHA B TIPOIYK-
Tax IMUTAHWSI HAMHOTO BBIIIE, YeM IOJIsI TpuITodaHa.
3a cyeT CHIDKEHUS COAepKaHUsI JIM3MHA C TTOCTYITArOIIEei
MMUIIel OTHOBPEMEHHO OyIeT 3HAYWUTENbHEH CHIKEHO
1 TIOCTYTUICHUE TpUIITO(aHa.

PexkomeHaaLuu no npMMeHeHuUI0

cneyuanu3upoBaHHbIX NPOAYKTOB e4e6HOro

NMUTAHUA

IMotpe6HoCcTh B CITJIIT 3aBMCHUT OT BO3pacTa M MacChl
Tesla mauueHTta. Y aereit rpyaHoro Bodpacta CITIII npu-
MEHSIIOTCSI ITPAaKTUUECKU B Kaxkaoe kopMieHue. letu ¢ TAl
MOTYT MPOAOJIKUTh IPYAHOE BCKAPMJIMBAHUE MOCJIE yCTa-
HOBJICHMSI TMArHO3a, OZHAKO JOJISI TPYIHOTO MOJIOKa
YMEHBIIIACTCS 1 TOTIOTHSIETCS OIIPeIeSIeHHBIM KOJIMIECT-
Bom CITJIII. KonnuecTBO IM3MHA B TPYIHOM MOJIOKE CO-
craBisieT 86—89 mr Ha 100 mu1. B Havane KopmiieHus pe-
OCHOK IT0JTyJaeT TPYIHOE MOJIOKO MJIU amallTUPOBAHHYIO
MOJIOYHYIO CMECh B HEOOXOAMMOM KOJMYECTBE, a 3aTeM
CITJIT (aMMHOKMCIOTHYIO cMeCh 0€3 JIM3MHA U TPUTITO-
(bana). Ctout yunuThIBaTh, YTO AMANTUPOBAHHBIE MOJIOUHBIE
CMeCH cojepxXaT OoJbIle JIM3WHA, YeM MaTepHHCKOE

TOM 11
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Tab6muua 3. Pexomendyemvie Hopmbl nompeodaerus beaxa 04s 300poevix demeii pazauurozo eozpacma [ 18]

Table 3. Recommended protein intake rates for healthy children of various ages [ 18]

European Union,

AR USA, g/kg/day World Health Organization, g/kg/day g/kg/day
0—6 mec 2,2 r/Kr/cyt
0—6 months 2,2 1,38 a 2.2 g/kg/day
6—12 mec 2,6—2.9 r/kr/cyT
6—12 months 1,6 1,21 1,6 2.6—2.9 g/kg/day
1—-2rozna _ _ . 36 r/cyT
1-2 years 36 g/day
2—3rona _ _ _ 42r/cyr
2—3 years 42 g/day
1-3 rozma 1.2 0,97 1,1 -
1-3 years
4—6 et 541/cyr
4—6 years L1 0,84 1,0 54 g/day
7—10 et 63 r/cyr
7—10 years 1,0 0.8 1,0 63 g/day
Manpuuku 11—14 ner 75 r/cyT
Male 11—14 years 1,0 0,79 1,0 75 g/day
Manbuuku 14—18 ner 87 r/cyr
Male 11—14 years 0,9 0,69 0,9 87 g/day
HeBouku 11—14 ner 69 r/cyt
Female 11—14 years 1,0 0,76 0,95 69 g/day
HeBouku 14—18 ner 76 v/cyT
Female 14—18 years 0.8 0,64 0,85 76 g/day

Ta6muua 4. Cpednee cooepacanue auzuna 6 beakax pazuuhsix npodykmoe [ 18]

Table 4. Average lysine content in proteins of various products [ 18]

Lysine content, % of total protein Lysine, mg/g of protein
9 90

Pri6a

Fish

Msico 1 MsICHBIE TIPOTYKTHI 8 80
Meat and meat products

IpynHoe momoko

Breast milk . &
KopoBbe MOJI0KO 11 MOJIOUHBIE TTPOIYKTHI 7 70
Cow’s milk and dairy products

Sitna 6 60
Eggs

Kaprodeinn

Potatoes 6 60
Cost 1 coeBble TPOIYKThI 6 60
Soy and soy products

Opexu

Nuts 230_8’5 20—85
SRS 2,0-6,5 4065
Fruits

OBomm

Vegetables 4,0-6,5 2065
XJ1e6 1 3epHOBBIE IPOTYKTHI 2—4 2040

Bread and grain products
|
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Tadmuna 5. Kosgppuyuenm xonsepcuu auzuna [20]
Table 5. Lysine conversion rate [20]

Group of prOdHCts

DpyKTHI

Fruits 40

OBomm 50

Vegetables 3amMeHa Tu3uHa OeJIKOM:
KapTodens 1 mpoxyKThl U3 KapTodeJs 60 B cpeniHeM 1 r6enka = 50 Mr mMsuHa

Replacement of lysine by protein:

Potatoes and potato products
1 g of protein = 50 mg of lysine on average

KopoBbe MOJIOKO 11 MOJIOUHBIE TTPOLYKTHI 70
Cow’s milk and dairy products

Xie6

Bread 30
3epHOBBIE TPOTYKThI 30
Grain products

Ilpumep: ecau kapmogheawvhoiii npodykm codepyucum 1,8 e 6eaxa na 100 e npodykma, koaruuecmeo ausuna cocmagasem 1,8 x 60 =
108 me/100 e.
Example: if the potato product contains 1.8 g of protein per 100 g of product, the amount of lysine will be: 1.8 x 60 = 108 mg/100 g.

