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Abstract

Ketogenic diet (KD) refers to promising methods of treatment of epilepsy resistant to anticonvulsants. A clinical case
of the use of KD in a child with drug resistant epilepsy (DRE) is presented. This clinical case demonstrates the ef-
fectiveness of KD in a child with DRE in the form of achieving 100% control over seizures and positive shifts in the
psycho-motor development of the child and positive changes in the child’s psychomotor development while ensuring
adequate physical health.

Keywords: drug resistant epilepsy, ketogenic diet, children

For citation: Pyr'yeva E.A., Safronova A.l., Timoshina M.I., Toboleva M.A., Aivazyan S.O., Osipova K.V.,
Sushko L.M., Vlasova E.O., Luk'yanova E.G. Experience in organizing a ketogenic diet in preschool chil-
dren. Russian Neurological Journal (Rossijskij Nevrologicheskiy Zhurnal). 2022;27(4):75-80. (In Russian).
DOI 10.30629/2658-7947-2022-27-4-75-80

For correspondence: Pyr'yeva E.A. — e-mail: pyrieva@ion.ru

Conflict of interest. The authors declare no conflict of interest.

Acknowledgements. This work was supported by the program of applied research 2020-2022 (Ne0410-2020-010).
Information about authors

Pyr'yeva E.A., https://orcid.org/0000-0002-9110-6753; e-mail: pyrieva@ion.ru

Safronova A.L., https://orcid.org/0000-0002-6023-8737; e-mail: sail 509@yandex.ru

75


Ольга
Вычеркивание

Ольга
Вставить текст
1,3


POCCUNCKI/A HEBPONIOTYECKI XKYPHAN, Ne 4, 2022
DOI 10.30629/2658-7947-2022-27-4-75-80

WNCCNEAOBAHNA N KNIMHUYECKNE HABJTIOAEHWA

Timoshina M.I., https://orcid.org/0000-0002-2882-5704; e-mail: mtimoshina03@gmail.com
Toboleva M. A., https://orcid.org/0000-0002-9523-6571; e-mail: mdoctors@rambler.ru
Aivazyan S.O., https://orcid.org/0000-0001-9363-8836; e-mail: soayvaz@gmail.com
Osipova K. V., https://orcid.org/0000-0002-5503-4529; e-mail: sagamonyanc@mail.ru
Sushko L.M., https://orcid.org/0000-0003-0688-8074; e-mail: lilo-08@yandex.ru

Vlasova E.O., e-mail: lena.vl2017@yandex.ru

Luk'yanova E.G., https://orcid.org/0000-0002-0531-9315; e-mail: katerinal 7@gmail.com

Coxkpawenua: IBJI — ucKycCTBEeHHAss BEHTHIIALINS
nerkux; KJI — kerorennas nuera; OPUT — ornenenne
peaHMMaNu ¥ UHTEHCHBHOU Teparnuu; ®PD — dap-
MakopesucteHTHas snuiencusi; [THC — uentpanbHas
HepBHas cuctema; Dl — sHepreTuveckas 1eHHOCTb.

BBenenue. Kertorennas pamera (KJ[) otHOcuTCS
K HamOoJiee W3yYeHHBIM aJbTEPHATUBHBIM IIO/IX0JIaM
B JICUCHUH CYIOPOKHBIX COCTOSHUH B JIETCKOM BO3-
pacTe U eAMHCTBEHHO BO3MOXHBIM CIIOCOOOM JI€UeHUS
IIPH s BPOXKICHHBIX METa0OJMUECKHX PAcCTPONCTB
(HapylieHHH TpaHCIOpTa TIMIOKO3bl | Tumna, nedwurure
JIETUIPOTEHA3HOTO KOMILJICKCA, BPOXKICHHOM Jie(puIinTe
¢dbochodpykrokuHaszsl u ap.) [1].

K macrosmeMy BpeMeHU KeTOTE€HHAs JUETOTEPAITHSI
cthopmupoBanace B 3(p(peKTHBHYIO CHUCTEMY IOMOIIU
netsiMm ¢ (apMakope3ucTeHTHOH smmiencuein (OPD).
Coznana MexayHapomHas TPpyIa M0 U3yYeHUIO KeTO-
TCHHOUM aueThl, POpMUPYIOIIAsi OCHOBHBIC MPUHITUITBI
opraam3anmu KJ[, KoTopble CUCTEeMaTHYECKH aKTyald-
3UPYIOTCS C YUETOM HOBBIX JaHHBIX HAYYHBIX HCCIEHO-
BaHUH. PazBuBaeTcs MHIYCTpHS KETOT€HHOTO MUTaHUS,
pacHIUpSIONIasi BOBMOXKHOCTH TSI peau3aiiy MOTCH-
uuana auerorepanuu [2, 3].

BricokoxupoBas Hu3koyrieBomHas KJI mo cBo-
eil cyTH He(QHU3MOJIOTHYHA U MOXKET COMPOBOXKIATHCS
psamoM TOOOYHBIX S(PPEKTOB, OTPaHUYMBAIOIINM €€
MpuMeHeHue. B CBsi3u ¢ 3TUM OHMM W3 Hambosee ak-
TyaJIbHBIX HANIPABJICHUN HAYYIHBIX UCCIICIOBAHUH 10 HC-
nonp3oBanmi0 K| siBisieTcs mouck myTeit ee Hambolee
ONTUMAJIBHOM OpraHu3aluu.

