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Cokpawenus: KJ| — xerorennas auera; MAJl —
monubuimpoBannas auera AtkuHca; MCT (Medium
Chain Triglyceride) — cpenHenenodedHsie TPUIIHLIC-
punsl; PO — apmakope3rcTeHTHAS STUIICTICHS.

Hecmotpst Ha ycnexu B (apMakoTepanuu U XUpyp-
THH DSIWJerncud, mpobiema (papMakope3nuCTeHTHOTO
TeueHMs1 3a00JIeBaHNs HE TEpsIeT CBOEH aKTyaJbHOCTH.
Jlonst GONBbHBIX, HEUYBCTBUTEIBHBIX K TEparuyl aHTH-
KOHBYJIbCaHTaMH, focturaer 30%, y KOTOPBIX TOJIBKO
B 60% cityuaeB MOT'YT ObITh pealn30BaHbl HEHPOXUPYp-
ruyeckue Metoasl [1].

[IpoGmema mMeeT cephe3HOEe METUKO-COIMAIbHOE
3HaueHue. HekypaOenbHas snuencusi NpUBOAUT K IO-
TEHIMAIBHO TSDKENBIM TIOCHENCTBUSAM — (QOpMHPO-
BaHHUIO SMHUJICNTUYECKON 3HIE(aNONaTHd U KaK CIea-
CTBHE — perpeccy KOTHHTHBHBIX M JBUTATEIbHBIX
(YHKIUH, HAPYILICHUIO TICHXOMOTOPHBIX HABBIKOB, IMTy-
0OKOI MHBaJMAM3ALMN W COIMAIBHOW Je3ajanTaliy.
B panHem neTckoM BO3pacTe UTOTOM 2-JIETHETO OKUAA-
HUS CTaHOBUTCS (popMHpoBaHUE HEOOPATUMOTO KOTHH-
TUBHOTO JIe()eKTa, KOTOPBIH COXPAaHUTCS AaXKe B CIydae
KyIMUPOBAHUS MIPUCTYTIOB B Oy/IyIIeM.

B cBs3M ¢ 3THMM 3aKOHOMEpPEH MHTEpEC K albTepHa-
THUBHBIM METOJ[AM JIEUEHUS, K BEAYIINM U3 KOTOPBIX OT-
HOCHTCS TueToTepanust — kerorenHas auera (KJI).

Hcropus nmpumenennsa KJ[ npu cy1opoKHBIX COCTO-
ssHusAX HacuuTheiBaeT 100 net. B 1921 r. amepuxanckuit
nccienoBarens Wilder BriepBbie MPeIOKII U YCTIETITHO
MIPUMEHMIT Ha IPAKTUKE HU3KOYIJICBOAHBIN BBICOKOKHUPO-
BOM (KETOTEHHBIH) paIirioH y OOJBHBIX AmHyercueii [2].

o nacrosimero Bpemenu K/ ocraercst BocTpeOoBaH-
HBIM ¥ TIPU3HAHHBIM METOJIOM JieueHHus (hapmMaxopesn-
cteHTHOM snmniencun (OPI). BrickaszbiBacTcsi MHEHHUE,
yT10 3QdexTuBHOCT, K/ B KpaTkocpoyHOW W cpemHe-
CPOUYHOM MEPCIEKTHBE COMOCTAaBUMA C COBPEMEHHBIMHU
MMPOTUBOATMJICITHYCCKUMHU TipemapaTamu [3]. Meron
BKJIIOYEH B PEKOMEHJANK MexXyHapoJHON TPOTHBO-
smmnentuaeckoit uru (ILAE) [4].

CyMmupysi TaHHBIE JHTEpaTyphl, B ToM uucie Ko-
KpeHoBckHi 0030p 2020 1. mo aHamm3y 3(pQeKTus-
Hocty KJI mpu snuiencuu, MOXKHO 3aKIIOYUTh, YTO
CpeAr MALMEHTOB MEIUaTPUUYECKOTO HPO(UII MOIHOE
NpeKpalienre npunaakos pocturaercs B 10-16% ciy-
4aeB, a CHIDKEHHME CYJOPOXKHBIX 3IHM30710B Oojee dyeM
Ha 50% — B 50-60% ciyuaes [4, 5]. B oTnenpHbIX Hc-
CJICZIOBAHUSX NPUBOIATCS AAHHBIE O TIOJIHOM OCBOOOXK-
JCHUU OT NPUCTYNOB B 25% cilyyasiX U UX CHWKCHHUU
B 85%. YcraHoBieHb! 3a00j1eBaHusI ¢ HanboOJIEe BBICO-
Koii mporHosupyemoit sddexruBHocTrio K (Goxnee
yeM B 70% ciy4aeB): CHHApOM AHreibMaHa, KOMIUIEKC
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1 MHUTOXOHAPHUAIBHBIX PaccTPOUCTB, cuHapoM Jlpase,
SIUIICTICUS] ¢ MUOKJIOHHYECKH-aTOHMYECKUMH TIPUTIAI-
kamu (cuHgpom Jlo3e), cunmpom pedunura Oenka —
nepeHocunka Tmoko3sl 1 (GLUTI1), wHanTHIEHBIE
cnasmbl, cuHapoM Oraxapbl, ACPUIMT MMUPYBATICTU-
nporeHassl (PDHD), cymeppedpakTepHBId STHICITH-
4ecKul craryc, TyOepo3HbIid ckiepos. llpencraBieHbl
nIaHHele 0 cuHeprmueckomy dddexty K m mpyroro
aJbTEPHATUBHOIO Monuxona K jedeHuro ®PD — cru-
MyJSan Omykaarorero Hepsa [6]. Kpome toro, 60ib-
IIMHCTBO KCCJIEIOBATENel yKa3bIBAIOT HA 0OJIE BBICO-
KYI0 4yBCTBUTENbHOCTH K K] iereid paHHero Bo3pacra.

Hecmotpss Ha mnutenbHOCTh wucmonib3oBaHus K]/,
CcOOCTBEHHO MEXaHHU3M MPOTHBOCYIOPOKHOTO TEHCTBUS
JTIUEThl OKOHYATEIbHO HE YCTAHOBJICH.

DddexruBHOCTh KJ[ Ha COBpeMEHHOM 3Tare Ba)XHO
OIICHMBAaTh HE TOJILKO C TIO3HMIIUU 00ECIIeUeHUs] KOHTPO-
TS HaJ TPUCTYNaMH, HO M COXPaHEHHUS IOKazaTeneit
3JI0POBbsI MALMEHTA B 11E€JI0M, ITOBBIIICHHUS KA4eCTBA €ro
KU3HA. JIJI1 BEIOTHEHUS 3TUX TpeOOBaHWI Ha OCHOBE
HOBBIX HAYYHBIX JIaHHBIX COBEPIICHCTBYIOTCS TIOAXOBI
K €€ OpraHu3aIliy, PacIIuPseTCs CIEKTP CHEeIHaln3n-
POBaHHOM MUIIEBON MPOAYKIUU JJIsi KETOI€HHOTO pa-
[IHOHA.