Tabmuua 6. bezonacuvie yposru nompebaenus 6eaxa u sHepeemuueckue HompebHocmu y 0emeii U 3pocabix (bl100pOHHO U3 peKomMeHoayuil
FAO/WHO/UNU oas 300posoii nonyasyuu) [ 18]

Table 6. Safe levels of protein intake and energy needs in children and adults selected from FAO/WHO/UNU recommendations for a healthy population [ 18]

Protein intake Energy demand

Age Intake, g/kg body weight Males, kJ/kg Females, kcal /kg Males, kcal/kg
per day S bFemale§, L of body weight of body weight of body weight
ody weight per day
per day per day per day

| e 1,77 0,5 340 335 81,3 80,0
month

g mec 1,50 2,5 334 348 79,8 83,2
months

g’ mec 1,36 5,0 305 315 72,9 75,3
months

g mec 1,31 10,0 248 275 59,3 65,7
months

12 mec

12 months 1,14 15,0 193 230 46,1 55,0

1,5 rona 1.03

1.5 year > Adults, moderate activity level, body weight 70 kg

2 rona 0,97 _ _ _ _ _

2 years

g’ e 0,90 18—29 159 183 38,0 43,7
years

4] ner 0,87 30-59 148 175 35,4 418
—7 years

7—10 net

7—10 years 0,92 a - - a a

TOM 11 VOL. 11
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Oxonyanue mabauyst 6
End of table 6

IToTpebuenue 6enka DHepreTnyeckas NOTPeGHOCTh

Bo;gicn Kenmuuapl  MyKUHHbI B3pociibie, yMepeHHblii ypoBeHb AKTUBHOCTH, Macca Teja 50 kr
11 0,90 0,91 18—29 180 212 43,0 50,7
12 0,89 0,90 30—59 183 212 43,7 -
13 0,88 0,90 — — — -
14 0,87 0,89 O0mas T0NOJHATEbHAS HEPreTHIecKasi NOTPeOHOCTh NP GepeMEeHHOCTH
15 0.85 0,88 TpumecTp K/ /neHn KKaJI/ieHb
16 0,84 0,87 | 375 90
17 0,83 0,86 11 1200 287
18 0,82 0,85 111 1950 466
>18 0,830 0,83 — — — -

MOJI0KO, To3ToMy moJst CITJIIT y rpyaHBIX neTeit, momyda-
IOIINX ATaNTHPOBAHHYIO MOJIOUHYIO CMECh, OyIeT BHIIIIE.

ITockonbKy HEOOXOAUMO OLIEHUBATH MOCTYIUIEHUE
JIM3WHA U, CJIeA0BaTEIbHO, KOJIMISCTBO MAaTEPUHCKOTO
MOJIOKA, PEKOMEHIOBAaH PETYISIpPHBIE KOHTPOJb MAaCCHhI
Tejla M POCTa MJIAZICHIIA, a TAK)Ke KOHIICHTPAILIMN aMITHO-
KHCJIOT B KPOBH.

VY mereit crapirero Bo3pacta M B3pOCJIBIX CYyTOYHAs
no3a CITJIII nomkHa OBITH pacmipenesieHa 1o KpaitHeit Me-
pe Ha 3 OTHCIBHBIX IIpHUEMa U IIPUHUMATLCS BMECTE C Ha-
TypaJbHBIM OeJTKOM. B TakoM ciTydae ITOCTyIaoIme aMm-
HOKHCJIOTH MOWIYT Ha BBIMOJTHEHNE CHHTETUYECKMX
¢yukumit. B mpotuBHOM ciIydae, TIpu mpreMe Beeld CyTod-
Hoit o361 CITJIIT 3a ogyH TTpyieM M1 Ha TTYCTOM XKETyI0K,
aAMMHOKHWCJIOTHI BCACHIBAIOTCSI B KPOBB CJIUIIIKOM OBICTPO
1 PacXOMyIOTCSI Ha SHEPreTUYECKMiT OOMEH.

ITpu passenennu CITJIIT y geteit 1-ro roga Xu3HU
cIemyeT MIPUACPXUBATHCS PEKOMEHIYeMOi IIPOU3BOINTE-
JieM KOHLIEHTpaluuu. Y OeTeil crapilie rojfa u B3pOCJbIX
ITOPOIIKOOOPa3Has CMECh AaMUHOKHUCIIOT MOXKET OBITh TIPH-
TOTOBJICHA B BUIE HAIIMTKa, KpeMa WU KeJeoOopasHOU
Macchel. HeoOxommMo Takske coOMomaTh MpeaucaHHOe
KOJIMYECTBO KUAKOCTH, MHAYE BO3MOXKHBI TOIITHOTA, OO
B XXMBOTe WK auapest. [TopoIIok jJede6Hoi CMECH MOXHO
Pa3BOOUTH B MEHBIIIEM KOJTMUECTBE KUIKOCTH IIPH YCIIOBUH,
YTO HEIOCTAIONIAS XXUIKOCTh OYIET BHIITATA CIICIOM.

BsepeHue npuxkopma

BBenmenmne mpukopma B BUIE Kalll, OBOIIHBIX M (DPYK-
TOBBIX MIOPE AOJXKHO OCYIIECTBASATLCS B COOTBETCTBUU
C TJJaHOM TNUTaHMs Kak [Jisl 310poBOro pebeHka. Beioop
IMPOAYKTOB MUTAHUS IIPH TOM agaIllTUPYeTCS K OCOOBIM
IUeTUYeCKUM TpeboBaHUsIM mist TAl:

* 1-i1 aram: B Bo3pacre 5—6 Mec — OBOIIHBIE, PPYKTO-
BBIC ITIOpe, 0€3MOJIOUHBIC KaIll ¢ HU3KUM COIepKa-
HUeM OeJKa;

* 2-ii aTamn: B Bo3pacte 6—7 Mec — GPYKTOBLIE MIOPE;

 3-if sram: B Bo3pacte 10—12 Mec — Mcmoab30BaHNe

HHU3KO0EIKOBBIX HATYypaIBbHBIX IIPOOYKTOB 00Jjice TBEP-

JOM WJIM TYCTOM KOHCUCTEHIIVN.

