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YBakaemble KONleru, npepgnarato
BalleMy BHUMAHWI 0630p CTaTby
A.M. Katsarou et al. «Interneuronopathies
and their role in early life epilepsies and
neurodevelopmental disorders», ony6nu-
KOBAHHOW B XypHane Epilepsia Open
(2017; 2(3): 284-306).

ABTOpLI NOAPOGHO M3NOXUIN aKTy-
allbHble [IAaHHbIE 0 NPOUCXOXAEHUN, Pas-
BUTWW, MuUrpaumn n naterpauum FAMK-
ePruyecKux NHTEPHEPOHOB, PAcCMOTPENN
naTosiornyeckne COCTOSAHNSA, B KOTOPbIX
OAHWUM U3 NaToreHeTMYecknx pakTopos
pa3BUTUA ABNAKOTCA UHTEPHEAPOHONATIN.

3a nocnegHue fecATUNETUS nccneno-
BaHMS 06HAPYXWAW LINPOKNIA AnMana3oH
NaTonoruii, CBA3aHHbIX C NHTEPHENPOHO-
natusamu. Eule B 2005 rogy M. Kato and
W.B. Dobyns B xypHane J. Child Neurol

(2005; 20: 392-397) npepnoxunu atot
TEPMUH N8 0603Ha4eHUs NaTonoruu,
Habnofaemoi npu X-CBA3aHHON NUCCIH-
Lechanum ¢ aHomanuen reHuTanuia, npu
KOTOPOW 6bInK BbIABMEHbI HAPYLLEHUA TaH-
TeHLMANbHOM MUrpaLmnm UHTEPHENRPOHOB,
W ANA KOTOPOW XapakTepHO Hanu4ue He-
KypabenbHOoii anunencuu.

B HacTosALLEe BpeMs UHTEPHERpOHONATIAN
CBA3bIBAOT HE TOMbKO C 3NUMENTUYECKUMM
3HLedbanonatusamm npu cuHapomax Becra,
OxTaxapa, [ipase, nuccaHuedanuu, HO
W C TaKUMWU HE3NUNEeNTU4eCKUMN pac-
CTPOWCTBAMM, KaK ayTU3M 1 LUIM30PEHNS.

MexayHapoLHaa npoTUBO3NMNENTU-
yeckas nura (ILAE) onpegensiet anunen-
TUYECKME 3HLEMANonaTum Kak CUHAPOMbI,
npu KOTOPbIX «Cama 3MuNenTuyeckas
aKTMBHOCTb MOXET Croco6cTBoBaThL TH-
XKEJbIM KOTHUTUBHbLIM U MOBEEHYECKUM
HapYLLUEHUAM CYLLECTBEHHO 6ONbLLE, YEM
MOXHO 6bIN0 6bl 0XWUAATHL OT CaMOro 3a-
60nesaHms (Hanpumep, Npu KOPTUKaNbHOM
ManbopmaL1m), KOTOpbIe MOTYT yCyryo6-
NATLCA C TEYEHUEM BPEMEHU». TepMuH
«3MuUnenTuyeckas aHuedanonatus» B oc-
HOBHOM WCMOMb3YETCs 4711 KOHKPETHbIX
CUHLPOMOB, OLHAKO NAaTONOrn4eckoe
BIMAHWE NPUNALKOB 1 3NWIENCAN HA MO3T
MOXET NoABNATLCA Npu NK060I opme
anunencun. HeoHatanbHble N MH aH-
TUIIbHbIE 3NWNENTUYECKUE 3HLedano-
naTiy BbI3bIBAIOT 0COOYH 03a604EHHOCTD
113-32 UX BIIUAAHUA Ha HEpPOpa3BuUTE MNa-
JeHLEB, a TaKXe He BCerga y4oBMeTBo-
pUTENbHbIE TEpaneBTUYecKne NoLXombl.
Mpexnae BCero, aBTopbl paccMaTpuBaroT
HECKOMbKO OCHOBHbIX NAaToNorui, cBs-
3aHHbIX ¢ HapyLueHnamun cuctemsl FAMK.

