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nunenTuyeckune aHuedanonatin

(393) otHocAT K KaTeropum paspyLuu-

TenbHbIX OPM nunencuil y aeten,
MpuU KOTOPbIX Hab/ItOfAIOTCA pasnuyHble
BUAbI SMANENTUYECKMX MPUCTYMOB, Bbipa-
XeHHas anunenTchopMHas akTUBHOCTb Ha
anexTposHLedpanorpamme (33N), sagepxka
1A perpecc NCXOPEYEBOro, a B HEKOTOpbIX
cnyyasx 1 MoTopHoro passutis. [ebio-
TupytoT 33 B paHHeM Bo3pacTe Ha ¢hoHe
HOPMaJIbHOrO I YXe UMEIOLLErocs Ha-
pyLLeHHoro pa3sutis. Cpeau KoMopbugHbIx
COCTOSHIIA HEPELIKO BCTPEUAIOTCA PacCTpoil-
CTBa ayTUCTUYECKOrO CMeKTpa, CUHAPOM
Aeduupta BHUMAHIA 11 ANepaKTUBHOCTY,
HapyLueHue peun [1, 6, 33].

303 BKMIOYAIOT Lenblii psag BO3pacT-
3aBUCUMBIX 3MUNENTUYECKUX CUHPOMOB,
XapakTepuaylowmxca onpegeneHHbIM
TUMOM NPUCTYNOB U CrieLnduyecKMu
n3meHeHuaMn Ha 3. K 33 ¢ paHHuMm
HauasIoM OTHOCSTCA paHHss (HeoHaTasbHas)
MUOKJTOHUYeCKan SHLEaronaTis, CUHEpOM
Oraxapa, anunencus MnageHYecTsa ¢ Mi-
rpUpyioLLMA hOKaNbHBIMA MPUCTYNaMM,
cuHgpom Becra, cunapom [pase. Cpean 39
JAETCKOro BO3pacTa BbifENAoT CHAPOM JleH-
Hokca — [acto, cuHapom Jlangay — Knedodp-
Hepa, 3MIENCIS C MUOKJTOHYECKU-ATOHIYE-
cKIMY MpucTynamu. 33 ¢ paHHUM Havasiom
MOTYT 3BOJIOLMOHIAPOBATL B O3 [ETCKOro
Bo3pacra. Hanpumep, cuHgpom Otaxapa,
AebloTupyioLLuii B BO3pacTe 2 MeCALEB,
3BOJIOLMOHIPYET B CUHAPOM BecTa, 3atem
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Summary. Epileptic encephalopathy is a severe variant of epilepsy, when epileptic seizures are observed, often refractory to therapy, combined
with cognitive impairment. In recent years, the genetic nature of most of them has been identified. Currently, there is an accumulation of data on
the clinical and genetic characteristics of epileptic encephalopathies, the mechanisms of the development of epilepsy and cognitive disorders
with the goal of creating effective methods of treatment.
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B CUHApoM JleHHokca — facTo. OCHOBHblE
KIUHUKO-3NeKTPO3HLEehanorpaduyeckie
XapaKTEPUCTIKIN KXKAOrO 13 3TUX CUHEPOMOB
npeacTasneHsl B Tabnuue [1, 6, 8, 19, 30, 33,
36, 38]. He Bce cnyyan 33 moryT 6bitb OT-
HeCeHbl K OMCaHHbIM CUHEPOMaM, OfiHaKO
BbICTPOE pasBUTUE TEHETUKN, BHEAPEHIE
HOBbIX METOZIOB 0BCneoBaHNs NO3BOSUT
B By/yLLIEM orucaTb HoBble paccTpoiicTsa [1].

Mo AaHHbIM psifa aBTOpOB, 3abonesae-
MOCTb 3MuMencuet y geTteil B BospacTte
[0 2 neT cocTaenset okoso 70 cny4yaes
Ha 100 000 perteil, npudem Ha gonio 33
npuxoautcs nopaaka 39% [1, 13]. Hau-
6onee YacTo BCTpeYaloTcs CMHAPOM BecTa
(25-42 cnyyas Ha 100 000 gereit) [10] n
cuHgpom [pase (1 cnyyaii Ha 22 000 ge-
Tel) [1, 4, 20].