B GonmpmmmHCcTBe citydaeB K/ HazHauaeTcs manueH-
TaM, TOJYYAIOIMIUM MPOTUBOCYIOPOKHYIO TEPaIuIo.
Bricka3biBach MHEHHS O HEIEeNIeCOOOpa3HOCTH Ha-
3raueHust KJI coBMeCTHO ¢ mpemnapaTtaMu BajdbIpOEBOit
KHCJIOTBI, YYUTHIBAS BO3MOXXHOCTH ITOTEHIIMPOBAHUS
renaTOKCHYHOCTA W CHH)KEHHUS MHTEHCHUBHOCTHU KETO-
reHesa. B psijie mpoTOKOIIOB POBEIEHUS TUETOTEPATUN
B YHCJIO TPOTHBOIIOKA3aHUI BKJIIOUYCHO MapajuieIbHOE
ncnonp3oBanre ¢ KJ[ mHruObutopoB kapOoaHTHIpa3bl
(amerazonaMua, TomupaMmara, 30HUCAMUA) U3-3a BO3-
MOYKHOCTH yCHUJICHHS METaOOIMIeCcKOTo anuao3a [4].

B Hacrosiiiee Bpemst OONBIIMHCTBO HCCIIEAOBATENCH
CUHTAIOT TIOJIOOHBIE OTpaHUYEHUS HelerIecoo0pa3HbI-
MH, a ¢ LEJIbI0 MpeAoTBpalicHus mo0ouHbIX 3ddexTon
1 X CBOEBPEMEHHOW KOPPEKIIUU TPEJIaratoT OpraHu-
3aruio 0ojiee THIATEIBHOTO KOHTPOJS 32 COCTOSTHUEM
3/I0POBBs OOJBHBIX, @ TAK)KE CBOSBPEMEHHYI) OTMEHY
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UHTUONTOPOB KapOOaHTH/pa3kl, HO HE paHee 3 Mec. OT
Hauaja AueroTepanuu [5].

OmHUM U3 OTKPBITHIX BOIPOCOB MPUMEHEHUS KEeTO-
TeHHOU JIMEeTHl SBISETCS BIUSHUE YPOBHS KETOHOBBIX
Tenm Ha 3PQEeKTUBHOCTH aHMeToTepanuu. [Ipencrapie-
HBl OTACNbHBIC JIaHHBIC, CBHJICTEILCTBYIONIUE, YTO
TepareBTHUECKU ypOBEHb KETOHOBBIX TEJ HE BCETIa
orpeneNseT Halu4ne KInHn4Yeckoro sddekra. B psme
CIIy4aeB JIOCTIKEHHE KOHTPOJIS HaJl MPUCTYIaMHu JO-
CTUTaJOCh TPH B3HAUEHUSX OeTa-TUAPOKCHOyTHpaTa
B KPOBU HMKE OOIETIPUHSITOTO KOPUAOPa 2—5 MMOJITB/JI.
B cBsizu ¢ 3TUM peKOMeHlyeTcs Ha4WHATh JAUETOTepa-
MUIO0 C HU3KHUX 3HAYEHHWH KETOT€HHOTO COOTHOIIEHUS,
TIOBBIIIAS €T0 JI0 YPOBHS, 00ECIEUMBAIOINIETO KIIMHU-
yeckyro 3 dekTuBHOCTh. VICKITIOUEHNEM CITyKaT HEOT-
JIOXKHBIE COCTOSIHUS, TPEOYIOIINE TOCTIKEHHS OBICT-
poro pesynbTara [6].

[losiBieHne crnenuamu3upOBaHHBIX TPOTYKTOB ITH-
TaHus, pa3pabOTaHHBIX CHEIHMAIBHO U KETOTEeHHOM
JTUETOTEepAITH, OTKPHIBAET HOBBIC TMEPCIIEKTUBHI KOH-
TpOJIs ¥ KoMIutaeHTHOCTH Tipu OPD, B TOM uncie B je-
YEHWH YPTEHTHBIX CllydaeB — cCyrneppedpakTepHOro
smwitentuaeckoro craryca. C 2022 1. 1yig oTe4ecTBeH-
HOM KJIMHUYECKON MPaKTUKUA CTaIH JIOCTYIHBI TIEPBHIE
CHEIMATU3NPOBAHHBIE TPOAYKTHI JJI1 OpraHU3aIUH Ke-
torenHor auetsl — «KETOKAJI 3:1» u « KETOKAJI
4:1» (Milupa GmbH, Schleyerstrasse 4, 36041 Fulda,
I'epmanust). [IpogyKThl UMEIOT MHOTOJISTHHIA TIOJOXKH-
TEJBbHBIH OTIBIT NCTIOIB30BAHNS B 3apYOEKHON MPAKTHUKE
[7].

CooTHotieHne XUpoB K OeNKaM 1 yriieBosiaM B Mpo-
nykre «KETOKAJI 3:1» cocrasnser 3:1, To ectb Ha 3 T
JKUPOB MPUXOAUTCA 1 T CyMMapHOTO KOJM4ecTBa Oeln-
koB u yreBonoB. B cmecu «KETOKAUJI 4:1», cootBet-
CTBEHHO, COOTHOIIIEHHE JKUPOB K OeNKaM M yTiieBoJgam
B npoaykte coctasisieT 4:1. CoctaB mpoxyKToB 00ora-
IIEH MaKpo- ¥ MUKPOHYTPUEHTAMH, TIO3BOJISISI HCIIOIb-
30BaTh UX U KaK JIOTOJHEHHE K KETOT€HHOMY pallOHY,
M KaK €JMHCTBEHHBIA NCTOYHUK MMUTAHUS (B YaCTHOCTH,
[IPY OpraHu3aIiy 30H10BOr0 TuTanus) (tadm. 1) [8].

Mertoa KJI ycrienHo ucrnosb3yeTcsi B OTe4€CTBEHHOU
HEBPOJIOTMH IIpH JIeueHuu nerell, crpaparommx PP,
YTO JIEMOHCTPUPYET MPEACTABICHHBIN KJIMHUYECKU
caydaii.

