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Pestome. CTaTbs MOCBsSILIEHA HEKETOTUYECKOU TMMEPIIMIIMHEMU Y U COBPEMEHHBIM MPEJACTABICHUSIM 00 3TOI MeTabOINnYECKOI
0o0se3Hu. HekeToTuueckasi runepriuiiuHeMU sl — PeIKoe, TeHETUYECKU reTeporeHHoe 3abosieBaHue (hpepMeHTONaTu 1), 00yca0B-
JIEHHOE MYTallUSIMU, TPUBOASIIMMU K HAPYIIECHUSIM MEeTa0013Ma INIMIIMHA U aKKYMYJISILIUU OOJbIIUX KOJTUYECTB MOCIETHETO
B OpraHax, TKaHsX U GU3MOJOTMYECKUX KUAKOCTIX OpraHMU3Ma, YTO COMPOBOXKAAETCSI MHOTOUUCIEHHBIMU Hapy LIEHUIMU (DYHK LW i
LIEHTPaJIbHON HEPBHOM CUCTEMBI U IPUBOAUT K TPyOOU 3aiepKKe pa3BUTUS. DTUOIMATOTeHE3 HEKETOTUYECKOI TUMEePTAULIMHEM UK
3aBUCUT OT AeuuuTapHocT Toro uiau uHoro 6enka — P, T, H u L. Yka3zaHHbIe 6eJKM IPUHKUMAIOT yYacTHe B pacllenJeHU U In-
1IMHA B LICHTPaJbHOI HEPBHOM cUcTEMeE, TIEYEHU U MTOUYKaX, a MPU HEKETOTUYECKOU rMNEePrAMIIMHEM MU MTPOUCXOIUT CYLIECTBEHHOE
CHUXEHUE aKTUBHOCTHU INIUMIMH-pACILENJISIOLIEN CUCTEMBI C HApyILIeHUeM MeTaboIu3Ma U YTUJIM3alM1 JaHHOW aMUHOKUCIOTHI.
BosHukalolias B pe3yabrate akKyMyJaslius B OpraHu3Me IJIMIIMHA MPOSIBISIETCS UHTMOUTOPHBIM 3 (HEKTOM 3TON aMUHOKHUCIOThI
Ha CTPYKTYPbI CIUHHOTO U CTBOJIa FTOJIOBHOI'O MO3ra, YTO OJHOBPEMEHHO MPUBOAUT K BO3OYXJAEHUIO LiepeOpaibHbIX HEHPOHOB
Y IOBPEXACHM IO LIEHTPAJTbHON HEPBHOUN CUCTEMBI C COOTBETCTBYIOLIMMU KJIMHUYECKUMU MPOSIBAEHUSIMU 00s1e3HU. B cTarhe 3aTpo-
HYTbI 3MUAEMHUOJOTMUECKHNE U TeHETUYECK e aCMEeKThl HEKETOTUYECKOW T'MTNEePIJIMIIMHEM U, BADUAHTHI U CyOBapUaHThl 00JIE3HU
C OMUCAHUEM BeNYIIUX KIMHUYECKUX CHUMIITOMOB HEKETOTUYECKOM runepranuiinHeMun. OTneJbHO paccMaTpPUBaIOTCs BO3MOXKHO-
CTU TepareBTUYECKMX MOAXOI0B K 3TOMY 3a00jieBaHN 0. ONMCaHbl OCHOBHbIE MPUHIIUIIBI C JOCTYMTHBIMU METOAAMU TUATHOCTUKU
HEKEeTOTUYECKON TUMeprIMIIMHEMU U, a TakXe AuddepeHInalbHast fuarHoctuka. HekoTopbie U3 MTpUBOAUMBIX METOIOB JIEUEHU S
(3aMeHHbIE MepesIMBaHN sl KPOBU, (hoJaThl, CTPUXHUH) TIPEACTABISIIOT YMCTO UCTOPUYECKU I MHTEPEC, B TO BpeMs KaK UCIOJIb30BaHUe
PEIYyKTOPOB COJEPXKaHU S IIMIIMHA B TJ1a3Me KpoBU (HaTpust 6eH3oaT) uiau antaronuctos NMDA-penenTopoB (a1ekcTpomeTopdaHt,
KeTaMMH) 00J1a1aloT MPaKTUYECKOW 3HAYUMOCThI0. OTMEUYeH bl 0COOEHHOCTU MPUMEHEH U ST aHTUATUJIETITUYECKUX MTPenapaToB Mpu
HEKETOTUYECKOU rUMeprIMIIMHEMUU, a TAKKE YIIOMSIHYThl OCHOBHbIE METO/Ibl aJIbTEPHATUBHOU Tepanuu 3Mujierncuu (KeToreHHas
NMeTa, CTUMYJISIIMS OJTYKTal01Iero HepBa) y 3TOM IPyIIIbI MallMeHTOB. B 3aki0ueHue MpuBOASITCS MPeaCTaBAEHUS O MPOTHO3€e NP
Pa3IMUYHBIX KIMHUYECKUX BapUaHTaX HEKETOTUYECKOU TMIEPTIULIMHEMUHN Y IETEA.
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s yumuposanus: Crynenukun B. M. IIpeacraBienus o HekeToTnueckoii runepraniunemun B XXI seke // Jlewamuii Bpau. 2022;
9 (25): 44-48. DOI: 10.51793/0S.2022.25.9.008