CornacHo onpegeneHuio AT. Berg
I COaBT., KOHLEeNuua 33 cocTouT B TOM,
YTO 3MUMENnTUYecKas akTUBHOCTb CMOCO6-
CTBYET Pa3BUTLIO CEPbE3HBIX KOrHUTUBHBIX
1 MOBELEHUYECKIX HapyLLeHUil y feTell
B OONbLLEN CTENEHU, YEM MOXHO Obino Obl
0XWAaTb TONbKO OT OCHOBHOI CTPYKTYp-
HOi maronorui (HanpuMep, BbIPaXEHHbIE
KCTO3HO-aTPOhUYECKIE UBMEHEHUS TO-
JIOBHOrO MO3ra Moce NepeHeCeHHoro IH-
theKLMoHHOro nospexaeHus) [6]. OaHako
B C/yyae reHeT4ecki 06ycnosnerHbx 339
cama o cebe MyTaLumsa MOXET NPUBOLUTL
K BOSHUKHOBEHWIO UHTENNEKTYaNbHbIX U
MOBELIEHYECKUX HApYLLIEHUiA. 3TO 04YeBUa-
HO, Korga Ncuxo-peyeBble paccTpolicTBa

y pebeHKa NosiBNATCA paHblue, YeM
AeboTUPYeT SNUNencua UK BO3HUKHYT
rpy6ble nameHeHus Ha J3. Hampumep,
npu cuHgpome [lpaBe 3amepneHue unm
perpecc B pasBUTUM MPOUCXOZUT B BO3-
pacte oT 1 fo 2 fneT, B TO Bpems Kak
anunenTuopMHana akTUBHOCTb Ha I3
06bI4YHO elLle He BbipaxeHa (To ecTb mpu
reHeTUYecKux 3 HapyLUeHNe pasBuTiAs
I anunencus ABNSIOTCA CNeacTBUEM TOi
Wi MHoiA MyTavy). CornacHo MocneaHM
pekomeHgaLuam MexayHapogHol npo-
TUBOSMUNENTUYECKON NUMLA, B HEKOTOPBIX
cryyasnx BO3MOXHO MPUMEHEHNE TepMuHa
He «anunenTuyeckie sHUedanonatn», a
«3HLUedhanonartiis passuTus» [35].

Smonorus

Jo 2001 roga npuynHa pasButus
bonblumHcTBa I3 He Obina U3BECTHA, BO
MHOTUX CIly4asx UX OTHOCW/N K CUMMTO-
MaTuyeckum snunencuam (Hanpumep,
BCMIEACTBUE MepuHaTanbHOro runokcu-
YeCKU-ULLIEMUYECKOrO MOBPEXAeHUS)
[1]. Tak, HanpuMep, yCTaHOBEHO, YTO
cuHgpom Becta B 30% crnyyaes snsetcs
C/eACTBIEM CTPYKTYPHOIA NaTonorun Mosra
(MOCTUHEKLIMOHHON, MOCTULLIEMUYECKOI
u gp.) [32]. B 2001 rogy, nocne ycTaHos-
NEHIA MPUYMHBI BO3HUKHOBEHIS CUHAPOMA
[pase B Buge mytauum B reHe SCN1A,
MOHUMaHe NpuUpogbl A3 CTano MeHATLCS.
BypHoe pasBuTiie METOLOB FEHETUYECKOTO
obcnefioBaHIAA NO3BOMANIO YCTAHOBUTb 3TUO-
noruto 6oNbLUMHCTBA W3 OnUCaHHbIX 3.

Ne 1+ 2018 MEOWUMHCKUE HOBOCTHU
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[EHEeTI4ECKIE MPUUMHBI MOTYT BbITb BECbMA
reTeporeHHbl: MyTaLui B OTAEMbHbIX FeHax
(MOHOreHHblEe aMMMencun); XPOMOCOMHbIE
aHOMauui; BPOXAEHHbIE HapyLLEeH!A MeTa-
6omama [1]. B gaHHoil cTatbe U3noxeHl
TOJbKO 33 MU MOHOrEHHbIX HONE3HAX.