Kak ToybK0 Hayaja0ch BBEACHNE MPUKOPMa, HEOOXO0-
IAMO PacCUYMTHIBATh COmepKaHWe B HeM Jm3nHa. Komu-
YeCTBO KOPMJICHUI TPYIHBIM MOJIOKOM WJIM MOJIOYHOM
CMECBIO, COOTBETCTBEHHO, YMEHBIIIAETCS.

Mpumepsbl pacyeta guetbl

Jayee mpuBOOIMM ITOLIATOBBIC aJTOPUTMBI pacdyeTa
nuethl ¢ mpuMeHeHneM CITJIII mst mereit pa3HOTO BO3pa-
CTa, OCHOBaHHBIC Ha KIIMHNYIECKUX peKOMeHmausx [18],
Ha nipumMepe cMmeceit «GA1 AHamukc nHpaHT» 1 «XLYS,
TRY Inyrapuoon».

151 pacueTa DUETHI TIOHATO0SITCSI TaHHBIE, TIPEICTaB-
JIeHHbIE B TabJ1. 1—7.

Curyamusa 1. Pe6erok 1 mec, macca tena 3600 r. Ipyna-
HOE BCKapMJIMBaHUE.
PekomenmyemMast HOpMa €3KeJHEBHOTO MOTPEOICHHUS:
Bcero Oenka: 2,2—2,5 r/KT MacCHI Tela;
HaTypaJIbHBIN 0eJToK — 1,5 I/KT MacChI Tena;
SKBUBAJICHT Oeika — 1,0 I/KT MacchlI Tena;
Bcero Oejka: 2,5 I'/KT MacChI Tea;
mm3uH — 90—100 Mr/KT Macchl Tena;
TpunTodad — 17—20 MT/KT MacCHI TeJa;
SHepreTrIecKas ieHHOCTb — 110—120 KKai/KT Macchl Tefa.
Pacuer na dakTnyeckymw maccy:
* HaTypaIbHbII 0eJIOK: 1,5 I/Kr Macchl Tenia x 3,6 Kr =5,4 r/cyT;
Bcero Oeska: 2,5 I'/KT MacChI Tela;
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Tabmuua 7. [Tompe6bHocmb 8 OCHOBHBIX HYMPUEHMAX Y NAUUEHMO08 ¢ 2Aymaposoil ayudypueii muna 1 [15]

Table 7. The need for essential nutrients in patients with glutaric aciduria type 1[15]

Age of patient

-—
—
=
o
(=

Nutrient

0—6 mec 7—12 mec 1-3 roma 4—6 ner Crapiue 6 et
Jnerorepanus

M36erath Upe3aMepHOTO MOCTYILIE-
JIn3uH Genka HaTypaJbHbIX HUS 0eJiKa. YIoTpeOIsiTh TPOIYKThI
TPOIYKTOB, MT /KT /CyT - . C HA3KUM COJIEPXKaHUEM JIN3UHA
Protein lysine of natural products, e 20 e S ey (Dewey et al., 1996)
mg/kg/day Avoid excessive protein intake. Eat foods

low in lysine (Dewey et al., 1996)
Tpunrodan 6eaka HaTypab-
HBIX MPOAYKTOB, MI'/KI'/CyT 20 17 13-17 13 13
Protein tryptophan of natural
products, mg/kg/day
Beok HatypainbHBIi, T/KT/CyT . _ _ _ _
Natural protein, g /kg/day 1,3-1,4 1,3—1,5 1,3-1,4 1,1-1,3 1,1-1,3
Benok 3a cuer CIT*, r/kr/cyr
Protein from SP*, g/kg/day L tEe (ESE0 0;8 08 8
Benox (o6mmit), r/Kr/cyT _ . _ _ -
Total protein, g/ke/day 2,1-2,7 2,1-2,5 2,1-2,2 1,9-2,1 1,9-2,1
DHepreTudeckas eHHOCTb,
KKaJl/KT/CyT 80—115 80—95 80—-95 78—90 78—90
Energy value, kcal/kg/day
WAVESIOEIEOREL, () >100 >100 >100 >100 >100
Micronutrients, %
OcHoBHas MeTa0OIMYECKAs Tepanust

LXEYQIET AR Dy 100 100 100 50—100 30-50

Carnitine, mg/kg/day

*Cneyuanu3uposanHulii NPOOYKm Ha 0CHO8e AMUHOKUCAOM 06e3 AU3UHA U mpunmogana.
*A specialized product based on amino acids without lysine and tryptophan.
______________________________________________________________________________________________________________________________________|

* skBuBaNieHT 6enka (CIJIIT): 1,0 r/kr x 3,6 kT = 3,6 T/CyT;
Jm3uH: 90—100 Mr/xr x 3,6 kT = 324—360 Mr/cyT;
KaJIOpUHOCTD: 120 KKaj/Kr x 3,6 Kr = 432 KKaj/cyT;

* 00BeM xkuakocteit: 150—180 My1/KT Macchl Tea; BCero
6enka: 9 r/cyT.

Pacyer npoayKTOB MUTAHUSA:

Pekomennyemasi HopmMa exKeTHEBHOTO TOTPEOJIEHNS:
Bcero Oenka: 2,2—2,5 /KT MaccHI Tea;
HaTypaJbHBIN 6eoK — 1,5 T/KT Macchl Tena;
Bcero Oefka: 2,5 /KT Macchl Tela;

9KBUBaAJICHT Oeka — 1,0 /KT Macchl Tena;

mu3uH — 90—100 mr/Kr Maccel Tena;

. Eciu rpyaHoe MOJIOKO COAepKUT 86 MT JIM3MHA
B 100 M1, eXXeqHEeBHOE MOTPEOIEHNE TPYIHOTO MOJIO-
Ka coctaBuT: 324 x 100/86 = 377 M.