Considerations on non-ketotic hyperglycinemia in 21st century

Vladimir M. Studenikin, ORCID: 0000-0001-7782-193X, vmstudenikin@mail.ru
Limited Liability Company Scientific and Practical Specialized Medical Center «Dream Clinic»; 6 b. 5 2nd Filevskaya str., Moscow,
121096, Russia

Abstract. The paper is dedicated to non-ketotic hyperglycinemia and contemporary considerations on this metabolic disorder. Nonketotic
hyperglycinemia is a rare, genetically heterogeneous disease (fermentopathy) caused by mutations that lead to disturbances in the metabo-
lism of glycine and the accumulation of large amounts of the latter in organs, tissues and body fluids, which is accompanied by numer-
ous disorders of the functions of the central nervous system and leads to severe developmental delay. The etiopathogenesis of nonketotic
hyperglycinemia depends on the deficiency of one or another protein — P, T, H and L. These proteins are involved in the breakdown
of glycine in the central nervous system, liver and kidneys, and with nonketotic hyperglycinemia there is a significant decrease in the
activity of the glycine-cleaving system with metabolic disorders and utilization of glycine. The resulting accumulation of glycine in the
body is manifested by the inhibitory effect of this amino acid on the structures of the spinal cord and brain stem, which simultaneously
leads to excitation of cerebral neurons and damage to the central nervous system with the corresponding clinical manifestations of the
disease. The article touches upon the epidemiological and genetic aspects of nonketotic hyperglycinemia, variants and subvariants of the
disease with a description of the leading clinical symptoms of nonketotic hyperglycinemia. The possibilities of therapeutic approaches
to non-ketotic hyperglycinemia are particularly examined. The basic principles and available methods for non-ketotic hyperglycinemia
diagnostics are described along with proper differential diagnosis. Some of the listed methods of treatment for non-ketotic hyperglycinemia
(exchange blood transfusions, folate, strychnine) are of purely historical interest, while the use of reductors of blood plasma glycine content
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(sodium benzoate) and NM DA-receptor site antagonists (dextromethorphan, ketamine) have practical significance. Some peculiarities of
antiepileptic drugs’ use in non-ketotic hyperglycinemia, and main alternative therapy methods for epilepsy (ketogenic diet, vagus nerve
stimulation) in this group of patients are covered. To conclude the article, some considerations on the prognosis for different clinical
variants of non-ketotic hyperglycinemia in pediatric patients are provided.

Keywords: non-ketotic hyperglycinemia, glycine encephalopathy, diagnostics, management, sodium benzoate, dextromethorphan, keta-

mine, ketogenic diet, vagus nerve stimulation, infants, children.
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eketotuueckas runepruurHemus (HKT), Ha3piBaemas

TaK>Ke MNIMIIMHOBOM 3HLedanonaTueii, HepeaKo yrno-

MUHAaeTCs B MEAUILIMHCKOM JIUTEpaType, HO MPU 3TOM

MHOTHE aCTMeKThl JTAHHOTO TeHeTUYeCKH 00YCIOBIEHHO-
ro paccTpoiicTBa MeTaboJM3Ma 3a4acTyo HE3aCayKEHHO UTHO-
pupytotcsa. HKT ¢purypupyeT cpenu npuuuH cyaopor B epuo
HOBOPOXJAEHHOCTH, XOTSI CYyTOPOTU — JaJIeKO HE eNMHCTBEHHOE
MPOSIBJICHNE 3TOM BPOXKICHHOM «OIIMOKHM MeTaboau3ma» [1-6].
B npensnaraemoii mydaukanuu 0yayT pacCMOTPEHbI COBPEMEHHbIe
npeacrabiaeHust o HKT.

Onpepenenue

HKT — penkoe, reHeTUYeCKU IreTepOreHHOE 3a00JieBaHue
(dbepmeHTOMATUST), OOYCTOBIEHHOE MYTALIMSIMU, TIPUBOIS ILIUMU
K HapyIllIeHUsIM MeTa00A1M3Ma IIMIIMHA U aKKYMYJISILIMUA OOIbIIUX
KOJIMYECTB MOCJENHEro B opraHax, TKaHsIX U (PU3M0I0rn4ecKux
SKUIKOCTSIX OpraHU3Ma, YTO COMPOBOXIAETCS MHOTOUMCIEHHBIMU
HapylleHussMU GYHKUMHI LeHTpalbHOI HepBHOI cucTembl (LTHC)
U MIPUBOJAMT K I'pyObIM 3aepkKaM pa3Butus [1, 2].