B HeBponoruueckoil MpakTHKE HCIOIb3YHOTCS Ye-
ThIpe THIA KETOTeHHBIX NueT. llepBoHaYambHBINA KiTac-
cuyeckuit BapuanT B 1970-e¢ rofpl AOMOIHWIA TUETA
co cpenHenenodyedHsIMu Tpurmuiepuaamu — MCT
(Medium Chain Triglyceride), a mozauee B 2000 rr. —
MonudummpoBanHas mueta Atknaca (MAJ]) m muera
C HU3KHUM IIHKeMu4ecKuM uHaekcoM [4]. Kimaccuueckas
KJI pa3pabaTsiBaeTcs ¢ HCIONB30BAHNEM HATYpaTbHBIX
MPOIYKTOB, M BEIOMpaeTcsl B KauecTBe cTapToBoi B 80%
ciydaeB. Juetsl ¢ Brmouernem MCT npemycmarpuBa-
IOT YaCTHYHYIO 3aMEHY XHPOB Ha CpEIHCIENOYCUHBIC
TPUTIIUIEPUBI C IETBI0 CHIKEHUS Harpy3Kd Ha Qep-
MEHTHBIC CHUCTEMBI KEIYJIOYHO-KHUIIIEYHOTO TpaKTa
(KKT), HO TIpW 3TOM OHHU XYXE IEPEHOCSITCS JTETHMH
panHero Bo3zpacta. MAJl u nuera ¢ HU3KUM TIIMKEMU-
YECKUM HHJIEKCOM OTHOCATCS K «JINOEpaNbHBIMH Baph-
aHTam», MPeJHA3HAYCHHBIMH JIJISl JICTEH CTapIINX BO3-
pacTHBIX Tpyml (3(Q(PEKTUBHOCTS UX Yy IeTel paHHEro
BO3pacTa He M3y4CHaA).

B oreuectBennoit npaktuke meton KJI ctanm ucnosnb-
30Barbes 3HauuTenbHO mo3anee. C 2002 1. K] Obina
BHEJIpEHa B MPaKTUKy HaydHO-TIpakTHUecKoro IeHTpa
CICIMATM3UPOBAHHON MEIUIIMHCKOW TTOMOIIH JICTSIM
numenu B.®. BoliHo-fcenenkoro JlenaprameHnra 3japa-
BOOXpaHeHHsT ropoga MOCKBBI, TJe CHOPMHpPOBAIACH
B CHCTEMYy OpTaHW3allMid KETOTCHHOH IHEeTOTeparvu,
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Tabnuma 1
XapakTepHCTHKA NALHEHTOB ¢ (papMaKoOpe3MCTEeHTHON MMIencueii, Moy4aIuX KeTOreHHY10 AHeTy
Knaccuduuupyemblii npusHak Xapakrepucruka Komrecrso
NAalHEeHTOB
Bospacr Ot | no 3 ner 192 (48%)
Ot 3 10 10 et 172 (43%)
10 et u crapuie 36 (9%).
Tumnsl npucTynon Doxkanbhbie npuctyms (OI1) 168 (42%)
T'enepammzosannsie npuctymns (I'TT) 216 (54%)
Heyrtounennsie npucrymnsi (HIT) 16 (4%)
Jlokamu3anust maToI0ru4ecKoro CrpykrypHas pokanbHas snuencus (COD) 144 (36%)
Tpolecca u 3THOJIOrHs 3a00JIeBaHUs HewusBecrtHas (kpunrorenHas) doxanbHas snmierncus (HOD) 56 (14%)
I'enernueckas (nanonarnueckas) GpoxanpHas smutencus (I'dD) 48 (12%)
Merabonunueckas poxanabHas snuencus (MPI) 8 (2%)
Bceeo poxanvvix onunencui 256 (64%)
CrpykrypHas renepanuzoBannas snunerncus (CI'D) 16 (4%)
HewusecrtHas (kpunrtorenHas) renepanusoBansas snwencus (HI'D) 44 (11%)
Ienernueckast (nanonaruueckas) reuepanusoBannas snunerncus (I'TD) 57 (14%)
Merabonuueckas reHepain3oBanHas smmtencus (MI'D) 12 (3%)
Bcezo cenepanuzosannvix snunencuil 129 (32%)
KomOunupoBanHast (renepanuzoBanHas 1 GpoxanbHas) snuencus (KI'DD) 15 (4%)
YacToTa NMpHUnajaKkoB B CyTKU <50 168 (42%)
50-100 72 (18%)
100-150 56 (14%)
150-200 40 (10%)
200-250 40 (10%)
Boxnee 250 24 (6%).
Table 1

Characteristics of patients with pharmacoresistent epilepsy who keep to a ketogenic diet

Classified characteristic feature Characteristics Number of patients
Age 1-3 years old 192 (48%)
3-10 years old 172 (43%)
10 years of age or over 36 (9%).
Types of seizures Local convulsions 168 (42%)
Generalized seizures 216 (54%)
Seizures of non-defined origin 16 (4%)
Focus of pathologic process and Structural focal epilepsy 144 (36%)
causation of disease Cryptogenic focal epilepsy 56 (14%)
Idiopathic focal epilepsy 48 (12%)
Metabolic focal epilepsy 8 (2%)
Focal epilepsy types in total 256 (64%)
Structural focal epilepsy 16 (4%)
Cryptogenic focal epilepsy 44 (11%)
Generalized epilepsy 57 (14%)
Metabolic generalized epilepsy 12 (3%)
Generalized epilepsy types in total 129 (32%)
Combined (generalized and focal) epilepsy 15 (4%)
Frequency ratio of seizures per day <50 168 (42%)
50-100 72 (18%)
100-150 56 (14%)
150-200 40 (10%)
200-250 40 (10%)
More than 250 24 (6%).
TabGnuma 2
(P (PeKTHUBHOCTH KeTOreHHOM 1HeThl B OTHOLIEHHH YaCTOThI dIHJIENTHYECKHX NPHCTYNOB (1 = 400)
KosiuuecTBo nanueHToB JluHamMuKa 9acToThl npunaakos (%)
<50% > 50% >75% 100% bes spexra
400 (100%) 52 (13%) 64 (16%) 68 (17%) 84 (21%) 132 (33%)
Table 2

Effectiveness of ketogenic diet with regard to epilepsy seizures frequency (n = 400)