. Cyrounoe motpebieHne Oenka cocTaBisieT 9 r/cyr,

a Kom4ecTBo Oeska B 377 MJI TpPyJHOTO MOJIOKA CO-

craBur 1,3 x 377/100 = 4,9 1, COOTBETCTBEHHO, HEOO0-

XOIMMOE KOJTMIECTBO OeKa 13 CriennaTu3upoOBaHHON

cMmecu cocTaBut: 9—4,9 =41 1.

. Ecimm cienmmanu3npoBaHHast CMeCh COIEPKUT 2 T OeII-

ka Ha 100 M1, exkeTHEBHOE ITOTPEOICHUE TOJKHO CO-

craButh: 4,1 x 100/2 = 205 M.

Curyamns 2. Pe6eHok 6 Mec, Macca Testa 7500 . Mckyce-

CTBCHHOC€ BCKapMJIMBAHUE.

TpunTodad — 17—20 Mr /KT Macchl Tela;
kanopuitHocTh — 100 KKa/Kr Macchl Tefa.

Pacuer Ha (pakTHYECKYIO MACCY:

HaTypalbHbIi Oesok: 1,5 r/Kr macchl Tena x 7,5 kr =
11,25 r/cyT;

SKBUBATEHT Oeska: 1,0 T/Kr Maccei Tena x 7,5Kr = 7,5 1/cyr;
Jm3uH: 90—100 Mr/xr x 7,5 kr = 675—750 Mr/cyT;
kasiopuitHocTb: 90—100 kkan/xr x 7,5 kr = 750 kKan/cyT;
00BeM xuakocTeit: 150—180 mr/KT MacchI Tena;
Bcero 6enka: 2,5 r/kr x 7,5 kr = 18,75 r/cyT.

Pacuer npoaykToB nutanus:

. Ecnu apantupoBaHHast MosiouHast cMech (2-s1 popmy-

na) cogepxuT 115 mr mu3uHA B 100 MJI, eXXeqHeBHOE

19
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Tabmuua 8. I1ran numanus pebenka 3 nem ¢ eaymaposoii ayudypueit muna 1

Table 8. Nutrition plan for a 3-year-old child with glutaric aciduria type 1

“ Caloric Coﬂteﬂt, keal
1,3 160 67

-—
—
=
o
(=

100 M1

bl
AanTupoBaHHAA MOJIOYHASA CMECh 100 ml

Adapted milk formula
’ D 1,56 192 80
120 ml
«XLYS, TRY Inyrapumon» 14,5 r cyxoii cMecu 112 0 47
“XLYS, TRY Glutaridon” 14.5 g of dry mix >
DpyKTHI 200 T
Fruits 200 g 0.8 32 54
OBomu 250
Vegetables 250 g 2 100 80
Bbanan 100 T
Banana 100 g 1 56 95
Kaprodenn 100 r
Potato 100 g 2 120 70
or 13 390 343
Kaiua rpeuneBas g
Buckwheat porridge
o A 2,6 78 69
20g
Luoy 9 270 208
Kara mysibsrusnakosas 100g
Multi-slag porridge
oo A 1,8 54 )
20g
oor 0,5 40 745
ClMBOYHOE Macjio g
Butter
Lty 0,05 4 76
10g
Cnusku 20—30 % 40r
Cream 20—30 % 40¢g 1,0 80 80
HEwmomnoxko pucoBoe 400 vt
Rice NEmoloko 400 ml 0.8 24 240
Xn1e6 (Oyaouka 13 MIIEHUIHON MYKH) 50r
Bread (wheat flour bun) 50g 3,6 8.5 136
HytpureH 6e30eJ1KOBbII HAITMTOK 50 r cyxoro nopouika 0 0 238
Nutrigen protein-free 50 g of dry powder
Beeeo _ 172+112 8035 1307
otal

nmotpebieHe afanTUPOBaHHOW MoJioyHoit cMecu 4. KopmueHnust kaxabie 3,5—4,0 4: mo 185 ma x 6 pas

coctaBuT: 690 mr x 100 mMi1/115 mr = 600 Mt (18 Mep- B CYTKH.

HBIX JIOXeK cMecu Ha 540 M1 BOIbI). 5. Benenwne npukopma: Ha 100 r 0BOIITHOTO ITIOpe comep-
2. CyrouHoe norpebieHue oeska coctasisieT 18,75 v/cyr, xwutcest 1o 0,5 T 6enka u 25 MT TM3MHA COOTBETCTBEHHO.

a 00beM Gesika B 600 MJT amanTUpOBaHHON MOJIOYHOM MaxkcumanpHOE JOMMyCTUMOE CYyTOYHOE KOJIUYECTBO

cMecu coctaBurt 1,4 x 600/100 = 8,4 1, cooTBeTCTBeH- Ju3uHa — 750 MI, 3a cY4eT aganTUPOBAHHOM MOJIOYHOM
HO, HEOOXOAMMOE KOJIMYECTBO OejIKa 13 crieluanu3u- cMmecu — 690 Mr imM3uHa, 3a cuet 100 r OBOILLIHOIO IIope —
poBaHHOI1 cMecu coctaBuT: 18,75—8,4=10,351 25 mr musuHa. [1pu yBennueHnm oobeMa mpuKopMma c co-