Anupemuonorua HKr

PacnipocTpaHeHHOCTh 00JI€3HU TOYHO HE U3BECTHA, HO Mpei-
noJiaraetcs, yto B cpenHeM HKI BcTpevaercs B Mupe ¢ yacto-
TO# 1 ciyyait Ha 76 ThIC. HOBOPOXAEHHBIX [1-3, 6].

B noctynHoit 1uTepatype uMEITCs OTAEAbHbIE COOOIIEHU ST
O pacnpoCcTpaHEHHOCTHU U yacTtoTe BcTpeuaemoctu HKI
B TaKuX cTpaHax, kak TyHuc, Jlusan, Typuus u [Makuctan [7-10].
B bpuranckoit Konym6uu (Kanana) yacrora BeisiBienuss HKTT
cocrtanJiseT | ciyvait Ha 63 ThIC., a pacYeTHOE YMCJIO HOCUTE el
B 9TOIl MECTHOCTH cocTaBisieT okoJio 1:125 [1, 6].

CpaBHutenbHo yacto HKI BcTpeuaercs B CeBepHoOii
Ouuansgaauu — 1 cayyvaii Ha 12 ThIC. XKMBBIX HOBOPOXICHHBIX,
B 11eJIoM 1o GUHIASHANY — | caydaii Ha 55 ThIC. HOBOPOXIEH-
HBIX [6].

FeHeTnueckue acnekrtbl HKI

Bose3Hb xapakTepusyeTrcs ayTOCOMHO-PEIeCCUBHBIM THIIOM
HacjienoBaHusi. B ajiekTpoHHOI 6a3e naHHbix OMIM HKT
cooTBeTCTBYeT #605899.

HKT y nereit (1 nHOTAA B3pOCbIX) pa3BUBaeTCs BCIEACTBUE
MYTalui B 4 pa3IMIHBIX TEHETHYECKUX JIOKYCaX:

1) 6enka P (ren GLDC, nedext nuponokcaibdocdar-3aBu-
CcUMOIi tekapOoKcHuIa3bl INIUIKMHA, JoKyc 9p22, OMIM 238300);

2) 6enka T (medexT TeTparuapodoyiar-3aBUCUMOIl aMUHO-
MmeTuaTpaHcdepassl, reH GCST, nokyc 3p21.31, OMIM 238310);

3) oenka H (nedexT 6esnka repeHocurka BOaopoaa, cCoaep-
KaIero JIMMOEBYIo Kucinoty, red GCSH, nokyc 16¢23.2, OMIM
238330);
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4) oenka L (nedpext nuruapoaunoaMuaaeruiporeHassl, reH
DLD, nokyc 7¢31.7, OMIM 238331) [1, 3, 5, 6].

OmnucaH LeJblii psii TeHOB, aCCOIIMMPOBAHHBIX C BADUAHT-
HbeiMu dopmamu HKT (LIAS, BOLA3, GLRX5, NFUI, ISCA2,
IBAS56, LIPTIw LIPT2). L. Arribas-Carreira u coanT. (2019),
S. Silverstein u coast. (2019), H. Bayrak u coaBsr. (2021), W. X. Feng
1 coaBT. (2021) cooO11al0T 0 HEKOTOPBIX HEABHO BhISIBJIEHHbIX
reHeTuyeckux ocobeHHoctsax HKT [11-14].

ATuonorua u natorenes HKr

OTtuonatoreHe3d HKI 3aBucut ot neduiuTapHOCTH TOr0 UK
WHOTO M3 OMUCAHHBIX BbllIe OEJIKOB. YKa3aHHbIe CyOCTaH-
uuu (6enku P, T, Hu L) npyHuMalOT yyacTue B pacuiernjieHuun
ruuuHa B LIHC, neuenu u noukax, a npu HKT npoucxoaut
CYIIECTBEHHOE CHUXKEHUWE aKTUBHOCTU IJIULIMH-PACIIETTIsI-
JolIeil CUCTEMBI C HapylLIeHMeM MeTaboau3Ma U YTUJIU3alluu
NaHHOUW aMWHOKCJOTH. Bo3HMKaloIas B pe3yjibTaTe akKKyMy-
JIAMS TAMIMHA B OpraHU3Me NPOSIBJSIETCS UHTUOUTOPHBIM
2 HEeKTOM 3TO aMUHOKUCIOTHl Ha CTPYKTYPbl CIUHHOTO
U CTBOJIA TOJIOBHOTO MO3ra, YTO OJJHOBPEMEHHO MPUBOJIUT
K BO30OYXXJIEHUIO 1iepeOpaibHbIX HEUPOHOB U MOBPEXKAECHU IO
HHC ¢ cooTBeTCTBYIOUIMMU KIAUHUYECKUMU MTPOSIBJEHUSIMU
6ose3nu [1, 3-6].