CuHapom Becta (MHpanTUNbHas anu-
nenTuyeckas aHuedanonatina ¢ UHMaH-
TWUNbHBIMK Cria3Mamu) — 3T0 BO3PacT-
3aBUCUMOe 3aboneBaHne, 06bIYHO
Ha4YMHAIOLLEeCH Y MIAIeHLEB B TeYeHUe
MepBOoro rofja Xu3Hu, Xots 6bln ONUCaHbI
cnyyan ¢ 6071ee NO3LHUM Ha4anom, ¢ Bbl-
COKOI1 1eTanbHOCTLI0 0T 9 110 49 % (B co-
OTBETCTBUW C KOTOPTOM W MPOLOMKUTENb-
HOCTbtO HabntofeHns). OCHOBHbIMY €ro
NpU3HaKamn ABNATCA MHDAHTUNbHbIE
Cnasmbl, 3aJepXxkKa NCMXOMOTOPHOrO
pasBUTUA W runcapuTMus (BbICOKO-
aMNIMTYAHBIA, MYNbTUOKANBHbINA, 3MNn-
NenTUOPMHbIA UHTEPUKTANBHBIA (OH).

NHgaHTunbHbIE CNa3Mbl UMEIOT UHOI
NaToreHes, 4em Lpyrue anunentu4eckue
NPUNALKKM, 4TO NOLATBEPXKAAETCH 4yBCTBU-
TEMbHOCTbIO NPUNAZKOB K afiPEHOKOPTUKO-
TPOMHOMY FOPMOHY, OJHAKO, OH eLle He
[0 KOHLA U3Y4eH N3-3a MHOXECTBEHHbIX
CTPYKTYPHbIX, METa60MNYECKNX U TEHe-
TUYECKNX 0COBEHHOCTEN. B akcnepu-
MEHTaNbHbIX MOLENAX cuHapoma Becra
(Ha KpbICcax) BbIABNEHO, YTO ONPELENEHHbIE
TEHETUYECKNE UKW MPUOBPETEHHbIE U3-
MEHEHNA NMPUBOSAT K Pa3BUTUIO UHTEP-
HepOHOMNaTWiA, YTO, B CBOK 0Yepepb,
MOXET CNOCOBCTBOBATL PA3BUTUIO 3Mu-
NEencuu, KOTHUTUBHBIX U NOBEAEHYECKMX
aHomanui. Mpw 3aTOM 3TMONOrMsA BNUAET
Ha TUM W TAXKECTb UHTEPHEpoHONaTum,
a TakXe Ha ee (DEHOTUMUYECKME KOp-
pensaThl. INUNenTUYeCKne NpUCTynbl
Nnpy yKa3aHHOM CUHAPOME ObIBAOT pas-
JTIN4HOM TAXKECTU W NPOABIIAETCA HE TOJbKO
B BUAE WH(AHTUIBHBIX CNA3MOB, XOTH,
Kak yKa3blBatOT aBTOPbI, BOSMOXHO, 3T0
CBA3AHO C TEXHWYECKUMU CNOXHOCTAMM
3anucu. Ha akcnepumMeHTanbHbIX MO-
Jensax b1 ncnonb3osad 17b-actpagmnon
KaK (DaKkTop, BNUAIOLUA HA BbIKUBAE-
MOCTb HEPOHOB, MUTPALNIO, SKCMPECCHIO
reHoB, 06pa30BaHNe JEHAPUTHBIX CBA3EI
11 cuHancos. [pu HeoHaTanbHOM BBEAEHUM
17b-3cTpagnon yaanoch nsbexarb pas-
BUTUA 3NUMENCUM U NOBELEHYECKUX HApY-
LLIEHWIA, NPUYEM TaKoi 3G eKT nony4anu
TO/bKO MPU PaHHEM MOCNEPOJ0BOM BBe-
LEHUU, He No3JHee NosB/IEHNs CNasMOoB.
WHTepHenpoHoNaTm pasHbIX TUMOB UHTEP-
HEMpOHOB HAGMIOAAKTCA NPKW 3NUNencum
C UK 6e3 UHAHTUIbHBIX CMNa3MOB, TEM
He MeHee, 10 CUX MOp He YCTAHOBINEHO,
Kakue hakTopbl ONpesensioT TUMbl Jnu-
NeNTUYECKNUX NPUNALKOB U CPOK UX MaHM-
bectauun. Takxe 60nbLL0R Npo6remon
ABNAETCA OMNPELeneHne KpUTU4ecKmux ne-
PUOLOB AN BMELIATENbCTBA U YCTAHOB-
NeHNe BEPOATHOCTU Pa3BMTMSA NPUNaLKOB
y Nofeii.

