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HyTtputusBHasg noppgeprxkka
IIPU JEeTCKOV SIUIETICUNA

Onunencus - 00HO U3 HAUbOIEE PACNPOCIPAHEHHBIX XPOHUHECKUX 3A0071e6AHUTI
HePBHOLL CLCMeMbl, KOMOPbIM CHPAOAIOM /00U PA3HOZ0 603PACIIA 60 6CEM MUPDE.
IIpobrema noucka sgexmueHvlix Memooos seueHUs 0aHH020 3a0071e6AHU
ocmaemcs akmyanvHoil. IIpu nekomopuix popmax snunencuu sggexmuema
CNeyUanbHAs Ouema, cOANaHCUPOBAHHAS NO COOEPHAHUIO OCHOBHDIX KOMHIOHEHINOS,
BUMAMUHOB U MUKPOITIEMEHINOB.
B pamxax cumnosuyma «Kax nomouv 60710HomMy snusnencueti: 4rmo mol 3HAEM U 4O
00THCHBL 3HAMB?» NPO36YHAT D0KAAD 0.M.H., Npodeccopa Kageopvl He8POoeUL,
Hetipoxupypeuu u meouurckoii eenemuku Cankm-Ilemep6ypeckoeo 20cyoapcmeenHozo
neduampuueckozo medunurcrozo yrusepcumema Oxcarvt Banenmutnostv ['Y3EBOJ.
Ona pacckaszana o HympumueHoii noddepscke npu 0ermcKoil SNUIENCUl.

54

IU/IENCUsA 3aHMMAeT TpeTbe
MeCTO B CTPYKType Haubosee
pacmpocTpaHeHHBIX 3abore-
BaHMI B IeAMAaTPUYIECKON IOIY/Is-
. YacroTa 3a60/1eBaeMOCTY Cpefiut
meTell M TOLPOCTKOB COCTABAET
0,75-1%. B 75% cny4aeB snuencus
[eOTUpYeT B [ETCKOM BO3pacTe.
Ilo cocrosumio Ha 1 sHBapsa 2019 r.,
u3 27 MJIH feTeil, IPOXUBABIINX
B Poccun, npumepno 270 TbIc. cTpa-
manyu snuiencuen, npmiem 25%
(oxomo 67,5 ThIC.) M3 HUX SIMUJIEIN-
TUYECKOIl 9HIedanonarueil, pesu-
CTEeHTHOI K Tepanuy. OfHaKO TOUHOI
CTaTUCTUKM 10 KOMUYECTBY OO/IbHBIX
SNMIENCHeNl B Hallleil CTpaHe HeT.
B cBA3M ¢ 3TMM CylecTByeT ocTpas
Heo6XOMOCTD MOVICKa HOBBIX JIMar-
HOCTMYECKVX U Tle4eOHbIX METOTOB.
K ¢dakropam pucka pasBUTHS SIIU-
JIETICUY OTHOCAT:
v/ HapyllleHle Pa3BUTKA TOMTOBHOTO
Mos3ra pebeHKa BO BpeMs OepeMeH-
HOCTM;

v/ TsXeJloe TeYeHle POJIOB;

v/ IOCTHATa/IbHble NH(EKINY;

v/ apTeprOBEHO3HbIE Ma/IbpopMaLy;

v/ TIOCTHAaTaJIbHbIE TPAaBMBbI;

v/ aNMIENTUYECKIE TTAPOKCU3MBI IIPY
OITyXOJIAIX TOTIOBHOTO MO3T'3;

v MHQeKLVOHHO-aJI/Ieprudeckue
sH1eamnThL;

v/ HaCJIefICTBEHHYI0  IIPeApacIIono-
>KEHHOCTD K 3IIM/IETICUM.

Benyiee MecTo B CTPYKType HEBpO-

JIOTMYECKOJ TATOJOTUM 3aHMMAET

IepMHATATbHOE MOPAKEHNe IIeHT-

PaJIbHOI HEPBHOM CUCTEMBI, KOTOPOE

HepenKo NPUBOAUT K PasBUTUIO TIa-

POKCM3MAaTIbHBIX PACCTPOIICTB CO3HA-

HUA Y JeTell KaK SIWIEeNTUIeCKOro,

TaK M HeSMIENTUIECKOTO XapaKTepa.

Hesponorndeckue HapyleHs B Heo-

HaTaIbHOM IIEPUOJie ¥ HEIOHOUIEHHBIX

C TOCTTUIIOKCMYECKMM IIOpaKEHNEM

TOTIOBHOTO MO3Ta, IOMyYalolVX IIN-

TE/IbHYIO0 PECIIMPATOPHYIO IOIEPXKKY,

B 33% crmy4aeB NPOABIAITCA CYH0-

POKHBIMM ITApOKCHU3MaMu' .