ITpu HeonartanbHoit HKT sH3uMHBIN nedekT B 75% ciydaeB
comnpsixeH ¢ 6eakom P, B20% — ¢ 6enkom T, < 1% — ¢ 6enkom H
[1, 3, 6].

Otuosorus tpaH3utopHoit HKI, no-Bunumomy, sBisieTcs
CJIeICTBUEM HE3PEJOCTU (PEPMEHTHBIX CUCTEM opraHusMma [1].

Knaccudpuxkauua HKI

IMonxons! K knaccudbukauuu HKI B pazanyHbIX cTpaHax
otiinyaloTcs. Tak, B HacTos11ee BpeMs IPUHSITO paccMaTpu-
BaTh KJaCCUYECKYIO HEOHATAJbHYIO, aTUTTUYHY IO MO3HIOI0
(IOBEHUJIbHY0) U TPAH3UTOPHYIO HEOHATAJbHYIO DOPMBbI
o6osie3Hu [2, 5].

HekoTopble aBTOpbBI MPEANOYUTAIOT BbIAEISITh HEOHATAb-
HY10 (HeoHaTajJbHas TsXejash U HeoHaTallbHasl aTTEHYUPO-
BaHHas) U MHPaHTUIIbHYO (1e0I0T mocJje 2 Heaesib) (POpMBbl
HKT (undaHTUIbHAs TSXesNas, MHGaHTUJIbHAS aTTEeHY-
WpoBaHHas U MHGaHTUIbHas atunudHas) [3, 6]. B CIIIA
paccMaTpUBalOT HEOHATAJbHBIM U UH(MAHTUIbHBII BapuaH-
Tl HKT, a Tak:xe ¢hbopMy ¢ MO3MHUM HavyaJ oM (ATUMTUYHYIO)
U TPaH3UTOPHYIO [1].

AttrenyupoBaHHas HI'K ObiBaeT Tsaxenoii (koahduimeHT
paszButus DQ < 20 + Hanuuue aMUIENCUm), MPOMEXYTOYHOM
(DQ = 20-50 + nonnaroniasics JeYeHU 0 MUJIETICUSI/OTCYTCTBUE
snujencuu) u Jerkoit (DQ > 50 npu OTCYyTCTBUU SMUETICU M)

[3, 6].
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B MKB-10 nuarno3 HKI cooTBetrcTByeT pyopuke E72.5,
aB MKB-11 — 5C50.70 (I'nuuuHoBas aHuedasonatus) pyopu-
ku 5C50.7 (HapyueHust oOMeHa M uHa).

Kannnueckue npoasnenus HKI

[Tpu HeoHnaTanbHOU popme HKT nepBble mpuzHaku 60je3HU
MOSIBJISIIOTCST B MHTepBaJje oT 6 4acoB A0 8 AHei mocie poxk-
NIEHUsI: MblIIIEYHasl TUIIOTOHUS, JIETaprusl, allHO3, CYIO0pPOTrU
(TmocyienHMEe MOTYT COMPOBOXAATHCS UJIM HE COMTPOBOXKIAThCS
MaTTePHOM <«BCITBIIIIKA/TTOaBIeHWEe» TIPH DJIEKTPOIHIIeda-
norpaduun; 0I7), Koma. DNUIENTUYSCKUE MTPUCTY bl MOTYT
MpOTeKaTh B BUJIE MUOKJIOHYCA U/UJU UKOThI, a BIOCJIE/ -
CTBUU I€MOHCTPUPOBATH PE3UCTEHTHOCTD K JICUEHU IO aHTHU-
SMUJENITUYECKUMU Npenaparamu. JlabopaTopHbie TaHHbBIE:
TUneprivinHeMus (10 8 pa3 BbIllle HOPMbI) U TUTIEPTIM-
LIMHYpUS, BCTpeyaeTcsl TPAaH3UTOPHAs TUMEPTAUKEMUS.
BrniociaencTBuu y BBIXKMBIIUX MAallMEHTOB (OPMUPYETCS Clla-
CTUUYECKUI TeTpamnapes, rpydas 3ajiep>Kka ICMXOMOTOPHOTO
pasBuTus [1-6].

Ipu undantunsHoit popme HKI (MeHee Ts13xen0ii) cum-
MITOMBI 00JIe3HU BO3HUKAIOT IOCJIe 6-MeCSIYHOTO Bo3pacTa
y MJIaJIeHIIEB, CYUTABIIMXCS paHee 3M0POBbIMU. OHU CXOTHbI
C TaKOBBIMU MpU HeoHaTadbHOI hopme HKT, xoTsa nomuHupy-
10T TUTIOTOHU S Y SMUJIENITUYECKUE TPUCTYbI. JlabopaTopHbIe
MaHHbIe MPAaKTUIECKU UICHTUIHBI OMMUCAHHBIM BBIIIE U3ME-
HeHUsM npu HeoHaTanbHoit HKT [1, 3, 6].

