Mpo6bnemuas komuceus «3Inunencusd. NapokcmsmanbHble cocToaHuA» PAH
n MunuctepcTBa 3paBooxpaHeHus Poccuiickoii depepauum

Poccuiickas lpoTtusoanunentuyeckan Jiura

QMNINENCUA

M NAPOKCU3MASIbHbIE
COCTOSIHMS

spatenbcTBo MPBUC. Bce npaBa oxpaHsAOTCA.

Mep4YeCKuxX uenax

2015 Tom 7 No3

EPILEPSY AND PAROXYZMAL CONDITIONS
ISSN 2077-8333
2015 Vol. 7 Ne3 www.epilepsia.su

HHaaA MHTEepHeT-BepcC

Undopmauuro o penp

Bknio4yeH B nepevyeHb BeAyLLUX -

peLeH3upyembiX XypHanoB U uspaaHuii BAK <


http://www.epilepsia.su
http://www.epilepsia.su
http://www.epilepsia.su
http://www.epilepsia.su
http://www.epilepsia.su
mailto:info@irbis-1.ru
mailto:info@irbis-1.ru
mailto:info@irbis-1.ru
mailto:info@irbis-1.ru

40

L i

SAMNAENCUA

U NAPOKCHU3MAJIbHbIE
/ N93 ” COCTOSHMS
© KonnekTns aBTopos, 2015 ISSN 2077-8333

DOI: 10.17749/2077-8333.2015.7.3.040-045

MHTEHIIMOHHA S CYIOPOTA PIOJIb®A

U IPYI'UE IIAPOKCHU3MA/JIbHBIE

OJUCKHHE3NHN

Cenunxosa M.B.?, 3ansnoa 3.3.5, bornaHosa H.W.3, ABaksH I, XoyrigeH 2

"Ib0Y BI10 «Poccniickuii HALNOHANbHbIA NCCIIEAOBATENLCKUIA MEQNUYNHCKNI YHUBEPCUTET
um. HU. lMuporosa» Mun3gpasa Poccun, MockBa

2 Wnetutyt Hesponorun JloHgona (Bennkobputanus)

3 Pecny6siMKaHCKUI KITHHUKO-ANArHOCTUYECKHUIA YEHTP IKCTPanupamMmugHoi NaTonorni u 6oTyIMHOTEPaNnH,
Kasanp

Pesrome

ﬂapOKCMSMaﬂbele AUCKUHEe3Nn COCTaBJIAIOT 3HAYUTEJIbHYIO U yBJIeKaTteJ/IbHYO 4acCTb [BUrateJsibHbiX paCCTpOﬁCTB n
npeAcras/isarOT 60/1bLLINE TPYAHOCTU 11PN AnarHocTuke f4Ji1 HeBpoJioros, paﬁoTaiOLL[l/IX B ricuxnartpun v arunaentosiornm
Ha CTbIKe 3TUX HAYK. B Hacrosljee Bpems KﬂaCCM(bI/IKaL[MFI ﬂMCKMHBSMﬁ OCHOBaHa Ha xapaktepe rnapokcu3moB, BOSHUKa-
RoLnX 1pu ABNXXeHUN, XapaKTepu3yeTcs MoJ1I0OXXUTEJIbHbIM OTBETOM Ha J1eHeHne U reHeTun4eckummn passindnamn. Hamun

YHUKAJIbHbIX, KaK PaBUII0, HACeACTBEHHbIX 3a00eBaHi. KIMHNYeCKNIi ANarHo3 0CTaeTcs OCHOBHbBIM KJIHOYOM K Bbl-
6opy neqenus. [IcuXoreHHbIe NPuYnHbI SBASKOTCS 0OLUMY AJ1S CrIOPAANYeCcKUX Cy4aeB 3a00/1eBaHNUs, OHAKO NapoK-
CU3MasIbHbIe JUCKUHE3UU BTOPUYHBIX CUCTEMHbIX WUITA MEPBUYHbIX HEBPOJIOrMYECKUX PACCTPOVCTB HE JJO/IKHbI ObiTh
ynyueHbl ¥ TPeOYIT TLYATEIbHOIO UCCEA0BAHUS.