OnunentuvYeckmue IMapOKCU3MBI
B CTPYKType HacaefCTBEHHO-[e-
reHepaTUBHBIX MIOPAXEHNIT U BPO-
JK/IEHHBIX aHOMa/IMil MO3Tra HabIIIo-
HarTcsa B 67% cmydaeB. OGbIYHO OHU
BO3HUKAIOT Ha [IEPBOM TOY SKU3HIL,
ObIBAIOT MONMMOP(HBIMU U pesu-
CTEHTHBIMM K Tepanuu. Y JeTeil
C HOpOKaMy TOJOBHOTO MO3ra
U SNMJIETICHell Yallle BCTPedaroTCs
nonuMuKporupus (25,26% ciyda-
eB), KopKkoBast fuciuiasus (24,21%),
HeJIpOHA/IbHBIE K/IETOYHbIE TeTePO-
tommu (22,11%), nuccannedanus
(21,05%), pexxe TybepO3HBIIT CKIle-
po3 u mussHIedams’,

Oco6oe MecTO B IaTOreHese SIu-
JIETICUM OTBORMUTCS MeJMATOPaM,
TaKMM KaK TaMMa-aMIHOMac/IAHas
KUCTIOTA U CEPOTOHUH, COCTOSIHUIO
M TIPOHNUIIAeMOCTH MeMOpaH Heipo-
HOB. [laTorenes smmiencun cBsA3aH
C HapyILIeHNEM [esTeTbHOCTU TOp-
MO3HBIX 1 BO30Y)X/JAIOIIIX MEXaHNU3-
MoB Mosra. Ha Helipoxumnudeckom

! Tysesa B.J. ITapokcusMarbHble pacCTPOIICTBA CO3HAHNS Y JeTell paHHero Bo3pacTa. JIMarHocTyKa 1 peabuauranys: aBroped. Auc. ... JOKT.

Mefl. Hayk. 1993.

2 Tymennuk E.B. ITocTrumokciyeckue Cyiopori y OHOIIEHHbIX HOBOPOXK/IEHHBIX ([MAarHOCTVKA, JIedeHNe, IIPOrHO3): aBToped. JAC. ... KaHf, Mefl. Hayk. 2007.

> Menamenxko T.B. JInarnocTuka mocTrumnoKCcM4eckoro NopaXxeHus roIoBHOTO MO3Ta y HeIOHOIIEHHBIX fleTel, Oy YaBIIMX JJIUTENTbHYIO
PeCcIpaTopHyIO Tepanuio: aBToped. fuc. ... KaHA. Mefl. Hayk. 2013.

4 OXPI/IM .B. Ocobennoctu [AVATrHOCTUKMY, I€Y€HNA U IIPOTHO3a CUMIITOMAaTUYE€CKIX SMUIETICUI y ﬂeTeﬁ C IOpOKaMM pa3BUTNA I'OIOBHOI'O

Mo3sra: aBToped. AucC. ... KaHf. Mefl. Hayk. 2016.

JddekTBHaA hapmakoTepanua. 5/2022



MeauuuHckni ¢o

-s1 MeXIVCLIUIUINHAPHAsA KOHGepeHIVs ¢ MeXX/YHAPOSHBIM Y4acTHeM

YPOBHE CleflyeT yIYUTbIBaTb COOTHO-
HIeHNe MeXIYy TOPMO3HBIMU U BO3-
Oy>XIAIoIWMM MeAMaToOpaMi, MyTa-
LIV VIOHHBIX KaHa/lOB, CIIOCOOHBIE
MopnuIpoBaTh UX GyHKUNIO, TO
€CTb YCU/IMBATh [IEMOAPU3YIOIEe
MOHHBIE TTOTOKM HAaTPUA U KaIbLMA
VIV YMEHbIIATh IMIIEPIIONAPU3YIO-
IIyie IOHHBIE IOTOKY XJIOpa Y Ka/IuA.
InyramaTHasA cucreMa — OfyH U3 OC-
HOBHBIX TUIIOB BO30Oy)x/amomeit cu-
HaNITUYECKOI Iepefadyl B TOTTOBHOM
Mo3re. BergendoT Tpy TuIa MoHO-
TPONHBIX U He Me€Hee IIATU TUIIOB
MeTabOTPOIHBIX PELeIITOPOB.

Ha pgmHaMuKy aKTMBHOCTM MO3Ta
BAUSIOT aliio3 M KeTo3. [0/I0BHOM
MO3T yTUAU3UpPYeT Inioko3y. IIpnu
TO/IOaHUI OH BBIHYXX[EH MCIOJIb-
30BaTb KETOHBI, NPOM3BONUMBIE
>)xupamu. IIpu aTom pasBuBaercs
COCTOAHME KeTo3a U anuposa. Bos-
HMKIINI anMfi03 IONTOXUTEIbHO
BIMAET Ha CYJOPOXXHYIO0 aKTUBHOCTD
MO3Ta, OfHaKO OBICTPO KOMIIEHCUPY-
etcst. [Toatomy 6eta-rufpokcubyTu-
pOBast KIMC/IOTA U aIleTOH ABJIAITCA
BOKHEMIIVMMY KEeTOHaMM, KOTOpbIe
COXPAHSAIOTCA NPU HEMOIHOM Cro-
paHuUM XUpOB B opraHusme. JVim
HMPUINCBIBAIOTCSI OCHOBHbIE aHTH-
KOHBY/IbCAHTHBIE CBOJICTBA. B cBOIO
ouepenb MHIUOUTOpPHI KapboaH-
IUApasbl BBIBOJAT HATpMIL, Kannii
BMeCTe C COJOI U BOMOM, He maBas
UM BCOCaTbCsA B KAaHAJIbLAX IIOYEK
U BMeCTe C TeM BbI3bIBaA IOfIIeNa-
YYBaHME MOYM, 3aKUC/IEHNE KPOBI
U TIOTEPI0 MOHOB KanusA. VIHrubnro-
Ppbl Kap6oaHTMAPashl TOUYHO TAK JKe
67IOKMPYIOT KapOOaHTUApasy B IIne
U MUETVHE, YTO IIPUBOJNT K 3ajiep-
JKKe YIJIEKMCIOThl B TKAaHAX MO3Tra
U TIOBBILIEHNIO [IOPOTa CY[OPOXKHOM
AKTMBHOCTH.

