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MeTta — onvcat MOXIMBOCTI 3aCTOCYBaHHS KeToreHHoi aietn (K) y negiatpyyrin nonynsuii 3 nikyBasbHOIO METO Npu pedpakTepHoMy
CYAOMHOMY CUHOPOMI, BROAXEHX MOPYLIEHHSAX METab0i3my.

KOpOTKO BMCBITNIEHO ICTOPWYHI aCMeKT PO3BUTKY CrELia/IbHOrO MeOMYHOro xap4yBaHHa 019 OOCATHEHHS CTIKOrO KeTo3y B AITer N4 iKy-
BaHHS CyA0OM PIBHOro reHesy; HaBeaeHo PO3BUTOK A0Ka30BOi 6asu Wwoao edektmaHocTi K, B Aitei. NposeaeHo omsa, cydacHx AaHvx Woao
BaratodakTopHNX MexaHiaMiB HerponpoTekTvsHux edekTiB K/, 3okpema, po3msaHyTO OKpeMi LUASXM MOAYMOBaHHS GyHAaMEHTaNbHIX
BiOXIMIYHVIX LWNSAXIB, NPECUHANTUYHI Ta TOCTCUHAMTUYHI 3MiHV BE3VIKYNAPHOMO TDAHCMOPTYBAHHS | BUBITIBHEHHSA B CHANCAX €KCANTOTOKCUYHIIX
i ranbMiBHUX cybeTpatis. Onrcano Yotvpn Tunv K/ 3a poanoaineHHsmM Oinkis, XupiB i BYrMEBOAIB: knacudHa, MoaudikoBaHa aieta ATkiHca,
K/, i3 cepeHboNaHLoros My Tpumitepyaamn Ta gjieta 3 HASbKMM MiKeMIYHM IHOEKCOM. PO3MIAHYTO NoKa3aHHd | npoTUnoKasaHHs Ans npu-
3HaveHHs meamyHoi K-tepanii. OkpecneHo HarBignosiaHiwi oo Tvny K/ BikOBi nepioan OUTUHCTBA 018 AOCATHEHHSA MakCUManbHOi eekTuB-
HocTi. [leTanbHo onncaHo OCHOBHI LI eTaniB niaroToBKN ANTUHI Ta POAMHIA A0 NoYaTky AIETUYHOrO NikyBaHHS, NpUHUMAV iHiujadji K/, na6o-
pPaTopHO-IHCTPYMEHTaNBHOrO MOHITOPUHIY Ta NnpunuHerHs KJ1-tepanii. Ocobnuey yBary NPUAINEHO NUTAHHIO KOHCYLTYBAHHS AUTUHV Nepeq,
noyarkom K/, OCHOBHMM KpOKam LOAO PO3PaxyBaHHA YaCTKM MaKPOHYTPIEHTIB | NPUHUMNAaM CKNaaeHHs WOAESHHOrO xapyyBaHHsA. PosibpaHo
MOXJ/IMBOCTI NpusHadeHHs MeanyHoi K-tepanii nosa pedpakTtepHux cyooM, 30kpema, Npur cuHOApoMi AediumTty mioko3oTpaHcdepasn 1,
nediumTi nipyBargerigporeHasn, MiToxoHapianbHNX poananax, CepUeBi HeJoCTaTHOCTI, TpaBMax MO3Ky. [NpeacTaBneHo HaaBHI CreujasibHi
npoAyKT AN MEANYHMX Linen (KniHiYHe xap4yBaHHA) Ons opraxisauii meanyHoi KA-tepanii B negiatpyyHmx nawieHTiB, 0Co6aMBO NepLivx
DOKIB XUTTA.

ABTOPYM 3a4BASIOTE MPO BIACYTHICTb KOHMNIKTY IHTEPECIB.

KniouoBi cnoBa: keToreHHa aieta, Oitv, MexaHiamu aii, pedpakTepHi CyaoMmn, MeTabosi4Hi TOPYLIEHHSA, MOKA3aHHA, MPUHLMMN NPU3HAYEHHS.
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Purpose — to describe the possibilities of using a ketogenic diet (KD) in the pediatric population for therapeutic purposes in refractory seizure
syndrome and congenital metabolic disorders.

The historical aspects of the development of special medical nutrition to achieve stable ketosis in children for the treatment of seizures
of various genesis are briefly highlighted; the development of the evidence base for the effectiveness of the KD in children is presented.
Areview of current data on the multifactorial mechanisms of neuroprotective effects of KD is carried out. In particular, individual ways of modu-
lating fundamental biochemical pathways, presynaptic and postsynaptic changes in vesicular transport and release of excitotoxic and inhibitory
substrates at synapses are considered. Four types of diets are described according to the distribution of proteins, fats, and carbohydrates:
the classic, modified Atkins diet, medium-chain triglyceride diet, and low glycemic index diet. The indications and contraindications for the ap-
pointment of medical ketogenic dietary therapy are considered. The most appropriate age periods of childhood for the type of KD are outlined
to achieve maximum effectiveness. The authors describe in detail the main objectives of the stages of preparation of the child and family for
the start of dietary treatment, the principles of initiation of KD, laboratory and instrumental monitoring and discontinuation of ketogenic dietary
therapy. Particular attention is paid to the issue of counseling a child before starting a KD, the main steps in calculating the proportion of mac-
ronutrients and the principles of daily nutrition. The possibilities of prescribing medical ketogenic dietary therapy outside of refractory seizures,
in particular, in glucose transaminase 1 deficiency syndrome, pyruvate dehydrogenase deficiency, mitochondrial disorders, heart failure, and
brain injury, are analyzed. Available special products for medical purposes (clinical nutrition) for the organization of medical ketogenic therapy
in pediatric patients, especially in the first years of life, are presented.
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Beryn

HepreTUYHa HEJ0CTATHICTb HA TJi 3aXBO-
pIOBaHb, MO MepebiraloTh 3 SBUIIAMU
6ioeHepreTUYHOI JIMCPEryJIAIil Ha PiBHI
KJITHHHOTO ab0 MiTOXOHJIPiaJlbHOTO MeTabo1i3My,
Ha CBHOTO/IHI BBAKAETHCS KJIOUYOBUM MeXaHi3MOM
sarubesii KIiTHH, 0COOJIMBO TUX, Y SKUX OCHOBHM-
MU i1 QYHKIIIOHYBaHHS € aepoOHi TIiKOTITHIHI

NIAXU. Y IIbOMY 3B’SI3KYy CIIOCTEPIrae€TbCs IMi/1BU-
IMEHHSA IHTepecy Ta 3POCTaHHS KiJIBKOCTI JIOCJi-
JUKeHb 11010 poJii KerorerHoi pietu (K/[) npwm
HeeliJIenTUYHUX CTaHax y IeJiaTpuyHiil 1o-
IyJIALii, K MOKJMWBOIO HUIAXY /JIs KOMIIeHca-
mii merabosiunux posnaxis [16,22]. IIporsrom
OCTaHHIX POKIB 3’IBUBCS HOBUII TEPMiH «HEHPOKe-
TOTEpaIisi», 10, M CTOPIYHOTO MePIoy 3acTo-
cyBanus K/I ns nikyBanHS pehpakTepHUX CYIOM,
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CBITUUTH TIPO 3HAYHE PO3NTMPEHHS CIEeKTpa Io-
Ka3aHb /0 BUKOPUCTAHHS IbOTO BUIY MEIMYHOI
mieTrnyHoi Teparmmii Ha T/ IIMOOKMX JOCTIIKEHb
6iosorii ketoHoBUX TiJ [16,46].

Meanuna K/[-teparisi HaleXUTh 0 Kjaacy Me-
aMuHOI GioeHepreTHYHOI Teparrii, MeTa sIKOI 1oJIs-
rae B iHayKilii moMmipHoro ketosy (=0,5 MMOJIb /1),
mo € Oe3MeyHrM i KOPUCHUM IPH IIKPOKOMY
CIIEKTPI HEEINJIENITUYHUX CTaHIB, SKi Jy’Ke 4acTo
He MaloTh e(heKTUBHOTO (HapMaKOJOTIYHOTO JIKY-
Banns [19,36].