PeGenok M., 4 roga 10 mec., nadmogaercs B I'BY3
Hayuno-npaktudeckuit nentp um. B.®. Boiino-fce-
Herkoro JlemapraMenTa 37paBoOXpaHeHHs T. MOCKBBI
¢ 3 et 9 Mec. ¢ IMarHo3oM: «ONUJIENCchs CTPYKTypHast
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Tabnuia 1

Copnep:xanne KJ04eBbIX HyTpHeHTOB B mnpoaykrax «KETOKAJI
3:1» u «kKKETOKAJI 4:1» Ha 100 r cyxoii cmecu

KETOKAUJI 3:1 | KETOKAJI 4:1
DHepreTuyeckas IeHHOCTh, KK/ 2935/711 2906/704
KKall
benku, r 15,4 14,3
Kuper, T, 68,6 69,2
13 KOTOPBIX:
— HaCBIILIEHHbIE 26,6 26,1
— MOJMHEHACHIIICHHbIC 18,0 20,4
— apaxyuI0HOBAas KUCIOTa 0,18 0,12
— JIOKO3areKcaeHoBas KHUCI0Ta 0,18 0,11
YrieBogEL, T, U3 KOTOPBIX 7,2 2,8
— caxapos, I' 54 0,68

Table 1

The content of key nutrients in “KETOKAL 3:1” and “KETOKAL
4:1” per 100 g of powder

KETOKAL 3:1 | KETOKAL 4:1

Energy value, kJ/kcal 2935/711 2906/704
Protein, g 15.4 14.3
Fat, g, 68.6 69.2
including:

— saturated 26.6 26.1

— polyunsaturated 18.0 20.4

— arachidonic acid 0.18 0.12

— docosahexaenoic acid 0.18 0.11
carbohydrates, g, of which 7.2 2.8

— sugars, g 5.4 0.68

MyAbTH(OKANBHAS C CHHAPOMOM WH(GAHTHIBHBIX CIIa3-
MoB. Dapmakope3ucTeHTHOE TeueHue. JleTckuii mepe-
OpanbHBEIN Tapaind, cMemanHas Gopma (THITOTOHHYE-
CKH-aCTaTUYECKUH CHHIPOM, JISTKUH MPaBOCTOPOHHUHI
CIIACTHYECKUH TeMHWIIape3), JBHTaTelIbHOE pa3BUTHE
110 mokasarelito “CHCTEeMBbI OIICHKH IT00aTbHBIX MOTOP-
HBIX HaBBIKOB” (GMFCS) 3-4-ifi ypoBeHb. 3amepikka
MICUXOPEYEBOTO Pa3BUTHsI. AMOIHOIHUSY.

Pebenok ot 2-it 6epeMeHHOCTH, 2-X POIOB Ha 37-i
Hezene O0epemennoctu. [lepron GepeMeHHOCTH TIpOTE-
KaJr 6e3 0COOEHHOCTEH, POIBl CTpeMHTENbHBIC. Macca
Tena npu poxaenun 2600 1, mHa 49 cm. PeGenok 3a-
KpHdaja He cpa3sy, OIeHKa To ImKaie Amnrap 5/5 6amios.
Ha 2-e cyTku ®HU3HU B CBSI3U C YXYALLIEHUEM COCTOSHUS
riepeseaeH B OPUT ¢ cumnToMaTHIeCKUMU HEOHATAITb-
HBIMHU cygoporamu, cuaapomom yruetenns LIHC. Haxo-
nuicst Ha VBJI B Teuenue 7 cyT. Ha 14-e cyTku Xu3HU
BBIMKCAH I10]1 HA0JIO/ICHUE TieiMaTpa U HeBpoJora. [na-
HOBasi TPOTHUBOCYIOPOXKHAS TEpanusl HE Ha3zHAyaackh.
B nanbHeiiniemM pa3BuBaics ¢ 3a€PKKOU ICUXOMOTOP-
HOTO Pa3BUTHSL.

JeOroT anmierncuu oTMEYeH B Bo3pacTe 9 mec., Kor-
Jla TIOSBUJIMCH OJMHOYHBICE W CEpUITHBbIE TOHWYECKHE
cnazmbl B konuuectse 10 200 B cyTku. B cBsi3u ¢ aTuM
pebeHKy Oblila Ha3HAYEeHA MPOTHUBOCYIOPOXKHAS MOHO-
Tepanus npenaparaMmy BajiblIpoeBol KUcaoTsl 30 Mr/kr/
CYT, Ha (pOHE KOTOPOH YacTOTa MPHUCTYTIOB COKPATHIIACh
mo 50-60 B cytku. B Bo3pacte 1 rom 4 mec. Tepamus
ObLTa OTMEHEHA 110 HACTOSHUIO POUTENIEH.

