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AIuIerncus 0BOJIBHO pacpocTpaHeHa Ipu cuHapoMe Perra. MHOTHE, XOTS U HE BCE MAI[UEHTHI
UCITBITHIBAIOT CyOPOTH. OLIEHKH PaCIIpPOCTPAaHEHHOCTH SIIUJIENICUH IIPHU CHHIpoMe Perra
BapbUPYIOTCSA OT 48% B HCCIEIOBAHUY METO/IOM IIOIIEPEYHBIX cpe30B B pamkax Natural History
study (Glaze et al. 2010) 710 94% B TeueHuM KU3HU B APyrUX uccaenaopanusax (Steffenburg et al.
2001, Jian et al. 2007, Vignoli et al. 2012, Halbach et al. 2013, Anderson et al. 2014, Tarquinio et
al. 2017).

EcTecTBeHHAS UCTOPUS SNMUAENCUU

Cpenuuii Bo3pacTt Havasia SIIJIEIICUH COCTABJIAET 4,68 + 3,5 r0/ia, HO 3TOT BO3PACT IITHPOKO
BapbHpyeTcs oT 1 710 16 Jiet (Steffenburg et al. 2001, Jian et al. 2007, Vignoli et al. 2012, Halbach
et al. 2013, Anderson et al. 2014, Nissenkorn et al. 2015, Tarquinio et al. 2017).Teuenue
BO3HHUKHOBEHH IIPUCTYIIOB U PEMHUCCHUH ITOPA3UTEIBHO PAa3JIMYHO CPEAH ITALMEHTOB C
cuHzpoMoM Perra. HekoTopsle cyO'beKThI HUKOT/IA HE JOCTUTAIOT TayKe YMEPEHHOTO KOHTPOJIA
HaJl MPUIIaAKaMHU, TOTAA KaK y IPYTUX MPUIIAAKUA TOJTHOCTHIO UCYE3aI0T, 1 OHM MOTYT OTKa3aThCA
OT MEAVUKAMEHTO3HOTO JICUEHH.

Tem He MeHee, HAanOO0JIEe PACIIPOCTPAHEHHBIH ClIEHAPHH OTPaskaeT PEMUTTHPYIOIIYIO U
PENHUANBUPYIOINIYIO TEHAEHIIUIO, PACTYIIYIO U YMEHbIIAIOIIYIOCA HA MTPOTSKEHUU BCel YKU3HHU.
[IpumeuaTesbHO, UTO aKTUBHAS STUJIETICHSA HanboJjiee pacpocTpaHeHa B BO B3pOCJIOM BO3pacTe
(Tarquinio et al. 2017).

TPYAHOCTU B AMATHOCTUKE INUAENTUHECKUX U HEIMUAENTUYECKUX ABAEHUU NPHU
CUHApPpOMe PeTTa

OnHOI U3 CI0KHBIX MPO0JIeM IPU CUHAPOMe PeTTa sBJIsieTcs MOCTaHOBKA ITPABUJILHOTO
JIarHO3a AIuIelichi. IT0CKOJIbKY HEATTHIENITUYECKHE TTADOKCHU3MaJIbHbIE SBJIEHUS YaCTO
BCTpEUAIOTCs IMPU CUHIpoMe PeTTa, 1aske STIUIENITOJIONH He COTJIACHBI ¢ KyIacCU(UKAIed TaKuX
SIBJIEHUH KaK Cy/IOPOKHBIX MIPUIIAJKOB. TeM He MeHee, KTMHUYECKUH TMarH03 OMBITHOTO
JIETCKOTO HEBPOJIOTA OCTAETCS 30JI0THIM CTaHAAPTOM JIJIsl TUaTHOCTUKY snmienicuu (Aaberg et al.
2017). JIeCTBUTEIBHO, B OTCYTCTBHE OLIEHKH SKCIEPTOM B COUeTaHUHU ¢ BUAe0-III poauresu
oIH6O0YHO KIaCCUMUITIPYIOT HESUIENITUYECKHE SIBJIEHUS KaK IPUCTYIIBI B 82% ciryuaes (Glaze
et al. 1998).