K cungpomy [lpase u reHepanuso-
BAHHOW anunencun ¢ ebpunbHbIMU
npunazgkamu natoc (GEFS +) oTHOCAT WH-
(DaHTUNBHYIO, YCTONYUBYIO K JIEYEHUIO
AMUNENCUI0 C HApPYLIEHUAMMU KOTHU-
TWBHOTO W MOTOPHOrO Pa3BUTUA W Bbl-
COKOW CMePTHOCTb0. OBbIYHO OH NPOSB-
nsercd B 6 MeCALEB W XapakTepusyercs
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NPOLOIIKUTENbHBIMU (DEBPUITBHBIMI CY-
Joporamu, KNOHUYECKUMU UK TeMUKIO-
HWYECKMMU, 4TO HE UCKITOYAET NOABNEHNE
ApYyrux TUMOB NPUNAZKOB — MUOKNO-
HUYECKNX, TUMUYHBIX abcaHcos, ¢ho-
KasnbHbIX UK FreHepann3oBaHHbIX CyLopor.
Y 70-80 % MnafeHLes ¢ 3TUM CUHAPOMOM
MMEET MECTO MyTaLmMsA HATPUEBBIX KaHaOB
1A (SCN1A) ¢ noTepeit ux yHkunu.
B akcnepumeHTax Ang pasnuuHbIX eHo-
TUMUYECKMX NPU3HAKOB cuHApoma [pase
1 GEFS + noaTBepxfeHa Kno4esas posb
WHTEPHENPOHOB (OCOBEHHO WHTEPHEN-
poHos PRV) B natoreHese ykasaHHoro
Buaa anunencun. Moteps cyHkumm Scnia
HapyLwaeT 6anaHc Mexay Bo36YXAeHUeM
11 TOPMOXKEHUEM CaMUX TOPMO3HbIX MHTEP-
HEeipOHOB, TEM CambIM NMPUBOLA K BO3-
OYXOEHNIO aKTUBUPYIOLLUX HENPOHOB,
4TO, B CBOK 04epefb, NOPOXAAeT no-
CNefytoLLne 3nnnenTu4eckne npunagku,
[BUraTeNbHbIE 1 KOTHUTUBHbIE HAPYLLIEHUSA
11 BEPOSATHbIN NEeTanbHbli ucxod. B ogHom
13 mogenei 6binM ONuUcaHbl NOBELEH-
4ecKne 1 ayTUCTU4ECKUE 0COBEHHOCTH,
KOTOpbIE YCTPAHANUCH EANHNYHLIM BBE-
JEHUEM KNoHasenama, 4to yKasbiBaer
Ha MOTEHUNANbHYI0 LIEHHOCTb 4NA YCu-
neHns apdektos NAMK-epruyeckmx
WHTEPHENPOHOB NPU NEYEHUN 3TUX Ha-
PYLUEHWIA, XOTH MEXaHU3M LeiCTBUA KIo-
Hasenama B JaHHOM cny4ae L0 KOHUa
He fACeH.

Knaccuyeckaa nuccaHuedanna, mnu
«TNIafKNiA Mo3r», nNpeacTasnser cobomn
AHOManuio pas3BuTUsA, B KOTOPOM MO3T
TEpSeT XapakTepHble 60p03abl U LOMN
B pe3ynbTaTe HEMNONIHOW MuUrpayum
HelipoHoB BO Bpems 9-13-i ambpuo-
HanbHOW Hedenw. et ¢ JaHHOM naTo-
NOTVen POXAATCA C CEPLESHBIMU NCUXM-
YECKUMW HapyLleHmamu, anuiencuen
11 4aCTO NINLEBLIMU aHOMATTUAMMU.

BmecTe ¢ Tem knaccuyeckas nuccaHLe-
hanua MOXeT NpeacTasnaTe co60M U30-
TINPOBAHHYIO IMCCIHLLEANNIO U CUHLPOM
Munnepa-[ukepa. 13onmposaHHas nuce-
JHUEeanus He UMEET SPYTUX TAKKMX aHO-
Manuit, KpOMe COBCTBEHHO MOPaXEHMs
rOJIOBHOr0 MO3ra, W Yalle BCEro acco-
umnpyetcs ¢ gedekramu 8 PAFAH1B1
(Koath(uuMeHT akTmBauuu TPom60-
uMTOB auetunrugponasa 1B, kotopbii
NoOMOraetT nNpamMoil mMurpaunm Hen-
POHOB), TaKXe M3BECTEH Kak reH LIST,
pexe ¢ redom Doublecortin (DCX), u, He-
penko, ¢ renom TUBATA (a-Ty6ynun).