Ilpu HKT ¢ mo3aHuM HayaioM MaHudecTalus 60Je3HU
BO3MOXHa B Bo3pacTe 2-33 jieT B popMe Mporpeccupyoliiei
CMacTUYECKON NUMIeruu, arpoduu 3puTeabHOro HepBa,
XOpeoaTeTOUIHBIX NBUKeHM . Ha poHe MHTepKypPPEeHTHBIX
nHbekunit anuzoauueck cumntoMbl HKI HocsiT XapakTep
NeJVpUsl, XOper, BEpTUKAJIbHOTO Mapajinya B3opa (BepTUKaJb-
Hblil opranbmonapes). JlabopaTopHbie uameHeHus npu HKT
C MO3THUM Ha4yaJIOM CXOJHbI C TAKOBBIMU MPU HEOHATAIbHOM
HKT, Ho MeHee BoipaxeHsl [1, 3, 6, 15, 16].

IMposiBnenus TpanzutopHoit HKI HEeOTAMYMMBI OT CUMIITOMOB
kJylaccuuyeckoit HeoHatanbHoU HKT, HO K Bo3pacty 2-8 Henelb
MOXET HAaCTYMUTb IMOJTHOE BbI3JIOPOBJIEHUE C HOPpMaJIU3aluei
paHee MOBBILIEHHOTO ColepXKaHUsl TJIMIIMHA B IJ1a3Me KPOBU
U CTMHHOMO3roBoii xkuakoctn (CMX) [1, 3, 6].

AunarnocTuka HKI

HNuarno3 HKT yctaHaBiuBaeTcs mocpeacTBOM ONpeaeeHu s
YPOBHS coiepxkaHus rAuiiMHa B KpoBu 1 CM2K. XapakTepHo
BbIpakeHHOE MoBbIlIeHHe YpoBHS riuiimHa B CM XK (B 15-30 pa3
BBIIIIE HOPMBI) M BBICOKME 3HAYEHUST COOTHOIIEHM I collepKa-
Hus rauiHa B CM 2K K TakoBoMy B miiazme Kposu (> 0,08 npu
Hopme < 0,02). [TocnenHuii mokasatesb, npebimatomuii 0,06,
noaTBepxaaeT auarHos [1, 3, 5, 6]. DO mo3BoJIsIeT BHISBUTH
XapaKTePHBII MAaTTePH «BCMBIIIKA/yTHETEHWE», KOTOPBI I
MOCTENeHHO TpaHCchopMUpyeTcs B MyJIbTUGhOKaIbHBIE CITali-
KM uiau runcaputmuio [1, 3, 5, 6, 15].

Maenumno-pesonancnas momoepagpua (MPT). ITpu MPT ronos-
HOT'O MO3Ta HEPEIKO BbISIBISIOTCSI ar€He3UM st MO30JIMCTOrO TeJa,
3ajiepKKa MUEJTMHU3ALMU, aHOMaJbHOEe GOPMUPOBAHUE U3BU-
JINH, KOPKOBO-IOIKOPKOBasi aTpodus u rycyartast JeHKoam-
crpodus [1, 3, 5,6, 17].

Cooepicanue eauyuna ¢ kposu u CM2K. B Hopme conepxkaHue
[JIMIMHA B TJIa3Me KpoBU cocTaBiseT 125-450 MKMoJb/1, pu
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Tsixkenoir HKI — 1133 (342-2363) MKMOJIb/JI, a IPU aTTEHY M-
poBaHHoit HKT — 822 (342-1590) MmxMoJb/1.

B CM K HopmanbHOe cofepxaHue ruimmHa < 20 MKMOJIb/JI,
npu Tsikenoit HKT — 228 (40-510) MKMOJIb/JT, TPU aTTEHYHPO-
BaHHoit HKT — 99 (41-230) MKMOJIB/JI.

CooTHoILIeHUE MeXAYy coaepxaHuem raunnna B CM 2K/
nJjia3Me KpoBU B HOpMe N0JXHO ObITh < 0,02, mpu TsKeaoit
HKT - 0,22 (0,09-0,45), artreHyupoBaHHoit — 0,13 (0,04-0,22)
[1, 3,5, 6].