Number of patients

Dynamics of seizure frequency

<50% > 50% > 759, 100% With no evidence of a
positive effect
400 (100%) 52 (13%) 64 (16%) 68 (17%) 84 (21%) 132 (33%)
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Tab6numa 3
¢} PeKTHBHOCTH KETOTeHHOI JHETHI MPH INMUJIENICHH, ACCOUNUPOBAHHOI ¢ FeHeTHYeCKUM (PaKTOPOM
MyTauusi B reme, CHHAPOM 65;:;::}( <50% | >50% | >75% | 100% | q)g:i a
GRIN2D 1 1
KCNT1 2 | 1
3710Ka4€CTBEHHBIC MUTPUPYIOIINE TIPUCTYIIBI
KCNCl1 1 1
STXBPI 5 3 1 1
CDKLS5 7 2 1 2 2
PCDH19 2 1 1
TNRC6A 1 1
SCNIB 1 1
KIAA2022 1 1
YMCTBEHHAsl OTCTAJIOCTh + SMMIICIICUS
ATAD3A 1 1
cunapom Xapen—tOHa
ALG13 1 1
SLC25A22, DYNCI1H1 1 1
CACNAITA 2 1 1
GRIN2B 1 1
SYNGAPI 3 1 1 1
SNTNAP2 1 1
GABRB3 1 1
Cungpom Perra MECP2 3 1 1 1
Cunapom Kopuenuu ne Jlanre 1
Cungpom JlenHokca—T'acto 15 1 2 4 3 5
Cunzpom niceao-JlenHokcea (atunuuHast (hoKanbHast AUAIETICHS ) 3 1
Cunzpom Jlannay—Kneddnepa (nmprodpeTeHHas snwientuaeckas agasms) 1 1
DONuIIencus ¢ MIEKTPHISCKUM HICHTHUECKUM CTaTyCOM MEIJICHHOTO CHa
(ESES) 3 ! 2
SCNI1A (cunapom [Ipase, cuaapom [yse, GEFS +) 21 2 4 7 5 3
SCN2A 2 1 1
2 myrarmu B reie MFSD2A 1 1
Cunzpom JIxuBoHCa 1 1
TyGepo3Hslii ckiepo3 10 3 1 2 2 2
Ponanandeckas snuiencus, aTUIIHNYHOE TeUCHUE 2
GLUT1 unm 6one3ns e Buso (myraunu B rene SLC2A41) 17 2 14 1
Cunzpom HItypre—Bebepa 1 1
Bcero 113

YUUTHIBAIOIICH CHEUU(HUKY OKa3aHWs MEAUIUHCKON
noMoniu B P® u HanuoHanbHbIE TPaJULIUM B THTa-
Huu. [lomydeHo aBTopckoe cBHUIETENBLCTBO «Crocod
nedeHns (apMaKope3UCTEHTHOW smwternicum» (per. Ne
2009112035); odopmiieHa MEIUIMHCKAs TEXHOJOTHS
no ero npumeHenuto. Ha Hacrosuuii moment B HITL]
HAKOIIJIEH 3HAUUTEIbHBIM OIBIT IO OopraHu3anun Ke-
TOT€HHOHM JueToTepanuu y AETeH, CTpajarolluX SId-
JIETICHEN, 00OOIIEHHBIN B KIMHUYECKOM HAOTIONEHUH.

Leabio ucciiefoBaHus OblIa KOMIUIEKCHAs OIEHKA
a¢pexruBHoctu K/ B jeueHuu neTei, CTpagaroimux
OPO.

Marepuaa u Mmetoasl. [log HaOmOIEHUEM HAXOIHU-
muck 400 merei ¢ pa3MMUHBIMH (HOPMaMH JIIHIICTICHH,
B Bo3pacte oT 1 rona ;1o 18 JieT, KoTophIM B CBSI3U ¢ (ap-
MaKOpE3NCTEHTHBIM T€YeHHEM 3a00JIeBaHus ObLIa BBE-
nena KJI. JInuTenbHOCTh HAOMIOAEHUS 3a MalieHTaMU
COCTaBJIsIA JI0 2 JIET.

Kpurepusimu BKIIIOUEHHS B UCCIICIOBAHHUE CITYKHITH:

* mo0bIe (DOPMBI SIMHIIETICHHU, PE3UCTEHTHBIE K TTPO-
TUBOCYJOPOKHOHU Tepanuu, — CTPYKTYpHBIE, Ie-
HeTHYeCKHe, WH(MEKITMOHHBIE, METaOOIMIeCKHE,
HMMMYHHBIC U HEU3BECTHLIC, PE3UCTCHTHLIC K TEpa-
UM AHTUKOHBYJIbCAHTAMH, a TaKke crenuduue-
CKHE METa0OJINYeCKHEe PacCTpoicTBa (HapyIleHne
TpaHcnopra DIoko3sl | Tuna u np.);

* BO3pacT MaIMeHTOB cTapiue 12 MecsIes;

* nH(OPMUPOBAHHOE COTIIACHE POIUTENeH peOeHkKa
K HazHayeHuto K/I.

KpureprsiMu HEBKIFOUCHUS CITYKHIIH:

* Hajuuue npotuBonokazanuii k K/ (nedpunur nu-
pyBaTKapOOKcHia3bl U OpyTrue HapylIeHUs INH-
KOHEOTeHe3a, AePEKThl TPAHCIIOPTa U OKHCICHHUS
CBOOOIHBIX JKUPHBIX KHCIIOT, HEJOCTATATOUHOCTb
KapHUTHHA, TOPQUPUH, OpPraHUYECKUE aluay-

pum);
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Effectiveness of the ketogenic diet in case of genetic epilepsy

Table 3

Gene mutation, syndrome

With no
evidence of a
positive effect

Number
of <50%
patients

>50% | >75% | 100%

GRIN2D

KCNT1
malignant migrating seizures

KCNCI

STXBP1

CDKLS5

PCDH19

TNRC6A

SCNI1B

— = |wn|—=
— o || —

—

o

S}

KIAA2022
mental retardation + epilepsy

ATAD3A
Harel-Yoon Syndrome

ALG13

SLC25A22, DYNCI1HI

CACNATA

GRIN2B

SYNGAP1

SNTNAP2

GABRB3

[ e

Rett’s syndrome MECP2

Cornelia de Lange syndrome

— W= =|w|[—=[o—=]|~
—_
—

Lennox—Gastaut syndrome

9
—_
o
~
w
W

Pseudo-Lennox syndrome (abnormal focal epilepsy)

Acquired epileptic aphasia

—_ W
—_

Electrical status epilepticus during sleep (ESES)

3 1

SCNI1A (Dravet syndrome, Doose syndrome, GEFS + )

21 2 4 7 5

SCN2A

—_— LN =

2 1

2 mutations in MFSD2A gene

1 1

Jeavons syndrome

1 1

Tuberous sclerosis

10 3 1 2 2 2

Benign childhood epilepsy with centrotemporal spikes, abnormal state

2 2

GLUTT1 or De Vivo syndrome (mutations in SLC2A41 gene)

17 2 14 1

Sturge—Weber disease

1 1

Total

113

° JKEeJTYCKaAaMEHHAsl U MOYeKaMeHHas 0O0JIC3HU;

* BO3MOYKHOCTH OCYIIECTBUTh XUPYPrHUECKOE Jieue-
HUE;

* HEBO3MOXXHOCTbH OpPTraHU3AINH AUETOTEPAITNH B Ce-
MbE.