Mexanusmbl passutia 33 u TUn

HacnegoBaHus

B pesynbrate BO3HUKLUMX MyTaLMid
B reHax HapyluaeTca (yHKLMA Kogupyio-
LLWX X BENKOB, UTO MPUBOLUT K PA3BUTUIO
KaHanonaTtuii, CUHanNTU4eCKo JUCHYHK-
L, TPRHCMOPTHOTO AedheKTa, HapyLUEeHo
TpaHckpunuun, penapauwn AHK, satpyaHe-
HIIO BOCCTAHOBJIEHNS 1 PEMOLENMPOBAHUA
XpoMaTuHa, a Takxe K HapyLLeHuo obmeHa
BELLLeCTB. Bo MHOTUX Criyyasx MexaHU3Mbl,
no KoTopbiM passusatoTcs A9, elLle Hepo-
CTATOYHO MOHSATHbI. YBENMUMBAETCS UNCTO
[.0Ka3aTeNbCTB, MOKa3bIBAIOLLAX, YTO AaH-
Hble MyTaLuy BIIUSIOT He TONbKO Ha 3ninen-
TOreHe3, Ho 11 Ha abeppaHTHylo MUrpaLiuio
HEePOHOB 1 (hOPMIPOBaHIE aHOMaJTbHbIX
HEPOHHBIX CETel, YTO MPUBOAUT K pas-
BUTMIO KOTHUTMBHBIX HAPYLLEHWHA, KOTOpble
BPAZ N1 MOTYT 6blTb CKOPPEKTMPOBaHbI
C NMOMOLLbIO 0BbI4HBIX MPOTMBO3MUNENTH-
YecKux MeTofI0B neyeHns [1, 5, 39].

B 60nblMHCTBE CRy4vaeB MPUYMHOIA
PasBUTIS MOHOreHHbIX O3 SBMAIOTCA [0-
MUHaHTHbIE MyTaLu, BO3HUKLLME de novo
B rameTe 1N B Hauane ambpuoreHesa. Mpu
HekoTopbIX A3 oTMeuaeTcs X-CLenneHHoe
HacnefoBaHe, KOTOPOE MOXET ObiTb Kak
peLieccuBHoe (HarpuMep, MyTaLuiA B reHe
ARX), TaK 1 gomuHaHTHoe (B reHe DCX).
B psge cny4aes HabniogaeTca 1 ayTocoM-
HO-peLiecClBHOE HacnegoBaHue, Koraa
pebeHoK HacnemyeT pasnnuHbie MyTaLn
OJHOrO 11 TOTO Xe reHa OT Kaxaoro poau-
Tens. MuToxoHgpuanbHble 601€3H MOryT
HacneoBaTbCs Kak Mo MaTepUHCKOIA SIMHIAK,
TaK 11 10 ayTOCOMHO-PEeLeCCUBHOMY nyTiA [1].

DeHoTunuyeckas reTeporeHHoCTb

HaunHas ¢ MoMeHTa OTKpbITUSA cemeil-
HbIX 3MUNENTYECKIX CUHAPOMOB, LLPOKMIA
CnexTp (HEHOTUNOB BCErAa BbI3biBAN HEO-
yMeHue. Hanpumep, B Cembsix C «reHepa-
JIN30BaHHON anunencueii ¢ thebpumbHbIMu
cynoporamu +» 3-3a MyTavuid B reHe SCN1A
MOXHO HaBMIOAaTh LLIMPOKIIA CMIEKTP KIHIYE-
CKUX NPOSIBNEHIA; 300POBbIX VHAMBULYYMOB,
nopelt ¢ npocTbiM hedPUNbHBIMIA CYAO-
poramin 11 NaLmeHToB ¢ Tsxerbivi 93 [18].
DakTopel, BAUAIOLLME HA hEHOTUMMYECKOE
BbIp@XXeHIe, 0HO3HAYHO ELLie He orpeaene-
Hbl. VIMeIoT 3HaueHe MecTo MyTaLn, Bpems
MyTaLWN BO BpEMsA pasBuUTIAS, SoKa3aLms
h13MONOrMUYECKOIA SKCTIPECCUN FEHa, Srure-
HeTUuEeCKIE haKTopbl, reHbl-MOMIKATOPbI
[1]. Knaccudecku reHeTiveckas Bapuauua
CaMOoro reHa paccMaTpuBaeTcs Kak OfuH
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13 OCHOBHbIX (haKTOPOB, 0OBACHSAIOLLMX
KOHKPETHbIA cheHoTun. Takoe HabnioaeHue
6bIN0 coenaHo Ans psfa reHeTUYecKux
anunencuid. Hanpumep, MyTauumn B rexe
SCN1A, npusogsLLme K notepe dyHKLMN
HaTPUEBbIX KAHAOB, TaKIE KaK HOHCEHC Wi
MyTaL paMKi CUATBbIBAHIAA, B OCHOBHOM
HabmiogaTCA Y NALMEHTOB C CUHEPOMOM
[pase 1 peaKo BCTpevatoTes B bonee nerkinx
cemeiiHbix cnyyasx [16, 18]. AHanoruuHo,
B reHe ARX nonuanaHuHoBble 3KCMaHcum
MPVBOZAT K passuTuio 33 B BIAE CUHEpPOMA
Becra 63 CTpYKTYpHbIX U3MEHEHUI A Mo3ra
o gaHHbiM MPT, B 0TIUMe OT reHeTUYEeCKIX
ansrepauuin, MPUBOLALLIAX K SIMCCIHLEdhanmn
[18, 37]. OnHako B 6onee LLMPOKOM MacLLITa-
6e pasHoobpa3HbIil HEHOTUMUHECKIA CNIEKTP
ABnAeTcA obLeil YEPTON reHETNYECKIX
anunencuii, Knioyesble heHoTUNMYECKIE
pasnmnA MoryT HabmiogaTbCs Aaxe Mexay
NIOABMU C OJMHAKOBLIMU FEHETUECKUMMA
3MEHEHIAMI.