Tenemuueckue memooot ({HK-0uaznocmuxa). OKoHuateabHOE
MOATBEPXKACHNE TMarHo3a BO3MOXHO B X0/I€ MOJIEKYJISIPHOTO
aHanuza HKT-accouuupoBaHHBIX IeHOB. [IpakTuKyeTcs KOH-
KYPEHTHOE MOJIEKYJISIPHO-TeHEeTUYeCKOe TeCTUPOBAHUE TEHOB
GLDC, AMTwu GCSH ¢ ucnonb30BaHUEM COOTBETCTBYIOIIEH
MYJbTUTEHHOM MaHe . B peikux ciyyasx Ipou3BOIUTCS aHa-
JIN3 aKTUBHOCTHU crieliuduueckoro epmMeHTa B mpodax neyeHu
nau mo3ra [1, 3, 5, 6].

ITo mHeHuio M. A. Swanson u coaBT. (2022), B iMarHOCTUKE
HKT umeroT 3HaueHue nuamMeHeHus cogepxkanusi B CM2XK L-
u D-cepuHa (CHUXeHMe), a TaKKe TpeoHrHa (rmoBbiieHue) [18].

IIpeHaTtanbHas TMarHOCTUMKa BO3MOXHA B X0/ UIeHTUDU-
Kally BBISIBJIEHHBIX paHee CEMEMHBIX MaTOTeHHBIX BApMAHTOB
B 1e(heKTHOM reHe (IToCpeCcTBOM U3YyUeH U crielnduuecKoi
¢depMeHTaTUBHON aKTUBHOCTH B MpoOax OMomnTaTta BOPCUHOK
xopuoHa) [1, 3, 5, 6].

Aunddepenunanbnan puarioctuka HKr

Bce dopmbl HKIT HeobOxonumo nuddbepeHIIupoBaTh OT KETO-
tTuueckoil HKT (ee cybBapuaHThl: METUJIMAIOHOBAS, MPO-
MUOHOBAs U U30BajiepuaHoBasi, 6eTa-KeTOTUOJa3Has HEA0-
CTATOYHOCTD), MUPUIOKCHUHGbOCGHATOKCUIa3HOM HEI0CTATOU-
HOCTH, TPAH3UTOPHOM TJIMLIMHOBOM dHLIe(aonaTuu, oCTpoi
MEeYEHOYHO HEAOCTaTOYHOCTH, a TaAKXKe peaKklluy Ha TpuemM
BaJbnpoatos [1-6].

Mpunuunbl neyenuna HKr

C no3u1nii [oKa3aTeTbHOU MeTUITMHBI 3P (HEKTUBHBIX METOIOB
tepanuu HKI He pazpaboTtaHo. Bce noctynHbie crnocobbl Tepa-
MUY HalleJIeHbl Ha CHUKEHME KOHLIEHTPAIIMK TJIMIIMHA B IJIa3Me
KPOBHU, UCTIOJIb30BaHUM aHTaroHuctoB N-meTui-D-acnapraTta
(NMDA), a Tak:Xe Ha cMMIITOMaTuyecKyto Tepanuio [1, 3, 19].

benzoam nampus. OcHOBa TepaIvuy IO CHUXEHUIO YPOBH S
IJIMIIMHA B KPOBU. B moceaHme roabl Nponu30mes IepecMoTp
B CTOPOHY YBeJIMYECHM I 103bl OeH30aTa HaTpus. [Ipu Tsxeaoi
HKT on HazHauaeTcs o 550-750 Mr/Kr/cyT, Npu aTTEHYU-
poBaHHOI no3a MeHblne — 200-550 Mr/Kr/cyT (aeTsam GoJiee
cTaplIero Bo3pacra M B3pOCJIbIM Ha OCHOBaHMY 00beMa oA~
v Tena — 5,5 r/m2). TIpakTHKYeTcs OpaTbHEIN TpueM 3-5 pa3
B IeHb [1, 3,5, 6, 19].

Jlexcmpomemopghan. Hanbosnee nonyasipHblid YaCTUYHBI I
uHruoutop NMDA-penentopoB (3-15 Mr/kr/cyT B 3-4 nipu-
ema). [Ipu papMakOMOHUTOPUHTE COAEPKAHUE B KPOBU €K~
cTrpoMeTopdaHa T0JXKHO ObITh > 0 HMOJb/1 1 < 100 HMOJIB/JT
[1, 3, 5,6, 19].

Kemamun. Enie onvH yacTuuHbIii uHTu6uTop NMDA-
pEeLeTITOPOB, UCITOJIb3YeMbIi B peXXKMMe OpaJbHOTO IIpuemMa
[1, 3, 6]. B P® xetamMuH 3ampelneH K UCIOJIb30BaHUIO.

Cmpuxnun. Ero npuMeHeHUe CrocoOCTBYET yAYUYIISHU IO
MBIIIIEYHOTO TOHYCA U AbIXaHUsl. TeM He MeHee OT ero UCIOJb-
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30BaHMS MOJHOCThIO OTKA3aJUCh B CBSI3U C CEPbE3HBIMU MOO0Y-
HbiMU 3bdekTamu [1, 19].