KeTo3 - M3MeHeHMEe COOTHOLIEHMUS
B palyiOHe OCHOBHBIX INIIEBHIX Be-
[eCTB, obecrednBamllee pacipese-
JIeHJe KONMMYeCTBa XUPOB K CyMMe
0e/nKoB 1 yr/eBopoB Kak 4:1 v 3:1.
HastoMm ¢oHe B opraHnsMe BO3HUKaA-
10T KETO3 I aluflo3. YBENMIMBAETCA
IPOAYKIVA FaMMa-aMIHOMAC/IAHOM’
KUC/IOTBl B LIEHTPA/IbHO HEPBHOI

clUCcTeMe, CHIKAeTCsS KOHLIEHTpalys
I7TyTaMaTa, YMeHbIIAeTCA KCalTo-
TOKCUYHOCTD, aKTUBMPYIOTCA Hell-
poHanbHble AT®-4yBCTBUTENbHDIE
KajueBble KaHanbl. Bce aTu mporec-
CBI ITPUBOJAT K CHIDKEHUIO BO36yu-
MocTH HelipoHa. CieflyeT OTMETHUTD,
YTO TOYHBINI MEXaHU3M [elCTBUA
KEeTOTE€HHO JMEeTHl JO HaCTOSAIIEro
BpeMeHM He YCTaHOBJIEH.
BosMoxxHbIe MeXaHM3MBI KeTOTEH-
HOJ JUeThl — MPOTUBOAIMIENITIYE-
ckuit 3¢ ekt BCenCTBIE COCTOSTHMS
KeTo3a (IOBBIIIeHN)E KOHI[EHTPaLyIL
6eTta-ruppoKcubyTHpaTa, aleroare-
TaTa M alleTOHa B KPOBM), M3MeHe-
HMSA KUCIOTHO-IETOYHOro 6amaHca.
B pesynbraTe HaONMIORAOTCA YrHe-
TeHUe aKTMBHOCTY TUIEePaKTUBHBIX
HePOHOB, MHTMOWPOBaHME [eCT-
BUA NONVHEHACHIIIEHHBIX KMPHBIX
KJCTIOT Ha HEJfPOHBI.

CylecTByeT HECKOIbKO BapMaHTOB
KEeTOT€HHOI1 [MeThl, MCIIOMb3yeMbIX
B KJIMHMYecKoll mpakTuke. K ocHOB-
HBIM BapMaHTaM KeTOTE€HHON AMEeTHI
OTHOCAT K/IACCUYECKYIO KETOTEHHYIO
avery (mo R.M. Wilder), mogudu-
LMPOBaHHYIO A1eTy ATKMHCA, IUETy
Ha OCHOBE CpefHel[elIOYeYHbIX TpU-
ITIMLIEPUMOB, TUETY C HUSKUM ITIMKe-
MIYIECKVM MH/IEKCOM.
OnunenTtuyeckue sHIedanona-
TUM — TeHeTMYeCKU TreTeporeHHas
IPYIIIa TsXKENbIX PacCTPOCTB, KO-
TOpPble XapaKTepU3YIOTCSA HANIMUIU-
€M CyJJOPOXHOTO CHMHJpOMa U CO-
NMPOBOXAAITCA KOTHUTUBHBIMHU
U TIOBeJleHYeCKMMM HapyLIeHUAMU.
Suunentuyeckue sHuedamonmATUN
COCTaBIAKT NpuMepHO 15% Bcex
¢dbopM smmIencun feTcKoro Bospa-
cta u 70 40% Bcex sNMIenTUYeCKNX
MPUCTYIIOB, BO3HMKAIOIUX B IIepBbIe
Tpu rofa XXnsHu. [enetndeckue pax-
TOPBI UTPAIOT ONPEJENEHHYIO POIb
B PasBUTUM IATOJIOTUN IIPUMEPHO
y 70-80% manuentos. He menee 40%
BCeX MAMONATUYECKUX IMUIIENCUA
MMEIOT MOHOTeHHYI0 npupony. Ilpn
HeKOTOPBIX MOHOTeHHBIX (popMax
paHHell SHMIENTHYeCKOil sHIeda-
nomatum 3¢¢ekTUBHA TapreTHasd
Tepanus’.

«BelmHOBCKMe YTeH A

VHorna y meteit BcTpevdanTcs 3a60-
JIeBaHMsA, CBA3aHHbIE C HapyIIeHUeM
MeTabonM3Ma IMPOBUHOTPAJHON
KMCIOTHI, IpeXe Bcero geduuut
HMpyBaTKapbOKCcHIashl. IT0 3a60e-
BaHIe XapaKTepu3yeTcs ayTOCOMHO-
pelleCCMBHBIM TUIIOM Hac/leOBaHMs,
IeO0TOM B HEOHATAIbHOM II€PUOJE,
CYMITOMOKOMIIJIEKCOM «BSIJIOTO pe-
6eHKa», CyIOpOTaMy, Pe3UCTEHTHBI-
MU K Tepanuu. Ilpu geduiure mu-
PyBaTKapOOKCUIa3bl BBISBIISIOTCS
BBICOKAsI KOHIIEHTPalysI KeTOHOBBIX
Te/l B KPOBY, TUIIEPAMMOHMEMIS, TH-
HepIu3NHeMNs, a TaKXKe CHIDKeHMe
aKTMBHOCTH MMPYBaTKapOOKCUIIa3bl
B CK€JIETHBIX MBIIIIIAX. B HeoHaTamb-
HOM IIepMOZie BCTPEYarOTCS YePEHO-
nuueBasd Au3MopusA, HapylIeHUs
ObIXaHMA U COCaHMA, BHIPAXKEHHBIN
anupos. Ha mepBoM ropy >XusHu
y peTell ¢ BeUIUTOM MUpyBaTKap-
6OKCUIa3bl MOTYT Pa3BUTLCS aTaK-
CHsl, MBIII€YHAA IMCTOHUA, XOPeo-
aTeTo3, 3a7lepKKa IICUXOMOTOPHOTO
pasBUTHA.