[eHeTUYeCKan reTeporeHHOCTb

[eHeTI4EeCKas reTeporeHHOCTb onicaHa
Ans kaxgoro suga 33 (cM. tabn.). Tak, Ha
npumepe Hanbosee XOpoLo U3Y4eHHOro
cuHapoma [Jpase, NOMUMO MyTaLWN B reHe
SCN1A, koTopylo umeloT okono 80%
NaLWeHTOB, ONMCaHbl U Apyrie MyTauuu,
Hanpumep, B reHax STXBP1 1 GABRA1 [,
9]. MHorue reHbl 6bini MaEHTUCULMPOBAHI
ANS Knaccuyeckix 99, Takux Kak CUHGPOM
Becra, cuHgpom JleHHokca — lacto, cuH-
fpom Otaxapa (cm. Tabn.) [1, 2].

JleueHne

Llenbio neyermna 33 ssnsetcs gocTu-
XEHIe KOHTPONA Haf NpUCTynamu 1 ynyy-
LUEHIe KOTHUTUBHBIX (OYHKLWIA. YuuTbiBas
TOT haKT, UTO YCTAHOBEHIE TEHETINYECKOIA
atnonorum 33 npuobpeno cBolo 3Hauu-
MOCTb TOMbKO B nocneaHue 10—15 ner,
roOBOPUTH 0 pa3paboTaHHoM 3hcheKTBHOM
NIEYEHNN CETOfHA He nmpuxoguTcs. Tpagu-
LMOHHO MPUMEHSAIOT MPOTUBOCYLOPOXHbIE
NeKapCTBEHHbIE CPEACTBA U KOPTUKOCTEPO-
uapl. OBHaKo MUp CTOUT Ha MyT CO3AaHMA
TapreTHoii Tepanuu, BO3AeNCTBYIOLLEl
LieSleHanpaBieHHo Ha gedeKT reHa unmm
aHoMarbHbiil 6enok [27]. Llenblo TapreTHoit
Tepanin SBNAETCA He TOMbKO KOHTPOSb Hag
MpUCTYNamu, HO 1 YyYLLIEHINE KOTHUTUBHbIX
COYHKLIWIA 11 yMeHbLLEHE KOMOPBUTHbIX pac-
CTPOIACTB. HanpumMep, sKCnepuMeHTasIbHbIi
npenapar peTurabuH OTKpPbIBAET KaMeBble
KaHasbl, cocTosLe u3 cybbeauHiL, KCNQ2
1 KCNQ3, 1 BoccTaHaBmnmeaeT HopMasbHyto
chyHKLMIO KaHana npu 33, 0byCnoBAEHHbIX
KCNQ2 myTaweii in vitro[1, 29, 31]. OgHako
IIMEIOLLIECH OT4ETh 06 OKpacKe LiBeTa a3 u
KOXW Y NALWEHTOB B CUHIA LIBET, NPUHIMAI0-
LX peTurabiH, NpensTCTBYET AaNbHEMLLAM
KIMHUYECKIM ucnbiTanuam [1, 14].