Dogsamor. Paree onvcaHbl MOTBITKY TPUMEeHEeHU S (poire-
BOM KMCJIOTHI (2 MI/CyT) U30JMPOBAHHO UJIM B KOMOMHAIIUU
¢ nuazernamMoM u xoauHoM. [Ipu HKT mera6onusm donaton
He 3¢ GbeKTUBEH BCEACTBUE HEAJIEKBATHOTO METUJIMPOBAH U S
[1, 19].

3amennvie nepeausanus kposu (3I1K). HalieneHbl Ha 2J1UMU-
HalMI0 U30BITOYHOTO cofepkaHus ruiuHa B Kposu. 311K
npu HKT cuurtatorcsa meHee 2 HEeKTUBHBIMU, YEM MPU APYTUX
amuHoauuaypusx [1, 19].

Anmusnusenmuyeckue npenapamot (AII). J1nss HOBOPOXKIEH-
HBIX U TPYIHBIX AeTeil ¢ MUOKJIOHUYECKUMU MPUCTYIIaMu
NpearnoYTUTEIbHBI OeH301Ma3eNMUuHbI (KJoba3aMm, KJIoHa3e-
nam, nuasenam). Y neteil 6osiee crapuiero Bo3pacta MOXeT
HUCIOJIb30BaThCs (peHobapouTan. DbdheKTUBHOCTh PEHUTOMHA
cuuTaeTcs orpaHuuyeHHOU. [Ipumensiorcs ADII Tonupamar
M JieBeTUpalieTaM, a Takxe nepammnanen [20]. ADIT ¢penbamar
MPOTUBOJAEUCTBYET HETaTUBHOMY BJIMSHUIO TIMIIMHA HA HEl-
POHBI U UCTIOJIb3YETCs MPU (HapMaKOPe3UCTEHTHOM SMUJIeTICU U
y nanueHtoB ¢ HKTI [1, 3, 5, 6, 19].

B neyeHnn MHOAHTUIBHBIX CITA3MOB U TUIICADUTMUM TIPU
HKT crepounbl u BUrabaTpuH penko ObIBalOT 9(DHEKTUBHBIMU.
ITpu HKT npumMeHeHUe BaJblIpoaToB (MHTMOUTOPOB MeTab0-
JTM3Ma TIMIMHA) CTPOro MmpoTuBomnokasano [1, 3, 5, 6].

Tacmpocmomusa. T1pu HapylIEHUSIX TIOTAHUS Y IETeH C TSKe-
noit HKT mpakTukyeTcst ycTaHOBKA TaCTPOCTOMBI, a TP HaJIU-
4yuu ractpos3odareaibHO-pedIIOKCHOI 00Je3HU — (DYHI0-
naukanusg no Hucceny [1, 19].

Aavmepnamuenvte memoost mepanuu HKI. K HuM oTHOCSTCS
METOJlbl TUETOTepanuu (HepoaUeTOIOT ), a TAKKE CTUMYJISI-
Hus Oy aaroliero Hepsa (BarajibHas ctumynasuus) [1, 19, 20].

Helpoauetonorua HKI

OcHoBoii neue6Hoit nuets pu HKT sBisieTcst yMeHblLIeHUe
B pallMOHE MUTAHU S UCTOYHUKOB MJIMIIMHA C MOCJEeAYIOUIUM
OrpaHMYEHUEM MOCTYTJIEHU S aTMMEHTAPHOIO IJIMIIMHA B Opra-
Hu3M. C 3Toii Lenblo 6bl1a pa3paboTaHa ¥ UCIIOTIb3YETCS Cle-
HManu3upoBaHHas MeTadonnueckas popmyna NKH Anamukce
WHudanT [21]. U36bITOYHO peCTPUKTUBHAS O€3rIUIIMHOBAS 1UeTa
ypeBaTa pa3BUTUEM OCJIKOBON MaJIbHYTPUIIMU.

O noTeHuuMane npuMeHeHUus KetoreHHoi nuetsl (K) npu
HKT cm. Huxe.

BO3MO)XHOCTH KETOreHHOM AueTbl npu HKI

IMockonbky snunencust npu HKT npakTtuuecku Bceraa
0Ka3bIBa€TCS YACTUYHO UJIU MOJHOCThIO (PapMaKope3nCTEeHT-
HOM, BIIOJIHE €CTECTBEHHBIM MPEACTABISIETCS UCIOJb30BaHUE
aJbTePHATUBHbBIX METOJOB AaHTHUAMUJIENTUYECKOTO JIEUSHU ST
U B niepByio ouepeab KJI.

CrenyeT yuyuTbIBaTb HEOOXOAMMOCTb CHUKEHU S 103bl OEH30-
arta HaTpus Ha poHe npumeHeHus1 K/l (MHaue BOZHUKAET pUCK
Mepeno3upoOBKY YKa3aHHOIO peayKTopa rMUIIMHA ¢ MaHUDe-
cTalueit nejaoro psiaa mobouHbix addexron) [1, 3, 6].

