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Pesome

Leab pabomei. O1ieHUTH 3(DGHEKTUBHOCTH U 6€30MACHOCTh HavYajia KJIaCCUUECKON KEeTOreHHO AUEThI Y IeTeil IePBOro ro/ia XK U3HU
C SMUJICTITUYCCKUMHU 3HIIe(ATONMaTUSIMU ITPU UCTIOIb30BAHUY CIIEIUATU3UPOBAHHOI CMECH.

Mamepuanvt u memodsi. B omHOIIEHTpOBOE MIPOCIIEKTUBHOE HAOIIOeHE BKITIOUeHBI 14 neTeil B Bo3pacTe no 12 mecsies ¢ hapma-
KOPE3UCTEHTHBIMU SIUJETITUYECKUMU MPUCTYTIaMU. Y 9 TallMeHTOB Oblja MOATBEPXIeHa reHeTuYecKas pupoa 3aboieBaHu s,
B TOM YMCJIe Y IBYX IeTeil — CHHIPOM JedUIIMTa TpaHCTIOPTepa II0KOo3bI 1-ro Thia. KeToreHHyo areTy HauMHaJIMW B YCIOBUSIX
cTalMoHapa ¢ MOCTeNIeHHOM 3aMeHO¥ KOPMJICHU 1 CrielInain3upOBaHHON KETOTEHHON CMEChIO, TPUMEHSIEMOI BHE 3apEerucTpupo-
BaHHBIX BO3PACTHBIX MOKA3aHU 1. DHEPreTUUECKY0 IEHHOCTh PAllMOHA U KETOT€HHOE COOTHOLIEHUE MOIOUPaTu MHANBUIYaIbHO.
IMpononkuTeabHOCTh HAOMOACHUS cocTaBua 6-12 MecsitieB. OLeHUBaIM TMHAMUKY YACTOTHI IPUCTYTIOB, IEPEHOCUMOCTb IUETHI,
YPOBEHb KETOHEMU U, TTOKA3aTeJIM KUCIOTHO-1IEJIOYHOTO COCTOSIHU S U DU3NYeCKOe Pa3BUTHE IETEN.

Pesyavmamer. TloqHOE pekpalieHe TPUCTYTIOB TOCTUTHYTO Y IBYX J€TEi ¢ CHHAPOMOM AedUIIMTa TPAaHCIIOPTEepa TITIKO3bI 1-T0
tuna (GLUTI) (14,3%). CHuxeHue ux 4acToThl Ha 75-99% oTMeueHo y ueThipex nauueHToB (28,6%), Ha 50-74% — y miectu nerei
(42,9%). Y nByx nauuenTos (14,3%) acbdekT 6611 MeHee 50%. TakuM 06pa3oM, KIMHUYECKU 3HAYUMBbIii OTBET, ONPENEIsAeMblii Kak
YMEHBIIIEHHUE YaCTOTHI TPUCTYTIOB He MeHee ueM Ha 50%, noayueH y 12 u3 14 gereii (85,7%). Cepbe3HbIX HexKeTaTeIbHbBIX SIBJICHU I
U CJIy4yaeB MPeKpalieHU sl AUeThl BCJCICTBUE HETIEPEHOCMMOCTH HE 3aperMCTPUPOBAHO. Y OTAEIbHBIX MAIIMEHTOB BO3HUKAJ TPaH3U-
TOPHBI METabOIMYECK U allM103, KYTTMPOBAHHBI N3MEHEHUEM KETOT€HHOTO COOTHOILEHUSI U KOPPEKIIMEH ITPOTUBOCYI0POXKHOM
Tepanuu. OTpUIIaTeTbHON TMHAMUKY TIoKa3artesieil (Ghu3nIecKoro pa3BUTHU S He BBISIBJICHO.

3axarwuenue. PanHee Hauasi0 KETOreHHOM TUETHI Y I€TEl IIePBOTO IO/l XKM3HU C SMMJISTITUIeCKUMU dHIIedaTonaTus MK COITPOBOX Ia-
JIOCh BBIPaXKeHHBIM CHMXKEHUEM YaCTOTHI ITPUCTYIIOB U YIOBJIETBOPUTEIBHOM MepeHOCUMOCTHIO. [IpMeHeH e cTielInaln3upoBaHHOTO
JeyeOHOro MUTaHUS obJieryaet cooIIoIeHUe PACCYNTAHHOTO KETOTeHHOT'O COOTHOIICHUSI U OPraHM3alMI0 PAllMOHA Y MJIaJICHLIEB.
BesonacHoe npoBeneHne TUEeTOTeparnnu TpeOyeT CTallMOHAPHOIO HavyaJla, MHAWBUIYaJlIbHOTO pacueTa MUTaHUS U PETyJISIPHOTO
KJIMHUKO-1a60paTOPHOTO KOHTPOJISI.