B Bo3pacte 2 rona 1 Mec. oTMeueHO HapacTaHue Ko-
JMYeCTBA MPUCTYIIOB U YXYIIIEHHE O0IIEro COCTOSHUSA,
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B CBSI3U C 4eM ObUIa BHOBb Ha3HadeHa MPOTHBOCY/IO-
poxHast Tepamnus (BajblpoeBast kuciaora 30 MI/Kr/cyT).
JlocTUrHyTa NONOKUTEbHAS THHAMUKA B BUJIC CHIDKE-
HUS 4acTOThl mpucTynoB Ha 50%, koTopas oka3aiach
KpaTkoBpeMeHHOU. [IpoBenieHa KoppeKkuus Tepanu —
ObUI JIOTIOJTHUTEJIFHO HAa3HayeH BHUraOaTpuH B 03¢
100 mr/kr/cyT. [Ipu OTCYTCTBHY MOJIOKUTEIILHOM THUHA-
MHUKHA OTMEYEeH MOOOYHBIN A(PPEKT B BHJIE THIIEPCAIN-
Baimu. [IpoBesieHa KOppeKIus Tepariy B BUJIE UCIIONb-
30BaHUSl KOMOMHALMK M3 3 IpernapaToB: BaJbIIPOEBast
kuciora 30 mr/kr/cyt, puradarpun 100 Mr/kr/cyT, 3TO-
cykeumuy 30 Mr/Kr/cyT — 0e3 TuHAMUKH. 3aTeM Ha3Ha-
YeHbI BaJiblpoeBas kuciora 30 Mr/Kr/cyT, JeBeTupaiie-
tam 50 MI/KI/CyT, 4TO TaKkXkKe He IPUBEIIO K YAYUIICHUIO
coctosiHusi OONMBHOTO. B CBSI3M € TSKECTBIO COCTOSI-
HUSI, COXPaHAIOUIMMUCS TNPHUCTYNaMH (CUMMETpUY-
HblE W AacCHMMETPHYHbIC TOHHYECKHE, (IIECKCOPHBIC,
TOHUKO-aTOHUYECKHE CIa3Mbl) ¢ 4gacToTrod g0 50-60
B CYTKU B TEpaIHIO BBEACH T'MJPOKOPTH30H TI0 CXEME,
MakcuMasibHas 1o3a 8 mr/kr/cyt. Ilpu 3ToM nOCTUrHYT
MOJIOKUTENBHBIN dPPEKT B BHJIE KYITUPOBAHUS PUCTY-
MIOB U YJIyYLICHHUS! ICHXOMOTOPHOT'O pa3BUTHs peOCHKA.
CHWKeHHe /1036l THAPOKOPTH30HA J10 30 MI/cyT mpuBe-
JI0 K PELUANBY TEUCHUS 3200I€BaHHSI — MOCTCIICHHOMY
YBEJIUYCHHUIO YUCIIa AMAICTITHYECKUX MPUCTYNOB 10 30
B CYTKH.

B Bo3pacte 3 ner 7 Mec. mocie 3aBepIICHHs Kypca
THJIPOKOPTU30HA MAMEHTY BHOBb IPOBEICHA KOPPEK-
Ul TIPOTUBOCYIOPOXKHON Tepannu. Ha3nauena xomOu-
HallMs MpenapartoB: JeBetupaueram 50 MI/Kr/cyT u To-
nUpamar 7 MI/KI/CyT, 4TO MPUBENO K CHUKEHHIO YHCIIa
cna3moB Ha 50% (10—15 B cyTKH), HO CTaJH MOSBISATHCS
KOPOTKHE aCHMMETPUYHBIE TOHUYECKUE MIPUCTYIIBI JITH-
TenbHOCTHIO 10 20 ¢ ¢ yactotoit 1-3 pasa B cyTKu.

I[lo nmawHbIM  BHAE0-ODI'-MOHHMTOpHWHTA  peru-
cTpupoBajach MyibTH(OKadbHas U auddysHas smu-
nentudopMHasi aKTUBHOCTh C BBICOKHM HWHJIEKCOM
C MepHoIuYecKUM (OPMHUPOBAHHEM MATTEPHA MOAHU-
¢unposanHoit runcaputmun. Ha MPT ronoBHoTO
MO3Ta — IOCJIEICTBHSI NIIEMUYECKU-TUITOKCHYECKOTO
MOpaKEHUsT OOJNBIIUX MMONYIIAPHIA: TIEPUBEHTPUKYIISP-
HO MEpEeJHUX U 3aJHHUX POrOB OOKOBBIX >KEIIYIOYKOB
onpenensitorcst auddy3Hpie y9acTKu ITTHO3HBIX H3Me-
HEHUH C MHOXXECTBEHHBIMM JIAKyHapHBIMU JedeKra-
MU MO3TOBOW TKaHH B 3aTBUIOYHBIX JIOJISIX, HEKOTOPOE
CHIDKEHHE JIeMapKallii MO3TOBOTO BEILIECTBA HA CEPOe
u Geinoe.

B HeBpomoruueckoM craryce: aMOIHOMNUS, CIIOH-
TaHHBIA Pa3HOKAaNMOEpHBI HUCTAarM, OObEM JIBH-
JKEHUH CHMIKEeH, Ha ¢oHe yMmepeHHOW auddys3HON
THIIOTOHUH, OTMEUAETCS] OTYETIUBOE TTOBBIIIEHUE MbI-
[IEYHOTO TOHYCa B MPaBbIX KOHEYHOCTSX NMPHU Harpy-
30YHBIX TPO0Oax, MUCTOHUYECKAs] YCTAaHOBKA CTON —
D > S, cyxoxuibHblie pedeKChl MOBBILICHBI, CHMITOM
babunckoro ¢ obenx ctopoH. Konrpons gyHKIuii Ta-
30BBIX OpraHoB He c¢opmupoBaH. CaMOCTOATEIBHO
HENPOJIOJDKUTEIHHO CTOUT, XOJUT TOJIBKO C TOJJICPK-
KOW 3a OOHY PYyKY, MOXOJKa Ha IIMPOKOH Oasze, mar-
Kas. BpIpakeHHas 3aJiepKKa TMCUXOPEUEeBOrO pa3BU-
THUS: SMOLMOHAIBHBIA KOHTAKT HENPOAOKUTEIbHBIMH,
BBITIOJIHSACT CAMHUYHBIC MPOCThIC OBITOBBIC KOMaH]IbI,
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MOBEJICHNE CTEPEOTUITHOE, peUb Ha YPOBHE 3BYKOIIPO-
W3HOLICHUS.