IMyonukauuu M. P. Kava u coant. (2019), a takxe A. Daida
u coaBrT. (2020) nocesimeHbl posiu 1 d3bbekTuBHOCTU KJI B KOM-
njekcHom jseueHuu HKT y nereii [20, 22].

B nacrosimiee Bpems B Poccuiickoit Denepaiinu 3aperucTpm-
pPOBaHBI CriellMaIu3MPOBAHHbBIE MPOAYKTHI JJI51 OpraHUu3aluu
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KEeTOTeHHOM AMeTHl y JeTell cTapiie 1 roma u B3pOCIbIX —
«Kertokan 3:1» u «Ketokan 4:1». [IponykTel 06J1agaloT 3agaH-
HBIM KETOT€HHBIM COOTHOIIIEHUEM OeJIKOB, SKMPOB M YIJIEBO-
IIOB; COCTaB JIOMOJHEH BUTAMUHAMU U MUKPOIJIEeMEHTaMH,
YTO MO3BOJISIET UCIOIb30BaTh MX KaK B KaUeCTBE €AMHCTBEHHOTO
WCTOYHMKA MUTAHMUSI, TAK U B TOMTOJTHEHHE K PAI[MOHY.

Mporuos

BoabIIMHCTBO aBTOPUTETOB, CIIELIMATU3UPYIOLIUXCS B 0012~
CTU JaHHOM HO30JIOTU U, cxoasTcs Ha ToM, uTo npu HKT mpo-
THO3 OOBIYHO MaJIO0JIaTONPUSITEH, 0COOEHHO MPU HEOHATATbHOM
ne6iore 6one3nu. [Ipu HeonaranbpHoi popme HKT mno 30% nanu-
€HTOB MOrMbarT, HECMOTPS Ha MPOBEACHUE MOAIEePK M BaloIIei
Tepanuu. Y BBIKUBIIUX OpMUpPYyeTCs hapMaKope3nuCTEeHTHasT
anuJiencus (C MUOKJIOHUYECKMMHU UJIU FeHepaainu30BaHHbBIMU
MpUCTyNMaMM), OTMeYaeTcs rayookas 3aep>KKa MCUuXoMOTOP-
HOTO Pa3BUTHSI, 32a4ACTYIO BbISIBJSIIOTCS JIerOYHAas TUTIEPTEH3U S
u ruapouedanus, Tpedyromias NpoBeAeHU S IYHTUPYIOIIUX
omepauuii [1, 3, 5, 6, 23].

ITpu tsixkenoit HKT nporHos 6ose3HM BapbUpPYyeT OT JIblXa-
TEJIbHOIM HEI0CTAaTOYHOCTH /10 HACTYIIJIEH U JIETaJIbHOTO UCXO-
na. PaHee ykasbiBajioch, uto y neteit ¢ HKI mHorna ormevaercst
HaJlMyue paclieuHbl Heba (BOUbs MAcTh), KOCOIAMOCTH U/ WU
BTOPUYHOI MuKpouedanuu [1, 3, 6].

ITpu undpanTunabHoit HKT geTu 0oOb1YHO BBIXKUBAIOT, 8 yPOBEHb
WHTEJJIEKTa Yy HUX CTpajaeT MeHbllle, YeM MPU HEOHATaIbHOMI
HKT.

ITpu HKT ¢ no3gHuM HayaJloM MHTEJJIEKT MallueHTOB OObIYHO
He CTpajiaeT, XOTs B psifie cliyyaeB OTMEYaloTCsl JJerkue KOrHu-
TUBHBIC HAPYIIEHUs U PEIKUE TPUCTYITBI.

ITpu Tpan3utopHoit HKI BbhIpaxeHHbBIX HEBPOJIOTMYECKUX
MOCJEeACTBUI HE OTMeUaeTcsl, HO Y HEKOTOPbIX MallueHTOB
00HapyXMBAETCS CHUXKEHNE UHTEIEKTyalbHbIX CIIOCOOHOCTEM
[1, 3,5, 6].

Jleuenue u peadbunuranus nauveHTos ¢ HKI nmpononxaror
OCTaBaThCS BbI30BAMU [IJISI IE€TCKUX HEBPOJIOTOB, SITUJIENTOJOTOB,
peadUuIUTOJIOTOB, AUETOJOTOB, OPTOMNEAOB U MpeacTaBUTeIeH
MHOTUX IPYTUX IMeIraTpuIeCcKuX crielmaibHocTeid. B HacTosI-
1ee BpeMsi aBTOPOM CTaThbU PEryjsipHO HaOIl0IaeTcs 1eBoUKa
B Bo3pacte > 2 jet ¢ Tsxkenoit HKT (nedrot 6oJie3Hu B riepuose
HosopoxaeHHocT). [l
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