Knroyesbie cnosa
llapokcnamarnbHass UCKUHE3US, IMUNEINCUS, TCUXOTEHHbIE NPUNA[KN.

Cratbs noctynuna: 26.06.2015 r.; B gopabotanHom Bupe: 21.09.2015 r.; npunsTa K nevatu: 20.10.2015 1.

KoHthnukT uHTepecos
ABTOpbI 328BNIAOT 06 OTCYTCTBMU HEOOXOAUMOCTY PACKPbITUS (PUHAHCOBOM NOAAEPXKKMN UM KOH(PANKTA MHTEPECOB B OTHOLLEHUN
[laHHON ny6nuKaunu.

Bce aBTOpbI cAenanyu 9KBMBANEHTHbIA BKNa B NOArOTOBKY Ny6nunkaumu.
OAng uMTupoBaHus

CenunxoBa M.B., 3ananosa 3.3., borganosa H.W., AsaksiH [T, XoynaeH I VIHTeHuMoHHas cygopora Pronbdha u Apyriie napokcuamarsb-
Hble ANCKMHE3NWN. ANunencus 1 napokcnamanbHble cocTosiHus. 2015; 3: 40-45.
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Summary

Paroxysmal dyskinesia comprise a significant and fascinating part of movement disorders, which represent a diagnostic
challenge for neurologists working on the borderlands of psychiatry and epilepsy. The current classification based on the
relation of attacks to a movement is supported by the response to treatment and genetic difference. We reviewed clinical
characteristics and the main advances in genetics of these unique, usually hereditary diseases. Clinical diagnosis
remains the key to the treatment choice. PSychogenic causes are common in sporadic cases, but paroxysmal dyskinesia
secondary to systemic or primary neurological disorders should not be missed and warrant careful investigation.
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Paroxysmal dyskinesia, epilepsy, psychogenic seizures.
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penn napokcu3manbHbIX COCTOSAHWA 0C060e Me-

CTO 3aHWMaIOT AUCKNHE3UN — PeSKNe NpudyLnn-

Bble 3KCTpanupaMuaHble pacCTPONCTBa, HEPELKO
OLUIMBOYHO AMArHOCTUPYEMble KakK anunenTnyeckne nnm
MCUXOTeHHbIE NPUCTYMbI. [lapoKcn3masbHble AUCKUHE-
311 HACTO reHeTUYECKN eTEPMUHNPOBAHbI, B TO XK€ Bpe-
M$ CXOAHbIE NPOSABIIEHNS MOTYT 6bITb BTOPUYHbIMYU NPO-
ABMIEHUAMU OPYrUX CUCTEMHbIX WM HEBPOJSIOrNYECKUX
3abonesaHunin. llapokcuamasnbHble JUCKUHE3UN XOPOLLO
NoAJaKnTCA NEYEHUI0 NPuU NpPaBUSIbHO MOCTaBJIEHHOM
[MarHose, B CBA3M C 3TUM 3HAKOMCTBO C JAHHON HO30-
Nnoruen ABnsSeTcs 0CO6EHHO BaXKHbIM.

CornacHo Knaccuukaumm [UCKUHE3N, KoTopas
6bina npeanoxeHa Lance B 1977 r., B 3aBUCMMOCTU OT
NpOBOKaLUW MPUCTYNOB [BVWKEHWEM, BbIAENAOT TpU
OCHOBHble BapuaHTa NapokcusmoB: 1) napokcusmarns-
Has KuHe3noreHHas puckuuesus (MK[O), Bbi3BaHHaA
BHe3anHbIM ABUXEHNEM; 2) NapoKcM3manbHas HeKUHe-
3noreHHas auckunHesus (MHeK), He nmerowasa npamon
CBA3W C ABWXeHWeM; 3) mapokcuamanbHag OUCTOHUA,
BbI3BaHHaA omamyeckoi Harpyskon (MAOHO) [20]. OaH-
Has knaccudukauus okasanacb yao6HO ans nocra-
HOBKM OMarHo3a M HasHa4yeHus ajekBaTHOW Tepanuu.
B nocnepyowmne pecatunetus ata knaccudukauusa
COXpaHuna BefyLlee 3Ha4eHNe B KJIMHUYECKON NPAKTHUKE,
a mogudpukaumsa Demirkiran & Jankovic (1995) kocHy-
nacb B OCHOBHOM TEPMUHOMOIMN 1 3aMeHbl NepBOHaYasib-
HOI0 Ha3BaHUA «XOPe0oaTeTo3» Ha «ANCKUHE3n» [16].