Bce TUIBI IPUITaIKOB MOTYT IIPUCYTCTBOBATH IIPU CHHIpOME PerTa 6e3 XapakTepHOH CEMUOTHKH
«IIepBOTO MpUMaaKa». [0 cpaBHEHUIO ¢ 00IIIeH Moy e, panuue GebpuIbHbIe CYI0POTH
MOTYT OBITh O0Jiee yacTeiMu (12% mpoTuB 2-5% B 11esioMm) (Nissenkorn et al. 2010). K HaunbGostee
pacpocTpaHeHHBIM TUIIAM CyZIOPOT, O KOTOPBIX COOOIIAIOCh, OTHOCATCS KOMILIEKCHbBIE
YaCTUYHbIE TeHEPATM30BaHHbIE TOHUKO-KJIOHUYECKHE, TOHUYECKHE M MHUOKJIOHHUYECKHE
CYZIOPOTH, IPUYEM PEIUANBBI OTCYTCTBUH M KJIOHMYECKUX CYZOPOT IIPOUCXOIAT PEIKeE.
doxkanbHas snwtencus (58%), mo-BUAUMOMY, BCTPeYaeTcs valle, YeM reHepaTn30BaHHas
srmmnencus (38%) (Cardoza et al. 2011). TskecTsb STUIIENICHH CYIIIECTBEHHO HE KOPPETUPYET C
KaKUM-JT00 KOHKPETHBIM TUIIOM npunazaka (Steffenburg et al. 2001).
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BGSCyI[OpO)KHbIe IIPpUIIaJKH BKJIIOYAIOT 31U 304bL ILBHFaTeHbHOﬁ AKTUBHOCTHU, TaKHE KaK PbIBKH,
nmoaepruBaHue, IIOBOPOT I'OJIOBBI, IIaZICHUE BIIEPEA U APOXKAHHUE, HEOOBLIYHbBIE JABHXKEHMUA IJ1a3
(OKyJIOI‘epI/I‘-IeCKI/Ie JABHUXKEHUA, SIIN30/4bI MOpI‘aHI/IH), OpaJIbHbIE JIMIIEBbIEC JUCKNHE3UU,
HeoOOCHOBaHHEIE IPUCTYIIBI CMEXa WX KPpHUKa, 1 IBUTAaTCJIbHbIE HADYIICHUA (TpeMop,
AUCTOHUA, IOJEPTUBAHUE, CIIACTUYHOCTD U SIIN30/JNYECCKAA aTOHI/IH), a TaKXKe 3ITNU30/bI
IMPpUCTAJIBHOTO B3IJVIA[AAd, CM€Xa, PACIHUPEHUA 3pavKa, 3aICPXKKU AbIXaHUA WU TUIICPBEHTUIATTUN.

33l pe3yAbTaTHI

AnextposHIedanorpamma (1) ABIAETCA BAXKHBIM TUATHOCTUYECKIM HHCTPYMEHTOM IIPHU
cuHZIpoMe PeTTa, IOCKOJIbKY OHA MO3BOJISAET IPOBOJUTD PA3IMUKE MEXY UCTUHHBIMU
IPUCTYIaMU U HESNIIENTHIECKUMH ITOBEEHUECKUMHU XapaKTEPUCTUKAMU.

PesynpraTs! 93T npu cuHApoMe PeTTa COOTBETCTBYIOT Pa3BUTHIO [ KIIMHUYECKON KapTUHBI]
KOTOpasi aHAJIOTUIHO IIPOXOAUT 4 cTaanu 3aboseBaHusa. OHA HEM3MEHHO MTaTOJIOTHYECKasd U
IIOKa3bIBaeT XapaKTEPHBIE, XOTS U He IUarHOCTUYECKHe, U3MEHEeHU

e 110 18 MecsmeB I 00BIYHO HOPMAaIbHAS, XOTsI B HEKOTOPBIX CTyYasix MOMKET
Ha0JTI01aThCs 3aMe/IeHHe 33/THEr0 (POHOBOTO PUTMA; TIOTEPS 03KUIAeMBbIX
XapaKTEPUCTHK PA3BUTHUSA - HAOJIIOZAETCSI BO BPEMS PETPECCUU - OOBIYHO OT 18 MecsIeB
710 3 JIET;

e TmosBJIeHNEe (HOKATHHBIX IEPBOHAYATILHO POJIAHIMUECKUX SMIIENTH(GOPMHBIX aHOMAJIUH,
KOTOPBIE MOTYT 3BOJIIOIIIOHUPOBATH B CTOPOHY IICEBOTIEPUOINIECKOH Je/ThTa-
AKTHUBHOCTU, 1 TeHEPATN30BAHHbIE PUTMUYECKIE BCIUIECKH HanboJiee 3aMETHBI BO BPeM:I
CHA OT 2 10 10 JIET; ,