3. Ecnu criennann3upoBaHHast CMECh COIEPXUT 2 T 0e1-  AepxkaHueM Gosiee 60 Mr IM3MHA HEOOXOAMMO CHUXATh
ka Ha 100 mu1, exkeMHEBHOE TTOTPEOJICHNE TOJDKHO CO-  00beM amalnTHUPOBAHHON MOJOYHOM CMECH COOTBETCT-
craButh: 10,35 % 100/2 = 517 mu. BEHHO.
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Tab6muua 9. OchosHble npunyunb: mepanuu 6 ycaogusx cmayuonapa [ 18]

Table 9. Basic principles of therapy in a hospital setting [ 18]

Calories

120 % (pacuet nueTh
Ha KKaJl/Kr/cyt)*

120 % (calculation

of diet per kcal/kg/day)*

-—
-—
—
[=J
=
-
Ll
=
o
=

A. Restoration of energy demand

Increase of energy demand up to 120 % of the age norm

98—128

96—109 98—109 96—98

B. Intravenous infusion therapy

JlekcTposa
Dextrose

Kupsei 20 % (1Mo mokazaHu-
SIM), IPU OTCYTCTBUU MeTab0-
JINYECKOTI'0 aliua03a

Fats 20 % (according to indications),
in the absence of metabolic
acidosis

Koppekiius 31eKTpOaUTHBIX
HapyleHun
Correction of electrolyte disorders

WMHcynuHoTepanus
Insulin therapy

JleBokapHUTHH
Levocarnitine

8§—151/kT/CyT
8—15 g/kg/day

HauanpHas no3a 1—2 r/Kr/cyT; eciiu BO3MOXKHO, IMTOBHIIIIEHNE T03bI 10 2—3 T/KT/CyT
The initial dose is 1—2 g/kg/day; if possible, increasing the dose to 2—3 g/kg/day

ConeBbie paCTBOPHI M PACTBOPHI JJIEKTPOJIUTOB
Salt solutions and electrolyte solutions

[Tpu runepravkeMuu Boiire 10 MMOJIb/JI U /WU TAIOKO3YPUU BO3MOXKXHO BBEICHUE MHCYJIMHA
M €T0 aHAJIOrOB (KOHTPOJIMPOBaTh ypoBeHb K* B KpoBM)
With hyperglycemia above 10 mmol/I and/or glucosuria, insulin administration is possible and its analogues
(monitor the level of K* in the blood)

150—200 mr/xr/cyT
150—200 mg/kg/day

C. Protein requirements

HatypanbHblii 6es10K
Natural protein

AMWHOKWCIIOTHBIE CMECH
(6e3 Mu3rHa)

Amino acid mixtures (without
lysine)

TMonHoe nckinoueHne 6e1ka MaKCUMaJIbHO Ha 24 9 C TIOCTETIEHHBIM BO3BPATOM
J10 MUHMMAaJIbHO 0€30IMacHOr0 ypoBHS B TeueHue 48—72 4. Eciu peGeHOK HaXOIUTCS
Ha HU3KOOEJIKOBOM J1eTe 6e3 mprueMa aMUHOKHUCIOTHBIX CMECei, OCYIECTBIISIOT
TIOCTENIEHHOE BBeAeHME Oeska B TeueHue 24—48 u

Complete elimination of protein for a maximum of 24 hours, with a gradual return to the minimum safe level
within 48—72 hours. If the child is on a low-protein diet without amino acid mixtures, a gradual introduction

of protein is carried out within 24—48 hours

AMWHOKUCIOTHBIE CMECU Ha3HAYAIOT per 0S WIN Yepe3 Ha30racTpaabHbINA 30HT
B no3e 0,8—1,3 r/Kkr/cyt
Amino acid mixtures are prescribed per os or through a nasogastric probe at a dose of 0.8—1.3 g/kg/day

2KapornoHmkaromas Tepanus
Antipyretic therapy

AHTHOaKTepraTbHAs TEPATTHST
Antibacterial therapy

TIpoTBOPBOTHEIE CpPENCTBA
Antiemetics

JleruapaTalioHHas Tepamus
Dehydration therapy

D. Pharmacotherapy

TTpy TTOBBIIIEHUH TeMIepaTypk! Beie 38,5 *C — HOYIIpodheH 1 TapaleTaMo
B BO3pAaCTHOM 103€

When the temperature rises above 38.5 °C — ibuprofen and paracetamol should be taken
in an age-related dose

HasHayatoT B 3aBUCUMOCTHU OT MPEANOJIAraeMOro MaToreHHOTo areHTa B BO3PACTHBIX 103aX
It is prescribed depending on the suspected pathogenic agent in age-related doses

MerokionpamMu Wi OHZAHCETPOH B BO3PACTHO 103€
Metoclopramide or ondansetron in age-appropriate dosage

Ecmm muype3 <3—4 mit/Kr/cyT, Ha3HavaloT (hypoceMu B BO3paCTHOM 103e (He Oosee
yeM 3—4 UHBEKIIUU B ICHB) (CAEAUTH 32 DJEKTPOJIUTHBIMU HAPYIIIEHUSIMUA B KPOBH )
If the diuresis is less than 3—4 ml/kg/day, furosemide is prescribed in an age-related dosage (no more than
3—4 injections per day) (monitor for electrolyte disturbances in the blood)
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Oxonyanue mabauyst 9
End of table 9

D. Pharmacotherapy

B ciydyac ICKOMIICHCUPOBAHHOIO MeTabOoJIMUECKOTro alua03a BO3MOXHO Ha3HAUECHHE HaTpuda