Mpun cunppome Munnepa-[ukepa cama
NNCCIHLEdanuns accouumpyercs ¢ pas-
NINYHBIMU NINLIEBBIMU AHOMANNUAMM, HTO
CBSA3aHO C BbINAAEHNEM U3 XPOMOCOMbI
yyacTtka 17p13.3 no4ytm y BCex naum-
eHTOB. [loMuMO 3TOr0, B Pa3BUTUM UCC-
JHUedhanuu 3afeiCTBOBAHBI ApYrue
reHsl — LIS1 (PAFAH1B1), YWHAE, yto0
(hopMUPYIOT CNOXHBIA (heHOTUN narto-
noruu. JluccaHuedbanus, B 3aBUCUMOCTH
OT TSXKECTU HapyLLeHMi, accoLumpyetcs
CO 3HAYMTEJIbHOI PaHHEN CMEPTHOCTLIO.
HecMOTpSA Ha BbIABNEHHYIO MPUYUHY
[aHHOI nartonorun, co3gartb 3Kcnepu-
MEHTaNbHY MOLENb NNCC3Huedannm
He yAanocb, a MakCMManbHO 6JIM3KUMU
N0 NaTOreHeTUYEeCKUM MeXaHn3Mam fiB-
NAOTCA MOJENN cuHLpoma Becra.

B oTHOweHun atuonorum n geHo-
TUNA ayTU3M CHUTAETCHA TETEPOrEeHHbLIM
HEepopasBMBaAKLWNM PACCTPONCTBOM.
CyLLEeCTBYIOT 4eTbipe OCHOBHbIE Xapak-
TEPUCTUKM PACCTPONCTBA ayTUCTUYECKOTO
cnektpa (PAC): HapyLueHus B3aMMHOro
COLNaNbLHOro B3aUMOLENCTBUSA, Peyn,
NOBTOPANLMXCA U PUTYANU3UPOBAHHBIX
3N1EMEHTOB NOBEJEHNS 1 UHTEPECOB. Y He-
KOTOPbIX MaLNEHTOB MOryT OTMeYaTbCa yM-
CTBEHHAA OTCTanoCTb, 3MUNENTUYECKNE
npunagku, 6eCoKoMCTBO W HAPYLLEHNS Ha-
cTpoeHuns. KomnnekcHomy natoreHesy PAC
MOTYT CMOCO6CTBOBATL KAK FEHETUYECKME,
TaK 1 (hakTopbl OKPYXKAKOLLEN CPedbl.

Ha akcnepumeHTanbHbIX MOJENAX Bbl-
ABJIEHO, 4TO B NATOTEHE3e HEKOTOPbIX
npu3Hakos PAC y4acTBylOT pasnnyHbie
WHTEPHENPOHaNbHble HapyweHns. FTAMK-
epruyeckas Haobngaemas MexHenpo-
HanbHaa AMCHYHKUMSA B TaKUX MOLENAX
BK/O4YaeT B Ce6f YMEHbLUEHHOE KOMu-
4ecTB0 [AMK-MHTEPHEIPOHOB B HEOKOP-
TEKCE /v runnokamne u/unu ctpuaryme
unn ymeHblieHHbIn TAMK-epruyecknii
HENpOnuUb, UIN YMEHbLIEHHYIO 3KC-
NPECCUI0 KambLNA-CBA3LIBAIOLLMX BENIKOB,
unn ocnabnexHyo curdanusaumio FAMK,
1 PEXE MOBLILLEHHYIO NNOTHOCTb UHTEP-
HeilpoHoB PRV B CEHCOPHOI KOpe unn run-
nokamne. 1o pesynbtaram UCCNeL0BaHuMA
HeNb3 UCKIIYaTb KOMOPOUZHOE TeYeHNe
PAC ¢ anunencueil, NoCKONbKy anunen-
TUYECKNE MPUNAJKKM Cy4anuch KpainHe
PeLKo, YTO X HEBO3MOXXHO CBA3aTb C KOr-
HUTWBHBLIMU 1 MOBELEHYECKUMU HapyLUe-
HUAMU. Kpome TOro, USMEHEHUS CUCTEMbI
AMK npu pa3sutuu aytuama moryT 6biTb
BbI3BaHbI UK, HA060POT, CNOCO6CTBOBATL