B cBsi3u ¢ (apMakope3UCTEHTHBIM T€YeHUEM 3a00-
JIeBaHUS, OTCYTCTBHEM IIOKA3aHUH Ui HEHPOXHUPYP-
THYECKOTO JICUYEHHsI, pPACCMOTPEH BONPOC O BBEICHUHU
KeToreHHoi auetsl. Cleayer OTMETHTh, 4TO PeOCHKY
MIPOBOJMIIOCH TEHETUYECKOE HCCIIE0BAaHUE C HCIIOJNb-
30BaHMEM TaHIEMHOM MacC-CIIEKTPOMETPUH U MOCIIey-
IoII[asi KOHCYJbTAllMs Bpada-TeHEeTHKa, 110 3aKII0UeHUI0
KOTOPOTO JaHHBIX 3a BPOXK/ICHHbIE HApYILICHUs MeTa0o-
JU3Ma y TalueHTa HeT.

B cooTBeTcTBUM C MPOTOKOJIOM BBEICHHUS JUETOTE-
panuu pedeHKy MPOBEJCHO JIOMOIHHUTEIbHOE 00CIIe1O0-
BaHHE.

Ucxomuellii a"Hamn3 IHEBHOTO BHIE0-DII-MOHHTO-
PHHTa BBISBUJI BBIPAKEHHBIC N3MEHEHUS OMO3JIeKTpHYe-
CKOM aKTUBHOCTH T'OJIOBHOTO MO3Ta IO 3IUJIETITHYECKO-
My THIly. OCHOBHOM PUTM U Apyrue (HU3N0IOTHIECKUE
MaTTepHbI OOIPCTBOBAHMS 1 CHA HE 3aPETHCTPUPOBAHBDI.
Ha ¢one muddys3Ho 3amennieHHON PUTMHKH PETUCTPH-
pyercst MynbTH(OKaIbHAsE SHUICNTHPOPMHAS aKTHB-
HOCTB B BUJIC KOMILJIEKCOB OCTpasi — MeJICHHAasl BOJIHA,
UK — MeajieHHas BonmHa amruiuTymoit 150-400 mxB
B JIEBOW JIOOHO-TIEPEIHEBUCOYHON OOJIACTH, B MPaBOH
JOOHO-TIEPEAHEBUCOYHOW, B JICBOH 3aTBUIOYHO-BHCOY-
HOW M B IPaBOH 3aTHUIOYHO-3aIHEBUCOYHON 00IaCTIX,
HE3aBUCHMO, C pacnpocTtpaHeHueM. Ha OonbinmmHCTBE
snox 3ammcu DDl KapTHHA COOTBETCTBYeT Moanudwu-
LIUPOBAaHHOW TUIICAapUTMUU. B OoapcTBOBaHMU 3ape-
THUCTPUPOBAaHO 13 TOHMYECKHX, TOHHKO-aTOHMYECKHX
(IIEKCOPHBIX ~ AMHJIENTHYECKUX CIa3MOB, KOTOPHIE
B OO COMpPOBOXKIAIHCH MOSIBIEHUEM KOPOTKOTO IH(D-
¢y3Horo npobera fast activity uaiie ¢ aMIUIMTYIHBIM
aKLEHTOM B IEPEeIHUX OTAENaX MOMYLIaApUA ¢ TOCIeay-
oMM JTU(QY3HBIM dJIEKTPOACKPEMEHTOM.

B ximHMYeCKUX aHaIM3aX KPOBU U MOYM — Oe3 ma-
tonoruu. [lapamMeTpsl OMOXUMHUECKOTO aHAJIN3a KPOBH,
a TaKKe KUCIIOTHO-OCHOBHOTO COCTOSIHUSI M 3JIEKTPO-
JIUTOB HE BBIXOJMIIH 32 Mpejebl peepeHCHBIX 3Haue-
Huil. B OnoxuMuueckoMm aHaIU3€ MOYHM MATOJIOTMYECKUX
u3MeHeHnH Takke He BbigBiacHO. DKI, Dxo-KI' — 0e3
n3menenuil. Ha Y3U opranos OpromiHoi MOJIOCTH U MO-
YeK — yMepeHHasi TunepTpodus neyeH.

B cBsi3u ¢ OTCYTCTBMEM NPOTHMBOIIOKAa3aHUH K Ha-
3HadeHuro KJI, mocie cormacoBaHusi ¢ 3THYECKUM KO-
mutetoM ['bY3 Hay4Ho-mpakTudeckuili LEHTp CHelH-
aJM3UPOBAHHON MEIMUIIMHCKOM TMOMOILIM JAETSIM UM.
B.®. BoiiHo-SIcenenkoro, mnomydeHus WHOOPMUPO-
BAaHHOTO COTJIACHs pPOJHTENed peOcHKa, ObUIO HavyaTo
BBE/ICHUE KETOTCHHOTO pallMOHa MUTaHMA (B BO3pacrte
3 et 9 mec.). Ucnonb3oBan knaccuyeckuii Bapuant KJI
B COOTHOILICHUU 3:1, BBEICHHBIH ITyTEM €KEIHEBHOMU 3a-
MEHBI OJTHOTO OOBIYHOTO MpHEMa MU Ha KeTOTeHHBIH.
PebeHky coxpaHWIM TPUBBIYHBIN 4-pa30BBI TpHeM
UL