XapaKkTepucThKa MAIMeHTOB, B3ATHIX I U3yUeHHs
sadpexruBHoctu K/ npencrasiena B Taom. 1.

Habmonenne 3a OONBHBIMH OCYIIECTBISUIOCH TIO-
ATalHO, HA OCHOBAHHMH IMPOTOKOJA HCCIEAOBAHUS, HE-
BPOJIOTOM H JHIETOJIOTOM.

IlonroroBuTenbHBIN HSTall BKIIIOYAJ TIHATEIbHBIN
OTOOp TAIMEHTOB C YYE€TOM HMEIOIUXCS TPOTHBO-
MOKa3aHUi, KOMOPOUIHBIX COCTOSHUI M OLIEHKU BO3-
MOXKHOCTEH CEeMbU JUIsi OpPTaHU3alluU JAHETOTEPaITny.
[IpenBapurenbHOe 00CHEIOBAHHE BKIIOYATIO OLECHKY
HEBPOJIOTMYECKOTO, COMAaTHYECKOTO W IHIIEBOTO CTa-
Tyca OOJBHOIO, BKJIIOUash (PU3NYECKOE pPa3BUTHE, CO-
cTosHue (HaKTUYECKOTO THTAHWS, HAJIWYUE MHUIIEBOI
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HETMEPEHOCUMOCTH, MEJAMKAMEHTO3HON Tepanuu u ¢ap-
MakoJoTHueckoro aHamHe3a. C IeTbI0 HCKITIOUEHUS
BPOXKJICHHBIX HAPYIICHUN 0OMEHA BEUISCTB aHATU3UPO-
BaJINCh PE3yJIbTaThl TAHJIEMHOW MacC-CIEKTPOMETPUHU
(TMC), npoduitst opraHuYECKUX KUCIOT B MOYE.

Knmanko-1abopatopHoe o0ciIemoBaHNE BKIIOYATIO:
KJIIMHUYECKKE aHAIM3bl KPOBH U MOYH, OMOXUMUYECCKUI
aHanu3 KpoBHW (0Ommii Oenmok, aapO0yMWH, MOYEBHHA,
KpEaTHHUH, XOJIECTCPUH, TPUTIHIICPH/IbI, MOUYCBasi KHC-
nora, menouHas ocdaraza, AJIT, ACT, amunaza), 6uo-
XUMHUECKOE UCCIICOBAaHUE MOYH (KaJbIUN, OKCAJIAThI,
MoueBasi KHCIIOTa, KPEaTHHHH), ONpeielieHHNe ypOBHS
OukapOOHAaTOB B KpoOBH, (HapMaKOMOHHTOPHHT aHTHU-
KOHBYJILCAHTOB. B 4mcie KIMHUKO-HHCTPYMEHTAIBHBIX
uccnenoBanuii Buaeo-I21 -morutopunr, DKI, 9xo-KT,
Y3U opranoB OpIONTHOHN TOJIOCTH H MOYEK.

ChoexTp KIMHUKO-Ta0OPATOPHBIX — HMCCIEAOBAHUIA
TIPH HAJIMYWH TTOKA3aHUH PaCIIAPSIICS.
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Tabnuna 4

KommuiekcHas OICHKA TUHAMHUKH NCUXOMOTOPHOI'0 Pa3BUTHS, TAKECTH NPUCTYIIOB U KAaYe€CTBA KU3HH y MAIIUCHTOB HA KeTOTeHHOMH 1ueTe

Ilepuon Haéaonenns | Ilkana Hague* Ixana Griffits** Iixana Mixana
G1 G2 G3 GMFM*** HIOKMX****
[MaumeHTs ¢ ¢ papMaKope3UCTEHTHOMN SMIIICTICHEH, MOTyYarolie B KOMILUIEKCE JIeUeHUs1 KeToreHHo# aueTsl (n = 100)
HUcxonno 38 46 223 91 75 30
3 mec. 35 54 237 112 79 38
6 mec. 34 56 246 118 76 40
1 ron KJ| 28 60 253 124 87 40
2 roma K/1 24 73 252 128 96 60
[MauwmeHTs! ¢ hapMakOpe3UCTECHTHO MUIICTICHEH, ToTyJarolue GpapMakorepanuto (n = 25)
o nevenus 39 36 214 79 65 25
6 mec. 38 37 221 82 65 30
1 rox 37 40 223 84 72 30
2 roxa 38 38 224 86 70 30

IMpumeuanue: *Hague — mkana Hague; **G1 — mkama ncuxomoropHoro passurus no Griffits 1, 2, 3; ***GMFM — mxana Gross Motor Function

Measure (GMFM); **** [IIOK) — mikaia OleHKH KauyecTBa KU3HHU.

Table 4
Integral assessment of psychomotor development dynamics, severity of seizures and quality of life in patients on a ketogenic diet
Griffiths Scale
. . The Hague the éﬂmths the (g?fﬁths the (}Gr?ﬂiths G;(:f;xg;or uality of Life
Observation period Selzugecsleeverlty Scales of Mental | Scales of Mental | Scales of Mental Measure ? Stcyale
Development Development Development (GMFM)
G1 G2 G3
Patients with pharmacoresistent epilepsy receiving a ketogenic diet as a part of multimodality therapy (n = 100)
Initially 38 46 223 91 75 30
In 3 months 35 54 237 112 79 38
In 6 months 34 56 246 118 76 40
In a year 28 60 253 124 87 40
In 2 years 24 73 252 128 96 60
Patients with pharmacoresistent epilepsy receiving medicamentous therapy (n = 25)
Before therapy 39 36 214 79 65 25
In 6 months 38 37 221 82 65 30
In a year 37 40 223 84 72 30
In 2 years 38 38 224 86 70 30

[Tocne mnpuHsTHS pelIeHUs O IeJIECO00Pa3HOCTH
npumenenus: K/ kaxxaomy manueHty paspadarsiBajiach
WHIMBUYyaJIbHAsl IUETOJOrnyYecKas nporpamma. B pa-
00Te MCTOIBH30BAJICS KIACCHUECKHH BapuaHT JAMETOTe-
panuu, KeTOreHHOE COOTHOLICHHE MOAOHPANIOCh MOA
KOHTPOJIEM yPOBHS KETOHOBBIX T U KoJiebanoch ot 2:1
n0 4:1. TepaneBTUYECKUM KOPUAOPOM JJIsi KETOHOBBIX
Ten B KpoBH (B-TUApOKCHOyTHpaTa) CIYXKHIJI WHTEpBaj
2—6 MMoJIB/J1, B MOue (areToarerara) — 8—16 MMOJIb/JII.
Bornee TOUYHBIM METOZOM SBISETCS OICHKA KETOTCHEe-
3a [0 YPOBHIO KETOHOB B KPOBH, OJIHAKO YYHUTHIBAJIACH
€ro MHBAa3MBHOCTH M BBICOKasg CTOMMOCTH. KeToHypus
MNOJABCPIKCHA 3HAYUTCIIbHBIM KOJ'IC63HI/I$[M, 3aBUCUT OT
YpOBHSI THApaTallid OpraHu3Ma, MpUeMa OTHAEIBHBIX
MEIMKAMEHTO3HBIX CPEJCTB (KarlOTeH M Jp.), OJHAKO
JIETKO BOCIIPOU3BOIMMA M B OOJIBITMHCTBE CIy4aeB KOp-
penupyeT ¢ ypoBHEM KETOHOBBIX T€l B KpoBH. B pabore
HCITOJIB30BATHCH BOBMOKHOCTH 000UX METOMOB [6].