e 3areM, nocJe 10 JieT A JeMoHCTpUpyeT MyIbTHU(HOKAIbHBIE U TeHEPATN30BaHHbIE
snuwienTudOpMHbIE AHOMAJIUY U ME/JIEHHYI0 PUTMHYECKYIO (TeTa) aKTUBHOCTD
IIPENMYIIIECTBEHHO B JIOOHO-IIEHTPaJIbHBIX o01acTsax (Hagne et al. 1989) (Glaze 2002).

BaxHO OTMETHUTD, UYTO 3TU SNIIENTH(POPMHBIE aKTUBHOCTH Ha 3JIeKTpOsHIedasorpaduu 4acto
BCTPEYAIOTCSA IIPU CUH/IpoMe PeTTa u mpoucxogar 6e3 Kakux-Jnb0 sIBHBIX I0KA3aTETbCTB
COOTBETCTBYIOIIUX KIMHUYECKUX IPUMIAIKOB.

Ae4veHune

HMeeTcst orpaHHYEHHOE YKCJIO COOOIEHNH, KOHKPETHO MOCBAIIIEHHBIX ITIPOTHBOCYI0POKHOMY
JIEUEHHIO TIPU CUHApPOoMe PerTa, 1 60JIBIIMHCTBO U3 HUX SBJISIOTCSA HEOOJIBIIIUMU CEPUSIMHU C
OTPaHHUYEHHBIM YHUCJIOM CYyOBEKTOB ¥ HECKOJIBKMMU PA3IMUHBIMU ITPOTHBOCYIOPOKHBIMHU
npernapatamu. OCHOBBIBAsICh HA MPEBIAYIIUX ITyOIUKAIUAX, UCIIOIb30BAHHUE JIEKAPCTB B
3HAYUTEILHOM CTEIEH OCHOBAHO Ha MECTHOI ITPAaKTHKE Ha3HAYeHHs JIEKAPCTB, a He Ha

3¢ dekTUBHOCTH WK HeOJIAarONMPUATHBIX MocseaAcTBUAX (Bao et al. 2013, Pintaudi et al. 2015).

[IpuHUMasa BO BHUMaHUE, YTO IIPYU CUHIPpOMe PeTTa MOTYT IPHUCYTCTBOBATh KaK YaCTHYHBIE, TAK
Y TeHepaIn30BaHHble IPUIIAJIKY, IIPenapaTsl, BBIOpaHHBIE JIJIS UCII0JIb30BAHUSA B JINTEPATYPE,
YacTO CYMUTAIOTCA MpenapaTaMy IMIMPOKOTO CIIeKTpa JielcTBusA. MOHOTepanus ABJseTcs
MIEPBUYHBIM BAPUAHTOM JieueHus y 6osbinHceTBa manueHToB (Dolce et al. 2013). O6bruHbIE
JIEKapCTBa, O KOTOPBIX COOOIIAIOT B KIMHUYECKOU ITPAKTUKE KaK MOHOTepAITHs IIePBOU WIN
BTOPOU JINHUU IIPU CUH/IpOMe PeTTa, BKJIIOUAIOT BaJIbIIPOAT U JIAMOTPHU/IKUH.

Banbmpoar siByisieTcss HanboJiee pacIIpoCTPaHEHHBIM ITPOTHBOCY/I0POKHBIM CPEJICTBOM IIPU
cuHzipome PetTa B HacTosiiee Bpemsi. HeKOTOpbIe aBTOPBI COOOIIAIOT O MIOJTHOM HCYE3HOBEHUHU
CyZIOpOT B 775 IIPOIEHTAX CIYIAEB C KCIIOJIb30BAHHEM Ba/IbIIPOATa B KAUeCTBE IEPBOI
MOHOTEpAIHNH C cOO0IeHHOH 3(h(PEeKTUBHOCTHIO (CHMKEHUE YaCTOThI MPUCTYIIOB> 50%) y 50%
[MaquEeHTOB, B OCHOBHOM Y ITAlTUE€HTOB, Y KOTOPBIX IIPUCTYIIbI HAYAJIUCh B 4-5 j1etT (Nissenkorn et
al 2010, Dolce et al. 2013).