Kuiouessbie ciioBa: papMakope3UCTEHTHbIE TPUCTYTIbI, ATUJIENITUYECKas SHLedaonarus, KeToreHHas 11ueTa, HapylleHUe TPaHC-
noptepa rioko3bl 1-ro Tumna, GLUTI, neyebHOe nuTaHue
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Abstract

Background. The aim of this study is to evaluate the efficacy and safety of initiating a classical ketogenic diet in infants with epileptic
encephalopathies using the specialized formula.

Materials and methods. A single-center prospective observational study included 14 infants with drug-resistant epileptic seizures. A genetic
etiology was confirmed in 9 patients, including 2 children with glucose transporter 1 deficiency syndrome. The ketogenic diet was initiated
in a hospital setting with gradual replacement of feedings with a specialized ketogenic formula used off-label outside the approved age.
The dietary energy value and the ketogenic ratio were tailored individually. The follow-up period was 6 to 12 months. Changes in seizure
frequency, diet tolerability, blood ketone levels, acid-base status, and physical development of the children were evaluated.

Results. Seizure freedom was achieved in 2 children with GLUT1 syndrome (14.3 %). A 75-99% reduction in seizure frequency was
observed in 4 patients (28.6%), and a 50-74% decrease in 6 children (42.9%). Two patients (14.3%) demonstrated a reduction in seizure
frequency of less than 50%. Thus, a clinically meaningful response, defined as a reduction in seizure frequency of at least 50%, was achieved
in 12 out of 14 children (85.7%). No serious adverse events or diet discontinuation due to intolerance were reported. Some patients developed
transient metabolic acidosis, which resolved following ketogenic ratio adjustment and anticonvulsant therapy modification. No negative
trends in physical development were observed.

Conclusion. Early initiation of a ketogenic diet in infants with epileptic encephalopathies was associated with a significant reduction in
seizure frequency and satisfactory tolerability. The use of specialized nutrition support facilitates adherence to the calculated ketogenic
ratio and dietary management in infants. Safe implementation of nutrition therapy requires an inpatient initiation, individualized nutri-
tional formulas, and routine clinical and laboratory monitoring.

Keywords: drug-resistant seizures, epileptic encephalopathy, ketogenic diet, glucose transporter 1 deficiency syndrome, GLUT1, medical
nutrition therapy
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MUJIETITUYECK e SHIIe(anonaTnu, Jaie BCero reHeTuie-

CKU 00yCJIOBJICHHBIE, NEOI0TUPYIONINE B MJIaIeHIECKOM

BO3pacTe, XapaKTepu3yIl0TCsI BBICOKMM YPOBHEM (apma-

KOPE3UCTEHTHOCTHU M HEOJIArONPUSITHBIM TTPOTHO30M.
Ketorennas nuera (K1) npuzHaHa adEeKTUBHBIM HEMEI KA~
MEHTO3HBIM METOIOM Tepauu JaHHbIX (HOPM AMUJIETICUU. Y eTeit
nepBoro rojaa xku3Hu nposeaeHue K/ Tpedyet ncnonb3oBaHus
CreMaTu3uPOBAHHbIX cMecell (TPOAYKTOB JIEUEOHOTO MUTAHMST)
JUJ151 €€ OpraHM3aliy ¢ TOYHBIM COOJTIOAEHUEM KETOT€HHOTI0 COOT-
HOLLUEHMSI TPU BO3MOXKHOCTHU 00€CNeYUTh HYyTPUTUBHbIE TOTPEOHO-
CcTU peOeHKa JIJIsl ero pocTa v pa3BuTHs. B 3apyOexxHol TpakThKe
B KauecTBe Takoro nmpoaykra BeicTynaeT Ketocal 3:1 (Kerokan 3:1),
onHako B Poccutiickoit Denepanny npuMeHeHe TaHHOM cMecu
permaMeHTHPOBAaHO BO3PACTOM OT 12 MecsI1ieB, a y IeTelt TepBoro
rona XKM3HU ocyliecTBisgeTcs off-label. B oreuecTBeHHOI KJIMHU-
yeckoii mpakTuke mponyKT Ketocal 3:1 (Kerokaur 3:1) ucnonbdyercs
Kak ctapToBblii it uHUIManuu KJI y MiianeH1ieB mpy HaJIUIuu
CTPOTUX MTOKa3aHUI 1 O] KOHTPOJIEM CIIELIMATIUCTA.