Ha ocHoBanuu Macco-pocToBBIX MTOKa3aTenel (macca
tera— 15,2 kr, poct— 103 cm) 1 ypOBHS IBUTaTeIbHON
AaKTMBHOCTHU peOCHKA pacCUMTAHBI ITUILEBast K SHEPreTU-
yeckas 1ieHHocTh (D11) paunona nutanus. D1 panrona
coctraBmia 1125 KkKkam B CyTKH U3 pacdera 75 KKai/Kr/
CYT, KOJIM4eCTBO Oeiika — 15,2 T B CyTKHM M3 pacueTa
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1,0 r/xr/cyt. Boansblii pexum He meHee 1000 mi/cyT.
PexoMeHnioBaHO Be/ieHVE THEBHUKA MTUTAHUS U TIPUCTY-
noB. KOHTpOITb IJTFOKO3bI B KPOBU M KETOHOB B MOue W/
WJIH KPOBHU OCYIIIECTBIISICS €XETHEBHO 10 CTaOMITN3a-
[IUU YPOBHSI KETOHOBBIX TEJ, Jlajiee eKEHENEIbHO U MPU
M3MEHEHUH 00IIero coctosiHusl. B monmHoMm odbeme ke-
TOTEHHBII paIioH ObUI BBEACH Ha 5-€ CyTKH. YPOBEHb
KETOHOBBIX T€J B KPOBH CTAOMIIM3UPOBAJICS HA YPOBHE
3-5 mmosb/i1 k 10-my nHI0 quetoTepanuu. Ha 14-ii neHn
JIUETOTEePAIK AIIICIITHYECKHE MPUCTYIBl KyIHPOBa-
JIUCh.

YuurteiBas cTaOUIBHOCTh COCTOSHHSI, pEOCHOK OBLI
BBIITMCAH JIOMOM C PEKOMEHAAIUSIMH 110 COOJIOICHUIO
Kl m mpomoimkeHHI0 NPOTUBOCYIOPOXKHOW Teparuu
B MpexHeM obbeMe. B KauecTBe COMPOBOAMTEIHHOM
Tepanuu peOeHKY ObLITM Ha3HAYeHbI BUTAMUHHO-MUHE-
paJibHBIE KOMITJICKCHI 03 TIPUCYTCTBUS YIIIEBOJIOB, TIpe-
raparbl EPMEHTOB MOJKEIYIOYHON JKEeJIe3bl 1Mo 2 Hel.
kaxaoro Mecsa (1000 EJI/kr macchl Tena o numnase),
KYPCHI TeIaTonpoTeKTOpoB 4 pa3a B roj mo 1 mec. (yp-
cofie3okcuxoneBast kucinora mo 150 mr 1 pa3 B cyTkn).
YuuTeiBas MpUMEHEHUE TOIMpaMara C I[eJbio mpodu-
JIAKTUKU METa0OINYEeCKNX HApPYyIIEHUH CO CTOPOHBI TO-
YeK — JIMMOHHBIN COK B Konm4ecTBe 50 MJI B CyTKH (J10-
0aBNATH B THTHE). PEeKOMEHIOBaHBI €XEeKBapTaJIbHBIE
KOHTPOJIbHBIE 00CIe0BaHMS.

Uepes 3 Mec. TreToTepanuy Ipy IUIAHOBOM 00CIeno-
BaHUM OOHAPY)KEHO: KIIMHUYECKH MIPUCTYIIOB HET, YIy4-
IIMJIOCh TICHXOMOTOPHOE W peueBoe pa3BUTHE pebeH-
Ka — YCTOWYHMBO XOAWT 3a PYKYy, NMOSIBUJIACH CJIOTrOBast
pedb, aKTHBHO WHTEPECYETCs OKPYKAIOMIUM, YIy4IIH-
J0Ch 3peHue. PaloH nUTaHus MEPEHOCUT YIOBIETBO-
pHUTENbHO, TEPUOANYECKH BOSHUKAIOT AUCTIENTHYECKHE
HapyIIEeHUs B BUJIE METEOPU3Ma, 3aIePKKH CTyIa (Cpea-
Hss gactota ctyna 0,61 £ 0,25 pasza B cyTku). YpoBeHB
KETOHOBBIX T€J B KPOBH B Ipezenax 2,8—3,8 MMOJIb/I.

[Ipn KOHTPOJBHOM JHEBHOM BHE0-DDI -MOHUTO-
puHre OOHapy>KeHbl yMepeHHble Tu(Qy3HbIE H3MEHE-
HUSI OMO3JIEKTPUYECKON aKTHBHOCTH TOJIOBHOTO MO3Ta
(YHKIMOHAJIEHO-OPraHUYeCKOro xapakrepa. OCHOBHOMN
puT™ peructpupyercs gactoroir 7 I'm S > D. B cTpykry-
pe MepHoNYECKUX PErMOHANBHBIX JIeNbTa-3aMeJIeHUI
3aperuCTPUpPOBAHA PETHOHAJbHAS SMuiIenTuhopMHast
AKTUBHOCTb, NPEACTABICHHAs KOMIUIEKCAMH OCTpasi—
Me/JICHHAs BOJIHA, TMK—MEJICHHAs BOJTHA, aMIUIUTY/I0H
80-250 MxB B mpaBoli 3aJHEBUCOYHO-TEMEHHOI 00Ma-
CTH, TICPUONNYECKH C TCHIICHIIMEH K BTOPUYHOU Oma-
TepalbHOW CHHXPOHU3ALUMH (JIOMUHHUPYIOLIAs aKTHB-
HOCTB), @ TAKXKE B JIEBOH 3aTHIOUHO-BUCOTHO-TEMEHHOM
obnactu (eanHUYHBIE pa3psabl). MHaeke snunentudop-
MHOW aKTHBHOCTH — HIDKE CPETHET0. DMNIENTHIECKUE
MpUCTYNHI U UX DD -marTepHbl HE 3apETUCTPUPOBAHBI.
[Ipu cpaBHEHUU C TPEABIAYIINM HCCIEIOBAHUEM OTME-
YeHa BBIPAKCHHAS IOJIOKUTENbHAS JHHAMUKA B BHJIC
OTCYTCTBHA SIWICNITUYECKUX MPHUCTYTIOB, 3HAYUTEIb-
HOTO YMEHBIIEHUS aMIUINTY/bl U MHJEKCA JMHIIEHTH-
(hopMHOII aKTHBHOCTH, CKIIOHHOCTH €€ K pacrlpocTpa-
HEHMIO, YIyUYHICHUs] MapaMeTpoB (POHOBOW PUTMHKH,
MOSABTICHUSI (PU3HOIOTHYECKNX TTaTTEPHOB.