BBeneHne KeTOreHHOTrO0 palroHa OCYLIECTBISIIOCH
pasmuIHBIMEA crioco0aMu. J[J1T OBICTPOrO TOCTHIKEHUS
TCPAIICBTUYCCKOIO YPOBHA KETOHOBLIX TEJI HCIIOJIb-
30Bajach TOJIOHAs Tay3a (He TIpeBbImaromas 18 d),

3a KOTOPOW CJIeI0Baio POOHOE (B TeueHue 2—3 JHe)
BBEJICHHE KETOTEHHOTO paIlioHa Ha4dMHAs C /2 HE0OXO-
JIUMOM SHEPreTUUECKON LIEHHOCTH. TakKe MpOBOINIIAChH
3aMeHa 1o 1 mpuemy MUUM B I€Hb HA KETOTEHHBIA KaxK-
nplie 1-2 mgus.

B cooTBeTcTBUM C MPOTOKOIOM, KOHTPOJBHBIE 00-
CJIeOBaHUsl MPOBOAMINCH €KEKBAPTAJIHHO HA TEPBOM
roxy HaOmoneHus, nanee 1 pas B 6 mec.

Jnst orieHKY 3 (HEKTUBHOCTH MCIIOJIb30BATU BaJU-
MMpOBaHHbIE IIKambl. [ aHanmW3a WHTEHCHBHOCTH
U TSDKECTU CYIOPOKHBIX MPUCTYIOB UCIIOIB30BaNach
mkana npucrynoB Hague [7]; ans Heipomncuxodo-
TMYCCKOI'0 HCCICAOBAaHUA MIKaJbl IMCUXOMOTOPHOTO
passutus no Griffits 1, 2 u 3 [8, 9]; ans OLEHKH MO-
TOPHBIX (QYHKUUH Yy JeTeil ¢ JBUTaTeNbHBIMH Hapy-
meHusMu — mkanbl Gross Motor Function Measure
(GMFM) [10]. Onenka xauectBa xu3nu (KXK) npo-
BEJIEHa B COOTBETCTBUHU CO IIKAJON OIEHKH KadecTBa
JKM3HHU MTAIIUEHTOB C NOPAXXEHUEM LIEHTPAJIBHON HEPB-
HOM cuctemsl [11].

Pesyabrarpl. CormacHO OOLIEIPUHATHIM PEKOMEH-
JAIMSIME, TIEpBOHAYANIbHAs OIEHKAa J(PPEKTHBHOCTH
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nueroTepanuy Obljla OCYIIECTBIEHa Tociie 3 Mec. ee
uHUOMAIMK. 11oNOKUTENbHBIM PE3yIbTaTOM CUHUTAET-
csl CHIDKEHHUE 4acToThl mpuctynoB Ha done K/l Gonee
geM Ha 50% OT MCXOTHOTrO YpOBHS. DPQPEKTUBHOCTH
KJI B oTHOIIEHNH YaCTOTHI AMUIEITUYECKUX IPUCTYIIOB
npeacTaBieHa B Taom. 2.

W3 tabin. 2 BumHO, 4yT0 y 54% OONBHBIX yAAJIOCh JI0-
CTHYb MOJIOKHUTENIBHOTO 3 dexTa B CHUKEHUH YaCTOTHI
npuctynos, 6onee yem Ha 50% B 16% cirydaes, Oonee
yeMm Ha 75% B 17% ciydaeB ¥ MOJHOTO KOHTPOJSI HaJ
npuctynamu y 21% mnarueHnTos.

HauOonee 3HauuTenbHOE CHW)KEHHE KOJIMYECTBA
SMUJIENTHYECKUX npuctynoB Ha (one KJI ormeueHo
B Cly4ae MHOKJIOHMYECKUX, aTOHWYECKHUX IPHUIIAJKOB
u abcancoB y 184 mammentoB (46%), MOIHOE KyIMUPO-
BaHue y 84 (21%), a Takke SMUAJIENTUYSCKUX CIIa3MOB
(3C), npu KOTOPBIX CHIKEHUE YaCTOTHI MPUMAIKOB J10-
crurayTo y 112 manumenrtos (28%), monHoe Kynuposa-
Hue y 60 mereit (15%).

[Ipoanammuposana 3¢pdexruBrocts KJ[ y 113 ma-
[MEHTOB C MyTallUIMU B T€HaX U XPOMOCOMHBIMHU TIe-
pecTpoiikaMH, KOTOPBIE YacTO COIPOBOXKIAIOTCS SIH-
nencuert (tabna. 3). OauH OONBHOW NAHHOW TPYTMIIBI
JOCPOYHO BBILIET M3 HCCIICIOBAHUS B CBS3M C arrpa-
Balueil mpunagkoB (peOeHOK MMEN MyTalHio B TeHe
FCF12).

Crnenyer OTMETHTB, BBICOKYIO 3 dekTuBHOCTh KJ|
y aereit ¢ GLUTI — y 16 u3 17 nauuenrtos (Ha ypoB-
He 94%). Headdexrurocts K/ mpu GLUT1 6buna 3a-
(ukcupoBaHa y peOeHKa ¢ COIMyTCTBYOMIEH (hOKAITBHOM
KOpTUKajlbHOW aucrazueil. [ToaHbIl KOHTpOJIb Hal
MPUCTyNaMu y manuenTa ¢ cuaapomomM Ltypre—Bebepa
JOCTUTHYT TIOCJIe MPOBEJACHNS KaJUI030TOMUU Ha (oHe
nocieayoel KeToreHHo! tuerorepanuy. Haznauenne
KJI 1o oneparuBHOro BMEMIATENIBCTBA OKA3aJ0Ch HENO-
cTatouHo 3G PEeKTUBHBIM (CHM)KEHHE YacTOThl MpUIal-
KOB MeHee ueM Ha 50%), Tepanusi aHTUKOHBYJIbCAHTAMHU
B IIOCJICOTICPAIIMOHHBIN MEPHOJ TaKke He obecrednia
MPOTUBOCYOPOKHBIN 3D (DeEKT.