B pexomeHnaanusx MexayHapoOTHOW KETOTeHHOU I PYIITIbI
(E. H. Kossoff u coast., 2009/2018) yka3biBaeTcs Ha MpeanoYTH-
TEJIbHOCTb UCITOJIb30BAHMS Y MJIaIEHIIEB TOTOBBIX CIIELIMAT N3~
POBaHHBIX (HOPMYJT BCIEACTBUE UX TPEUMYIIECTB, 8 UMEHHO TOY-
HOCTU COOJTIOIEHN S KETOT€HHOT0 COOTHOILIEHU ST, CHUXKEHMU S pUCKa
HYTPUTUBHBIX OLTMOOK U YIIPOILEH WS OpraHU3al MU AUETOTePaTTN Y.
B KoHceHcyce momuepKkuBaeTcs, UTO KEeTOreHHbIE (DOPMYJTBI (BKITIO-
yast Ketocal) ocoGeHHO yIOOHBI 1151 IeTel, ITOTyYatoInX 30HI0BOE
nuTaHue. [0TOBbIE KETOTEHHBIE CMECH CYUTAIOTCST ONTUMAJIBHBIM
cniocoboM Havasa KJI y MitaseH1ieB 6J1aronapsi KOHTpOJIMPYyEMOMY
COCTaBY U MpencKa3zyeMoil Metabonyeckoi peakiui [1].

B pekxomenpanusix van der E. J. T. M. Louw u coaBT., MOCBSIILIEH-
HBIX TPUMEHEH U0 KETOT€HHOM TUEThI Y MJIAJICHIIEB C JIEKAPCTBEH-
HO-PE3UCTEeHTHOU anuencueit (JIPY), cnennanuznpoBaHHas
CMecCh paccMaTpUBaeTcs KakK ynoOHbIi cocod TOUHOIO 103U~
pPOBaHUS HYTPUEHTOB U MOAACPXKAHUS 3aJJaHHOTO KETOI€HHOTO
COOTHOUIEHUSI. ABTOPBI PEKOMEHIYIOT HAUMHATh JIeUeHUE MO
HaOII0eHUEM ClIeMalu3MPOBAHHOM KOMaHAbl, UHAWBUIYATbHO
pacCcYUTHIBATH MOTPEOHOCTD B 9HEPTUU U O€Ke, KOHTPOJIUPOBATh
nokasaTeJIi pocTa, KUCIOTHO-IesouHoe cocTossHue (K C),
TIMKeMUIo U KeToHemuto. CooTHoleHue 3:1 MOXeT UCTIOTb30-
BaTbhCs KaK HAYaJbHBIN BAPUAHT C TTOCEAYIONIel KOppeKIInei
B 3aBUCUMOCTH OT 3(P(PEKTUBHOCTHU U IEPEHOCUMOCTH |2].

B 0630pe E. H. Kossoff, B. A. Zupec-Kania uJ. M. Rho oco6oe
BHUMaHUe oOpaliiaetTcs Ha To, uTo npuMeHenue KJI y nereit Tpedyet
WHIUBUAYAJBHOIO BIOOPA BapraHTa pallMoOHa, TOUHOTO pacyeTa
9HEPreTUYeCcKOil IECHHOCTU U OEJIKOBOI 00ECIIeUeHHOCTH, a TAKXKe
CUCTEMaTUYeCKOT0 KOHTPOJIsI 3P (HEKTUBHOCTU M BO3MOXKHBIX METa-
60IMYECKHX OCIOXHEHU . Vcrionb30BaHue crielinaau3upoBaHHbIX
MPONYKTOB MOXET 00JieryaTb OpraHu3aluio TMeToTepanuu, 0co-
OEHHO y eTeli paHHEeTo BO3pacTa U MalleHTOB, UCTTBITHIBAIOIIUX
TPYAHOCTH C TIPUEMOM OOBIYHOT0 KETOIeHHOI'0 paluoHa [3].

Db dexTuBHoCTb kKnaccuueckoit K1y neteit ¢ JIPD 6b11a mon-
TBEPK€HA B PAHIOMU3UPOBAHHOM KOHTPOJIUPYEMOM UCCIIEI0-
Banuu E. G. Neal u coaBT. X0OTS B McClIeIOBaHNE HE BKJIIOUA-
JIVCh IETH TIEPBOTO rofia XKU3HU, TTOJIYIeHHbIE Pe3yJIbTaThl CTAIN
OITHVM U3 OCHOBHBIX JJOKa3aTeJIbCTB 3 (HEKTUBHOCTH KETOTEHHOIA
JIIMeTOTeparuu B eauaTpuuecKoi pakTuke [4].