bonesnp ge BuBo, maum cuHppom
medunura TpaHCIOpTepa IMIOKO3BI
1-ro Tuma, BIIepBbIe ObITa OMMCaHa
B 1991 r. KaK pasBuBamwILAACA HET-
cKkas sHuedanonaTus ¢ KOTHUTUB-
HBIMJM HapyLIeHUAMU, aTaKCuel,
IOVICTOHUEN M SINJIeNCHeil, pe3nu-
CTEHTHOJ K IIPOTUBO3INIENTHYe-
CKMM IpemapaTaM. 3aboneBaHue
00yCIOB/IEHO MyTaLMAMM B TIeHe
SLC2A, KOTOPBIiT KOAUpYyeT 6emoK-
TPaHCIIOpTep IMIOKO3bl 1-ro TUIA,
OTBEYAOIMII 32 IEPEHOC TTIIOKO3bI
4yepes remaTodHIedannIecknit H6a-
poep. B pesynbrare dyHkums 6enka
HapyuaeTcs, O7I0KMPYeTCs VI CHU-
JKaeTcs MOCTYIJIeHNe B KJIeTKU To-
JIOBHOT'O MO3Ia IJIABHOT'O MCTOYHMKA
SHepruy — I7II0Ko3bl. CUHPOM vallie
Hac/IefyeTcsl ayTOCOMHO-JOMIHAHT-
HBIM IIyTe€M, HO M3BECTHBI ClIydan
ayTOCOMHO-PeIleCCMBHOII Ilepefjadn.
Beipensior [Be KMHM4ecKue GOpMbI
crHApoMa fAeduuuTa TpaHCIopTepa
IJIOKO3BI 1-TO TUIIA — K/IAaCCMYECKYIO
1 Heanunentuyeckymoo. Kmaccuye-
ckasa ¢opma BcTpedaercss y 90%
HAalMeHTOB ¥ OOBIYHO MPOSBIACT-

5 [lTapkoB A.A., Illapkosa VI.B., Benoycosa E.[I., Jaganu E.JI. lenetnka n auddepeHunpoBaHHOe /TedeHre paHHNX SMUIENITNYeCKIX
sunedanonarnit. XXypxan nesponorun u ncuxmarpun. 2016; 9 (2).

Hesponorua u ncuxmatpus
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Cs y)Ke B IepBble MeCSIBl XU3HU

B BU/je STV TUYECKUX IPUCTYIIOB,

YCTOMYMBBIX K MPOTUBOCYROPOXK-

HoI Tepanuu. Ilpu HesmmenTnYe-

cKoit popMe 3abomeBaHMA, KOTOPOI

cTpaganT okKono 10% mnanueHTOB,
npeobrafanT SIPKO BBIpaXKEHHBIE

[BUTaTe/IbHbIe PACCTPONCTBA, TaKIe

KaK [apOKCHM3Ma/bHasl AVICKVMHE3NS,

aTaKCysl, AUCTOHMUA.

OCHOBHbIE METOZBI UATHOCTHUKIY 3a-

607eBaHMsI CBOMSATCS K IPOBENEHIIO

JIOMOATBbHON MYHKIMY C IIEIBIO OIl-

peneneHyst YpOBHS IIIOKO3BL B JIUK-

BOp€ ¥ MOJIEKY/ISIPHO-TEHETUYECKOMY

tecTupoBauuo. Crennduieckum

MapKepoM CHMHZIpoMa fiepyLIiTa TPaH-

CIIOpTepa ITIIOKO3BI 1-T0 THIIA SBJIsIET-

Cs1 HM3Kasd KOHLEHTPAIVs ITTIOKO3bI

B CIIMHHOMO3TOBOJI >KUKOCTH.

Bpicokuit pucK pasBUTHUA SMWIEIICUN

OTMeYaeTCs y feTell B [epUOf, TOp-

MOHJIBHBIX KPU30B, B IIOLPOCTKO-

BOM Bo3pacTe. Pa3Butue u TeueHne

SMMJIETICUN ¥ TIOAPOCTKOB UMEIOT

CBOM OCOOEHHOCTI:

v 1me6IT BO3PACT-3aBUCHUMBIX TIOfI-
poctkoBbIX ¢opM B 13-15% ciy-
Jaes;

v/ TpaHchopManusa AeTCKUX (Gopm
snmencun, 30% 13 KOTOPBIX IPO-
TEKAIOT 3/I0KA4€CTBEHHO;

v TpyBHOCTY auddepeHImanbHol fu-
arHOCTVKM C HeSMMIENTHIEeCKUMMU
[IAPOKCU3MaMII;