Harpus rugpokapooHaT
Sodium bicarbonate

TUApOKapOOHaTa BHYTPUMBEHHO (1Mo KoHTpoJjieM pH u Na+ B KpoBu) Wik MepOPaTbHO
In the case of metabolic acidosis, it is possible to administer sodium bicarbonate intravenously (under the

control of pH and Na+ in the blood) or orally

IIpu cynoporax BO3MOXHO Ha3HAY€HHNE CTAHAAPTHON aHTUAIIIIIENITUIECKO Tepanvy B 3aBUCH -
MOCTH OT THUIA CYIOPOXHBIX MPUCTYIOB C UCIIOJb30BAaHUEM TaKMX MPEenaparoB, Kak peHobdap-

AHTHSTIAIETITUYCCKAS
Tepanusi
Antiepileptic therapy

OouTa, JeBeTUpaleTaM, JJAMOTPUIKIAH, TONMMpaMar, (PeHUTOMH, KapOaMa3elmnH 1 KJIOHA3eIaM,
B BO3pPAaCTHBIX 1O3aX. Hasznauenue IperapaToB BaJ'[]:HpOCBOfI KHCJIOTBI HE2KEJIaTEJIbHO
It is possible to prescribe standard antiepileptic therapy, depending on the type of seizures, using drugs such

as phenobarbital, levetiracetam, lamotrigine, topiramate, phenytoin, carbamazepine and clonazepam in age-
related doses for seizures. The prescription of valproic acid preparations is undesirable

E. Vital functions and laboratory parameters monitoring

Yacrora CEepAEYHbIX COKPALEHUI, YaCTOTa AbIXaTeJIbHbIX IBUXXEHUI, KOHTPOJb

2KV3HEeHHO BasKHBIE
GbYHKITUN

Vital functions

apTepHaIbHOTO JaBJICHUS, TEMIIEPaTyphl, Auype3a. [Ipu yrHeTeHUM COZHAHUS —
OLICHKAa YPOBHS CO3HAHUA I10 IIKaJIe Inasro
Heart rate, respiratory rate, control of blood pressure, temperature, diuresis. In case of oppression of

consciousness — assessment of the level of consciousness on the Glasgow scale

Kposb
Blood

'YpoBeHb Tmoko3b1, pH 1 rasel kposu, saekrpoiuThl (K, Na*, kanbiuii nonusupoBaHHbIi, Cl7)
Glucose level, pH and blood gases, electrolytes (K*, Na*, ionized calcium, CI-)

* Bo epems 3HUeharumono0obHbix KpUu308 Heooxoo0umo yeeauuugams nocmynienue snepeuu 0o 120 % om HopmanvHoll sHepeemuye-

CKOIl NOMpeOHOCMU 8 CYMKU C YeAbl0 npe0ynpelcoeHuUs pa3eumus Heepoa02UMecKuxX HapyueHuil, 80 8pems 0CMpblX COCMOSHUI

oHepeemuueckas nompebHocms éospacmaem na 30—40 % om gusuonoeuneckoii Hopmol.

*During encephalitis-like crises, it is necessary to increase the energy intake to 120 % of the normal energy requirement per day, in order to prevent the

development of neurological disorders, during acute conditions the energy requirement increases by 30—40 % of the physiological norm.
|

Curyamus 3. ITanmenTst geTcKoro Bo3pacta. PebeHok
3 roma, macca tena 13 xr.
Pekomenyemasi HOpmMa exkKeTHEBHOTO MOTPEOIEHUS:
KkanopuiiHocTh — 80—95 kKan/Kr/cyT;
HatypaibHbIi 6enok — 1,3—1,4 r/kr/cyr;
Bcero Oesika: 2,2 r/kr x 13 kr = 28,6 r/cyT;
akBUBaJIeHT Oenka — 0,8 r/kr/cyT;
Jn3uH — 80—60 Mr/KT/CyT.
Pacuer Ha (pakTHYECKYIO MacCy:
kanopuiiHocTh — 1040—1235 kkau;
HaTypanbHbIi 6e1oK: 1,3—1,41/kr x 13 kr= 16,9—18,21/CYyT;
akBUBaIeHT Oenka: 0,8 r/xr x 13 xr = 10,4 v/cyT;
usuH: 60—80 mr/kr x 19 xr = 780—1040 Mr/cyT.
Pacuer npoaykToB nuTanus: py pacyeTe HU3KOOETKOBOM
JIMETBI CO CHIDKEHHBIM COIEPKaHMEM JIM3WHA U TpUNTo(haHa
HEOOXOIMMO TTIOMHUTB, UTO JIM3VH U TpUNTO(aH ComepKar-
s TIPAKTUYECKU BO BCEX MTPOIYKTAX, M YIUTHIBATH 3TO TTPU CO-
CTaBJIEHUU Jie4ueOHOro pauroHa. Bo3aMoXHO paccuuMTathb
MPUMEPHBI 00bEM MOTPEOISIEMOrO JIU3UHA, ECIIA HET TOY-
HBIX YKa3aHUI O COCTaBE NMPOAYKTA, UCTIOJIB3YS CIECAYIOLLIUAN
K03(hbUIIMEeHT KOHBEPCUY TM3UHA: B | T HATYpaIbHOTO OeJ-
Ka conepxkurcs mpumepHo S0 Mr m3nHa. B Tadm. 8 mpuseneH
TIPUMEPHBII TUIaH MUTaHUsT pebeHKa 3 JIeT.

HasHaueHue npenaparoB, copepixalux

JIEBOKAPHUTUH

Baxwoit cocrapmnsonieit Tepanuu nipu [Al sBisiercs
J00aBJIeHNUE JI€BOKAPHUTUHA. JIEBOKADHUTUH CBSI3BIBAET

TJIYTapoOBYIO KUCIIOTY U OOECTIEUBAET €€ BhIBEICHUE U3 Op-
raHW3Ma B BUJE TJIyTApUJIKAPHUTHUHA. Y OOJBIIMHCTBA
HeJIeYeHHbIX naiueHToB ¢ Al KOHLeHTpalus o01Iero
1 CBOOOTHOTO KapHUTHHA B TIJIa3M€ U CHIBOPOTKE KPOBU
Hu3Kas. HavyanpHast mo3a 1€BOKapHUTUHA COCTABIISIET
100 mMr/KT/CyT, OHa MOXKET OBITH CHIKeHa 10 30 MT/KT/CyT
y TIAIIMeHTOB CcTaplile 6 JIeT IpU HOPMAJTbLHOM YPOBHE CBO-
0OIHOTO KapHUTHHA B KpoBH [18].