3HaH1e KOHKPETHOI MyTauuu, npu-
BOASLEN K passutuio I3, nomoraet
B nofibope MPOTMBOCYLOPOXHON Tepaniu.
Hanpumep, MyTauumn B reHax HatpueBbix
kaHanos (SCN1A, SCN2A, SCN8A u ap.)
MOryT NPUBOAUTb KaK K YCUNEHWo, TaK
ocnabneHmnio hyHKLMM AaHHbIX KaHamoB.
B cnyuae ycuneHus dyHkuun npume-
HeHne 610KaTOPOB HATPUEBbLIX KaHaNoB
(kapbamasenuH, okckapb6asenuH) Gynet
€nocobcTBOBATh YMEHbLUEHWIO 3nuUnen-
TU4ECKO aKTUBHOCTU, 1, HaobopoT, Npu
ocnabneHu NpuUMeHeHIe AaHHON Tpynnbl
NeKapCTBEHHbIX CPEACTB HedomycTuMo [27].

AHanornyHo npu MyTaLmusx B reHax
GRIN2, npuBoaALLMX B HEKOTOPbIX CIly-
yasx K ypeamepHoit aktusHoctn NMDA-
PeLenTopoB, UMetoTes paboTbl, yKasbiBa-
fowwme Ha ahPeKTUBHOCTb 3BECTHOTO
6nokatopa rnyramarHblx peLenTopos —
MeMaHTuHa [24].

B nocnepHue rofipl aKTUBHO 13y4aeTcs
porb KaHHabuamona B NEYEHNN reHeTu-
deckin obycrnosnenHbix 33. C 2013 roga
10 snunentuyeckux ueHtpos B CLUA
NPOBEN UCCNEeJ0BaHUA OTHOCUTENBHO
3(EeKTMBHOCTI OUULLIEHHOTO KaHHabuca,
cocTosiero Ha 99% 13 KaHHabuauona u
MeHee YeM Ha 0,1% 13 TeTpargpokaHHa-
6ugmona (GW Pharmaceuticals, Benuko-
6putaHis), 4ns neveHUs hapmakopesi-
CTEHTHOIA anunencum [22]. MexaHu3Mmbl,
nexalwue B OCHOBE aHTUSMUNENTAYECKOrO
achhekTa kaHHabuguona, CeropHs He-
[0CTATOYHO M3Y4eHbl. B HonblUMHCTBE
1CCNeA0BaHWA UCMOMb30BaM CYTOUHYIO
[03y 2—5 Mr/kr. Pesynbtatbl OfiHOr0 13 Hau-
6onee MHOTOUMCNIEHHOMO NO KOMMYECTBY
BKJIIOYEHHbIX NALUEHTOB UCCNEA0BaHNA
CBULETENbCTBYIOT O CHUXEHUM YacTOThI
npucTynoe cnycts 12 Hegenb npuema
NeKapcTBEHHOro cpeacTBa Ha 55% npu
thokanbHol anunencum, Ha 54,3% — anq
ATOHNYECKUX 11 Ha 36,5% — [N TOHNYECKIX
npucTynoB. B uccnenosanue bbinn BKioYe-
Hbl 214 navneHToB, y 32 13 HUX Habnoganm
cuHapom [pase, B 30 cyyasnx — CUHAPOM
JleHHokca — facto. Mpu cuHapome Jpase
16 (50%) NaLMeHTOB NPOAEMOHCTPIPOBANA
CHIKEHMe npucTynos bonee yem Ha 50%,
a'y ofHoro (3%) us HUX He 6biN0 HM Of-
HOro MpUCTyna B TeYeHMe BCEro nepuoga
neyeHns. Cpeau naumneHToB ¢ CUHLPOMOM
TNenHokca — facto y 11 (37%) uenosek Ha-
6/I0AaNn0Ch CHIDKEHME YaCTOTbl MPUCTYNOB
6onee yem Ha 50% [11, 22].

Ha cospemeHHOM 3Tane BeayTCH
1CCefoBaHNA, NOCBALLEHHbIE BUAHMIO
KETOrEHHOI AUETHI Ha TeueHue thapmako-
Pe3UCTEHTHOI ANUNENcUN Y NaLneHToB,
CTpajaloLLnx reHeTudeckMu 3abonesa-
Huamu. Hanbonee 13yyeHbl MOHOTEHHbIE




AKTyanbHble Npo6nemsbl HeBponoruu B Benapycn

6onesHn cuHgpom Petra (reH MECP2),
CUHAPOM PeTTa ¢ aTnnyHbIM TeYeHeM
(req CDKL5) 1 cuHapom aecuuuta TpaHc-
noprepa rniokoabl 1 Tuna (red SLC2A1).