IMpuMeHeHne KeTOreHHBIX (hOPMYJT TPOMBITIIJICHHOTO TTPOU3-
BozacTBa (BkJtouas Ketocal 3:1/Ketokasn 3:1) y neteii nepBoro roaa
JKM3HM, a TAKXKE HYXKIAIOLIMXCSI B 30HIOBOM MUTAHUU, BKJIIOYEHO
B IIPaKTUYECKUE PEKOMEH JallM U M0 KETOT€HHOM TUeToTepanum Kak
HauOosee 0e3oracHbIii 1 yrpaBiseMblii BapuanTt K1 B uenom [1-3, 5].

JlonoaHUTEeIbHBIE TaHHbIE O BO3MOXHOCTU NpuMeHeHus1 KJI
B MJIAJIEHYECKOM BO3PACTe MOJTYyUYeHbl B PAHIOMU3NPOBAHHOM
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ncciaengoBanuu BABY-KETO, BkitouaBiiem geteit 1-24 MecsiieB
¢ JIPD. Kimaccuueckyto K/I cpaBHUBaIM ¢ HAa3HAYCHUEM OUepe/i-
HOTO TTPOTUBOCYIOPOKHOTO TIperapara rmocyie Hed(GheKTUBHOCTU
He MeHee JIBYX JIeKapCTBEeHHBIX cpeicTB. HecMoTpst Ha oTcyTCTBUE
CTaTUCTUYECKOTO MPEBOCXOACTBA JUETOTEPATIUY O IEPBUYHONI
KOHEYHOI1 Touke, ee 3((HeKTUBHOCTH OblIa COMOCTABUMA C METU-
KaMEHTO3HOU cTpaTerueit, a npoduiib 6630MacHOCTU MO3BOJIUI
aBTopaM paccMmarpuBaTh K]l Kak oaivH U3 BApPMAHTOB JIEYEH U ST
MJIaJIEHIIEB C TTPOIOIKAIOIIMMKCS IPUCTyaMu [6].

MATEPUAAbI U METOAbI UCCAEAOBAHUA

ITpoBeaeHO OAHOLIEHTPOBOE MPOCIIEKTUBHOE HA0JII01aTeIbHOE
HUCCeI0BaHMe IPU yYacTUu 14 neTeii B Bo3pacTe 10 IBEHaIIIa-
TU MECSIIIEB C MMOATBEPKACHHBIMU (DOPMaMM STTUJICTITUYECKOI
sHuedanomnarun. Y 9 nereit 3a6oeBaHNEe HOCUJIO TEHETUYECKU
00YCJIOBJICHHBII XapaKTep U ObLJIO aCCOLIMMPOBAHO C ITAaTOTeH-
HBIMU BapuaHTaMu B cienyroniux renax: SLC2A1 (2 pebeHka),
SCNIA, SCN2A, SCN8A, KCNTI (2 pebenka), GRIN2A, ARX.
KnuHuko-gemorpaduueckast xapaKTepuCTUKa BKIIOUEHHBIX
B HCCJIeIOBaHME MAllMeHTOB MpecTaB/ieHa B TabauLIe.

B uccrienoBanue BKIOUeHbI 14 1eTeii mepBoro roua XXu3HU, Cpean
KOTOPBIX OBIJIO 8 MaJIBYMKOB 1 6 IeBOYEK. Y OOIBIIMHCTBA MallMeH-
TOB 3a00JIeBaHNE UMEJIO TEHETUYECKYI0 3THOJIOTHIO. B cTpyKTYpe
MPUCTYTIOB MPeodIaaagu SMUICHTUYECKUE CITa3Mbl, 3apETUCTPUPO-
BaHHBIE Y MOJIOBUHBI 00CIeNoBaHHbBIX AeTeil. Jlo Hauana K/I manuen-
TBI TIOJTy4YaJIn OT ABYX J0 HIECTH ITPOTUBOCYIOPOXKHBIX ITPENapaToB.

Cpennuit Bo3pact Hauajia KJI coctasui 9,0 + 2,1 mecsiia (95%
AN 7,8-10,2), nmana3oH — 4-11 mecsues.

JInuTeIbHOCTD HAOIIOAEHU I COCTaBIIsIa 6-12 Mecs1eB.

Kputepuu BritoueHus: Bo3pact < 12 MecsiieB, Hanuuue hapMako-
PE3UCTEHTHBIX MPUCTYTIOB, OTCYTCTBUE MpoTUBOIoKazaHuit k KJI [1].