AHnanu3 nuHamuku nokazarenerd DOI Ha ¢one K/
(100 marmenToB) BeIsiBIII, uTo y 70% neteil mo naH-
HBIM BU1€0-D3I" 0TMEUaINCh MOJOKUTENBHBIC CIABUTH
Ha 10-12-#1 meHp AMETOTEpanuu B BUIE CHIDKCHUS WH-
JeKca ¥ aMIUTUTYAbl SNHIenTU(OPMHON M MEAJICHHO-
BOJTHOBOW aKTHBHOCTH, YITy4llleHHsI QOHOBOW PUTMHKH.
V 30% OonbHBIX naHHble DDI HE CBUIETEIHCTBOBAIN
0 3HAYUTEIIbHBIX U3MEeHEeHUAX. Bumeo-221 gepes 3 mec.
nocye BBeaenus: K/ nemoncTpuposaso croiikue 3Ha4u-
TeJIbHbIE YIY4YIIEHUs B BUJIE JlajibHEUIIe 4acTUUHOU
penykuuu (OKyCOB 3SNHMIENTU(GOPMHON aKTUBHOCTH,
CHIDKCHUSI MHJICKCA STIMAKTUBHOCTH U YIydIIeHus! ¢o-
HoBoit OO y 50% mnanuentos; y 16 mauuento 33"
MTOJTHOCTHIO HOPMAJIN30BaIACh.

Y 100 nmaunuentoB, nmonyuarommx K/ B TeueHuu
JIBYXJIETHETO TI€PHO/A, OCYIIECTBIEHA KOMIUIEKCHAS
OLICHKA JMHAMUKU TSKECTU HPUCTYIOB, IICUXOMOTOP-
HOTO Pa3BUTHS, a TAK)KE Ka4eCTBA KU3HU C UCTIOIH30BaA-
HUEM BaJUIUPOBaHHBIX MKajd (Tadin. 4). KonTponbHyto
TPYyMITy COCTaBWIIM ManueHTsl ¢ PO, KoTopeie nMenu
MIPOTUBOIIOKa3aHus K Ha3HadyeHuto KJI, mponomxasmme
TIOJTY9aTh MIPOTUBOCYIOPOKHYIO Tepamnuto (n = 25).
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OOBbeKTHBHAS OIEHKA DBOJIONHMH TSKCCTH MPUTIAI-
KOB IIPOBOAMJIACH C MOMOIIBIO IIKanbl Hague, koTopas
BKJTIOUAET 13 BOMPOCOB, OTpPaKAIOIMINX HAPYIICHHE CO-
3HaHUsI BO BpEMs MPHUCTYIA, TKECTh MPHUIAIKOB, Ha-
JMYUE HEMPOU3BOJIBHBIX MOYEHUCITYCKAaHHH BO BpeMs
MPUCTyNa, TPaBM, NPHUKYCHIBAHMN s3bIKa, TOJIOBHOMN
Y MBIIIETHON 001 [7].

AHaJn3 3BOJIIOLHMH NPHUIAIKOB, IPOBEACHHBIN C T10-
MolIbt0 1Kajasl Hague BeIsiBUII cliienytoiee. MIcxoaHbli
YPOBEHB TSKECTH MPUCTYIOB B TPYIIIE JI€TeH, KOTOphIE
ctanu nmony4arb KJ[ coctaBun 38 6amioB (Tsokenas cre-
IeHb TSDKECTH NMPHUCTYIIOB), K ABYM TOAAM IIOJyYECHHUs
MUETOTEpauy CHU3WICS 10 24 OayioB (CpemHsisl cTe-
MeHb TSHKECTH MpHCTyNoB). [lpuuem cpenu manueHToB
TSDKECTh IPUCTYIIOB CHU3WIACH C TSKEJIOW J0 CpeaHen
CTENEHH TsOKECTH (CIOXKHBIE (POKaJbHBIE MPUCTYIIBI
9BOJIIOLIMOHAPOBATI B TPOCTBIE WM TPOJOTKUTENb-
HOCTB BBIKJIIOUCHHS CO3HAHUS 3HAYUTEIILHO CHU3HJIIACD,
YMEHBIIWIACh HHTEHCUBHOCTh M TSDKECTh MPHCTYIIOB,
HCUE3JI0 MOYCHCITYCKaHUE, CHU3MIACh TPAaBMaTHU3aLMs)
B 21% cmyuaeB (21 60mbHOI); CO CpeaHEN CTETeHHu 110
JIETKOH (3HAYMTENBHOE COKpAIlleHHE MPOJAOIKHTEIbHO-
CTH TIPUCTYTIOB, UCUYE3IIU MTOCTIIPUCTYITHBIE HAPYIIICHUS,
COHJIMBOCTB U TOIIHOTA) B 54% (54 pebGenka); xapaxkrep
NPUCTYNOB He m3MeHwics y 14 (14%) naiueHToB u y
19% nabnroganock NOJIHOE KyIMPOBAHUE TPHUIIAIKOB.

IIpu 3TOM B KOHTPOJIBHOM Ipynne IMHAMUKH HE OT-
MeueHo. VicxonHbli ypoBeHb 0 mony4yeHus GpapMakoTe-
panuu coctaBui 39 GatoB (TsKenas CTETeHb TSHKEeCTH
MIPUCTYIIOB) U Yepe3 2 roga NpUMEHEHUs IPOTHBOCYIO-
POXKHOM Teparuy COXpPaHWIICS Ha YPOBHE TSDKEIIOW cTe-
MIEHH TSDKECTH NPUCTYTOB 38 0auIoB.

Heiiporicuxonornueckoe ucciieJOBaHUE B TUHAMUKE
C UCTIONIb30BaHUEM LIKAJIbl ICHXOMOTOPHOTO Pa3BUTHS
no Griffits mo3BoMIIO OMpeNeNUTh YPOBEHb Pa3BUTHS
pebeHKa Mo TakuM MapameTrpaM, Kak MOTOPHKA, COLU-
aNbHas ajanTaius, CIyX U pedb, 3puTesibHast QYHKIUS
1 ICHCTBHUS PYK, CHOCOOHOCTH K HUTPE.