MepBble AaHHble, CBULETENbCTBYIOLLME
06 3hhEKTUBHOCTI KETOrEHHOI ANETbI AR
neyeHns hapMaKkopes3nCTEHTHON anunen-
cun'y 7 ieBOYeK, CTPaZaloLLMX CUHLPOMOM
PeTTa, 61111 0ny6MKOBaHb aMepUKaHCKIMU
yueHbiMm B 1986 rofy: y nATM U3 cemu na-
LIMEHTOK YacToTa NMpUnafKoB CHU3UMACh Ha
50% v bonee, y LLIECTU U3 CEMI OTMEUANUCH
MONOXUTENbHbIE U3MEHEHIS B NCUXOMOTOP-
HOM Pa3BUTU 1 YNyuLLIEHe NnoBeaeHus [17].
B nybnukaumax, OniChIBAIOLLIAX eLUHNYHbIE
crnyyau HasHaueHUs KETOreHHOI AeTbl Mpu
cuHgpome Petra, G.M. Liebhaber n coasr.
3achMKCUPOBaNA CHIKEHIE YACTOTHI Mpu-
nagkoB Ha 70%, a P.F Giampietro u coasr.
OTMETUNN «3HAUMTENBHOE YNyYLIEHNE>
B MnaHe KOHTPONsA Haf npunagkamu [15,
25]. B 2012 rogy Ha VIl MexgyHapogHom
KOHrpecce, MOCBALLEHHOM CuHapoMmy PeT-
Ta, BEOyLLWIA CrieLianicT B 3Toil obnacty,
npodpeccop D.G. Glaze pekomerpoBan ke-
TOreHHyto AneTy kak 3chcheTUBHbIN HeMegy-
KaMEHTO3HbIi Cocob NeYeHns snunenciun
Mpu fiaHHOM cuHppoMe [7].

MpoBepeHrHbil B 2017 rogy aHanus
MEXAYHAPOAHbIX AaHHbIX, MOCBALLEHHbIA
N3YYEHWMIO BINAHUA KETOreHHON AWETHl Ha
TeueHue hapMaKope3nCTEHTHON Snunencum
y geteit ¢ CDKL5 myTauueit, BbisBun, YTO
y 104 13 204 peTeli ¢ aHHOI MyTaLei Mpu-
MeHAnach KetoreHHan aueta [26). Y 69 us
104 naumeHTOB KETOreHHas aueTa okasana
BAUAHIE Ha anunencuio: y 61 — nosuTusHoe
(ynyuweHue) u y 8 — HeratueHoe (arrpasa-
uus). Cpean 61 maumenta ¢ ynyyLeHnem
Ha (hoHe KeToreHHol aveThl y 80% (n=49)
YMeHbLUMMach YacToTa npunagkos, y 51%
(n=31) cHusMnach NPOAOMKUTENLHOCTb 1
y 61% (n=37) yMeHbLLINMIACk UHTEHCIBHOCT
npucTynos [26].

CrouT 0oTHENBHO OTMETUTH CUHLPOM
pechuuuTa TpaHenopTepa riokossl 1 Tuna,
npy KOTOPOM KETOreHHast aueTa BbicTyna-
€T KaK 3TWOTPOMHOE CPeACTBO, TO €CTb
KOMMEHCUPYET XPOHUYECKYIO HeXBaTKy
3HEeprun B HEpPBHOII cucTeme U BANAET
HEMoCPEeLCTBEHHO Ha MEPBOMPUYMHY BO3-
HUKHOBEHUA cygopor. B aByx uccnego-
BaHWSIX, U3Y4aBLLIX KETOrEHHYIO Tepanmo
hapmMakopesUCTEHTHON anuaencn npu
CUHApOMe AechuunTa TpaHcnopTepa rio-
K03bl 1 TUMa, MPOLEMOHCTPUPOBAHO MOSHOe
oTCYTCTBUE MPUNARKOB Y 67% (41 13 61) 1
62% (24 13 37) naLmeHToB, npuiem y 60ib-
LUMHCTBA U3 HIX MPUCTYMbl MPEKPATUNCH
B TEUEHUE NepBOro MecsLia AneToTepanin
[23, 34]. KpomMe BOCTIKEHUS KOHTPONA HaZ
npunagKami y 60osbLUMHCTBA NaLUEHTOB

HACTYNUNO YNyulleHWe KOTHUTMBHBIX W
MOTOPHBIX (OYHKLWIA.