MapokcnamanbHass KuHesmoreHHaa [uckuHesms —
Hanbosiee pacnpoCTPAHEHHbIA BapnaHT, BCTPeYaeTcs ¢
yactoton 1/150,000 n 3Ha4mmo npeobnagaer y My>X4unH

anunencus n NapokKcmamMalsibHble COCTOAHUSA

(4:1); nepBOHaYasibHO cyMTaNlaCb BAPMAHTOM 3Nuiencumn
[3,19]. OanHoe 3aboneBaHMe M3BECTHO B nuTepartype
Kak «/IHTeHumoHHas cygopora Pronbda» (nat. — intentio
= motion), B 4eCTb HEMeLKOro Hesposiora Pionbda, Ko-
TOpbINA caenan nepsoe HamboJsiee NOJIHOE OMUCaHue ce-
MeNHbIX CNyYaeB NapoKCU3MabHbIX JUCKUHE3UI 1 yKa-
3a/1 Ha CBA3b CMMMNTOMOB C BHE3amHbIM ABUKEHUEM,
cyUTas NPUCTYNbl CNEACTBUEM KOPTUKANbHOW runepak-
TneHocTK [8,9,25]. B 1956 r. C.H. [JaBnaeHKOB B KHuUre
«KNUHUYECKNe NeKLMn Nno HEPBHbIM 60e3HAM» 0006-
LM AaHHble 06 MHTEHLWOHHON CYA0POre U NPOBEeN K-
HUYecKui pazbop 601LHOI0 C MPUCTYNamm TUNa Xopeo-
ateTto3a [4]. Ha4ano napokcuamos, Kak npaeuso, B 7-20
neT, X0TS BO3pacCT AeboTa CyLopor MOXeT BapbupoBaTh
0T 6 mMec. Ao 57 net. ATakn QUCKUHE3NI NpoBOLUPYTCS
BHe3anHbIM aBvxeHnem. A. Jlunc (2002) oTmevan 4to
«Hauny4las BOSMOXXHOCTb YBUAETb JUCKUHESUNIO — 3TO
MOMEHT, KOrAa 60/1bHOr0, OXXMUAAoLLEero npuema Bpaya,
BbI3bIBAKOT NMPONTU B KabuHeT. [lpy BCTaBaHUM nocrne
NPOAOJKUTESIBHOrO CUAEHWUS, BHE3anHO Pas3BUBAKOTCA
XOpendOopMHble U AUCTOHUYECKUE HACUIIbCTBEHHbIE
LOBUXKEHNUSA B NULE U KOHEYHOCTSAX, Yalle OLHOCTOPOH-
HUe, BJUTENIbHOCTLI0 He 60nee ABYX MUHYT» [21]. ATaku
NOBTOPAKTCA MHOFOKPATHO B TeveHue aHs, o1 30 o 100
B IeHb, UMEKT CTEPEOTUMHbIA NATTEPH , MPUCYLL WA BCEM
605bHbIM MOK: 06bI4HO HA4YMHAKOTCA C OTBEAEHUSA Mie-
4ya, crmbaHus pyku B JNOKTEBOM CyCTaBe, NpOHALWM
npeansneybs, pasrnbaHns KNCTun, pasrnbaHna HOrm u Ha-
PY>XHOW poTauuu ctonbl. [lanee moryT cnefoBarb CMe-
HAKOWMWe Apyr apyra crubéaHue n pasrnbéaHne KOHe4Ho-
CTel, 3aKpy4mBaHue KOHe4yHocTel wn Tynosuwa [11].
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MKJ moryT co4yetatbCa C HEKMHE3MOTreHHbIMM aTakamu
[29]. ATakm moryT NnpoBOLMPOBATLCA YCUSTIEHHBIM [blXa-
HUeMm, cTapTy-pedieKCoM U Ja)Ke M3MEHEHNEM CKOPO-
CTU xoAb6bl. OHU BbI3bIBAOT 3HAYUTENbHbIE Heyno6-
CTBa, HO, K CYACTb0, XOPOLIO NOAJAKTCA JSIEHEHUO Ma-
NIbIMW [03aMu NMPOTUBOCYL0POXHbLIX NpPenapaTos u pe-
rpeccupyroT ¢ Bo3pactom. Hanbonee 4acto NpUMEHSET-
CA neyveHve ManbiMu gos3amu kap6amasenuHa (po 250
Mr B cyT.) n aucpennnHa (100 mr B cyT.) [5,6,14]. TakKe 0T-
MevyeHa 3D eKTUBHOCTb OKCcKapbasenuHa, Tonupama-
Ta, 9TOCYKCUMMUAA, NamoTpuaKuHa, raéaneHtuHa [13].
[Mpuctynam 06bI4HO NpefLWEeCcTBYeT anuracTpanbHas ay-
pa, Uy napecTte3nn B KOHeYHOCTW. [loTepu Co3HaHWs
HeT, y 30% nauMeHTOB Ha6MOAAETCA HAPYLUEHNE Peyn.
HeBponoru4yeckoe 06CnefoBaHNe B MEXNPUCTYMHbIN
nepuvon — B Hopme. [pu anekTpoaHuedanorpadguye-
ckom (33l) uccneaoBaHnm BO Bpems NapoKCM3MOB 3nu-
NenTMOpPMHAsa  aKTUBHOCTb  He  PerucTpupyercs.
MarHuTo-pe3oHaHcHasa Tomorpacusa (MPT) ronosHoro
M03ra Takxxe 6e3 naronoruu [12].