Bcebiuni 3minm meraboaismy npu K/[-repa-
nii 1al0Th 3MOTY MOJyJIOBaTH (DyHIaMeHTaJIbHi
GIOXIMIYHI MIJISIXH, CTUMYJIIOITh MiTOXOH/IPiajib-
HUiil GioreHes, 3MiHIOIOTh METaOOJIYHIIT KOHTPOJIb
BE3UKYJISIPHOTO TPAHCIIOPTYBAHHS Ta BUBIJIbHEH-
Hd B CHHAICaX €KCAUTOTOKCUYHUX 1 TaJbMiBHUX
cyOCTpaTiB Ta €H3WUMIB, WO € IAIPYHTIM IS
il 3acTocyBaHHS B IeJiaTpUYHIN IOIMYJALil 1IpU
6araThOX MeTabOJIYHUX 3aXBOPIOBAHHSX 1 CTaHAX,
0 CYIPOBOMKYIOThCS HOPYIIEHHIM MeTaboJIid-
HUX 0OMiHHMX 1sxiB [5—7,10,19,29].

Mema pnociijkeHHS — OIKUCATU MOKJHUBOCTI
3acrocyBanHsa K/l y memiarpuuHiii momyJisiii
3 JIKYBaJIbHOIO METOI0 TPHU pedpaKkTepHOMY Cy-
JIOMHOMY CHUH/IPOMi, BPOJ/I)KEHUX TOPYIIEHHIX
MeTaboIi3My.

[Tomyx ingopmarii 1y BUCBITIEHHS MTUTAHHS
3actocyBanHsa K/[-Teparmii B memiaTrpuyHiii morry-
JIAIiT TTPOBE/IEHO 3a KJIIOUOBUMU CJIOBAMU B TaKUX
6azax manux: Scopus, Web of Science, EMBASE,
PubMed, Cochrane Library, PubMed Central,
UpToDate, MEDLINE, NCBI Datasets, BioMed
Central, Free Medical Journals, Google Scholar,
Medknow, PLoS Medicine, HarionanbHa 6i6Jtio-
Teka Ykpainu imeni B.I. Beprancbkoro.

Icropuuna moBimka. BimomocTi mpo sikyBaH-
HS TOJIOJlyBAaHHSIM XBOPHUX i3 Cy/JIOMaM# CSTAlOTh
kopinusaMm y vyacu CrapomaBuboi Ipertii Ta paro-
Bani 500 pokom 0 Hamoi epu, 10 3HAUIILIO BilO-
Opaskernst B poboti linmokpara «IIpo cesreHHy
XBOpoOy» [29,45].

[Ticist BizkpuTTs npenapatis 6pomy Ta heHo-
GapbiTairy, pa3oM i3 KepOBaHUM KETO30M, y IapuHi
JIIKYBaHHS CyZIOMHOTO CUH/IPOMY Ta erlijierncii Bu-
HUK e(eKTUBHUN TepaneBTUYHUN TPUKYTHUK.
Ynepmie mpo eheKTUBHICTh TEPIOAMYHOTO TOJIO-
JIyBaHHsI 3 0OMEKEeHHSIM KaJIopiil y 6 maiieHTis i3
pedpakrepanmu cygomamu nosigomuu y 1911 p.
dpaniyspki  gikapi G. Guelpa Tta A. Marie.
Y 1920-1921 pp. 3'aBusocss Bimpasy AeKigbKa
MOBiZIOMJIEHD TIPO e(heKTUBHICTD JIIKYBAIHHOTO TO-
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JIOZLyBaHH B IAII€HTIB 13 CYZIOMHUM CUH/POMOM,
GyJI0 BCTAHOBJIEHO, 110 KETOHY B HOPMi (hOPMYIOTh-
csl B opraHi3mi npu roJsionysanHi. Jlikap-nieniatp
M. Peterman y 1925 p. cchopmyiioBaB npuHIUIu
knacuynoi K/ (KK/1) Ta 710BiB ii BUCOKY edekTnB-
HicTh cepen miteit [29,45].

[[Tupoke 3actocyBannga KJI wmalizke mnpuru-
HUIocs Tmicad Bigkputta denitoiny y 1938 p.,
a PO3BUTOK TIOIJISAIB Ha 37I0POBE XapuyBaHHS
3 HU3bKUM BMIiCTOM JKUPIiB i X0JIECTEPUHY Bi/lirpaB
3HAYHYy POJIb Y TOMY, IO JaHUI Ti/IXi/ y JliKyBaH-
Hi erisenicii 6yB Maiike 3a6ytum. [TorrroBxom st
BisposkerHss K/l sk mikyBanHs nipu pedpaktep-
HUX CyJoMaX cTaja ocobucra ictopis edekTus-
Hocti giern B Yapsi AbGpaxamca, cMHa aMepHUKaH-
cbKoro peskncepa, sikuit y 1994 p. creopus Charlie
Foundation, a y 1997 p. 3usB npaBauBuii (hinbm
«TonoHe — He momkoauTHy» («First do no harms),
TOJIOBHY POJIb y sikoMy 3irpasa Mepis Crtpin [45].

Ha cporozini HakolMyeHa 3Ha4YHa KUJIbKICTb J10-
cipkenn, y skux K/l posrisiiaerbes Sk criaoBa
ME/IMYHOI HYTPUTUBHOI (JIIETUYHOI) Tepariii npu
HIMPOKOMY CIIEKTPi 3aXBOPIOBaHb Ta y 3BUYAIHOMY
KuUTTi [6,12,19,29,30,35]. [Tpo miaBumieHHs inTepe-
cy 1o K/ cBiguuTh 361/1bIIEeHHS KiJTBKOCTI IUTYBaHb
pobit moxo meanunoi K/ y pecypci PubMed —
Bil mooamHOKHX pobit y 90-x pokax XX cr.
no 2724 crareii y 2019 p. 3pocrae Axictb nusaii-
Hy nocJikenb edhekrusrocti K/. Tak, y 2003 p.,
3a ganumu Cochrane Library, re 6ys0 pangomiso-
BaHMX KJiHIYHUX Hocaimkens (PK/L) mono edex-
TUBHOCTI 3acTocyBanHsa K/ mpu cyoMHuX cTanax;
y 2012 p. mposeneno 4 PKJl 3 5 myGmikariii;
y 2018 p. —11 PK/I 3 15 ny6umikarriit; y 2020 p. —
13 PK/ 3 17 ny6umikamiii. TlizcymMkn mocisKeHb
111010 eheKTUBHOCTI, 6E3MEYHOCTI Ta MOKJIMBOCTI
3acrocyBanHsa K/l mpu cTanax 1mo3acy1oMHOTO CUH-
poMy Ta pedpakTepHOi A0 JIKYBaHHS elliJierncii
MPEICTABIEHO Ha IT00ATbHUX CUMITO3iyMax i3 Me-
nuunoi K/[-reparmii [2].

MoskiuBi MexaHi3MU [ii KETOreHHOI Ji€TH.
Mexanismu gii K/ 6aratodakrophi Ta Ha choro-
Hi Bce 1ie BUBYAIOThCSA. OCHOBHUMM KETOHOBUMU
TIIaMU, SKI BU3HAYAIOThCS TeCT-CUCTeMaMH, € Oe-
Ta-TiIPOKCUOyTHpaT Ta areroarieraT. KoHieHTpa-
i aleTOHY TIiji Yac PO3BUTKY KETO3Y BiJIHOCHO
HeBHCOKa. KeTOHOBI Tijla yTBOPIOIOTLCS 3aBISIKU
6e31mocepeiHbOMY OKUCJICHHIO JKUPHUX KUCJIOT 32
Bi/ICYTHOCTI IOCTaTHBOI KiJIbKOCTI TJIIOKO3H.