Tepanus B nepuop MeTabonmyeckoro Kpusa

U B Nep1oA NHTePKYpPEeHTHOro 3abonesaHus

HeotnoxHoe nedyeHue sBIseTcs Hanbosiee BaXKHbIM
acriektoM Teparnuu [Al. CBoeBpeMeHHOE HavasIo0 Teparnmn
BO BpEMSI UHTEPKYPPEHTHOTO 3a00JIEBAHUS UMEET OOJIBLIOE
3HAUEHUE [JIs1 TIPEOTBPAILIEHUST TOPAYKEHUST TTIOAKOPKOBBIX
CTPYKTYp M IBUTATENIPHBIX HapymeHUi [12]. OcHOBHBIE
TIPUHIIMITE MTHTEHCUBHOM Teparuy MpUBEACHBI B Ta0I. 9.

Tepanusa HeBpONOrUYECKUX OCNOMKHEHUMN

HakomnneHue HEMpOTOKCUYHBIX METAOOJIUTOB HEU3-
0€>XHO MPUBOAUT K MOBPEXIECHNIO Oa3a/IbHbIX TAHTJINUEB
y nauneHToB ¢ [Al U K pasBUTHIO CTONKOI MBIIIICYHOU
IUCTOHUHU U criactTiudHoCTH [6]. [Ipenaparamu 1-i1 ouepe-
ITA JTST KOPPEKIIUY MBILIEYHOM AMCTOHUY SIBIISTIOTCS OaK-
JodeH U ImpenapaThl U3 TPy 0eH3011Aa3eITMHOB (I1a-
3eram, KJIOHa3eram), HalpaBJIeHHbIE Ha KOPPEKIIUIO
TeHEePaTM30BaHHBIX 1 (hOKATBHBIX AucToHMi. [Tpemaparom
2-i1 ouepenu MpU BEIPAXKEHHOM TMCTOHUIECKOM CUHIPOME
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CUMTaeTCs IUKIION0 (TpUreKCeHUIN), KOTOPHI Ha-
3HaYaeTcs JeTSIM B Bo3pacte crapiue 5 et [15, 18]. ITpu-
MCHEHHME aHTUXOJIWHEPTUUECKUX IIperapaToB CIeayeT
OTpaHUYMBATh B CBA3M C PUCKOM ITOSIBIICHUS VUIN YCYTY-
0JIeHWSI KOTHUTUBHBIX U TICUXWUYECKNX HapYIICHUH. AJTb-
TepHATUBHBIM IIpeTiapaToM VIS JIedeHHST (DOKATBHBIX TH -
CTOHMI M CHACTUYHOCTH SIBJISCTCS OOTYJIOTOKCHUH A,
OIHAKO TIPH €T0 IJUTEIHbHOM IMPUMEHEHUN BO3MOXKHO
dopMurpoBaHUE TSKEION ayTOMMMYHHOM peaKIInm.

K coxanenuto, mpu TSKEJIBIX TUCTOHUSIX M BRIPaXKEeH-
HBIX TMIIEpKUTHETUIECKIX PACCTPOICTBAX (hapMaKOTePaITHsT
1-if mmHIM 9acTo Hed((hEeKTUBHA. Y OTHMX ITaIlleHTOB
HaOII00aeTCsl HEMOCTaTOUHBIN 9 PEKT OT MpeajaraeMoi
Teparmu, y APYTUX BOZHUKAIOT CYIIIECTBEHHBIC TIO00YHBIC
3(eKTHI TpY Ha3HAUYeHUM OeH30IMa3eITMHOB, OaKIodhe-
Ha ¥ aHTUXOJIMHEPTUUECKHUX IIperaparoB. B Takux ciayda-
SIX UHTpaTeKaJIbHOE BBeIeHNE OaKIo(heHa SIBJIIeTCS TIep-
CITEKTHBHBIM aJIETEPHATUBHBIM METOIOM JICUCHMS TSKEITBIX
CJIy9aeB BTOPMYHON TUCTOHUH, TIOCKOJIBKY IIPUMEHSIIOTCST
TATPYEeMBIC U CYIIIECTBEHHO CHIDKEHHBIC TO3bI OaKiIodheHa,
B OTJIMYME OT CUCTeMHOM Tepanuu [18]. B HeKOTOphIX TS~
JKEJIBIX CIIyJasiX pacCMaTpUBACTCSI BOIIPOC O IMPOBEICHUN
IyOOKO# CTUMYJISIIIYM Oa3aIbHbBIX TaHTaueB [18].

MoHuTOpUHT Tepanuu

[Mpu HA3HAYCHNY TUETOTEPAITMN HEOOXOIMMBI KOHT-
POJIb YPOBHSI aMUHOKMCJIOT M X META0OJIUTOB B IJIa3Me
KPOBU M MOY€E, OMOXUMHUUIECKUX MAPKEPOB HYTPUTHUBHOTO
craTyca, IMHAMUIeCKoe HaOMmoaeHNe 3a (pU3NIeCKIM pa3-
BUTHEM W HYTPUTHUBHBIM CTATyCOM ITallEHTA, a TaKXKe
IeproamIecKast KOpPeKIIvs JIeIeOHOTO pallioHa ¢ pacye-
TOM €T0 XUMHUIECKOTO COCTaBa.