B 65-72% cny4yaes MNK[ — 370 cemelHble ciyvaun ¢
ayTOCOMHO-AOMWUHAHTHbIM TUMOM HacsiegoBaHus. [pu
aTom y 62-100% BCEX CEMENHbIX CITy4aeB UMEETCS reTe-
pPO3UroTHas MyTauUmns yCe4eHUs Ha xpomocome 16 B NIOKy-
ce 11.2-12.1 B reHe PRRT2, koaupywum 60ratblii nponun-
HOM TpaHCMeMOpaHHbI 6efoK, KOTopbIi BKoYaeT 340
aMUHOKUCIIOT 1 NpejnonaraeTt Hanu4ue AByx TpaHCMeM-
6paHHbIX aomMeHOB [15]. B nocnepgHue Tpu roga Hosas
TEXHOJIOTNSA CEKBEHWPOBAHWA 3K30Ma MO3BOJSIAMA Bbif-
BUTb 60onee 40 BapuaHTOB MyTauui B AAHHOM JIOKYCe
PRRT2 reHa, npn atom mytauusa c.649dupC (p.Arg217
Profs*8) BcTpeyaetca Haubonee 4acto, B 60NbLINHCTBE
Cny4aeB BbI3blBas ranioHef0CcTaTo4HOCTb [17].

MyTtauumn B reHe PRRT2 ymeHbLaoT yHKLMIO 60ra-
TOr0 MNpPOJSIMHOM TPaHCMEMOpPaHHOro 06efika, LUPOKO
NpeAcTaBAEHHOro B KOpe roN0BHOr0 Mo3ra, runnokam-
ne, mMo3xe4yke [26]. pegnonaraercs, 4TO CHUXeHUe
yHKuMKM 6enka PRRT2 HapyLuaeT HOpMaibHbIA BHYTPU-
KNEeTOYHbI NOTOK B KaJibLMEBbIX KaHanax u cuHantumye-
CKYH TPAHCMWUCCUIO BO BPeM$S HavaslbHOW cTaguu ABU-
XeHus [29]. MNokasaHo, 4TO [aHHbIA 6en0K BAUSET Ha
CBA3bIBAHME CMHANTUYECKUX NY3bIPbKOB C Nyiasmarnye-
CKON MemOpaHoi Yepes3 B3aWMOLEWCTBME C CUHAMNTO-
COMHbIM 6enkom 25 (SNAP25). lMpu aTom B cuHancax
NMeeT MeCTO MOBbILUEHHbIA HENPOTPAHCMUTTEPHbIN Bbl-
6poc, a HelpoNU3N0IOrM4ecKNe NCCNea0BaHMs BbIsIB-
NAT HapyLWeHne UHTM6ULNN KOPTUKASTbHOW U CUHAMb-
HON (ha3bl MOTOPHOTO NoTeHuKana [9].