KeToHOBI Tisla 3B’A3yI0ThCS 3 pelenTopaMu iH-
riGiTOpHOTO HeHpOoTpaHCMiTEpa TaMMa-aMiHOMAC-
sggnoi kucsaotu (FAMK), cipuunnstoun ix noren-
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MiaIio Ta HaKOMUYEHHsI TaJbMIiBHOTO CyOCTpaTy
[6]. THIIIMM MexaHi3MOM € BIJIMB HA HEWPOHAJIbHI
pos’eHyBajbHi OiJTKH, TOB’sI3aHi 3 aKTHUBAIE0
YMCJEHHUX TEeHIB €eHEepPreTMYHoOro MeTaboJrisMy
Ta MiTOXOH/[PiaJIbHOTO GiOTEHEe3y 3 YTBOPEHHSIM aK-
TUBHUX (hOPM KUCHIO i BUpoOIeHHsM eneprii [21].
[Ipu crani KeTO3y BiZIOYBAETHCS AJIbTEPAITist IOHHITX
KaHaJiB 3aBasiku 6jokyBaHHIO AMPA-perenrtopis
(pettentopu o-aMiHO-3-TiZAPOKCH-5-MeTHII-4-130K-
€a30JIpoIioHoBo1 kucyaotn). I1i inoTporHi perer-
TOPU TJIyTaMaTy, eKCAHTOTOKCUYHOTO TPAHCMITEPY
B CHHAICaX, OJOKYIOThCS EKAHOBOK KHCJIOTOIO,
110 3MIHIOE MOTEeHIasI /il IOHHUX KaHaJIB 1 3MeH-
mye 30yamBicTh. JleakTuBallisi Ta JeCEeHCUTH3A-
i IOHHUX KaHaJ/liB TaKOXX PO3BUBAETHCS uepe3
3B'sI3yBaHHsl TpaHcMeMOpanHux AMPA-peren-
Top-perysounx 6inkiB 3 AMPA-pernentopamu.
lamemyeTbes m-TOR nuisx, cipsiMoBaduii Ha picT
KJITHH, iXHIO mposidepallito Ta BUKUBAHHS, IO
3MEHIIYE MJIACTUYHICTh CUHAIICIB 1 IPUTHIUYE iHI-
miargito cyziom. /logaTkoBo moJjiiHeHacu4eHi KUPHi
KUCJIOTH, IKi HAZXOAATh Y 3HAYHIN KUIBKOCTI TP
K/I, BUKJIMKAIOTH TaJIbMyBaHHsS POOOTU TIOTEH-
miaj3ajeKHuX HaTPIEBUX KaHAMIB 1 3HUKEHHS
30ymmmBocri [9,16,20,21].

HenaBuiMu  (dyHIaMEHTATBHUMY  IOCTIiJIKEH-
HssMu M. Murugan Ta crisast. (2020) i A. Dabek
ta cmiBaBT. (2020) noBeneHo, MO B TAIli€EHTIB
3 emienrtnaanMu cuHpoMamu ipu K/[ crocrepi-
Ta€ETHCS JIBI TOJIOBHI eMireHeTW4YHi MeTaOoJiuHi
a3minu: BigHoBeHHs /[IHK-MeTtnnamnii ta aneruis-
11ii TICTOHIB 3aBSIKY NTpUTHIYeHH!O | Kacy ricToH-
JearieTuiasn KetoHoBuMu Timamu [7,24]. Otxe,
K/I-repaniss Moxe OyTH PO3IJISHYTa K XBOPOOO-
Moaudikyoue mikyBanHs [20].

3a marnumu C.A. Olson Ta cmiBaBt. (2018), mix
mieto K/I momysmiororbest MetabosiiuHi marorexe-
TUYHI MIJITXU 3aB/SKU 3MiHI KUIITKOBOI MiKpO(hI0-
pu 3i 3MEHIIEHHSAM O-PI3HOMAHITTS Ta 30iJIbIIeH-
HSIM KOpUcHUX Gakrepiii Akkermansia muciniphila
ta Parabacteroides spp., 1110 TPU3BOIUTD 10 3MiH Y
MeTaboIOMi TIPOCBITY TOBCTOI KUIIKK 31 3MEHIIEH-
usim TAMK. Ile 36imbinye Bmict TAMK /roryrama-
Ty B MO3Ky 31 3MeHmeHHssM TAMK y kposi [27].
EdextuBricTh MaHINMYJIAMIN CKIAAOM KHUITKOBOI
Mmikpobiotu 3a gonomororo K/l miarsBepikeHa B
HoBUX jsociskertasx Ch. Mu ta cmiBasr. (2022) y
JliTelt i3 CUHIPOMOM iH(AHTUIBHUX CIIa3MiB (CHUH-
apom Becra). Tlocuennst MitoxoHapiasbHOi 6io-
erepreTuxu rinokammy npu K/ moske 6yTr HOBOIO
cTpaTerieio JiKyBaHHs HoAi0HUX posyazais [23].

[IpecuHAITUYHO KETOHOBI TiJIa MOXYTb Trajib-
MyBaTH BE3WKYJSIPHI TPaHCIOPTEPHU TIyTama-
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Ty, 3HWKYIOUM TUM CAaMHUM KiJIbKICTh TJIyTamary,
SKUW TIOTJIMHAETHCS BE3UKYJaMU, Ta 3MEHMIYIO-
YU KIJIbKICTb IJIyTamary, 110 BUBIJIBHIOETLCS IPU
CUHANITUYHIA TpaHcMicii. BojgHodac KeTOHOBI
Tista 36impryiors AT@-1poayKIlio, MiaBUITY0UN
3/IATHICTH MeMOpaH IIBUAKO PeroJIsIpU3yBaTHCS
micas crumysisiiii Nat/K+-AT®asu, obmexyro-
YW KUIBKICTh BUBIJIBHEHOTO HeWpOTpaHcMiTepa.
[TocTecuHaNTUYHO MOAIOHI MITOXOHAPiaJibHI 3MiHI
3IIIICHIOIOTh HEHPOIPOTEKIII0 Ta MOCIa0II0I0Th
30yuBicTh KiituH [4,20,36].

Konrmenitis cTBOpeHHsT TpenapartiB, sKi MoO-
MGIKyIOTh  TONIKO/KEHMIT  eHepreTHIHui  00-
MiH y KJITHHAX, 30KpeMa HEePBOBOI CHUCTEMU,
CIIPpSIMOBAHA Ha TIONIYK PEYOBUH, SKi BIIMBAIOTH
Ha 10HHI KaHaJi¥ B KJITUHHII MemOpani Heii-
pOHIB i/a00 MeceH/KepU CHUTHAIIB y CHHAITHY-
Hill TIIJIWHI TIeHTPaJIbHOI HepBOBOI cuctemu [32].
[Meit mixig IPyHTYETHCS HA PO3YMiHHI, 1110 KOMIIO-
HEHTH KJITUHHOTO MeTabo0J1i3My, 0coOJINBO Ti, 110
6epyTh ydacTh y IPOIecax eHePreTHYHOro 0OMiHy,
BU3HAYAIOTH 30y/INBICTh HelipoHiB [33]. ¥ mMexax
i€l koH1enii MeTaboJiuHI 3MiHU, IKI BUHUKAIOTh
y TOJIOBHOMY MO3KY i/ BimuBoMm K/[, MatoThb mpo-
TUCYIOMHY [Ii10. OCcOOJIMBO I[iIKaBUM € TUTAHHST, 41
3MOKYTh JIOCJIIHUKM BHACJIZIOK TIOJIAJIBIITNAX PO3-
pobok ctBopuTH TabsieTKy (abo po3unH), sKa I110-
Bropioe pesyibratu K/ [2,4,15,17,32,35].

IToka3anHa 10 KeroreHHoi aietu. Tpamuiriii-
Ho Meanuna K/[-repamiss mpusHavyaeTbes iTIM
MpU  TSOKKUX  (popMax CHUMIITOMAaTUYHOTO CY/I0-
MHOTO CHH/I[POMY Pi3HOTO TeHe3y Ta eliJiericii, mpu
HeIepeHoCUMOoCTi abo TAKKUX MOOIYHUX edeKTax
(hapmaxosioriyHoi  POTHEMIIENTUYHOI  Teparii.
OcHOBHUM TIOKa3aHHAM € (apMaKoJOTiaHO-pe-
3UCTEHTHUN CYJIOMHUH CUHIPOM Ta emijenciga —
CTaHu, 3a SKUX HEMa€E IepiofliB, BiIbHUX Bia Ha-
naJliB, y pa3i aleKBaTHOrO JiKyBaHHSA MPaBUJIbHO
BCTAHOBJIEHOTO /IiaTHO3Y 32 YMOB BUKOPUCTAHHS
ONITUMATBHUX CXeM MTPU3HAYEHHS TPOTUCYTOMHUX
mpemapatis  [19,20]. Edexrusnicts K/[-Teparmii
BU3HAYAETHCS K 3HIKeHHS Ha >50% dvacTtoTw
cyzniom y iouaz 50% mnarienTis.