LUIMPOKOMY CMEKTPY HEpOBUON0rn4ecKux
LUCCOYHKLIMIA BHE UHTEPHENPOHOB U CUTHa-
nusauun FTAMK, 410 MOXET niexarb (Kak
Lienoe) B OCHOBE NaToreHe3a paccTpomcTs
ayTUCTMYECKOrO CNEKTpa.

CornacHo [juarHocT4eckomy u ctatuc-
TUYECKOMY PYKOBOACTBY MO NCUXNYECKUM
paccTpoiicTsam, natoe usgaxue (DSM-5),
AMEpUKaHCKOI NCUXMATPUYECKOi acco-
Lnavum, lWN30MPeHns — 3To COCTOSAHUE,
COYeTatoLLee HeMPOKOTHUTMBHbIE JUC-
(PYHKLMN, OTpULATENIbHbIE CUMMTOMbI
11 cOLMabHbIe U/unn NPOdECCUOHANbHBIE
HapyweHnd. LWnsodpenns pacnpo-
CTpaHeHa npumMepHo y 1 % HaceneHus
mupa. B natorenese ykazaHHoro 3a6o-
NIeBaHNS MOTYT ObITb 33[1ENCTBOBAHbI Te-
HEeTU4ecKne 0CO6EHHOCTH, (DAKTOPbI pas-
BUTMA W areHTbl OKPYXatoLen cpefbl.
MMpwn aytoncum 60MbHbIX WU30QPEHNeN
yallle BCEro 06HapyxmBaetcs Leduuut
WHTEPHENpoHOB, B OCHOBHOM PRV.
N3meHeHHas Herponepegaya TAMK
UrPaeT BOXHY!O POJIb B KOTHUTUBHOM KOH-
TPOJe, 4YTO B Cry4ae Wn30MpeHnn npo-
ABNAETCA YMEHbLUEHUEM KOPTUKANILHOMO
cunTesa FAMK ¢ npedhpoHTanbHOIM Kop-
TUKANbHON BUCHYHKLMEN, BIMAKOLLEN
Ha Pa3BMTUE BO BPEMSA MepUHaTanbHOro
nepuoga ¢ NUKOM [0 Hayana nosioBoro
co3pesaHus. pu wn3ompesnn n3me-
HeHus, casanHble ¢ FTAMK, efga nu ac-
COLMMPYIOTCH C 3a[iePXKaHHbIM PasBUTUEM,
MO3TOMY 6bISI0 CLENAHO NPEAMNONOXEHNE,
470 HapyLueHue cuctembl FAMK gopcona-
TepanbHOM NPePOHTAILHON KOPbI CHU-
XaeT paboyylo namaTb y NaLWEeHTOoB,
CTpajatoLmx 0T 3TOro 3abonesaHums.
K TOMy Xe CUCTEMHble HAapYLUEHWs npu
WN30PEHNA HE OrpaHu4eHbl JOpCo-
nartepanbHon NpedpoHTansHOM KOpol,
a pacnpoCTpaHeHbl HA HECKONbKMX KOp-
TUKaNbHbIX 06nacTaX. 3aepXKu B CO3pe-
BaHuu cuctembl FAMK nocne HacTynneHus
MON0BOr0 CO3PEBAHNA NPUBOAAT K KOTHI-
TUBHbIM HApYLLEHUAM BO BPEMSA NOLPOCT-
KoBOro nepuoga. bonee toro, res DISC-1,
CBA3aHHbIN C WKN30(PEHNEN, aKTUBHO
Y4aCTBYET B HEPOPA3BUTIL, B TOM HUCTIE
WHTEPHEPOHOB 1 ero myTtayun B DISC-1,
1 MOXET HapyLLaTh TaHreHLNANbHYIO M-
rpaLuio NHTEPHENPOHOB.