v/ TIepUOJ MHTEHCUBHOIO pOCTa, pe3-
KOTO VI3MEHEH)s] MeAMATOPHBIX I
TOPMOHAJIBHBIX CHCTeM, GOPMIPO-
BaHMe PENPONYKTUBHOI QyHKImI;

v/ TIpueM aHTUSIMIENITUYECKNX Tpe-
[IapaToB, B/IVSIONINX HA KOHIIEHT-
PaLyIo KOHTPALENTHBOB (KapHama-
3€MMHBI), YXY[IIAIOMMX Ka4ecTBO
JKVM3HI: yBeNMYeHMe MacChl Tena,
BBIIIafIeHIte  BOJIOC, IIOJIMKVCTO3
SINYHIUKOB;

v/ Hann4me MHTEHCUBHON ¢GoHo/do-
TOCTUMY/IALMK (TeIeBU3OP, KOM-
IIBIOTED U [ip.), KypeHMe, HeTOCHI-
MIaHNeE;

v/ OTCYTCTBUE  IPEEMCTBEHHOCTHU
IV [IEPEBOJiE BO B3POCIIYIO CETb.

[TepBUYHBIN [MAarHO3 SMMUJIEICUN

YCTaHAaBNMBAIOT Ha OCHOBAaHMMU K-

HMKO-aHAMHEeCTUYeCKUX [aHHBIX,
XOTA 31eKTposHuedanorpamma
(93I') mo-mpexxHeMy MIpaeT Befmy-
L1YIO POJIb B VIATHOCTYKE STNTIETICUNL.
[Toxasarenu 93T pebeHka B 3HaUNU-
TEIbHOM CTeTIeH! OTIMYAIOTCS OT I10-
KasaTesell B3pOC/IOTO 4e/I0BeKa, YTO
06ycIoB/IEHO 0COGEHHOCTSIMY CO3pe-
BaHI KOPBbI, IIOAKOPKOBBIX 00pa3o-
BaHUI. BapuaHTb! aNMIeNTUYECKNX
[aTTepHOB, (PyHKUMOHATbHbIE Ha-
IPY3KM IpefcTaBaeHsl B KimBieHs-
ckoit kmaccupukanuu III. Ilpu
sanucu pyTuHHON IIT He Bcerma
MOXXHO OOHApyXWUTh SUUIENTH-
(OPMHYIO aKTUBHOCTD, TOT/IA C/IEYeT
TIPOBOAUTH BUAE0-OI-MOHNTOPYHT.
K nHelipoBM3syannsallMOHHBIM METO-
TaM OTHOCATCSA KOMIIbIOTEPHAs TO-
morpaduisi, MATHUTHO-pe30HAHCHAas
ToMorpadusi, MOSUTPOHHO-IMUCCH-
OHHasA ToMOrpadus ¢ IpuMeHeHNeM
CIlenia/IbHbIX IPOTOKOJIOB CKAaHUPO-
BaHMA II0 porpaMMe «IUIeTICHUA».
CunTaercs, 4TO Ha JIONIO TeHeTUYe-
ckux popM IpuxopuTCs cBoiie 30%
BCEX SMMIENTUYECKNX CHHIPOMOB.
3a mocnefHNE TOAbl 3HAHMUA O Te-
HeTUKe 3MIUJIENCUN CYIIeCTBEHHO
pacumpunuch. [losgBunach BO3MOX-
HOCTb MCIOJIb30BaTh IIepCOHAIN3N-
POBAaHHYIO TEPAINNIO, BO3/IENICTBYIO-
L1Y0 HA KOHKPETHBIN IeHeTUIeCKIIL
medpext. C HpPaKTUIECKON TOYKY
3peHMs OOHapy>KeHIe MyTalNu, ac-
COLIMMPOBAHHOMN C 3MMIENCHUeN, Io-
3BOJISIET MPEANPUHATD CAENYOIINe
NeICTBUSA:
= IIpeKpaTUTb JanbHelilne Joporo-
cToAlMe JUATHOCTUYECKNe IIpo-
Iemypsl;
= §oJiee TOYHO NIPOTHO3UPOBATD Te-
YyeH1e 3a60/1eBaHIL;
= ONTUMU3NPOBATh TepaIuIo;
» JICKJIIOUUTD VIV MUI3SMEHUTb TaKTU-
Ky XMPYPTU4eCKOTo JIe4eHNs;
= OIpefieINTh NPOrHO3 Ja/IbHeiIIe-
TO JIeTOPOXX/IEHNUA B CEMbe.
B knImHM4Yeckol [UarHocTuKe
U UAeHTNUKALUY MyTalyi FeHOB,
aCCOLMMPOBAHHBIX C Pa3BUTHEM
SMIIETNICUM, Y feTell IUPOKO NMpUMe-
HAeTCA TapreTHOe CeKBeHMPOBaHle
9K30Ma.

CeropiHst KeTOTeHHasI AyeTa CUUTa-
eTcst 3¢ GeKTUBHOI TP BCEX THUIIAX
npucTtynos. OHa UCNIONb3yeTCA P
Pe3uCTeHTHOI K (papMakoTepanuu
SMMIENCUY, ABIAKLIENCS MCXO-
JOM TSI>KeNnoil MMOKIOHUYECKON
SMMJIENICUY MJIafleHYecTBa, PaHHeil
SMIWIENTUYECKOI 9HIledaTonaTh,
cunjgpoma Becta, cunppoma JleH-
Hokca — Jacto. KerorenHas guera
IPUMEHSAETCS IPU MeTabOINMYeCKUX
3a60/IeBaHMsIX, TAKMX KaK JeQuInT
NMPYyBaTAETNAPOTeHa3bl, CMHAPOM
HeduLuTa ITIIOKO3BI-TPAHCIIOPTEPA.