BonbLuoii uHTEpEC BbI3bIBAET BO3MOX-
HOCTb XUPYPriYECKOTO NIeYeH!s hapmako-
PE3VCTEHTHOIA SMUENCIN MPU MOHOTEHHbIX
33. B nocnepaHue roabl CTanu NosBAATLCA
paboTbl, OMUCHIBAIOLLME MONOXUTENBHBIA
OMbIT MPUMEHEHIA XPOHUYECKOI CTUMYNS-
uum 6nyxaatowero Hepea (VNS) npu gaHoit
natonorim. Tak, S. Baba v coagT. onmcbiBatot
3HAUUTENBHOE CHIDKEHIE YacTOTbl MPUCTY-
noB, ynyuweHne 33 1 NCUXOMOTOPHOTO
pasBuUTAA Y NauueHTki ¢ MyTaumneir CDKLS
Ha ¢hoHe aByxnetHero npumeHeHns VNS-
Tepaniu [3]. B.J. Dlouhy 1 coasr. B cBoeil
paboTe aHanu3upyloT OMbIT MPUMEHEHUS
VNS-Tepanuu y 6 geteii ¢ CUHAPOMOM
[pase. YnyulleHne TeveHus anunencuu
OTMeYeHO Y 5 13 HuX: B 4 HabnioaeHmax
yacToTa MpUCTynoB cHu3unach bonee Yem
Ha 50%, B 1 cnyyae — mMeHee 50%. Takxe
ABTOPbI OMUCBIBAIOT PE3YSbTaT MPUMEHEHNS
KONMO30TOMIM Y [BYX MALMEHTOB C [iaHHON
naronorueii. B oboux cnyyasx otmeyeHo
CHUDKEHUE YacTOThl MPUCTYMoB 6onee Yem
Ha 50% [12]. ViMeeTca nonoXuTenbHbiii OrbIT
npumeretis VNS npu cuszpome Peta [40],
Anrensbmana u JayHa [21].

WmetoTcs 1 aKcnepuMeHTabHble Uc-
CNefoBaHus, NOCBALLEHHbIE TaKIM MeTo-
[aMm fleveHus, KaK nepecapika CTBOMOBbIX
KNEeTOK U reHHas Tepanus. lpumeHeHne
[aHHbIX METOZOB [Nl IEYEHIS MOHOMEHHBIX
33, no-BugUMOMYy, ABAAETCA Tepanuei by-
AyLLero, uTo TpebyeT aanbHeiLei paboTbl
B 9TOM HarnpaeneHun [22].

3aknioueHue

33 sABnsetca Haubonee CNOXHOIA
npobriemMoii annenTonorun, Kotopas B Te-
YeHne nocneaHero AECATUNETAA nepeLuna
13 paspsga PaccTpolicTB ¢ HEWU3BECTHON
aTMONOMMelt U cTana OTHOCUTLCA K 3abo-
NEBAHIAM C YCTAHOBJIEHHON rEHETUHYECKOI
MPUYMHOIA. HecMoTpa Ha 3HauMTENbHbIE
ycrnexu B 06HapyXeHun reHoB, MoHMMaHIe
MexaHu3MoB pasBuTiis I3 BCe eLLe Haxo-
QUTCS B 3a4aTO4HOM COCTOsHUM. DeHoTU-
nYeckasn 1 reHeTUMecKas reTeporeHHoCTb
TpebyeT AanbHENMLLIErO rMyBOKOro U3y4eHus,
uTO [UKTYET HeOBXOAUMOCTb CO3AaHusA
MEXAYHAPOAHbIX PEECTPOB NaLMEHTOB
C MyTauuUsMi B OTLEMbHbIX reHax. 3HaHue
MeXaH13MOB, Mo KOTOPbIM pasBusaloTcs 33,
MO3BOSIUT HE TOMbKO paspaboTatb TapreTHoe
NeyeHIe, HO 11 KOPPEKTHO UCTIONb30BATb YK
CYLLiECTBYIOLLIIE METOBI TEpanu, Hanpas-
NeEHHble Ha NOAaBNEHIe CYAOPOT.
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