Ha ocHOBaHuu U3y4eHuns nccnesoBaHnii
Ha XWBOTHbIX, NOKA3blBAOLLNX CMEKTP
NaTonorni, CBA3AHHLIX C HapyLLEHNAMU
WHTEPHEAPOHOB, aBTOPbI KPUTUYECKOrO
aHanusa 3afalTcd Bonpocamu 0 TOM,

www.neuronews.com.ua
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[0CTaTO4HO /N [JOKA3aTesbCTB, YTOObI
NPU3HATL BEAYLLYH POSib UHTEPHENPOHO-
naTuit B NaTOreHese A1 KKAO0ro Uim He-
KOTOPbIX M3 3TUX paccTpoiicts? MoryT nu
WHTEPHEPOHONATUI BbI3bIBATH 3MN-
NENncuio paHHen Xn3Hu?

B nopaepxky aToro 3asBiieHUs CBU-
JeTenbCTBYOT (PaKTbl 0 COKpaLLeHWUK
KONIMYeCTBA UHTEPHENPOHOB B MOJENAX
(reHeTUYeCKNX 1 MHLYLMPOBAHHbIX)
C MHaHTUIbHbIMK Cnazmamu; 0 BOC-
CTaHOBJIEHUW UHTEPHENPOHANbHON Mo-
Nynauumu ¢ paHHAM NOCnepoaoBbIM BBe-
JeHNeM 3CTpagmona, Y1o npeLoTapatLiaet
pas3BuUTME 3NUNENTUHECKUX MPUNALKOB;
o myTauuu SCN1A, KoTopble NpUBOAAT
KaK WHTEPHENPOHaNbHbIM, Tak N PU3M-
4eCKMM HapylieHnam. CenekTusHoe yaa-
neHne SCN1A B uHTepHeipoHax PRV
BbI3bIBAET NPOSABIIEHUS, NOJOOHbIE CUH-
apomy [pase. Takxe 3Ta runoresa nog-
TBEPXAAeTcad OTCYTCTBUEM CyLopor
y MblLei 6e3 WHTePHeMpoHoNaThin. XoTa
JeeKTHaa MUrpauns HelmpoHOB ABNAETCA
OCHOBHOW MPUYMHON NIMCCIHLEedanuu,
CBA3b MeX[Jy WHTepHeipoHonaTne
1 anunencueit B reHax LIST n DCX ao cux
nop He M3yveHa NOMHOCTbH. ONNUCaHHbIA
Y TaKMX KPbIC CMEKTP CYAOPOr W TeyeHue
AMUNENCUA BapbUPYIOTCS OT 3NUNeNnTu-
4eCKMX CNa3MoB (PaHHero u 3penoro Bo3-
pacta) K TOHUKO-KIIOHUYECKUM Cyfoporam
UIn ApYrM MOTOPHbLIM (B paHHEM Wnu
3penom BO3pacTe) U MUOKITOHNYECKUM
npunagkam. @eHoTMnNnYecKas N3MeH4M-
BOCTb BPSAA NN MPOTUBOPEYUT TUNOTE3e
0 TOM, YTO WHTEPHEAPOHONATMS MOXET
CTaTb MPUYMHON ANUNENCUN B PAHHEM
BO3pacTe, NOTOMY 4TO, KaK Npasmno, cy-
LLIeCTBYET MHOXECTBO (PaKTOPOB (B TOM
yucne 6UONOTNYECKMX, ANUTEHETUHECKMX,
TEHETUYECKMX), KOTOPbIE MOTYT U3MEHNTb
theHoTun.

[pUBOAAT NI UHTEPHEAPOHONATIN K Heil-
pOpPa3BMBAOLLIMM aHOMANINAM 11 NOBELEH-
4eckomy AedquUmMTy BHE 3MUIENnTUYECKMX
nposiBNeHuax? HempoaecTpyKTMBHLIN Je-
OUUAT B MOAENAX (FEHETUYECKUX U WH-
JyUNPOBaHHBIX) 06bIYHO COMPOBOXAANCA
ANUNENTUYECKUMI NpUnagkamun. B mogenu
cungpoma [ipase (rannoycron4mBoCTb)
Habnganca aeuumt o6LNTeIbHOCTH
1 NamsaTi cTpaxa y B3pOC/bIX CamuoB
MbILLEMA, 4TO YCTPAHANOCH EAMHUYHON NHB-
eKLMen KnoHasenama, KoTopblil CHIKaeT
TAMK-epruyeckyto CMHaNTU4eCKyH ne-
pefady. 310 CBULETENbCTBYET, YTO UMEHHO

WHTEPHEeNPOHaNnbHaa SUCHYHKLMA Nexana
B OCHOBE 3TIX NOBEAEHYECKUX HAPYLLIEHWIA,
O[1HaKO [JAHHbIX HEAOCTATO4HO, YTOObI NOJI-
HOCTBH) MCKITIOYMTB, YTO 3(PCEKTUBHOCTL
KIT0Ha3enama B yKa3aHHOM Cly4ae He bbina
accoLMMpoBaHa C NoSas/eHNeM 3nunentu-
4eCKOI aKTUBHOCTM.