IIpomomXnUTeNbHOCTh KETOTE€HHO
IUeTHl — He MeHee 3—6 MecaALes. [Ipu
3¢ $EeKTUBHOCTY TEPAIINH AVIETY CIle-
IyeT IPOJO/KATh He MEHee IBYX JIeT.
JI71s1 HeKOTOPBIX MAIVIEHTOB JIeYeHNe
MO>XHO COKPaTUTh /10 BOCBMMU Me-
csnes. [IpogomKuTenbHOCTD UETHI
YCTaHAaBNMBAETCA MHAVBULYATbHO
nedamuM BpadoM. IIpm BBICOKOI
9} PeKTUBHOCTH U ITePEeHOCUMOCTHI
AVeThl BPEMEHHBIX OTPaHMYEHUN
K ee IPYMEHEHNIO HeT.

Kerorennas amera MoXeT OBITb 3a-
BepIlleHa 13-32 Hea(D(HeKTUBHOCTH,
PasBUTHA HEXXeIaTeTbHbIX TSDKEIBIX
peaxumii, 0TKa3a pofuTeneil pebeHka.
Ony6nukoBanusit B 2018 r. me-
TaaHanus 16 ucciemoBaHuit 3d-
(EeKTUBHOCTY KETOTeHHON RMeTHI
y B3POC/IBIX MAIEHTOB C (apMako-
PE3UCTEHTHO SNMIeNICHEN TTI0Ka3all,
4yTO Ha (oHe AMeThl y 13% manueH-
TOB IIOTHOCTBI0 KYNMPYIOTCS 3IN-
JIEITMYeCKMe IPUCTYIIbl. YMeHblIe-
HUe 4ycaa MPUCTYIOB 6ojee 4eM
Ha 50-53%, cHIOKEeHYe YaCcTOThI IIPU-
CTynoB MeHee 4eM Ha 50% mmeroT
MecTO y 27% B3POC/IbIX MALMEHTOB.
Hanbonee yacTpiMyU IOOOYHBIMU
addexTamu ABIAOTCA MOBBILIEHNE
YPOBHsI 0011[er0 X0/IeCTepIHa, BBICO-
KNI YPOBEHD JIMIONPOTENHOB HU3-
KOJI INIOTHOCTH 1 moTeps Beca. ITo-
JTydeHHbIE Pe3yIbTaThl IO3BOJAIOT
paccMaTpuBaTh KETOTEHHYIO JIUETY
KaK MHOTOOOeMaoIInil METO, Te-
panuu 1eKapCTBEHHO YCTOMYUBOM
SMIIETICUY Y B3POC/IBIX ITALIMEHTOB,
XOTs HeOOXOAVIMBI JaIbHENIIINe UC-
c/lefoBaHMA B 3TOM o6macTu®.

¢ Liu H., Yang Y., Wang Y., et al. Ketogenic diet for treatment of intractable epilepsy in adults: a meta-analysis of observational studies. Epilepsia

Open. 2018; 3 (1): 9-17.
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NUTRICIA lTlomorute Balium nauueHTam
KetoCal N3MEHUTb XU3Hb K nyyluemy!

° o o 30% naumeHToB C anunencuen KeToreHHas gueta MoXXet ObITb
PEe3NCTEHTHbI 3¢ PeKTUBHbIM pelueHnem

K NPOTUBO3NUIENTUYECKUM Npenaparam: ANA TaKUX NnauneHToB.

Ketocal - 310:

e bBonee 25 Hay4YHbIX Ny6AUKaALUH,
AEMOHCTPUPYHOLLMX
KAUHUYECKYI0 3PPEKTUBHOCTD.

* KnuHuyecku noaTBEpKAEHHOE
KynupoBaHue nNpucTynos:
Y 1 13 3 NALUEHTOB — CHUXEHUE
4aCTOTbl NPUCTYNOB KaK
MUHUMYM Ha 90%.*>

e be3onacHoCTb 1 NepeHOCUMOCTb
NOATBEPKAEHA KANHUYECKN
B UCCNeJ0BaHUAX* .63

e [loKasaHHoe ynyyuieHue
KayecTBa XU3HU NaLNEHTOB. 45

y — - _llr
\ _ (N_UTRICIA |
PR KetoCal 3:1 %N

Ketocal 3:1 - cneuvanu3vpoBaHHas
or NONHOLLEHHasA MO COCTaBY CMeCh A/1A KETOreHHOM
| [MeTbl € JoKa3aHHOM 3 (HEKTUBHOCTbIO,
| cHWxaloLLan YacToTy NPMCTYNOB Y NALMEHTOB
C JIeKapCTBEHHO-YCTONYMBOM Anunencuen

Peknama

NHdopmalys Tonbko ans COTPYAHMKOB CHMCTEMbI 30PABOOXPAHEHUS.
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18- MeXaVICHVITINHAPHASA KOHPEPEeHINA C MeKAYHAPOAHBIM y4acTIeM

«BeltHOBCKUe YTeHUSI»

ITpoTuBONOKa3aHMAMM K Ha3Haye-
HUIO KETOT€HHOI IVEThI SABMAIOTCS
HapyIIeHNsA OKCUAALVMU >XMPHBIX
KIC/IOT, CTPYKTYPBI ¥ IeHaTyparumn
KETOHOB, Jie()eKThbI IIIOKOHEOTeHesa,
TUIEPUHCYTMHU3M.