Uro kacaercs apdekTa JaMOTPUPKUHA, TO 3HAUNUTEIbHASA A0JIA MTAIUeHTOB ¢ CUHAPOMOM PeTTa
HMMeeT MToKa3aTeau 50% 6e3 IPUCTYIIOB, B OCHOBHOM Y T€X, Y KOTO HAUMHAIOTCS IIPUCTYIIBI TIOCTIE
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10 j1eT. JIaMOTPU/KUH C YCIIEXOM IPUMEHSIETCS JIJIs IEBOUEK, KOTOPhIE CTAIU CYACTIINBEE,
0ojipee u 6osiee CKOHIIEHTPUPOBaHbI. HabT10/1af0TCS TOJTHKO c1a0ble TTOOOYHBIE PEAKITUH, TAKUE
KaK ChIIb ¥ TpeMOP. [les1aeTcsi BBIBOJ, O TOM, YTO JIAMOTPU>KUH CTOUT MTOIIPOOOBATH B KAYECTBE
JTOTIOJTHUTEJILHOTO JIEUEHHUs Y IEBOYEK C CHHIPOMOM PeTTa, yIUThIBasi BO3MOXKHBIE
He0bJIaronpuATHBIE peaKkIuu Win nosiHoe oTcyTerBue 3¢ dekra(Uldall et al. 1993, Stenbom et al.

1998).

Hukakue crieruduueckrie mpernapaTsl He ABJIAIOTCS IPOTHBOIIOKA3aHHBIMU IIPY CHHIPOME
Perra; Tem He MeHee, pobieMa 3710POBbsI KOCTEH SBJIAETCA BAXKHBIM (DAKTOPOM IIPH
Ha3HAYEHHUH [TPOTUBOCYIOPOKHBIX ITpenapaToB. OHO UCCIIEI0BAHUE BBIABIIIO MOBBIIIEHHBIN
pI/ICK HepeJ'IOMOB HpI/I CI/IHZ[pOMe PeTTa, CBA3aHHOM C HpI/IMeHeHI/IeM BaﬂproaTa, TOorJa Kak
JIPYTroe MCCyIeI0BaHKe IT0Ka3asI0, YTO HU3KKME YPOBHHU BUTaMuHa D, XapakTepHbIe /IJIsi CHHIpOMa
Perta, He cBsI3aHBI ¢ MPUMEHEHHUEM ITPOTUBOCYA0POKHBIX cpesicTB (Leonard et al. 2010) (Motil et
al. 2011)

Korza cyioporu cuuTarTes STTHIENTHYECKUMH 110 IIPOUCXOXKAEHHUIO 1 HAUMHAETCS ITPUEM
MIPOTUBOCYIOPOKHBIX ITPEIapaToB, CeAyeT TIIATeIbHO PACCMOTPETH TPOMUIU ITOOOYHBIX

3¢ EKTOB JIEKapCTB U JIEKAPCTB, KOTOPbIE MOTYT BBI3BATh ITOBE/IEHUECKIE ITPOOIEMBI
(mammpumep, JieBeTUpaIeTaM), aHOPEKCHIO U HepposinTHas (HallpuMep, TOIUpaMar), po/iJIeHre
uHTepBasia QT ( HampuMmep, destbaMaT) WIN BhIPaXKEHHBIN ceZlaTUBHBIN 3(pdeKT (Hampumep,
OeH30/IMa3eNHbBI), KOTOPHIE CJIE/TyeT UCII0Ib30BaTh C OCTOPOKHOCTBIO.

Br160op siekapcTBa Ipu cUHApPOMe PeTTa /10/1KeH OCHOBBIBAThCA HA CEMUOTHKE, XapaKTepUCTUKAX
93T ¥ COOTHOIIIEHNY PUCK / IOJIb3a B OTHOILIIEHUH TOO0UHBIX 3(pdeKTOB, a Bu1e0-93I" ciienyer
HCIIOJIb30BATh /IS IIO/ITBEP K/IeHU SIIIJIENITOTEHHOTO XapaKTepa CyA0POKHBIX IIPUCTYIIOB.