EnisentuunnuMu cMHAPOMaMH, /IS IKUX JIOBE-
JleHa BUCOKA e(heKTUBHICTh TTPU3HAYEHHST MeIrd-
noi K/[-repamii 3a E. Kossoft ta cmisast. (2018),
BBaKaOThCs:  cuHaApoMu  Angelman, Dravet,
Doose, Ohtahara, nopymenust HA/[H-zerigpore-
HasHoro komiuiekcy (HA/IH-y6ixiHoH-0KcHI0pe-
ayKrasa), GedpuabHuii iHheKIinHuI eritenTuy-
nuii cunzapom (FIRES), indantuapni cnazmm
[19,20]. [Ipu BuIiieHaBe/IeHUX cTaHAX TO3UTUBHUN
edekT criocrepiraeTbest y monan 70% mnarieHTis.
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Puc. 1. BikoBi Mexi po3BUTKY eninenTUYHMX CUHAPOMIB Y AiTei (apantosaHi 3a I.E. Scheffer Ta cnisasT. (2017); M.M. Villaluz Ta cnisagrt. (2018) [35,44])

Panniii mouatok, mIBUJKE TPOTPECYBaHHS 3 BU-
COKUM CTyIleHeM KOTHITUBHUX 1 TOBEIIHKOBUX
pO3JaliB, BUCOKA YacTOTAa PO3BUTKY KOMOPOII-
HUX CTaHiB Ta (apMaKoJIOTiuHOI PE3UCTEHTHOCTI
EMJIENTUYHNX CUHJIPOMIB Y HEMOBJIAT Ta JiTel
PaHHBOrO BiKy OOYMOBJIIOIOTH JAOLIJIBHICTH IIPH-
snauennsd K/[-Teparii came 11iii KaTeropii naiienTin
(puc. 1) [35,44].

Ichye nomatkoBuUil Tiepesik CTaHiB, MPU SIKUX
K/l Takox mae mo3uTuBHUN edeKT Ha CY/OMHY
akTuBHICTh. [le — medinmuT azeHO3UI-CyKITMHAT-
miasu, raikoreno3 tun V McArdle, koprukasibhi
masbpopmaiiii, CDKL-5 ennedamnomnaris (cyclin
dependent kinase like 5), xBopo6a Lafora, cutgpom
Landau—Kleffner, cungpom Lennox—Gastaut,
nedinut  dochodpykrokinazu, cusgpom Rett,
Mi/ITOCTPUIT CKJIEPO3YIOUH MTaHeHTiedasiT Ta iHIIi
[9,22,25].

Kmacnuna memmuna K/[-Teparis BBaKaeTbcs
«30JI0TUM CTaHJIAPTOM» JIIKYBaHHS JBOX PO3JajliB
MeTabostisMy: nedinuTy TpPaHCIOPTEPA TIIOKO3U
1 (GLUT-1) i nmedinuty mipyBat/eriiporeHasu
[9,19,38,39,41].

Memnuna K/l-tepamiss mMpoKo BUKOPHUCTO-
BYETHCA B KOHTEKCTI BPO/KEHUX TOPYIIEHb Me-
TaboJi3My, 30KpeMa, IPH CHUHAPOMi jgedinuty
OypIITHHOBOI HaITiBaJIb/IETi/IIETiIPOTeHA3H, HEKe-
TOTUYHOI TiIEepryiluHeMii Ta MiTOXOHpiaJbHUX
nuronariit. Edexrusuicts K/l mpu takux cranax
6e3yMOBHA 3aBJISIKU TOMY, 1[0 OPTaHi3M Ma€ 3MOTy
nepebyayBaTi 0OMIH PeYOBHH /it 00X0y HedeK-
tHOTO IAXY [5,9,30,46,49]. K/ ycminno Bukopu-
CTOBYETBLCS JIJIS1 JTIKYBAHHS TaKUX CTaHIB 3aBJSIKU
CIPUSATINBOMY BIUIMBY Ha JI0JaTKOBI KJIIOYOBI
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(bepmenTH Ta CyOCTPATH 3 BiTHOBJIEHHSIM TIOPYIITe-
HOI Oi0eHePreTUKM KJITHH 1 TOJIIMIIIEHHSIM OKHUC-
HO-Bi/IHOBHOT'O TOMEOCTA3Yy.

Kerorenna gieta Moske OyTH MOTEHIIITHUM Te-
pareBTUYHUM BapiaHTOM JIJIs MAIiEHTIB i3 TOCTPU-
MU HEBPOJIOTIYHUMM CTaHAMU — TOCTPOIO i1IeMi€el0
ab0 TPaBMOW TOJIOBHOTO MO3KY B Ie[iaTPUYIHUX
Bi/I/lIJIEHHSIX IHTEHCUBHOI Tepartiii. MexaHismu ypa-
JKEHH$I BKJIIOYAIOTh 3HUKEHY 3/[aTHICTh MO3KY BU-
KOPHUCTOBYBATH IJIIOKO3Y 11/l YaC OKUCJIIOBAIBHOTO
cTpecy, a KetoHnu, Oyayuu Oijibin eHeproedeKkTuB-
HUMH, MAIOTh TEHICHITIO TTOJIMIITYBATH KT TUHHAHN
MeTaboJTi3M, 3MEHIITYBAaTH aIlonTo3 1 yTBOPEHHS
BIJIbHUX pajluKaiB, a TAaKOK CIIPUSTU TTOKPalleH-
HIO 11epeOpPaTbHOr0 KPOBOTOKY, HAAAl0ud HEHpo-
npoTekTopHy ziio [10].

MirtoxoHzpianibHi 3aXBOPIOBaHHS HE MalOTh
(bapmakoOTiYHOI JTIKYBaJIBbHOI Teparii, TpUIoMy
IPU TMi# TATOJIOTIi YPaKyt0ThCs ITePEeBaKHO OPTaHH,
3aJIeKHi BiJl aepOOHOTO MeTaboJTi3My 3aB/ISIKU MTATO-
JIOTIYHIT AUChYHKINT AUXATBHOTO JIAHITIOTA MiTO-
xoHzpilt [28,49]. Ketorenna mMeanyna tepartis 1mpu
MITOXOH/IpIaJIbHUX 3aXBOPIOBAHHSIX 3aB/SIKU  [10-
CJIKEHHSIM OCTaHHIX POKIB BXOUTDH IO TIEPEJTIKY
eexTBHUX BapiaHTiB JiKyBaHH4. Kpim Toro, K/
€ no06pe BigoMuM, OesneyHrM i ePeKTUBHUM 3a-
co0OM JIIKYBaHHSI CY/IOMHOTO CHHIPOMY — YacTO-
O CUMITOMY TIPU MiTOXOH/IPiaTbHUX IUTOTATISAX
[30,49]. 3a manumu L. Huang Tta cmiBaBt. (2022),
ocobsmBa edexrtuBHicTs K/[-Teparii BimmivaeTn-
cs TIPU MITOXOH/IPIaJIbHUX PO3JaiaX Komiekey |
(HA/TH-pnerimporenasnuii komiuieke) [12].

OcobIMBO  TIEPCIIEKTUBHUM € 3aCTOCYBaHHS
K/I-tepamii B miTelfi 3 OHKOJOTIYHUMH 3aXBOPIO-
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Banusamu [3,37]. PakoBi kiiTWHU TIepemporpamo-
BYIOTh BJIACHWIT MeTabo0JIi3M, 100 MiATpUMyBaTh
NIBU/IKUI picT i riposicepartito kaiTuH. [Topytien-
HsI peryJisiiii MeTabosli3My B pasi 3acTOCyBaHHS
K/I Bimirpae rneBHy poJib y pocTi IPH Pi3HUX THUTAX
paky [13]. Biamosiguo no edexry Warburg, 3mo-
SIKICHI KJIITUHM HaJ3BUYATHO 3a/e)KHi Bix aepob-
HOTO TJIIKOJTI3Y, IK JiKepesa eHeprii, 3 yTBOPEHHIM
JIaKTaTy. 3BUYAlHI KJIITUHU MOXKYTh 3aCBOIOBa-
TU KETOHHI Tijla Ta MiATPUMYyBaTU eHEePreTUuYHUM
MeTaboJTi3M, a PaKoOBi KJIITHHU Ha Il¢ HE 3[aTHi.
K/l cripuse rasbMyBaHHIO PO3MHOKEHHS PAKOBUX
KJIITUH, 3HUKEHHIO CyOCTPATIB [IJIsT MAKPOMOJIEKY -
JIIPHOTO CUHTE3Y, MAa€ TOTEHI[IHI AHTUAHTIOTEeHH]
Ta anTunposidepaTuBHi edextu [3].