OreHKa COCTOSTHUS MOTOPHKH, COLMATBHOM ajarTa-
UM, CIyXa ¥ PEUH, 3pUTEIbHON (YHKLUUH, MOTOPHOU
(byHKIIMHA pyK, a TakKe CIMOCOOHOCTH K MPEIMETHOMN
nesitensHOoCcTH 10 Tikanam Griffits 1, 2 u 3 npoussene-
Ha B 6amrax. BeIOOp mIkambel OCYMIECTBISIICS C YIETOM
ypOBHS pa3BuTus pebeHka. B ocHOBHOI rpymme nuHa-
MUKa TICHXOMOTOPHOTO pa3BuTHs 1o mkane Griffits 1 —
21 manment (21%): no KJ — 46 Gamnos (pa3Burue
B CPEMIHEM I10 TPYIINE COOTBETCTBYET BO3PACTY 4-Mecsd-
Horo pebenka), yepe3 2 rona KJ| — 73 6anna (pa3sutue
B CPE/IHEM I10 TPYIIIE COOTBETCTBYET BO3PACTY O-MecCsd-
HOTrO peOeHka). JMHaMuKa NMCHUXOMOTOPHOTO Pa3BHUTHS
no kane Griffits 2 — 34 mamuenra (34%): mo KJ| —
223 Ganna (pa3BUTHE B CPETHEM O TPYIIIIE COOTBETCTBY-
et Bo3pacty 1 ron 8 mec.), uepe3 2 roga KJ[ — 252 6anna
(pa3BuTHE B CpefHEM MO TPYMIE COOTBETCTBYET BO3pa-
cTy 2-meTHero pebeHka). /lMHaMMKa TCHXOMOTOPHOTO
passutus no mkaie Griffits 3 — 45 nanuenToB (45%):
1o K[ — 91 6ann (pa3BuTie B CpeHEM IO TPYIIIE CO-
OTBETCTBYET BO3pacTy mpu Habope oT 84 mo 116 Oan-
noB), 2 rona KJI — 128 Gannos. B koHTposkHOM TpyTITIE
ornenka no mkane Griffits 1 — 11 marnuentos (44%):
Io JyiedeHus —- 36 0amioB (pa3BUTHE COOTBETCTBYET
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BO3pacTy 4-MecayHoro pebeHka), yepe3 2 rojga nprume-
HEHUSl aHTUANHMIIENTHYECKUX IpernaparoB — 38 Oai-
J0B (pa3BUTHE COOTBETCTBYET BO3pacTy 4-MecsayHOro
pebenka); no mkane Griffits 2 — 7 manuentoB (28%):
no nedenns — 214 OGamna (pa3BUTHE COOTBETCTBYET
BO3pacty 1 rox 7 Mec.), uepe3 2 rona MpUMEHEHHs Tpe-
naparoB — 224 6asia (pa3BUTHE COOTBETCTBYET BO3pa-
cty 1 rox 8 mec.); mo mkane Griffits 3 — 7 marnueHnTos
(28%): no neuenuss — 79 G6aiIoB, Yepes 2 roja npume-
HEHUs IpernaparoB — 86 0ayuioB (pa3BUTHE B CPETHEM
0 TPYIIe COOTBETCTBYET BO3pACTy MpH Habope oT 84
no 116 6amioB).

OreHKa JBUTaTeNbHBIX (QYHKIHMH B TUHAMUKE TPO-
Boawiachk 1o mkaine Gross Motor Function Measure
(GMFM). lllkana copepkut 88 TeCTOB, KaKIBIH U3 KO-
TOPBIX OIIEHWBAETCS MO 4-0aIbHOW CHUCTEMe, C TIOo-
CIIETYIOIIUM BBIYHCICHHEM 00Iero Oamia pa3BUTHS
MOTOPHBIX (DYHKIMI M OTAEIHHO OaIOB MO KaXKIOMY
U3 TPEIIOKEHHOTO TOJIOKEeHUs B KOoHIe 3a1anus. Cpe-
JIM JIeTeld OCHOBHOW TPYMIIBI pe3yibTaT MUCCICAOBAHUS
o mkajge GMFM no nasnauenust K1 cocraBwr 75 Gai-
0B  (HE3aBUCHMOE TIEPEIBIKCHHE OrPaHUYCHHO),
a x 2 romam KJI BeIpoc 10 96 GainioB (aeTv XOAsT He-
3aBHCHMO, 3aMETHBI 3aTPYIHEHUS BO BpPEMs BBHITIOIHE-
HUS JBWKEHHH, TpeOyronmx 00ib1oi TogHoctn). OT-
MEYaJINCh 3HAYUTEIbHBIC YIYUIIEHUS! MOTOPUKHU B BHJIE
YMEHBIICHHUS TPOSIBIICHUH aTOHUYECKOTO CHHJPOMA,
HapacTaHusi 00beMa JIBUKCHUH, YITyqIIeHUS KOOPIMHA-
[[H, UCUYC3HOBCHUSI aTaKCHU TIPH XOJb0e, YIydIIeHUs
MEJIKOH MOTOPHKH. B KOHTPOJIEHOW TpyTIe 10 JeueHUs
MOJTydeHa OIleHKa 65 0aiioB (HE3aBUCUMOE TEpPEIBU-
JKEHHE OIpaHUYeHHO), Yyepe3 2 Toja MpUMEHEHUs Tepa-
nuu — 70 6ayiIoB (He3aBUCHMOE MEPE/IBUKECHUE Orpa-
HHYEHHO).

Hcrnonp3oBaHKue IMIKaNbl OIGHKH KadecTBa KU3IHU
MAIUEHTOB C TIOPaKEHUEM IEHTPAIbHONH HEPBHOW CH-
ctemsl [11] npu quHAMHUYECKOM HAOIOICHUH 32 OOJb-
HbiMH Ha KJ[ 03BOJIII0O OOBEKTUBHO OIIEHUTH TEUECHUE
3a00JeBaHMsl, MOJJOUTH K CTAaHJAPTU3AIIUHN PE3YIHTATOB.
HalOpannas ompeneneHHas cymMMa 0alllIoB 0 Ha3HaYe-
Hus KJ1 cocraBuna 30, uto coorBercTBYeT HH3KkoMy KOK
Y CMEHWJIaCh 3HadeHueM 60 depes JBa roja AueTorepa-
nun (ynosnerBopurensHoe KXK). B konTponbHOIl TpyT-
I1e 3HAYMMBIX Pa3IMYUi BBISBICHO HE OBLIO: 10 JICUSHUS
cymma 6aiioB paBHsutach 25 (KXK), crrycts 2 roma mocie
IIPUMEHEHUS TIPOTUBOCYIOPOXKHOMU Tepanuu 30 Oammam,
4yTO Takxke coorBeTcTByeT KIK.

3akirouenune. HakomneHHbI OTEUECTBEHHBIA OMBIT
ucnonp3oBanusd K/ mpu smunencuu CBHIIETENBCTBYET
00 ee 3(pPEeKTHUBHOCTH B JICYCHUU CYJOPOKHBIX COCTO-
aHUH y pereit. Pesynsrarom npumenenns K/ mpu ®@PD
CTaJIO CHIDKEHHUSI YaCTOTHI ITPHITAIKOB Oosiee ueM Ha 50%
y 54% OOnBbHBIX, B TOM YHCJIE JOCTIDKEHUE ITOJTHOTO
KOHTpOJIs HaJ npuctynamu B 21% cmydaeB. OTMeueHa
BbicoKas dddekruBHOCTh K/ y OOJBHBIX ¢ BpPOXKICH-
HbIM HapymeHueMm merabomusma (GLUT1) — y 94%
JeTei.

Ycranosneno, uto K/ Hapsmy ¢ yimydiieHueM KOH-
TPOJISL 32 MPHUCTYIaMH CIIOCOOHA OKa3bIBaTh Olarompu-
SITHOE BJIMSHUAE HA TNICUXOMOTOPHOE M HEPBHO-TICUXH-
YecKoe pa3BUTHE JeTel. Pe3ylnbTaToM KOMIUIEKCHOIO
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BO3JICHCTBUS AUCTOTEPANINN CTAJO TOBBINICHUE Kade-
CTBa KU3HU MALUCHTOB.