Hawub6osnee yactble 1060YHbBIE EIICT-
BUsA KETOTEHHON [METhI — CIabOCTh,
TOUIHOTa, pBOTa, 3amop. Crueny-
eT yYUTBIBAaTh, UTO Ha (pOHe KeTo-
TeHHO [MeTBl MOXXET Pa3sBUTbCS
CHHZIPOM V[/IMHEHHOTO MHTepBasa
QT mpu npoBeseHNN 3MEKTPOKap-
IMOTpaMMBbl, a TaK)XXe YBeIMYUThCA
PMCK KaMHeoOpa3oBaHNs B MOYKAX,
alumo3a, a/Kano3a, TUIOITMKEMUN
U TUIIEPIIPOTEVHEMMIL.
JmeToTepanns snmIencun KOpHAMI
YXOAUT B 3IOXYy paclBeTa aHTUY-
Holl uuBMausauuu. Eme Iunmnokpar
n Ilenbc peKOMeHJOBaIM JEYUTH
SIIWIETICUIO Ie9eOHBIM TOTOaHIEM.
IIpoTuBOCYOPOXHOE JieJICTBIE TO-
JIOfaHUsA 0OBACHANOCh HAKOIIEHM-
€M B KPOBM IaljIeHTOB KETOHOBBIX
ten. B 1921 1. amepukaHcKue Bpaun
P. Bungep u M. IlerepmaH BnepBble
3aJOKYMeHTUPOBANY ¥ OMyOIu-
KOBa/ly Pe3yNbTaThl NPUMEHEHU
KETOTE€HHOI JMEThl y [IeTeil C 3IMU-
nencueit. B 1994 r. ronnuByncKmit
npoptocep [Ix. AbpaxaMmc, CBIH KO-
TOPOTO CTpajan TshKenoit popmoir
STIMIENICUY, CO3[aT OHT, AT Jab-
HeJlllero MpojBIDKEHNA AueTnye-
CKOJI Tepanuy Py SINTIETICUMN.

B mocnemHume rogpl BO3MOYKHOCTU
OpraHM3alyy HyTPUTUBHON IOfIep-
JKKM TIaLIME€HTOB C 3MMJIENCHell 3Ha-
YUTENbHO PACIIMPUINCH Oraromaps
Pa3BUTHUIO MHAYCTPUN CIELUaNN3N-
POBaHHBIX HpoAykToB. KoMmanmsa
«Hytpunus» - nupep B obmactu
CHeLMaau3MpOBAHHOTO INUTAHUSA
Ha eBponelickoM pbiHKe. Inpoknit
nepedeHb MPOAYKIMM KOMIIAHUM
BK/IIOYAeT IPORYKTHI [ KETOTEH-
Holt fueTbl. KeTokan — nmueTmyeckoe
NUTaHME CHELMATbHOTO MEIVIIMH-
CKOT'0 Ha3HA4YeHM [/IA IUETUIECKOTO
nedeHyss pepaKTepHOI SIIIETICUA
U IPYIUX PacCTPONICTB, TPeOYIONX
KETOT€HHOJ IMETHI, TAKMX KaK BPO-
JKI€HHbIe HapyLIeHUsA YITIEBOHOTO

obMeHa (HapyluleHMe MUPYBATHETHU-
APOTeHa3sHOTO KOMIUIEKCa MU Hapy-
IIIeHNe TPAHCIIOPTA [/IIOKO3BI).

B sauBape 2022 1. B Poccun 6p11 3a-
peructpupoBaH npopykr Kerokan
3:1 xomnanuu «Hyrtpunusa» pna
KETOTE€HHOM AueThl. DTO IIOIHO-
IIeHHasA 110 COCTaBYy BBICOKOXNP-
Has HM3KOYINIEBOZIHAA CyXasg CMeCh
C HEMTpa/NbHBIM BKYCOM, COJiepKa-
mas CMechb PacTUTENbHBIX Macesl,
MOIOYHbIe GeNku (KaseuH U ChIBO-
poTOUHBIE OenKM), TOMOMHAIINE
COCTaB aMMHOKNCIIOTBHI, YITIEBOJBL,
BUTAaMMHBI, MUHEPANbl U MUKPO-
aneMeHTbl. COOTHOIIIEHVIE KOTTUYECT-
Ba JKMPOB U KO/INYECTBA yI/IEBOLOB
U 6e/IKOB B IIPOAYKTE COCTAaBJIAET
3:1. Muetnueckas cmech Ketoka 3:1
IpeJHasHayeHa I JUEeTUYEeCKOTO
7e4e6HOT0 MUTAHNUSA [eTell OT HY/II
IO Tpex JIeT B KadeCTBE OCHOBHOTO
MCTOYHMKA IMUTAHUSA, @ TAKXKe JleTel
PaHHero Bo3pacTa U cTaplie Tpex
7IeT B KavyecTBe NOTOTHUTENbHOTO
MCTOYHMKA MTUTAHUA Ipu HapMaxo-
PE3UCTEHTHOI SMIWIETICUN U APYTUX
COCTOSIHUAX, IIPY KOTOPBIX ITOKa3aHa
KeTOreHHas mueta. MOXeT UCIONb-
30BaThCsl IPU HEOOXOAUMOCTH CO-
OIS INMMHHOLEIOYeYHON TPH-
IJINLEPUIHON KETOTEHHOM JVETHL.
I¢pdexTuBHOCTD U 6E30IACHOCTD
MCIIONIb30BAHUS TYETUIECKON CMECU
Kertoxkan 3:1 y fieTeit usy4anu B uc-
cregoanyy L.P.B. Sampaio u coasT.
B 2017 r. B paMKax uccnefoBaHus
OLIEHUBAJIY IIEPEHOCUMOCTD U 3-
($eKTUBHOCTD KETOTE€HHOJ [MeThl
Ha ocHoBe cMecu Kerokan 3:1
y meTell ¢ pedpaKTepHOI SMIMJISIICH-
eil. PesynbTaTsl ncciuefoBanys Ipo-
DEeMOHCTPUPOBAJIN, YTO 4epe3 Tpu
MecsLa npuMeHeHns cMecu Ketokan
3:1y 70% peTelt yacToTa MPUCTYIIOB
ymenbmaerca Ha 50-100%. Toka-
3aHo, uTo Kertokan 3:1 momoraeTt
3HAYUTETbHO CHU3UTD YaCTOTY IPU-
CTyIoB TIpy papMaKOpe3UCTEHTHOI!
SIIMTIETICUI’.