[Mpusnauenns K/l mpu ceprieBiit HeOCTATHOCTI
IPYHTYETBCS HA TOMY, 1[0 B HOPMAJbHUX YMOBax
OCHOBHUM J[’KEPEJIOM eHepTii /I8 MiOKap/ioluTiB
Ha 60-90% € oKucaeHHST KUPHUX KHUCIOT Ta Ha
10-30% — ramokosu. [Ipu remorHaMigHOMY cTpeci
HIJTYHOUKU ceplisl BUAINAIOTH B-HaTpiilypeTny-
nuii nentun (BNP) nng  ctumysinii BuBisibHeH-
HS BUIBHUX JKMPHUX KUCJOT i3 *KUPOBOI TKAHUHU
i KeTorenesy B neuinit, o6 3a0e31€YUTH TKAHK-
HY CEepIIeBOTO M’sI3a IOJIATKOBUM JKEPEJIOM eHep-
rii. ¥TBopeHHsa KetoHOBUX Tia nipu K/l modtinmrye
HA/IXOJIPKEHHS eHepril J10 ceplis Ta 3HUKYE 11aTOJI0-
rivme peMo/Iy/II0BaHHs MiTOXOHAPiaJbHOIO OOMIHY
i PO3BUTOK iHTPAIENIOJIPHOTO JIAKTATAIIUI03y
Mmiokapmionutis [11,47].

3actocyBanHs K/l moza memamuHoto cdepoio
OXOILIIOE TMUPOKE KOJIO MOJIEHHOI JIIITBbHOCTI JIT0-
nuan [3]. Bucoknii cryniab edextuBrocti K/I mo-
BEJIEHUH Y CIIOPTCMEHIB, B 0Ci6, 3a/iSTHIX Y KOCMiY-
Hill Ta BICHbKOBIH Tay3sX.

Ilpotunoka3anHsi [0 KETOTEHHOI JIi€TH.
AGCOMIOTHIUMHU  TTPOTUTIOKA3AHHIMU 10 3aCTOCY-
BauHs K/l € nepsunHuMii nedinur kapuitTuny, gedi-
IIUTA EH3UMIB OKUCJIEHHS KUPIB, HEMOXKJIUBICTH
[MiITPUMYBaTH  a/lecKBaTHE XapuyyBaHHS, 1/I€H-
Tn(dikoBaHi MeToaM¥ HelpoBi3yasmizallii Xipyp-
TiYHI TPUYUHE CyI0M, AedinuT mpyBaTkapOOKCH-
stasu ta mopdipis. [Ipusnavenns K/l mpu posmamax
TPAHCIOPTYBaHHs 60 OKUCJICHHST JKHPHUX KUCJIOT
MOJKe HPU3BOAMTU A0 PYHHIBHOI MeTaboJiuHOl
kpusu [19,20].

Bunu kerorennoi amietu. Taka mieta Bu3Ha-
YAETHCS K XapUyBaHHS 3 BUCOKUM BMiCTOM JKUPIB,
HU3bKUM PiBHEM BYTJIEBO/IIB 1 a/IeKBATHOIO KiJIbKi-
cTio OijKa.

Pospisusgiore wotupu ocuoBHi (opmu K/
knacuyna (KK/I), moandikoBana mieta ATkinca
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(M/IA), K/ i3 cepeiHbOTAHITIOTOBUMU TPUTJIiTIe-
pugamu (MCT K/I) i nieTa 3 HU3bKUM TJIKEMiu-
nnMm iagexcom (LGI K/1). Posnioginenns 3a Bugamu
K/ 6asyeThbcs Ha BU3HAUEHHI KETOIN€HHOTO CIIiBBiJ-
HortreHHs (iHeKCY ), TOOTO CIiBBiHOIIEHHST KETO-
TeHHOI CKJIa/I0BOI (3KUPHU ) /10 aHTUKETOTEHHOTO T10-
tentiany (6isku ta Byriesoan) [19,29,42,43].

3Hazobuiocs 10cuTh bararo yacy, o0 BU3Ha-
yutucd, saxkui tun K/ gomigsHime BUKOpUCTO-
ByBaTH B Pi3HMX BIKOBUX Tpymax maiientis [15].
Y 60-x porax XIX ct. BBaxkamnocs, mo K/l ne
eekTUBHA B JiTeli MEpPHIOrO0 POKYy KUTTS. Bike
y 2001 p. Douglas Nordli noBiB 6e3neunicts Ta
edextusHicts K/[ y HemoBmaT i3 pedpaxrepHu-
MU CYZIOMaMU: Ticjisg 3 MicsiiB 3actocyBanHs K/|
39% niTeiil MO3UTUBHO BiINIOBLJIN Ha Hel 31 3MeH-
HieHHsIM cyioM Ha >50%, a 18% mocsriiu OBHOTO
KOHTPOJIIO HAJl CyloMaMu [26].

Kerorenna Tepamisi MoOXKe 3aCTOCOBYBATHUCS
B HOBOHAPO/)KEHUX 1 HEMOBJIAT, sIKi 11epe0yBaioTh
Ha TPY/IHOMY BUTOJOBYBaHHi, aje MalOThb TSIKKI
cynomu — erigyencito [15,23,42]. st nocsirnenust
KeTOo3y Ipu 30epesKeHOMY IPYHOMY BUTOIOBYBaH-
HI ITOYMHAIOTH 31 criBBigHoIeHud 1:1, 1ag 11boro
3aCTOCOBYIOTH 3aPEECTPOBaHi B YKpaiHi creliati-
30BaHi KetorenHi npoayktu 3:1 abo 4:1, saxi 3mi-
NIyIOTh i3 TpaanuIiiiHo© (hopmyso0 (KeToreHHMI
inmexc — 0,4:1) a6o rpyaam mosokom. CriBBij-
HOIIEHHST TOAEHHO 30UIBIIYIOTh [JisT OTPUMAHHS
6aKaHOTO PiBHS KEeTOHIB. J[JIst MiABUIEHHS KOM-
MJIAEHCY TO/I0 TOTPUMAHHS JIETUYHUX PEKOMEH-
Jaliil y miJiTKIB Ta I0HAKIB YacTillle 3aCTOCOBY-
1otb M/IA a6o LGI K/I.

Knacuuna xemoeenna oiema € HaiicyBopi-
o Ta 1oTpebye JAOTPUMAHHS KETOTEHHOTO
CITIBBiIHOIIIEHHS JKUPIB 70 GiJKa 3 BYIJIEBOAAMH,
gk 4:1 a6o 3:1. IIpu KK/ KijbKicTh HaAXOMKEHHS
x&upiB cranoButh 87-90% Bix 1060BOI mOTPEOU
B eHeprii, ByTJIeBOIN y:Ke 0OMeKeHi, a KiTbKiCTh
6isKa peTesbHO KOHTPOJIoeThes [8,19,42].

Y HeMOBJAT 1 JliTell PaHHBOTO BIiKY, MTITKIB
YacTille BAKOPUCTOBYIOTH CIiBBi/iHOMIEeHHS 3:1 Ue-
pe3 HeoOXiAHICTh CIIOKMBAaHHS 3HAYHOI KiJIbKOCTI
OLIKiB. JIOCTIKEHHSIMU BCTAHOBJIEHO, IO Cepej
JITEN cTapIioro BiKy Ta IoHaKiB yepe3 1 pik 3acTo-
cysanns KK/l 45% narientiB BigMoBuivcs Biz Hei
HepeBakKHO Y 3B'SI3KY 13 CyBOPUMHU OOMEKEHHIMU
partiony.

Moougixoeana oiema Amxinca pospobiie-
Ha 151 3a0esmederHs OibIToi MPUXUIBHOCTI 10
MIETHYHOTO JIiKyBaHHsI, O1/IbII0I MOKJIMBOCTI BOO-
Py IIPOJIYKTIB XapuyBaHHs, a TAKOX /IJIs1 3MEHIIIeH-
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Puc. 2. Anroputm niarotoBku, No4atky Ta NpOBEAEHHSI MEANYHOI KETOreHHOI
E.H. Kossoff Ta cnisasr. (2018) [19])

H4 y4acTi JiKapiB y MiJIrOTOBIII Ta MOHITOPUHTY Iie-
pen noyaTtkoM Jietu [18,19]. M/IA npusnavaerbcs
6e3 ToTepeIHhOTO TOJOMLYBAaHH B aMOyIaTOPHUX
yMOBax Ta OOMEKYETHCS PO3PAXyHKOM MOTPiO-
HOT KiJIBKOCTi CKJIaJIoOBUX i3ki B rpamax. CriBBiji-
HOIIEHHST JKUPIB [0 OIiNKiB 3 Byr/ieBogaMu Tpu
M/IA cranosuth 1:1 (65% xupis, 25% Oinka,
10% ByrJ1€BOIB).