Ctumyasuus 6Aayxaatowtero Hepsa VNS-Tepanus

ToJIBKO OZTHO PETPOCIIEKTUBHOE UCCIIeZIOBAHNE OIEHWIO PE3YJIbTAThI )KEHIIIUH C CHH/IPOMOM
Perra u pedpakrepHOl snuIIenicuel ¢ MeZJTUKAMEHTO3HbIM JiIedeHUeM, KOTOPBIE IOJTyYaIn
aZIbIOBaHTHYIO VNS-Tepanuio B TedeHre MUHUMYM 12 Mecs1eB. [lanieHTh! K01e6II0Tes B
BO3pacTe OT 1 JI0 14 JIET HA MOMEHT UMILJIAHTALIK; OHU UCIBITHIBAIU CYyZIOPOTU B TeUEeHUE
CPEIHETO MePHO/ia MPUOIU3UTETHHO 6 JIET U He UCTIBITATH 3 deKTa OT MPOOHOTO JIeUeHH KaK
MUHHUMYM JBYMA IPOTUBO3MWIENTAUYECKUMU IperaparaMu 4o noiaydeHuss VNS-tepannu. Yepes
12 MecAIeB y IIEeCTH KEHIIUH YacTOTa IPUNAJIKOB CHU3WIIACh Ha> WU = 50%. VNS-Tepanusa
6e30IacHa 1 XOPOIIIO IEPEHOCUTCS, 6€3 XUPYPTHIECKHUX OCIOKHEHUH U MMAIlUeHTaM He
TpebyeTcst 00bsICHEHNE YCTPOHCTBA. Pe3ysibTaThl OIIEHKH KauecTBA KU3HU CPEU ITUX
MAIIMEHTOB BKJIIOYAIOT COODOIIEHUS O 12-MECTUHON MTOBBIIIIEHHOW OIUTETLHOCTH CPEAU BCEX
ceMu nanueHToB. HUKakyux nu3aMeHeHU! B HACTPOEHUH WU KOMMYHUKAIIMOHHBIX CIIOCOOHOCTAX
He ormeueHo (Wilfong and Schultz 2006).

KeToreHHas aAneTa

B siutepatype ecth Tpu oTUeTa (COOTBETCTBEHHO 4 CIyYasi M 2 CIydast), ONMKMCHIBAIOIIHAX
MTOJIOJKUTETLHOE BIIUSHUE KJIACCUYECKON KETOT€HHOH IMEThI Ha YaCTOTY MTPUCTYIIOB U
noBezieHue 1pu cunpome Perra (Haas et al. 1986, Liebhaber et al. 2003, Giampietro et al.
2006). B pe3ysibTaTe 3TOr0 MCCIEIOBAHUSA B COBMECTHOM 3asiBJIeHUHM MeXKyHapOTHOU TPYTIITbI
10 U3YYEHUI0 KETOTEHHOM JUETHI ObLI Ha3BaH CUHIPOM PeTTa Kak COCTOSIHHE, IIPU KOTOPOM
KeToreHHas ueTa Oblla Ha3BaHA «BepOATHO» 0COOEHHO MOJIe3HOH, 0 KpaiiHell Mepe, B IBYX
myOIMKAIMAX, OIHCHIBAIOIINX 0JIB3Y OT KeToreHHOU aueThl. (Kossoff et al. 2009) MHorue et
¢ cuHIpoMOoM PeTTa mUTaTCs IIPU ITOMOIIU TACTPOCTOMHUUECKUX TPYOOK, UTO TAKKe JIeJlaeT UxX
XOPOIIUMHM IMOTEHITHATBHBIMU KaHU/IaTAMU Ha JUETHYECKOE JIeUeHe, IOTOMY YTO MOYKHO
JIETKO HavaTh CJIe0BaTh KETOTEHHOMH /uere 6e3 mpobiieM ¢ coboienneM TpeboBaHmii. B
6ospHUIIE J[3k0Ha XOMKUHCA JIIOU ¢ CUMHAPOMOM PerTa siBjIsieTcst OAHOM 13 HanboJiee ObICTPO
PaCTYIIUX IPYIII HAaCceJIEeHH, KOTOPHIX JIEYaT C IIOMOIIbI0 KETOT€HHOH INeThl, 0COOEHHO, eCJTH Y
MaIlHEHTOB HUMEIOTCS TaCTPOCTOMUYECKHE TPYOKH.
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children receiving the ketogenic diet: recommendations of the International Ketogenic Diet Study Group."
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