MHOrue reHbl, CBA3AHHbIE C HENPO-
LeCTPYKTUBHbIMU U Herponcuxuarpuye-
CKUMW HapylleHnamu, nposasnsioTcs
BO BPEMS Pa3BUTUA KOPTUKANbBHbIX UHTEP-
HEIPOHOB Y MbILLIE, 1eNnas UHTEPHENPOHbI
NepCreKTUBHON TepanesTUHECKON LIEMbI0.
Maronorns WHTEPHENPOHOB B OTAENbHbIX
mogensx (DCX u LIS1) He foka3aHa ns-3a
CMOXHOCTM BOCNpOU3BeaeHus. B renetu-
4eCKMX MOLENAX PacCCTPONCTB ayTUCTUYe-
CKOr0 CreKTpa CYLLECTBYIOT YOeaUTENbHbIE
[0Ka3aTenbCTBa 0CHOBOMOArarLLen auc-
(pyHKLMKM B curHannaaumm cuctembl FAMK,
Oylb TO 13-32 HApYLUEHUS peLenTopHom
9KCMPECcCUM UM YMEHbLUEHHOTO KOMW-
yecTsa FAMK-epruyeckux UHTEPHENPOHOB.
BBefieHne Mbillam ¢ NOBELEHYECKIMY Ha-
PYLLEHMAMI PEnapaTos, YCUNNBAKOLLNX
AMK HeipoTpaHcMucCuio, MOLTBEPXKAAET
3agenctsoBaHHble cuctemsl TAMK npm
YKa3aHHbIX COCTOAHWUAX. TONbKO CUMN-
TOMATUYECKME NU3MEHEHWSA ObINN MONYyYeHb
B Cliy4ae cuHppoma [lpase 1 noka Het
JOKA3aHHbIX MEXaHU3MOB BIUAHMA
Ha [LaHHYK NaTosoruio.

WNHTepecHo nccnenosaxune genonspu-
3ytowero/runepnonspusytowiero FAMKA-
peLenTopa 13-3a UI3MEHEHHOM 3KCnpeccuu
1 (hYHKLMM KOTpaHCnopTepa xnopuaa kKa-
TMOHA. ECTb HECKOMBKO KNWHWUYECKNX OT-
4ETOB 06 YNy4LleHUN DYHKLNOHAIILHOMO
COCTOAHUA Y [eTell MNnajLlero so3pacra
C ayTU3MOM Mpu NpUMeHeHuu 6yme-
TaHuza, OLHAKO, B CTApPLUNX rpynnax ero
[encTBue He NOLTBEPXKAEHO, YTO CBA-
3bIBAIOT C AOMONHUTENbHLIMU (DEHOTU-
NUYECKUMN N3MEHEHMAMU. Takxe npu
NPUMEHEHNN BYMEeTaHnLa OTMEYEHO CHIA-
KEHMeE ranioLMHaLmin npu Wu3opeHum.

OrpaHu4eHbl N MHTEPHEepoHONaTUN
BO3PACTHbIMW pamkamu? Ha npumepe
NPUOBPETEHHbLIX MOJENEN WN30dpeHnn
MOXHO CKa3aTb, 4TO OTAEMbHbIE NOCTHA-
TaNlbHble (haKTOPbI NOBPEXAAIOT UHTEP-
HeipoHbl B Nt06OM BO3pacTe, 4To 6yaeT
€noco6CcTBOBATL PA3BUTMIO APYrUX HEBPO-
NOTUYeCKIUX paccTpoicts. Vcenenosaqus
Ha MI04AX M MOJENSAX XXUBOTHbIX NOKasanu,
4TO 60JIEe TOHKME HapyLleHus B BO3-
OyXAaLle-TopmMo3aLLeM PaBHOBECUM