[leit Buy fmieTH € ONTUMAJbHUM, ajie JI0CTaT-
HbO e(DeKTUBHUM pIllIEHHIM JUJIsT BIKOBOI TPYTH
MAITiENTIB, $Ki BIIMOBJISAIOTHCSA JTOTPUMYBATH-
cd JKOPCTKOi mietn. PaHHIMEU [OCTIKEHHAMA
E. Kossoff Ta criiBasT. (2006) moBezneno, 1o 65% i-
Teit BikoMm 3—16 pokis masiu >50% peayKiiii cyom,
35% manm >90% moJinineHHs, a 4 1iTeil MpoTsIrom
Gisbiire Hisk 6 MicsIiB 30BciM He Masu cyzoMm [18].
[Topisastaasg M/IA Tta KK/ ne BusBuio pisauili B
CTyTeHi penyKitii cygaom [31].

Kemozenna odiema i3 cepednvonanurozoeu-
mu mpueniuepuoamu. MCT KJ/I Buepie 3arpo-
noHosana Peter Richard Huttenlocher y 1971 p.,
a 'y 2008 p. momudikosana Elizabeth G. Neal 3
TaKUM CKJIAJOM MaKpoeJeMeHTiB: kupu — 73%
(3uux 30-60% MCT), 6inku — 10%, ByrieBom —
15-19% [29]. MCT npoaykyiots GisbIiny KilbKiCTh
KETOHIB Ha TpaM, HiXK [OBTOJIAHIIIOTOBI TPHIJIille-
pUIH, TIPU IIbOMY BUCOKUI KETOT€HHUU TTOTEHIial
MPU3BOJUTD /10 3HWKEHHS CIOKUBAHHS KUPHUX
KICJIOT Ha KOPUCTH BUCOKOTO CITO;KUBAHHS O1JIKIB i
ByrsieBojiiB. EdbextuBHicTh ieTn 06yMoBIeHa Tum,
mo MCT edexrtuBninie abcopOyIOThCst i TpaHC-
MOPTYIOTHCST GE3M0CePEIHBO 0 KITITHH TEYiHKH,
He MOTPeOYIOTh KapHITHHY [IJisI TEePEeHeCeHHsT B
MITOXOH/IPIl KJTITUH i1 OKucjaeHHd. Kpim Toro,
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nieTnyHoi Tepanii (aganToBaHo 3a E. van der Louw Ta cniBasrt. (2016) [42];

MCT mnpoxomsaTh dYepe3 TeMaToeHIepaTiqYHUN
G6ap’ep i GesnocepesHbO GEPYTh y4acTh B EHEP-
rerTuyHOMY MeTaboJi3Mi  HEHPOHIB Ta acTpo-
uTiB [29].

XapakrepHoio pucoio 1mporo Buxy K/l € we-
OOXiHICTh PETEJLHOTO PO3PaxyBaHHS YaCTKU
J1000BOI eHeprii, 1o NpUIaZac Ha JAOBrOJIAHIO-
rosi tpurminepuan Ta MCT, 6iiku Ta BYTJI€BO/IN.
MCTK/I6isbiiicmauna, ToMy GiJTbIIIe MPUCTOCOBAHA
JUIS JIiTel MIKIJIBHOTO BiKY, MiJIJTITKIB Ta IOHAKIB.

Kemozenna diema 3 Huzvkum eaixemMivHuMm in-
dexcom yuepiie 3anporonosara y 2005 p. [29,31].
XapakTepHuM Jisi Hel € BHUCOKHUI BMICT JKHMPiB
(60%), Bucokmii Bmict Oinka (20-30%), a Ta-
Kok 10 10% Byr/ieBofiB i3 HU3BKUM TJIIKEMIYHUM
ingexcom (<50), 6Ge3 oOMeKeHHsI piAMHU Ta Ka-
siopiii. KeTorenne CIiBBiJHOIIEHHSI CTaHOBUTH
1:0,6, mo 06YMOBIIIOE MEHIINN CTYIHb KETO3Y,
ajie Kpaly MepeHoCuMICTh i TPUXUJIbHICTD Te/lia-
TPUYHUX MMAIIEHTIB.

IIpakTHYHe BNPOBAKEHHS TI€TUYHOI Teparii
nepeabayae Tpu hasu: A0MIETUYHE KOHCYJIBTYBaH-
HSI Ta IJTAHYBAHHS; MOYaTOK Ta 0a30BWiT MOHITO-
PUWHT; IOBTOTPUBAJIMN MEJMYHUN CYTIPOBIJL ITiJ] 4ac
npiernynoi Teparii (puc. 2) [19,40,42].

o npusnauenns K/| nposonars npe-K/-xon-
cyavmyeanns (nepwa ¢pasa), sixe nepenbdayae
8 TOCMIOBHUX [Iiif: OTPUMAHHS aHTPOIMOMETPUY-
HUX JIAHWX Ta OI[IHIOBAaHHS €HEPreTUYHUX MOTped
(kkas/no6y); BU3HAYEHHSI KETOTEHHOTO CITiBBijI-
HOIIIEHHS; BU3HAYEHHsI 1000BOi 1oTpedu B OijKax;
po3paxyBaHHs KiJIbKOCTI KUPiB Ha 100Y; po3paxy-
BaHHS KiJIBKOCTI BYIJIEBOJIB Ha 100Y; pPO3pobieH-
HS TO/IEHHOTO TIaHy XapuyBaHHS; (popMyBaHHS
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CKJIAIy TMPOAYKTIB a00 3aCTOCYBaHHS €K30TEHHUX
KEeTOTeHHUX MPOLYKTiB; po3pobiieHHs Tpadika me-
pexoxy [19,40,42].

Eccennianpanii 6a30BUI MOHITOPMHI 10 TIO-
gatky K/l nepenbayae: posaropHyTHii aHai3 KpoBi,
HUPKOBUI 1Tpodisb (HATPiii, Kamill, cedoBUHA, Kpe-
atumin, Gikapbonatu ta anbOyMiH), TEY4iHKOBHI
npoisib, Kamblliif, ocdaTtu, MarHiil, TJIOKO3a,
Bitamin D, minignuii npodiib, BiIbHUNM KapHITHAH
Ta alUJIKApHITUH, ceda (CIiBBIIHOMIEHHS <KaJib-
il : KpeaTuHiH», TeMaTypis, OpraHiuyHi KUCJIOTN )
[19,42].

CTBOpeHHS TIMONIEHHOTO TITaHy Xap4yyBaHHS
3aJIeKUTh Bijf 1000BOI moTpebu B eHeprii i 3Bu-
YalHOI KIJIBKOCTI TPUHOMIB TXKi Ta TEPEKYyCiB.
[l KOXKHOTO iHTpeNliEHTAa PO3PAXOBYIOTh KiJib-
KiCThb y I'paMax Ha KOXKHUI IPUIiOM XapuyBaHHSI.
[TotiM cTBOPIOIOTH MEHIO BIiJIIOBIIHO /10 BIIOJO-
6anb auTuHu. CTBOPIOBATH MEHIO 3 O0YMCIEHHSIM
KIJIBKOCTI MaKpPOHYTPIEHTIB y PperenTax MOXKHa
SIK BPYYHY, Tak i 3a JI0OIIOMOTOIO ITPOTPAMHOI0 3a-
Gesmedenns, Hanpukiaa, Electronic Ketogenic
Manager (EKM). Y 1996 p. ®@oun Yapai Buiry-
cru mporpamy «KetoDietCalculators, mo6 mo-
noMortu axiBigM i ocobaM, sKi IOTISIAI0Th
3a MallieHTaMM, KepyBaTU JI€TUYHUMU MeTo/la-
My JikyBaHHs. Il omyaiiH-6asa JaHMX po3pa-
XOBY€E TUIAaHM XapuyBaHHS [t OyIb-sIKOTO BiKY
(http://www.ketodietcalculator.org).