Muannumanus KJI npoBoauiack B CTallMOHAPHBIX YCIOBUSIX
C TIOCTETNIEHHBIM TIePEX00M Ha KETOTeHHBII PallOH (eXKeTHeB-
HO 3aMeHsIs1 OnMH rpuem nuiu) — cmeck Ketocal 3:1. Becem netsim
B pallMOH N100aBJSIIM MSICHOE, OBOIIIHOE U (DPYKTOBOE ITIOpE.
DHepreTryeckasi IeHHOCTb pallMOHa MUTAaHMS M KOJTMYeCTBO OeKa

Tabavua. KnMHUKo-pemorpaduueckas xapakTrepucTuka
NnauveHToOB B BO3pacTe A0 ABEHAALLATU MecALEeB
C NOATBEPXXAEHHbIMU GOpMaMU 3NUAENTUUECKOMN
3HUedanonaTum, BKAIOUEHHbIX B UCCAeAOBaHUe [Tabanua
cocTtaBAaeHa aBTopamu] / Clinical and demographic
characteristics of patients under the age of twelve
months with confirmed forms of epileptic encephalopathy
included in the study [table compiled by the authors]

Moka3saTtenb AaHHble

YnCAO NnaumeHToB 14 peTer NepBOro ropa XusHu

Bospact Ha MOMeHT
Havana KA

Mon Manbunkn — 8 (57,1%); aAeBouku — 6 (42,9%)

CpepHuit Bo3pacT — 9,0 + 2,1 mecsiua

3TUOAOTUA AMUAETNCUN leHeTnueckan — 9 (64,3%);
HeyTouHeHHan — 3 (21,4%);

CTpyKTypHaa — 2 (14,3%)

Tunbl npucTynos” Anuaentuyeckue cnasmbl — 7 (50,0%);
TOHWUKO-KAOHUYECKKe npuctynbl — 5 (35,7%);
doKanbHble npucTynbl — 4 (28,6%);

reMUKAOHUYEeCKKe npuctynbl — 2 (14,3%)
01206

Yncno paHee npumeHss-
LLIMXCH NPOTUBOCYAOPOX-
HbIX NpenapaTos

MPOAOAXKHUTEABHOCTD 6-12 mecsueB

HabAOAEHMA

Mpnmeyarue. * Y 0AHOro naumeHTa MOrAM OTMeYaTbCsl HECKOAbKO TUMOB.
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[OA0OMPATNCh MHANBUIYAIbHO C y4ETOM OCOOEHHOCTEH (Pr3MUeCKO-
ro pa3BuTHs Aeteil. HauabHOE KeTOreHHOE COOTHOIIEHUE COCTaB-
J1s110 3:1; B maJIbHERIIIEM ero KOPPEKTUPOBAIN MHANBUIYAIbHO
C yUETOM NIEPEHOCUMOCTH IUETHI, YPOBHS KETOHEMUHU W KITMHUYE-
ckoii achdekTrBHOCTY. MOHUTOPUHT BKJTIOYaJI KOHTPOJIb IITMKEMUH,
ypoBHS B-ruapokcudyTupara, nokasaresnein KIIC, anekTponutoB
1 aHTPOIIOMETPUIECKUX MmapaMeTpoB. ClielinaIn3npoBaHHast CMeCh
y BCEX JIeTell MpruMeHsiIach epopaibHO. J{OMOTHUTEIbHO Ha3Ha-
YaJIMCh BATAMUHHO-MUHEPAJIbHbIE TOOABKHU.

JlaGopaTtopHoe o6clienoBaH e BBITIOJH SN 10 Hayajia IUeThl,
B IIepUOJ €€ MHULIMAIIMK 1 Jajiee Yyepe3 3 Mecsiiia, a 3aTeM KaxXIble
6 MecsueB. OtieHMBaIM OOLIMIT aHAIN3 KPOBU M MOYH, [TOKA3aTe-
nu KIIC, GuoxuMudeckue mapaMeTphl, JaHHbIE 3JIEKTPOKAPIHO-
rpaduu 1 yabTPa3ByKOBOIO UCCAEIOBAHMS OPraHOB OPIOLIHOMI
TOJIOCTH, TI0YEK U cepaiia. Dusmueckoe pa3BUTHE OLEHUBAJIU TI0
Macce U JJIMHE TeJla C pacuyeToM Z-IToKa3aTelIeil 1o cTaHaapTaM
BcemupHoit opraHu3alny 31paBOOXpPaHEHUS.

JlnHaMWKa 9acTOTHI TPUCTYIOB OIIEHNBalach CpaBHEHUEM
cpeaHeMecsYHol yacToThl 1o Havasta K/ u B xone HaOIoneH s,
Db dexT knaccudunmponancs Kak 100%-it KOHTPOJIb, PeIyKIIHST
Ha 75-99%, 50-74% u < 50%.