CYLLIECTBYIOT NPU HECKONbKNUX NCMXmart-
PUYECKMX NATONOTUSAX, B TOM 4ucne 6u-
NONAPHbLIX aEKTUBHBIX 1 TPEBOXHbIX
paccTpoiicTs. Martonorns UHTEPHENPOHOB
Hab/1t04anack B UCCIEL0BAHUMN GOJIE3HN
Anbureiimepa, a Takxe sBnanacb npu-
3HAKOM MO3JHEN 3NUMencum Kak y noaen,
Tak 1 B 3KCMEPUMEHTaNbHbIX MOLENSX.

YxyaLweHne yHKLMOHANBHOCTN UHTEP-
HENPOHOB NN UX NOTEPS MOryT cnoco6-
CTBOBATb Pa3HO06PA3HbIM MpUCTynam,
HEBPOJIOrMYECKOMY UNTN NOBEAEHYECKOMY
JedomunTy B N11060M BO3pacTe, XOTs ero
NposiBiieHne 6yeT 3aBMCETb OT MHOIUX
(hakTopOoB, BK/KOYAs TUM W BbIPAXKEHHOCTb
WHTEPHEePOHANbHBIX HAPYLLIEHNIA, BO3PACT,
noJs, 06CTOATENIbCTBA, CeLMdUYHbIE AR
peruoHa mosra, apyrue KoMopougHble
NaToformm, 3K30TeHHbIE MPUYMHDI,  TAKXKE
TEHETUYECKIE 0COOEHHOCTH.

OKa3bIBatOT N1 NpUNaaK/ Un apyrue
COCTOSIHUA BNIMSAHWE HA UHTEPHEpOnaTn?
MpucTynbl MOTYT TOXE BIMATb HA OYHK-
LMOHANTbHOCTb WHTEPHEPOHOB, HA U3-
MEeHEHNe 0TBETA M 3KCMPECCUU CUCTEMDbI
FAMK n gp. B uccnenoBaHusax Ha »Xu-
BOTHbIX TPYAHO OTAENUTb BIIUSHWE BbI3bl-
BaloLLiero chaktopa ot adodpekra cymopor,
YTO 3aTPYAHSIET 06HAPYXEHNE N3MEHEHWIA.
HefiaBHUe OOCTUXEHUS WUCCle0BaHUN
CTBOJIOBbIX KNETOK M UHTEPHEAPOHANBHO
TpaHcnnaHTaumm NPpoAeMOHCTPUPOBANK
MHOroo6eulatLime 3MeKTbl B HEKO-
TOPbIX MOAENSAX, 4T0 LO/MKHO CNoco6-
CTBOBATb WU3YYEHMID POSIU UHTEPHENpO-
HONATWIA B ANWJIENCUN N HEBPOJSIOT AN
B LieSIOM.

[MofBoas MTOTK, @aBTOPbI CTATbL eLLe pa3
rOBOPAT O CYLECTBEHHON, XOTb W He A0
KOHL|A U3Y4EHHO, PONK MHTEPHENPOHO-
natui B HapyLeHU! Pas3BUTUA HEPBHON
CWUCTEMbI, HEBPOJSIOTMYECKNX UK HEMpo-
neuxuatpuyecknx 3abonesannini. Mx yc-
NOBHO A€NIAT HA NepPBUYHbIE MHTEPHEIPO-
HOMaTUN (FeHETUYECKNE) U BTOPUYHbIE
(cumnTomMaT14eckue).

C Lenbio pa3paboTKn COOTBETCTBYHOLLUX
TepanesBTUYeCcKUX NoAX0A0B, UCCNefo-
BaTeNM NpeanaranT Co3AaHne ANarHocTu-
4eCKOW JOPOXHOW KapTbl HA OCHOBE
CUCTEMATUYECKOr0 MCClie0BaHUA,
BKJI04asA PaACLUMAPOBKY reHEeTU4ecKux
[aHHbIX M0 BO3pacTy, Nosly U pernoHam,
y4uTbIBas GUONOTNYECKME W Jpyrue 0Co-
GEHHOCTM, KOTOPbIE BNUSAKT HA UHTEp-
HENMPOHbI (MUTpPaLMs, BbXUBAHWE, AU-
(hepeHumaums, UHTerpawmns, yHKLKA).