B mpomecce HaOmroneHUs TPOBEICHBI OBTOP-
HO KIIMHUKO-JTA0OpaTopHble W WHCTPYMEHTAJIbHBIE
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oOcnenoBanusi. Cpean BBISIBICHHBIX U3MEHEHUH — TIO-
SIBJICHHE KPHUCTAUTYPHM 3a cueT Tpuneiabdocdaros,
a Tak)Ke KapTHHA KOMIIEHCUPOBAHHOTO METa00INYeCKO-
ro amunosa: pH 7,38 (7,37-7,45), pCO, 34,2 (32-48),
pO, 82 (60-80), BE 4,3 (-2,0-2,0), Lac 1,4 (0,5-1,6).

Y4uThIBask HOJIOKUTENbHYIO TUHAMHKY 10 MIPUCTY-
namM W JUIMTENbHOCTh HaOJIOfeHUs], WHUIIMHPOBaHA
[IOCTENEHHAasi OTMEHA TolupaMara. Tepanus jgeBeTupa-
[[EeTaMOM COXpaHeHa B npexHeM oobeme (800 mr B cyT-
KH).

[Ipu o6cnenoBanmnu yepes3 9 Mec. MOIyUEHHS TUETO-
Tepanuu coxpansercss 100% KOHTponb HaJ MpHUCTyNa-
Mu. [lepeHOCHMOCTh IHETOTEpanuy yIOBIETBOPUTEIb-
Has. [TanueHT noxy4aeT NpOTUBOCYIOPOKHYIO TEPAITUIO
JIeBEeTHpAIIeTaMOM C YMEHBIIIeHHneM /1035l Ha 50%.

[Ipy KOHTPONBHOM KJIMHUKO-WHCTPYMEHTAIbHOM
o0ciIeTOBaHNN OTMEUYeHa HOpMaJM3alus IoKa3aTeneit
KOC. Taxxe BbusiBieHs! quddys3Hble H3MEHEHUs MOA-
JKEITyOUYHOM KeJle3bl TPU YIBTPa3ByYKOBOM HCCIIEI0BA-
HUM.

ITo pesynpraram AHEBHOTO BUACO-DDI -MOHUTOPUH-
ra OTMEYEHa IOJIOKHUTENbHAS AUHAMHUKA B BHJIC YMCHb-
IICHUS MHACKCA BBIMICOTMHUCAHHOW SMUICHTHGOPMHOM
AKTHUBHOCTH /10 HU3KUX-CPEAHUX 3HAYCHUH, yITyqlICHUE
nokasatesieil (POHOBOM PUTMHUKH; DITHJICTITHUECKUE TTPHU-
CTYIBI MO-TIPEKHEMY HE PETUCTPUPYIOTCSI.

3HAYUTENBHO YIYUIINIOCH TCHXOMOTOPHOE pa3BH-
THE: PeOCHOK CTall aKTUBHEE, XOOUT CAMOCTOSATEJIBHO,
0e3 moaAep kKM (CTereHb MOTOPHBIX HABBIKOB TIO IIIKaJIe
GMFCS nocturna 2-ro ypoBHS), yBeIUUUIACh CIIOTOBAs
NPOJYKIIHUS, CTaJ JIydllle TOHUMAaTh OOpaIlleHHYIO Peyb,
PaCLIMPHIICS CIEKTP BBINOIHSAEMBIX OBITOBBIX KOMAaHI,
pebeHOK CIIoCcOOCH MOICPKUBATH 0OJiee MITUTEIBHBIN
SMOLMOHAIBHBI U BepOaJbHBIA KOHTAaKT, YMEHbIIH-
JIOCh KOJIMYECTBO CTEPEOTHITUH, CHOPMUPOBAIICS KOH-
TpoJsib PyHKUMI Ta30BbIX opraHoB. OTMEUEHA MOJIOKH-
TeNbHas AMHAMUKa aHTPOIIOMETPHUECKUX MOKa3aTesneil:
Bec 16,5 xr (+1,3 xr) u poct 104 cm (+1 cm).

B panumon mwmramms BBeaeHa cMech «KETOKAJI
3:1», ucnonb3yemass B COCTaBe JBYX NPHEMOB IHIIH,
KaK HalUTOK U B cOCTaBe Omrof (IecepThl, CMy3H, BbI-
redKa u Jip.).

Kertorennslii panmoH nutaHus peOeHKa B TEUEHHUE
OIHOTO JHS BKJIIOYAJ CIIeIyIoliee.

3aBTpak: JaecepT CIMBOYHBIN C Tpymeil (cblp TBO-
poxubiii, cnuBku 33%, «KKETOKAJI 3:1», macno pac-
TUTEIBHOE, TPYIIA).

OO6en: ¥ CO CBHHUHOW (CBHHMHA, KalycTa OeJIoKo-
YyaHHAadA, JYK, MOPKOBb, PACTUTEIILHOE Macilo, CMETaHa
40%).