PE3YADbTATbHI

Ha ¢one K1y nByx aereii ¢ cMHAPOMOM AeUIIATA TPAaHCIIOpTEpa
ratoko3el 1-ro Tuna (GLUT1) — ocHOBHOTO mepeHOCU KA TITFOKO3bI
Yepe3 reMaTodsHIedaTnueckuii 6apbep — J0OCTUTHYTA MOTHAs CBOOO-
na ot npuctynos (14,3%). CHUXeHMe YaCTOThI TPUCTYTOB Ha 75-99%
3aperiCTPUPOBAHO Y YeThIpex MalueHToB (28,6%), Ha 50-74% — y 1iec-
T nereii (42,9%). Y nByx nanueHToB (14,3%) yMeHbIlIeHE 4YaCTOThI
MPUCTYTIOB cocTaBmio MeHee 50%. TakuM 06pa3oM, KIIMHUYECKU
3HAYMMBIIf OTBET, OTTpeNeIsIeMbIii KaK CHUXKEHIE YaCTOTHI ITPUCTYTIOB
He MeHee yeM Ha 50%, onyueH y 12 u3 14 marmeHToB (85,7%).

Cepbe3HbIx HexesateabHbIX siBieHuit (H) Ha poHe nuerore-
panuu 3aperucTpupoBaHo He Ob110. TpaH3UTOPHBIN MeTaboIu-
YeCKUIi allua03 3aperucTpUpoBaH y mectu u3 14 nereit (42,9%).
Koppexuus Bkiaovyaia CHUKEHUE KETOTEHHOTO COOTHOLIEH U ST
y IIECTU MALIMeHTOB, U3MEHEHUE MPOTUBOCYIOPOKHONI Tepanuu
y UeThIpEX M Ha3HAaYeHUe LMTpaTa y oqHoro pedeHka. Bo Bcex
CTydasix MoKa3aTeJIu HOpMaInu30BaaucCh 6€3 OTMEHBI TUETHI.

Takxe oTMe4aJInuCh 3a110pbl — y AByX nereit (14,3%), ppota —
y nByx (14,3%), runornukemusi — y uetbipex (28,6%), runepiiu-
nunemust —y onHoro (7,1%) pedbeHka. Y 0HOro MaleHTa MOTJIO
perucTpupoBaThCs HeckoIbKo H . Bee BeIsIBIEHHBIE HAPYIIIEHMST
HOCHJIM TPAH3UTOPHBIN XapakTep, He TPeOOoBaM IpeKpalleHu st
KETOTeHHOI TUEeTHl M ObLIM KYTTUPOBAHBI TOCPEACTBOM CUMIITO-
MaTHUYECKOW Tepanuy U MHAUBUIYaTbHON KOPPEKIINU PALlOHA.

IMpexkpamenus KJI mo npuuymnHe HeNepeHOCUMOCTH He TOTpe-
060BaJOCH.

HapymeHuii TeMnoB (DpM3M4YeCKOro pa3BUTUS B TEUSHUE MEPU-
ol1a HaOJIIOIEH U S HE BBISIBJICHO.

OBCY)XAEHMUE

[MonydeHHbBIe TaHHBIE IEMOHCTPUPYIOT BHICOKYIO 3(hDeKTUB-
HocTh K/ y meTeit mepBoOro roma >KM3HU € 9aCTO TEHETUYECKU
00ycCJIOBJIEHHBIMU (hOpPMaMU STMUJIENITUYECKOI FHIIehaonaTu .
YacToTa KJIMHAYECKHU 3HAYUMOTO oTBeTa (85,7%) comoctaBuMma
C TAKOBOW B MEXIYHAPOTHBIX MyOJIUKAIIUSIX, TTOCBSIIEHHBIX
npumeHeHuto K/l npu cunapome nedunura GLUTI u gpyrux
reHeTuyeckux opmax snuiencuu. Ocodboe 3HaYEHUE UMEET
BO3MOXKHOCTb Oe3omnacHoi nuuumauuu KJI ¢ ucronb3oBaHuem
MPOMBIIJIEHHO crieuaiu3nupoBaHHOU hOPMYJIBI 1S €€ OpraHu-
3aL1U, YTO 0OECIIeYBAJIO TOUHOCTh KETOT€HHOT'O COOTHOILIEHU ST
Y MUHUMM3AUAIO0 PUCKA HYTPUTUBHBIX HAPYIICHU .
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Bo3MOXHOCTB MCTIOB30BaHMS CTIEIIMATU3UPOBAHHOM (hOopMYy-
JIBI TIpU (PapMaKOpPE3UCTEHTHOI SMMJICTICUY paHee OLICHUBAJIach
P. Karimzadeh u coaBT. ABTOpBI MpuMeH 111 (hOPMYJIbHBI KETO-
TeHHBII palliOH Ha OCHOBE TTPOMBITIJICHHOTO CITeIIMaJTU3NPO-
BAHHOTO IMPONYKTA M OTMETUJIA KIIMHUYECKYI0 3 (HEeKTUBHOCTb,
YIOBJIETBOPUTEIBHYIO IIEPEHOCUMOCTH ¥ BO3MOXKHOCTH O0JIee CTaH-
NMapTU3MPOBAHHOTO pacyeTa MUTaHUs. DTU TaHHBIE COTJIACYIOTCS
¢ pe3yJbTaTaMM HACTOSILIEero HaOII0EHU I, B KOTOPOM MCITOJIb-
30BaHue CMeCH C (PUKCUPOBAHHBIM KETOI€HHBIM COOTHOLLIEHUEM
MO3BOJIUJIO MMOCTENIEHHO BBOAUTD AUETY M KOPPEKTUPOBATH PALIUOH
B 3aBUCUMOCTH OT KETOHEMUU U J1aOOpPaTOPHbIX IMoKa3aTesei [7].