Ilepopanvni ex3oeenni Kemoezenni npooyx-
mu — 1e crparerii 30LIbIIEHHS KETOHOBUX TiJI
y cupoBartiii KpoBi [29,34,46]. 3aBasiku cremiayib-
HUM IPOLYKTaM JJIsl MEAUYHUX Ifijiell MoxKHa abo
MOBHICTIO 3aMilllyBaT TPUIOMU TKi, abO TTiBH-
IyBaTH KUPOBY CKJIQI0OBY 3BUYaiiHOI ixki. Hanpu-
KJa, g Moaudikarii 3BUUaiiHUX MPOJYKTIB Xap-
YyBaHHS 3aCTOCOBYIOTh 3aPEECTPOBAHUN B YKpaiHi
JIKYyBaJIbHUH rinepkasopiiitnuii Momyab Liquigen™,
BHECEHUI /10 €EBPOIIENCHKOTO TIEPETiKY CIeriai3o-
BaHUX MPOAYKTIB 7151 ipoBesierHss K/l 1 no3Boute-
HUH 710 3aCTOCYBaHHS BiJl HAPOJKEHHS. 3aB/ISKN
ckiany (skuposa emyJibcist 3 50% MCT) Liquigen*
MOJKHA JIOZIaBaTH /10 XapuyyBaHHS, CIPUSIIOYN yT-
BOpPEHHIO 0Oa)kaHOTO PIiBHSI KETOHIB. 3pyYHUMU
JUUIS1 32CTOCYBAHHS B HEMOBJISIT Ta JliTell paHHbOIO
BiKY € creliajbHi TPOAYKTU A MEIUUHUX ITijei
(kJliHiuHEe XapuyyBaHHS), SKi MICTATh (hopMmysry
3 BU3HAYEeHUM KeTOoTeHHUM injekcom (4:1, 3:1), €
HYTPUTHUBHO MOBHUMHU Ta MOKYTb OYTH €IMHUM
JUKEPEJIOM XapuyBaHHS.

Hpyra ¢paza — nmouatox K/ [19,20,42]. Kero-
TeHHe CITiBBIJIHOIIIEHHS HAPOIIYIOTh MIJISXOM 3MeH-
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MIEHHS KiJTBKOCTI CIIOKUBAHHS MOJIOKA, (HPYKTO-
BOTO COKy a00 TPOMYKTIB i3 BUCOKHM BMiCTOM
BYIJIEBOMIB. 3ajie;KHO BiJg OaskaHHS POAMHU
i/a6o nikapis, K/ mounnaioTh ygoMa abo B JiiKap-
Hi. MOHITOPUHI PiBHS IJIIOKO3M Ta KETOHOBUX
TiJI IIPOBOAATD JABiYi Ha 100Y.

Tpersi dasza mepenbavae exiTbKa MEPIOIIB.
Ilpomsizom nepwux 3 micayis PeTyISIPHO OIlIHIO-
I0Tb HYyTPUTUBHUI CTaH, 32CTOCOBYIOTD a/IeKBaTHY
rijiparaiifo Ta J0JaTKOBi MikpoesjeMeHTU. SIKI1o
He OyB 0OpaHMl MakCUMaJIbHUIT KEeTOT€HHUN KO-
edirienT (4:1), BUBHAYAIOTH TSKKICTh Cy/IOM /IS
MOZKJIUBOTO 30iJIbIIIEHHST CITiBBITHOIIEHHS JKUPIiB
110 61IKiB i ByTyieBoaiB. Ilicis mpumicsunozo nepio-
Oy 3acrocyBantst K/[-reparii mpuiiMaioTh pilieHHs
11po eeKTUBHICTD 1 IOMIJIbHICTD 11 TPOTOBKEHHS.

HoBroTpuBajne cnocrepeskeHd. SAxmo K/|
€ e()eKTUBHOIO 1 IPUITHSITO PillleHHS MO0 ii JT0B-
TOTPUBAJIOTO 3aCTOCYBAaHHS, MPOBOISATH MOHITO-
PUHT CTaHy AWTWHU 3 iHTepBajsamu B 1, 3, 6, 12,
18 i 24 micsri st KOHTPOJIIO CYOM i MeTaboJIiy-
HUX YCKJIQJIHEHb CIIeIiali30BaHOI0 MYJIBTUIMC-
ATITIHAPHOIO KoMaHzo0 [41]. Y miteil 3 penyk-
ieio cynom >50% pitenns npo npunuHenus: K/|
npuiiMaoTh Tpub3Ho yepes 2 poku. OxpHak, 3a
YMOB TIOBHOTO KOHTPOJIIO HaJ/l Cy/loMaM# (HaIpu-
KJIaJl 3HMKEeHHsT yacToT HanafiiB >90%) i Heanau-
HUX TOOIYHUX e(eKTiB, €Ty BBAKAIOTH KOPH-
cHolo yrpojaosxk 6—12 pokis. IIpoTsarom mepiomy
MIETUIHOTO XapUYyBaHHS IPOBOJSATH MOHITOPUHT
Macu Tijia Ta 3pPOCTY, TEPEPaxoBYIOTh MOTPEOY
B MaKpPOHYTpPIi€EHTAX, HePerysaaloTh NpU3HAuYeHHS
BiTaMiHiB i crierudiunmx pozaarkis. Crioctepexken-
Hs 3 JTaGOPATOPHUM KOHTPOJIEM, aHTPOIIOMETPIETO
Ta TepepaxyHKoM 1oTped TPOBOAATH IPUHANMHI
o 3 Micdili mpotsarom mepinoro poky K/I-tepamii
[19,29,42].

IIpunuHeHHsI KETOTeHHOI Mi€TH. 3a OCTAaHHIMU
nannmu, gkio K/[ € edextuBHOIO, TO 11€ BUSB-
JISETHCS MIBU/IKO, 1 75% /iTeli pearyioTh Ha Hel IIpo-
taroMm 14 puiB [17]. Ko cyoMn TOCUITIOIOTHCS
POTSITOM GiJIbIle HiK KiJIbKOX JIHIB 3aCTOCYBaHHS
K/, momibHO 10 MpOTHCYIOMHUX 3aco0iB, €Ty
MOKHA TPUNUHUATU. Xoua JIETY MOKHA TTPUIIH-
HUTHU Pi3KO B HAJ[3BUYANHUX CUTYAIlidX, 3a3BUUAI
y Bifi/li;IeHHI iHTEHCUBHOI Tepatlii, OHaK JacTile
il cJTiji TIOBIJIBHO CKOPOUYBATHU MIJSXOM ITOCTYTIO-
BOTO 3HMKEHHSI KEeTOI€HHOIO CITiBBiIHOIICHHS
Bix 4:1 no 3:1 i no 2:1 woseHHo, MOTUXHAI ab0
HOMICAIIS, 3aJIe3KHO BiJl iHAUBIAYaTbHOI BiJIITOBiIL
cyioMHoro cunzpomy. Koy xkeros ceui Gy/ie BTpa-
YeHWH, MOXXKHA 3HOBY BBOJUTHU TPOMYKTH 3 BHUCO-
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KM BMIiCTOM BYTJIEBOIB. ¥ pa3i APyroro MeToy
npunuHenHd K/[ MoxHa 3aMiHIOBaTH KeTOTeHHI
CTPaBU 3BUYAIHUMU MIPOTSITOM OOGPAHOTO MEPIO/IY.
[Ipotsirom 1BOTO TeEPiogy TMOTPIOHO TPOIOBIKY-
BaTH BJKUBATH XapyoBi 100aBKU, IPU3HAYEH] TIPU
JUETUYHOMY JIKyBaHHI. SIKIO CyIOMH IOCHJIIO-
foThest, K/ MoskHa 30i1bIuTH 10 paHinie eeKTHB-
Hoi ¢opmu [17,19,20].