TTonaHuK: KOKTEMIb U3 CelMaaIu3upOBaHHOIO MPO-
nykra «KETOKAJI 3:1» u sirog kiryOHUKH.

VYxKUH: TOBAIUHA ¢ KaOaukaMu (TOBSIWHA TyIlIEHas,
KaOauku, 3arneucHubie co cmeTanoi 40%, ¢ no6aBIeHH-
€M pacTHTEIHHOTO Macya).

Bxirouenue B panMoH crenHagIu3upOBaHHOIO IPO-
JlyKTa CONIPOBOXKAAIOCH IOJIOKUTEIBHON JUHAMUKON
(YHKIMH KeTyIOYHO-KUIICYHOTO TpakKTa: yMEHbIe-
HHAEM METeOopHu3Ma, ONTHMH3AIMel dYacTOThl CTyia
(cpennsist yactora cryia Bo3pocia 1o 0,93 + 0,11 pasza
B CYTKH).

RESEARCHES AND CLINICAL REPORTS

YuurteiBas MTOJIOKHUTETHHYIO KIIMHUYECKYIO
n O0I'-nuHamuky, k 1-my rogy npumenenus K/ mpo-
BE€JICHA TOJTHAsI OTMEHA IMPOTHUBOCYIOPOKHON TEPaIiH.

B nacrosiee BpeMs mauueHT nosydaet Toiapko K[
B COOTHOIICHUN 2,4:1; KIMHUYECKAsT PEMUCCUS COXpa-
HSIETCSI.

3akiaiouenne. [IpuBenennoe HaOMIOMEHUE IEMOH-
ctpupyet 3¢ dexruBHocTh K] y pebenka co cTpyKTyp-
Hoit ®PD B Bune moctmwkenus 100% KOHTPOIIS HAT TPHU-
CTYIIaMU U MTO3UTHBHBIMU CABUTaMHU B TICHXOMOTOPHOM
pa3BUTHH pebeHKa.

K]]I Obu1a BBeieHa Ha (hOHE IPOTHBOCYTOPOXKHOM Te-
panuy, BKITIOYaBIIEeH Tomupamar, KOTOpbIi OblLT mocTte-
MIEHHO OTMEHEH I0CJIE TOCTH)KEHUS! YCTOMYMBOIO KIIH-
HUYECKOro d(QQeKTa, 4To MO3BOIMIO M30€KaTh pPHCKa
BO3HMKHOBEHHUSI METaOOJIMUYECKUX OCIOKHEHUH U pea-
JU30BaTh BO3MO)KHOCTH TUETOTEPAITHH.

Hcnonp3oBanue npu (OPMUPOBAHUM KETOTCHHOTO
palpoHa TUTaHWUS CHENHAJTU3UPOBAHHOTO IPOAYKTA
«KETOKAJI 3:1» He TOJBKO MOBBIIIAET €r0 MUIIEBYIO
[IEHHOCTh W YIPOIIAeT OPTaHU3alUIO JHETOTEPANTnU
B CEMbE, HO M OJIATONPHUSATHO BIUSET Ha )KEIYIOYHO-KU-
meyHsle QyHKIuH. CHIKEHHE 3MH30/10B METEOpH3Ma,
yIAydllIeHWe XapakTepa cTyla Ha (OoHE NpHUMEHEHUS
cMecu 00yCIIOBJICHO, IMO-BHAMMOMY, €ro cOamaHCHUpPO-
BaHHBIM COCTAaBOM, B TOM YHUCJIE U MO ’KUPOBOMY KOMIIO-
HEHTY, MPEICTABICHHOMY KOMOWHAIIMEH HACHIIEHHBIX
(38,8%), MmoHOHEHACHIIIEHHBIX (35%) M MONWHEHACHI-
IICHHBIX JXHUPOB (26,2%), a TakXKe BKIIOYEHHEM B CO-
CTaB JUIMHHOIICTIOUEYHBIX ITOJMHEHACHIIIEHHBIX XHUP-
HBIX KHCIIOT: JIOKO3areKcaeHOBOM U apaxuI0HOBOM.

[IpuBeneHHbIE JTaHHBIE CBHUETEIBCTBYIOT O BBICO-
koM noteniane KJ| npu ®PD y nereit u HeoO0X01uMO-
cTH 00JIee aKTUBHOTO €€ HCIOIb30BaHHS B KITMHUYECKON
npaktuke. [logBneHne crenuanu3upoBaHHBIX MPOAYK-
TOB C pa3lMYHBIM COOTHOIIEHHEM >XHPOB K Oeikam
n ymesonaM («KETOKAJI 3:1» u «KETOKAJI 4:1»)
MO3BOJIUT Ooyiee TMOKO MOIXOAMTH K (POPMHUPOBAHHUIO
paloHa ¢ y4eToM HyTPUTHUBHBIX TOTpeOHOCTEl peOeH-
Ka, a TaKXke JUIsi MHHUMH3aluu MoO004YHBIX 3(dexTon
TPaJIUIIMIOHHOM KETOTEHHOM JTUETHI.

Kondaukr unTepecoB. ABTOpHI 3asBISAIOT 00 OT-
CYTCTBUH KOH(IINKTAa HHTEPECOB.

®unancupoBanne. HayuHo-uccnenoBarenbckast
paboTa TO TOATOTOBKE PYKONHCH IPOBEICHA 32 CYUET
CpeACTB CyOCHIMM Ha BBINOIHEHHE TOCYIapCTBEHHOTO
3aaHus B paMkax lIporpamMMbl NMpUKIIaIHBIX Hayd-
HbIX uccienoBanuii Ha 2020-2022 rr. (tema Ne 0410-
2020-010).
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