OrcyTtcTBue cepbe3Hbix H 1 ynpaBaseMocTb MeTaboOIMUECKUX
OCJIOXKHEHU I MOATBEPXKIAIOT IMprUeMIeMblii TpoduIb 6e3omac-
HOCTH TIPH YCJIOBU U CITeIIMATN3MPOBAHHOIO MOHUTOPUHTA.

BosmoxxHocTb mposeneHust KJI B eltie 6oJiee paHHeM Bo3pacTe Mo~
TBep>KIeHa MHOTOIICHTPOBBIM MCCJICIOBaHUEM ITPU YIaCTUH ACTEi
MJTaJIIIe TPeX MecslieB. ABTOPBI TIOKA3aJI, YTO JiedeHUe OCYIIECTBUMO
TPV HAJIMYU Y OTTBITHOM MYJTBTHIVCIUTITMTHAPHOM KOMaH/IbI, OMHAKO
H 1 v usmMeHeHus1 1abopaTOPHBIX MOKa3aTe el TpeOyIoT peryJisipHoro
KOHTPOJISI MU CBOEBPEMEHHOI KOPPEKIIMU pallUOHA. DT Pe3yJIbTaThl
MOATBEPKIAIOT, UTO BO3PACT CaM IO cede He SIBISIETCS aOCOTIOTHBIM
MpensTcTBUeM s mposeneHust K/, Ho ompesensieT MoBbIlIEHHbIE
TpeboBaHUs K 6€30ITaCHOCTU U OpraHu3aluu jJedeHus [8].

BaxkHO OTMETUTD, UTO BCE MalMEHTHI IPOJIEMOHCTPUPOBa-
JIV TIOJIOXKUTEJbHYI0 TMHAMUKY Ha (DOHE KETOTeHHOH Tepa-
MUY, BKJIIOYasl IeTeil C TIXKEIBIMU TeHETUYECKUMU (hOpMaMu
SMUJICTITUYECKO sHIIedanomaTn. OcoOeHHO BhIpaXXKeHHBII
a3 dexT oTMeueH y aeTeii ¢ cuHapomom nepuuuta GLUTI, yto
COOTBETCTBYET MaTOTEHETUYECKOM HATIPaBJICHHOCTH TePaITUN.
Bricokas yacrora orBeTa (85,7%) y neTeii IepBOro rojaa Xu3Hu
CBUJIETEJBLCTBYET O liesieco00pa3HOCTU paHHel nHuauuu K[
mpu papMakope3nCTEHTHOM TeYSHU U MTPUCTYTIOB.

B rpyrnne reHeTuuecKu 00yCIOBACHHBIX (POPM B LI€JIOM OTME-
YyeHa TeHIEeHI M K 00Jiee BICOKOUM YacTOTe KJIMHUYECKH 3Ha-
yumoro oTBeTa (> 50%-s1 penyKiiys MPUCTYIIOB) IO CPABHEHMIO
¢ manKeHTaMu 6e3 BbISIBJIEHHOI MyTalluU.