Camnemenranis. [ligsuiienns: 6Gera-oKHCIeH-
HS )KMPHUX KUCa0T, npuTamanie K/I, mpussoantsb
10 MeTabOJIIYHOIO aluI03y, KWl 4acTO PO3BH-
BAETHCS, SIKIIO MAIIEHTU TOJOAYIOTH JIJISI JIOCAT-
HEHH$ KeTo3y. 3 i€l MpUIrHU OTPiOHIIT aeKBaT-
HUI piBeHb GikapOoHaTiB (3aramom >17 MMOJIb/J1)
IJISIXOM — [PU3HAYeHHsT  HaTpilo  GikapOoHaTy
abo kaJio nurpary [19,20,42].

bera-okucnennus KUPHUX KUCJIOT y MITOXOH-
NIPisiX € OCHOBOIO a/IeKBATHOTO TPAHCHOPTYBAaHHSI
JIOBTOJIAHIIIOTOBUX JKUPHUX KHUCJIOT 4Yepe3 MiTo-
XOH/Ipia/IbHy MeMOpaHy 3a J0TIOMOTO0 KapHITHHY.
JlOBroJIaHITIOTOBI JKUPHI KUCJIOTHA TPAHCTIOPTYIOTh-
cs yepe3 MITOXOHZpPiaJbHy MeMOpaHy 3a JOIIOM-
OTOI0 KapHITUHY, SKOMY CIIPUS€E€ KapHITUH-TIAJTh-
mitointpancdepasa 1 i I1 i kapHiTHHTpaHCIOKA3A.
[Morparisitoun B MiTOXOH/PII, JKUPHI Kuca0TH Oe-
Ta-OKUCJIIOIOTHCS /10 IBOBYIJICIIEBUX OZIMHUILb alle-
TUAKOPEpMeHTy A, SKUil OTIM BXOIUTD /10 IIUKJILY
Tpukapb6oHOBUX Kucaor Kpebca i BUKOPHUCTO-
BYETDHCS [IJIs1 OTPUMaHHs eHeprii. Bpo/pkeHna mera-
6oJTiuHA TIOMUJIKA B OYIb-sIKiil TOUIli I[LOTO IILJISI-
Xy MO)Ke TMPU3BOIWTU JI0 HUIIBHOI KaTaboJiaHO]
Kpusn (TOOTO KOMH, CMEpTi) y TallieHTa, sKuil
3actocoBye K/I. CaruiemenTallis KapHITUHY €
060B’I3KOBOI0 Ta CYBOPO PEKOMEHI0BaHa MPU
piBai <30 MrMosb/71 a0 B pa3i BUHUKHEHHS
CHUMIITOMATHKHN (3araJbMOBAHOCTI, CJIaOKOCTI Ta
racTpoiHTeCTHHAJBHUX cuMIiToMiB) [19,20,42].

Pexomennyiorb 3acTocoByBaTH HHU3bKOBYTJIE-
BO/[HI MYJIBTUBITaMiHM, BiTaMiH D, KaJsbIliio Kap-
6onar, docdop (AKi NPU3HAYAIOTHCA OKPEMO ISk
YHUKHEHHS XeJAIIii KaJbIliio), a TAKOK MMPOBOIUTH
KOHTPOJIb PiBHS HATPIIO 3 0JJATKOBUM HOTO BXKH-
BaHHSIM.

HeratuBHi edpexru. Ha mouarky gietu uepes
HU3bKUU PiBEHb TJIOKO3U MOKJIWBE BUHUKHEH-
Hs1 TTO0IYHOT peakilii «KeTOTPUIl»: TOJOBHUI OiJb,
c1abKicTh, APaTiBIMBICTD, 3aKpell, HyA0Ta Ta OJII0-
BaHHs. PeTenbHUI MOHITOPUHT CJiji TPOBOAUTH
B pasi dogzompusanux neoaxcanux nooiu [1,19]:

— HUPKOBI YCKJIQJ[HEHHS: KaMeHi B HUPKax
MPOTSATOM TIEPIOy CIIOCTEPEREHHSI 2 MicsIi —
2,5 POKYy; TillepKaJbliiypisi, ceuoBa KUCI0TA, HU3b-
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Ka eKCKpellisl CeyoBOro IUTPaTy MOPsi/ i3 HU3bKUM
HA/IXO/KEHHSIM PiIMHU — (POpPMYyBaHHS KaMeHiB;

— 3MiHHU CKJIa/ly MiHepaJsiB KiCTKOBOI TKaHUHU:
JIEHCUTOMETPisl, HEe3Ba)Kaloud Ha caljieMeHTallilo
BiTaminy D i KasbIlito — 3MeHIIeHHs MiHEepaJbHOI
ILJIBHOCTI KiCTOK 1 XpeOTa;

— 3MiHM CIIeKTpa JIiITiIiB KPoBi: 3HAUHE ITi/IBU-
IIIeHHS PIBHA XOJeCTepUuHy, JiMOmpoTei/liB HU3bKO1
MIJIBHOCTI, y’Ke HU3bKOI IIJIbHOCTI, TPUTJIiTIepU-
[IiB 1 TOTAJBHOrO PiBHS aroJinonporeinis B 1o-
psAzl 31 3HMKEHHSIM PiBHS JIMIOIPOTEiIiB BUCOKOI
iJIbHOCTI Ticas 6—24 micaniB K/[-tepamii; ogHak
He BCTAHOBJIEHO MTONIKO/IKEHHS CY/IMHHOI (DyHKITI1
(kapoTuiHa TOBIIMHA IHTUMA-M€/Iia, iHIEeKC PUTI/I-
HOCTi KapOTHU/I, €JIaCTUYHICTh A0PTH );

— Hea/leKBaTHE Ha/IXO/IPKEHHST MiKDOHY TPI€HTIB:
3HUIKEHHS TIJ1a3MaTUYHOTO BMICTY CeJieHY, MarHito,

docdopy Ta dosaris.
BucHoBku

Menuuna K/[-tepamisi € crpareri€io Jiky-
BaHHS TSKKOTO CY/ZIOMHOTO CHH/POMY BHCOKOTO
CTyIIeHSI JIOKA30BOCTI, dKa BUKJIUKAE HIUPOKUI
criekTp (hi3ioJIOTIYHNX 3MiH K Ha CUCTEMHOMY,
Tak i Ha KmiTunnomy piBugx. Kpim cymom, K/l mae
MIUPOKWIT TEPATIEBTUIHUN TIOTEHITIA TPK 6araThox
BPO/UKEHNX TMOPYIIEHHSIX MeTaboi3My, 30KpeMa,
€ TepIIOYEeProBUM BHOOPOM Y JIIKYBaHHI CHH/IPO-
My slebinuTy TpaHcrnopTepa riaokosu 1 i gedinuty
MmipyBatTIeriiporeHasu.

Bapiantu K/[-teparmii € 6e3neunnmu ta edek-
TUBHUMM B IT€/[ilaTPUYHUX TAIEHTIB PiI3HOTO BiKY.
Haii6inbiny edpextusnicts Mmae KK/ — 4:1, y mireit
paHHBOTO BiKy — 3:1.

[Tepen moyaTkoM AiETUYHOL Tepartii CJIi/l BUKJIIO-
YUTH BPOUKEHI TIOPYIIEHHS MeTaboJIi3My, siKi MO-
JKYTb MPU3BOUTH JIO TSKKOI MeTabo iuHOT Kpusn
(TOpy1IIeHHST MiTOXOHAPIATBHOTO TPAHCIIOPTYBAH-
HSI JKMPHHUX KHCJOT, OeTa-OKUCJIEHHsI, MiTOXOH-
NIpiajibHI IUTOMATII ).

[TinroroBka po mouatky KJI 3 mnoBHUM
KJIHIKO-OlOXIMIYHMM ~ Ta  i{HCTpYMEHTaJbHUM
00CTEKEHHSIM, PETETbHUM PO3PaXyBaHHSIM Kijlb-
KOCTI MakpOHYTPIE€HTIB BiAMOBIAHO 10 06paHOTO
KEeTOTeHHOTO 1H/IeKCY Ta CTBOPEHHSIM ILJIaHy Iepe-
X0y € 000B’SI3KOBOIO.

Kopctre morpumanug KK/, BigcyTHicTh BU-
COKMX CMAKOBHX SIKOCTEN 1 MOJMBI HeOaxami
edekT 0OMEKYIOTh il BUKOPUCTAHHS, 0COOJUBO
B JliTell MKITbHOTO BiKYy Ta 10HaKiB. PeTenbHe 1ia-
HyBaHHS, THYYKUHN MXi1 10 BEOOPY ONTUMAJIbHO-
0 KETOTeHHOTO CITiBBi/IHOIIEHHS Ta MOHITOPUHT
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YJieHaMU JIOCBITYEHOI MYJIBTUIUCIIUIITIIHAPHOT KO-
MaHIW JaJyTh 3MOry 3ale3neduT e(heKTUBHY
nporpamy K/I.

Kerorenna giera ma€ BeJIMKUN KJITHIYHUN ITOTEH-

iaj, KWl 1e HaJIeKUTh JOCTIANTH B MalOyTHIX
nocaipkennax. [Toganbine BUBYEHHS ITIaTOr€HETUY-
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