KJI sBisieTcss OOMENPUHATBIM METOAOM JICUCHHUS
OPD, mUPOKO UCHIONB3yEMBIM B 3apyOeKHOM IPAKTHKE,
KOTOPBIH IO HACTOSIIIETO BPEMEHH, K COXKaJICHHUTO, HE pe-
aJIM30BaH B MOJHOM Mepe B OT€UECTBEHHON MeIULIUHE.

Jo nocnennero Bpemenu KJ[ He BKIIIOU€HA B KJIH-
HUYECKHUE PEKOMEHAAINH 0 JICUCHUIO AIUJICIICUH, YTO
CYIIECTBEHHO OTPAHWYMBACT HWCIIONH30BAHUE METOA
Ha IIPAKTHKE.

B HIIII nponoskaeTcs: HAKOIUIEHUE OIbITA IO IPH-
MeHenuto KJI B neuenun aerei ¢ @PD, coBepIIeHCTBY-
FOTCSI TIOAXOMABI K OpTaHM3aIluu JaueToTeparnuu. llep-
CIICKTUBHBIMU HANPABICHUSAMU SIBIISIOTCS HU3YUYCHUE
Bo3moxkHocTel KJI B Tepamuu cyneppedpakrepHOro
SMUJIENTHYECKOTO CTaTyca, a TakKKe y JAETe MepBOro
roja »*u3Hu. MccienoBanuil cpenu yka3aHHOM Karero-
pun OonbHBIX B PO He MpoBOMWIINCE, OHAKO B JINTEpa-
Type UMEIOTCS YKa3aHUsl Ha BBICOKYHO 3(P(PEKTUBHOCTH
KJI B manubix ciayuasx. M3BecTHO, 4TO BO3MOXHOCTh
MIPUMEHEHUST JTUETOTepanuu Tpu (HapMaKOpe3UCTEHT-
HOM SMUJIENICUU BCETa CIeAyeT paccMaTpUBaTh HA MaK-
CHMaJbHO PAaHHUX dTarax Teparuu, 0COOCHHO C YIETOM
TOTO, YTO Yy MAI[IEHTOB paHHETO BO3pacTa HaOIONaeTCs
OTHOCHUTEIFHO BBICOKHIA YPOBEHb TOCTUTAEMON CBOOO-
IIbI OT CYIOpPOXHBIX mpuctynoB Ha (one K], a Takxke
C Y4E€TOM HEOOJNBIIOTO CIEKTPa UMEIOITUXCS MMPOTUBO-
SMUWICNTHYECKUX MPEnaparoB, IPUTOJHBIX K MPUMEHE-
HUIO JUIs JJAHHOM BO3PAcTHOM KaTeropuy Malue€HTOB
[12, 13].

Brenenne KJI G0MbHBIM, TOTYyYarONINM HWHTCHCHB-
HYIO Tepamuio, U IETSIM PAHHEro BO3pacTa OrpaHUYHU-
BaJia HEJOCTYITHOCTH CIICITHATH3UPOBAHHBIX TIPOITYKTOB
MUTaHYSL IS €€ OpTaHM3aIliHy, TO3BOJISIONINX chopMu-
pOBaTh aJICKBATHBIA PAIMOH MTUTAHUS, B TOM YUCIIE IS
MUTAHUA Yepe3 30H U CTOMY.

B nacrosmee BpeMst Takasi BO3MOKHOCTH pPean3o-
BaHa, O1aro/aps MosBICHUIO HA OTEYECTBEHHOM PBIH-
ke cnenuanusuposanHoii cmecu KeroKan 3:1 (Hytpu-
nus, lonnmanaus), crienuanbHO pa3pabOTaHHOW IS
nueToTepanud  (papMaKOpPE3UCTECHTHOW DIUIICTICUU
U IPYyTUX COCTOSIHUI, MIPU KOTOPBIX MOKA3aHO MpUME-
HeHue ketoreHHou auetsl. KetoKam 3:1 mpencrass-
eT co00li MOJHOIIEHHYIO TI0 COCTAaBY BBICOKOKUPOBYIO
HHU3KOYTJICBOAHYIO CYXYI0 CMECh C COOTHOIICHHEM
JKUPOB K CYMMapHOMY KOJIMYECTBY YIJIEBOJIOB U Oell-
koB 3:1. [IpucyTcTBHE B MPOAYKTE MOJHOTO Habopa
MaKpO- U MUKPOHYTPUEHTOB IO3BOJSET HCHOIb30-
BaTh €€ NPU HAJIWYWHM TIOKAa3aHWH B KaueCTBE CIMH-
CTBEHHOTO HCTOYHHUKA MUTaHUS (IPU OpraHU3aluu
30HIOBOTO IMMUTAHUS H AP.), a TAKKE JJIS TOTOTHCHUS
paluoHa.

BocrpeboBannocts B KJ[ cpeam GOnbHBIX HEBpO-
JIOTUYECKOTo Mpoduiisi, HeCOMHEHHO, Benuka. KJ| sB-
JIIETCS €MWHCTBEHHO BO3MOXKHBIM CITOCOOOM JICUCHUS
MPH  BPOXKJCHHBIX HApPyIIEHUSX METa00NHU3Ma, Cpe-
I KOTOPBIX HapyIIEHHUE TPAHCIOPTA TIIFOKO3BI ThMa 1
(GLUT1), nedwumnure aeruaporeHa3HOro KOMILICKCA,
BpoxieHHOM aedunnte pochodpykroxkuHaszsl-1 u ap.

HaxkorieHHBI HaM# OTTBIT OYJIET CITY>)KUTh CTUMYJIOM
JUTSL TalTbHEUIIIEeTro pa3BUTHUSI KETOTEHHOM AUETOTeparuu
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NCCNEAOBAHNA N KNIMHUYECKE HABITIOAEHWA

B P®. byayiiue uccineaoBaHusi Mo U3yYEHUIO MOTEHLIU-
ana KJI B meuenun ®PD y neteil nomkHBI OBITH MHOTO-
LIEHTPOBBIMH U JOJTOCPOIHBIMH.

duHaHCHPOBaHUE. Hayuno-uccnenoBarenbckas
paboTa 1O MOATOTOBKE PYKOMKCH IPOBEICHA 3a CYUET
CPEICTB CyOCHINU Ha BBIMIOJHEHHE TOCYJapCTBEHHOTO
3amanus B paMmkax [IporpaMMbl MpUKIIATHBIX HAYYHBIX
nccaenosanniit PAH (tema Ne 0410-2020-010).

Konduaukr unrtepecon. [lyOnukanus crarbu moj-
nepxxkana OO0 «HyTtpunus».

ABTOpBI JIEKIAPUPYIOT OTCYTCTBUE WHOTO BO3MOXK-
HOTO KOH(DJIMKTa WHTEPECOB.
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