O0s13aTeTbHBIMU IJTST OLIEHKY TTPY KAXKIOM TTOCEIICHUN
Bpada SBJISIIOTCSI pOCT MallMeHTa, Macca Tejia, IPUPOCT
pa3MepoB To10Bbl. CorTacHO KIIMHUYECKNM PeKOMEHIa-
LIUSIM, BCEM TMallMeHTaM CJIeIyeT IIPOBOIUTh OMOXUMMIYE-
CKMiT aHaJIN3 KPOBU (ComepskaHNe TITIOKO3bI, TT0Ka3aTeIn
KHCIIOTHO-OCHOBHOTO paBHOBeCHsI, OOIIero oenka, 6ei-
KOBBIX (ppakLmii, aibbymuHa, C-peakTUBHOTO Oenka, 00-
Iero OMmIMpyorHa, XOJIeCTepUHA, TPUTIULIEPUIOB, JINTIO-

MIPOTEUI0B HIU3KOI 1 BEICOKOM IUTOTHOCTH (MCCIIeA0OBaHC
YPOBHSI JIMTTOIIPOTEMTHOB B KPOBH), IIEJIOYHOM (pocdaTassl,
KpeaTMHWHA, MOYEeBUHBI, aJlaHMHAMHHOTpaHCchepassl,
acmapratTaMuHOTpaHchepassl, KpeaTuH(POCGhHOKMHAZHI,
KaJIbLIMST OOIIETO U MOHU3NPOBAHHOTO, HATPHS, KaJus,
Heopranmdeckoro docdopa, xkenesa, heppUTUHA, MATHUS)
[15, 18]. OnpeneneHue aap0yMMHA KPOBM Ha3HAYAIOT ITa-
LIMEHTAM IIPU BO3HMKHOBEHHMU IIPOOJIEM C MMMTAaHUEM.
OrnpenenieHre ypoBHEN Kabiust, hochopa KpOBU, TIEUEHOU -
HBIX TpaHCAMMHA3 IIPOBOIUTCSI CO CICAYIOIIEH YaCTOTOM:
Kaxble 3 Mec — nalyeHTaM 10 rofa, Kaxiasie 6 Mec — Ia-
LiMeHTaM oOT 1 roma 1o 6 JieT, Kaxable 12 Mec — MmalueHTam
crapie 6 ser [18]. Takke HEOGXOIMM KOHTPOJIb YPOBHSI
AMMHOKMCJIOT ¥ KApHUTHUHA B KPOBH C IIEJIBIO IIPEIOTBPA-
eHUs ux nedpunura. Ecim mm3nH 1ra3Mel HIDKE HOPMBI,
TIpemyIaracTcs yBeIMIeHNE KOJTMIeCTBAa HATypaJIbHOTO OeI-
Ka WX MOXET MOTpeOOBaThCsI M3MEHEHNE THIIA ITUIIIH,
HamnpUMep KOJIMYECTBA MOJIOYHBIX TPOAYKTOB. KOHIIEHT-
panuy B MOYe TaKMX METabOJIMTOB, KaK TIyTapoBas
u 3-OH-ryTapoBas KMCIOTBI, M KOHLIEHTPALIMS TJIyTa-
PUJIKAPHUTHHA B KPOBU HE KOPPEIUPYIOT C KIMHUIECKH-
MM CUMIITOMaMM Y pUCKaMU pa3BUTHUSI METa0OINUECKOM
JIEKOMITCHCALINH, Y TIOCTOSTHHBIN KOHTPOJIb 3TUX I0Ka3a-
TeJIeit He TpeOyeTcs.

3aknoueHue

B teuenne mocnennux 30 et ObUIM pa3pabOTaHbI M OTT-
TUMM3UPOBaHbI TeparneBTudeckue rmoaxoast mist TAl. Jlu-
eTOTepanus B COUeTAaHUU C TIOCTOSTHHBIM ITPUEMOM JIEBO-
KapHUTWMHA M 0COObIe 9KCTPEHHBIE TTPOTOKOJIbI JICUSHUS
BO BpeMsI 3ITU30J0B MHTEPKYPPEHTHOTO 3a00IeBaHUST —
«30JI0TOM cTaHgapT» JieueHust [Al. DTo MO3BOJISET CyllIe-
CTBEHHO CHU3UTH YaCTOTY Pa3BUTUS SHIE(PATUTONION00-
HBIX KPU30B U, CJ€A0BaTEIbHO, YPOBEHb MHBATUAN3ALUN
M CMEPTHOCTH y MALIMEHTOB, OCOOEHHO C PAaHO YCTAHOB-
JICHHBIM JUarHo30M. JJ1s MpakTUKYIoIIero Bpaya, KOTO-
pbIii HAUMHAET TEPAIUIO NaLMEeHTa C TAKUM PEAKUM 3a00-
neBaHueM kak IAl, HeoOXogMMO 3HATb MPUHIUIIBI
JIUEHUS U MPaKTUYeCKUe aJiTOPUTMEBI pacyeTa JUEeTOTe-
panuu, 9ToOBI HAYaTh JIeYeHe KaK MOXKHO paHbIIIE.
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Bkuaa aBTopos

E.1O. 3axaposa: pa3zpaboTKa 1u3aiiHa UCCIIEI0BaHMS, HAITMCAHUE TEKCTa PYKOIMCH, 0030p MyOIMKaLMid IO TEME CTaTbU:

C.B. MuxaiinoBa: ¢opMUpOBaHUE Pa3esioB, MOCBIIIEHHBIX KIMHUYECKUM IPOSBICHUSIM 3a00JeBaHUs, Tepallkiu B MepUOA MEeTabOIMYeCKOro
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