Ha Bcex sTamax KeTOTeHHOM IVeThI
He00XOIMO KOHTPOIMPOBATD OIIpe-
Ie/leHHble TTapaMeTpbl, TaK Ha3blBa-
eMBbIIT fMarHocTudeckuit must have.

[Ipexxze Bcero BaKHO YYMUTHIBATH
AMHAMUKY TabOpaTOPHBIX ITOKa3a-
TeJIeil KICTIOTHO-1[e/IOYHOTO COCTO-
SIHUSI, KETOHOB KPOBHU, OOIIEro aHa-
133 KPOBY, 37IEKTPOJINTOB, YPOBHEN!
C-peakTBHOTO 6efKa, IeIeHOYHBIX
U MOYEeYHBIX NP0O, aMuUIasbl, Ju-
nupgHoro npoduna u gp. Kpome
TOTO, HEOOXOIMMO KOHTPOMUPOBATH
IoKasaTenyu oOIero aHamM3a MOYIL,
yPOBHell KETOHOB MOYM, KajbLusd,
KpeaTVHNHA MOYIL.

ITpn KeTOTeHHOI AUeTe [OMyCTH-
MBble IIOKa3aTeny INIOKO3bl KPOBU
coctaBnAwT 40-100 mMr/ga, xeTo-
HOB KPOBU — 2—-6 MMOJIb/JI, KETOHOB
mouyt — 80-160 mr/m.

ITopBsopns uror, mpodeccop O.B. Iy-
3eBa IOYEePKHYIA, YTO SMUIENCH
M HesNMIeNTUYecKue MapOKCU3-
MaJsibHblE PAaCCTPOIICTBA CO3HAHNS
y HeTeil — MPUOPUTETHOE HAYIHO-
MpaKTUYecKoe HalpaBeHne Kade-
APBI HEBPOJIOTUY, HENIPOXUPYPIUN
U MeZULVMHCKON reHeTrkyu CaHKT-
ITeTep6yprckoro rocyAapCTBEHHOTO
MeMaTPUIECKOTO MENUIIHCKOTO
yHuUBepcureTa. E>xXerogHo B K/IMHM-
Ke ob6cnenytorcs cBbiie 600 merei
C SmMJIeNcueil U3 BCEX PErMOHOB
Poccun m 6mmxHero 3apybexnps.
B MHOTOYMC/IEHHBIX MOHOTPAQUAX,
PYKOBOACTBAX, KIMHNYECKUX PEKO-
MeHJaLMAX, IUCCePTALMOHHBIX pa-
60Tax, BHIIIOMTHEHHBIX Ha Kadenpe,
IpeACTaBIeHbl PEe3yIbTATBl HAYU-
HBIX MCCIIEOBAHUI 110 SMMJIENICUN
Y HESMMIENTUYECKUM IapOKCU3-
MajIbHBIM PacCTPONCTBAM CO3Ha-
Hus. Kpome toro, Ha 6ase xadenpsr
B GrmipKaiiiiee BpeMsl IIAHMPYETCs
poBefieHNe uccnenoBannit addex-
TUBHOCTY ¥ 6€30I1aCHOCTY NpyUMe-
HEHMsA KETOT€HHON JMETHl Y AeTel
¢ dpapmakopesucTeHTHBIMU PopMa-
MU STIMIETICUA.

Taxym 06pa3oM, KOMIIJIEKCHBIV IIOJ -
XOJ, K BEJEeHMIO Mal[MeHTOB C SIu-
JIeTICHelt, JOCTATOYHAsT OCBEOM/IEH-
HOCTb O IaToreHese 3aboyeBaHUA,
COBpEMEHHBIX CIIOCO0aX OKa3aHWs
MIOMOIIY MO3BOJAIOT 3HAYUTENBHO
YIVYLIUTD Ka4eCTBO XXMU3HM [eTeil
C SMuMIencuert U ux OnmMs3Kux.

7 Sampaio L.PB., Takakura C., Manreza M.L.G. The use of a formula-based ketogenic diet in children with refractory epilepsy. Arq.

Neuropsiquiatr. 2017; 75 (4): 234-237.
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