Pesynbrarhl cucteMaTryeckoro 063opa uccaeIoBaHUIl KeTOIeH-
HOI1 Tepanuu y MJIaJICHIIEB TaKXKe CBUIETEIbCTBYIOT O BO3MOXK-
HOCTH TOCTHMXEHUS KITMHUYIECKHN 3HAUMMOTO CHUKEHU S YaCTOTHI
MPUCTYIIOB IIPU IIPUEMJIEMOI1 TIepeHocuMocThH. BmecTe ¢ Tem
aBTOPHI 00OpaIIatOT BHUMAaHME Ha OTPAaHUYCHHOE YKCIIO UCCIIEH0-
BaHUI1, HEOOJIBIIIME BHIOOPKH, HEOTHOPOIHOCTh SITUJICTITHIECKHX
CHUHIPOMOB M pa3JIMuMs B IPOTOKOJIAaX TueThl. HacTosmas pabora
TTOTIOJTHSIET UMEIOIINEeCs] TaHHbIe POCCUMNCKUM KJIMHUIECKUM
OIBITOM, HO HE MCKJTIOYaeT HeOOXOMMMOCTH TaIbHEHIIIEro po-
CMEKTUBHOTO MHOTOLIEHTPOBOTO UccaenoBaHus [9].

OrPAHUYEHUA UCCAEAOBAHUA

WccnenoBanue umeer psii orpaHnyeHuii. OHO IPOBEAEHO B OHOM
LIEHTPE 1 BKJII0YAeT HEOOIbIIOE YMCIIO MALMEHTOB O€3 TPpyTIIIbl CPaB-
HeHus. CocTaB BBIOOPKHU ObLT HEOTHOPOIHBIM ITO 3TUOJIOT MU 31U~
JIETICUH, TUTIAM IIPUCTYTIOB U ITPUMEH SIBLIEICS TPOTUBOCYIOPOXKHOMN
teparmuu. OueHKa 3(GeKTUBHOCTA OCHOBBIBAJIACh ITPEUMYIIIECTBEH-
HO Ha UBMEHEHU U YaCTOThI TPUCTYTIOB; BIMSIHUE COMYTCTBYIOLIEH
KOPPEKLIUU MTPOTHUBOCYIOPOXKHOM Teparuu MoJTHOCTbIO UCKIIOUUTH
HEeBO3MOXHO. [TosrydeHHbBIe pe3y/IbTaThl XapaKTepPU3YIOT KJIMHUYE-
CKU M OMBIT CHIEMATU3UPOBAHHOIO LIEHTPA U TPEOYIOT MOATBEPK-
JIeHUs B 00Jiee KpYyITHOM MPOCIIEKTUBHOM MccienoBaHuu. BmecTe
C TEM MOCJIEA0BATEbHOE BKJIIOUEHUE JETEN NTEPBOrO roAa XKU3HHU,
€IMHBII CTallMOHAPHBIN TTOAXO/1 K Havyasly JUEThl U KOMIIJIEKCHbII
KJIMHUKO-1a00paTOPHBII MOHUTOPUHT TMO3BOJISIIOT MPEACTAaBUTh
JIaHHbIE, 3HAYMMBbIE [IJ151 OUEHKH MPaKTUYECKON TPUMEHUMOCTH CIie-
LIMAJIM3MPOBAHHON KETOT€HHOM CMECH B TAHHOW BO3PACTHOM I'PYTIIIE.
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SAKAKOYEHUE

[pencTaBieH MepBbIii OMBIT IPOBEACHU S KETOT€HHOM TUETOTE-
panuu y IeTeil MepBOro roaa XXU3HM ¢ (papMaKope3UCTEHTHBIMU
SMUJICITUICCKUMU SHIIe(haJIOMaTUSIMU C UCTIOTb30BAHUEM CIICLIN-
aIM3MPOBAHHOM CMECH C KETOreHHBIM cooTHoleHureM 3:1 Ketocal
3:1 (Ketokan 3:1). KnuHuvecku 3HAa4MMOe CHUKEHKE YaCTOThI ITPU-
CTYIOB IOCTUTHYTO y 85,7% MallMeHTOB, IIPX 3TOM CJIy4JaeB Ipe-
KpallleHNs JUEThI M3-3a HEIIEPEHOCUMOCTH HE 3apErMCTPUPOBAHO.
BosHuKkasiie MeTaboIn4ecKrie HapyieHsI HOCUJIU TPaH3UTOP-
HBII XapaKTep 1 ObLIY KyITHPOBaHbI KOPPEKIIMEH paliioHa 1 COITyT-
cTByloIIEeH Tepanun. [TonydeHHBIE JaHHBIE TOKA3bIBAIOT ITPaK-
TUYECKYIO BO3MOXHOCTD UCITOJIb30BAaHUSI CIIELIMATN3NPOBAHHOM
KETOTeHHOM CMeCH y eTeii Myaiie 12 Mecsi1eB Ipy CTallMOHAPHOM
HayvaJie JeUeHYsl, THIVMBUIYaJIbHOM pacyeTe Hy TPUTUBHOI obecrie-
YEeHHOCTH U PETYJISPHOM KJIMHUKO-T1a60paTopHOM KoHTpoue. JIB
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