Pa3Butne no6poka4eCTBEHHON CEMEHON aNunencumn
MIIafieHLEB, a TaKXKe MH)aHTUIbHbLIX CYLOpPOr C Xopeoa-
TETO30M TOXE CBA3aHO C HOCUTENbCTBOM MyTaLun B re-
He PRRT2. [13]. 3Ha4yuTenbHas nponopuus mMyTauun
€.649dupC B reHe PRRT2 HaiieHa TakXe B CEMbAX W
crnopaguyeckux cnyyasx MK, accounnpyrowmxca c re-
MUnernyeckon murpeHsto [13,24]. MonekynspHole Me-
XaHW3Mbl TaKOW YHUKAJIbHON MAE0TPOMHOCTU MyTauuii
PRRT2 ocTatoTcsa HEM3BECTHbI. HaMu NnpoBeieHO nepeoe
B Poccum reHeTuy4eckoe mccneoBaHue napokcmamarb-

HOW LWCKUHE3UN B CeMbe MauMeHTKU u3 TaTapcTaHa u
BbISIBfieHA reTeporeHHas mytauus ycev4eHns ¢.649dupC
(p.R217Pfs*8) B reHe PRRT2. BaxxHbIM HabnoieHneM B
NCCrefoBaHUN ABUIIOCH TO, 4TO AaHHAA MyTauus 6bina
BbISIBJIEHA Y BCEX YETbIPEX YSIEHOB CEMbM, KOTOPbIE MPU-
HANKW y4acTue B UCCeA0BaHMM, NPY 9TOM KJlaccm4yeckas
napokcusmasbHas KUHEe3NOreHHas OUCKWHEe3NUd ume-
Nach TOJIbKO Y OHOW nauneHTkn (cm. puc. 1). Y cbiHa na-
LMEHTKN B AETCTBE HAOMOAANMNCH MHA)AHTUSIbHbIE CNa3-
Mbl, ee A4 N0 0TUY — KNMHNYECKM 3[10POB, a CecTpa 0T-
La cTpajaert aTakammn SUCTOHUW, BbI3bIBAEMbIMU TONbKO
YCUNEHHON (DU3NYECKON Harpy3kom B Buie ObICTPON
npo6exku. MNapokcmamanbHOW MUrpeHn B JAHHON Ce-
Mbe He Habnoganoch. JaHHbIA KNMHWYECKUIA NONMMOop-
hn3m oTMevaeTca U 4pyrumu aBTopaMm 1 yKasbiBaeT Ha
BapnabesibHOCTb aKcnpeccun reHa [29]. MpeacrtasnieHsl
Takxxe crny4au de novo myTtauuu ¢.649dupC u gpyrux 60-
nee peKMx MmyTaLui, 4TO YKa3blBAeT Ha BbICOKYH) reHe-
TUYEeCKYI HecTabunbHOCTb AaHHoro y4dactka AHK, co-
CTOALLEro M3 JeBATU LUUTO3MHOB, H4TO 4aCTO CBA3AHO C
[o6aBfieHeM eLle 0AHOr0 AOMNOIHUTENIbHOIO LNTO3MHA.

Oudbdpeperymnanbhbin guardos MNKO nposoadTt ¢ na-
poKcu3masnbHon HEKNHe3noreHHom LVNCKNHEe3uen
(MueKn), sBnepsble onucanHon Mount n Reback 8 1940 1.,
Ha3blBAEMOW paHee «MNapoKCU3MalbHbI [OUCTOHUYE-
CKWIA XOpeoaTeTo3», KOTOpPas TakXXe 4aCcTo HacneayeTcs
N0 ayTOCOMHO-AOMUHAHTHOMY Tuny [22]. B otnu4yune ot
MK aTaky umeroT NpoA0SKUTENIbHOCTD 0T 5 MUHYT [0
HECKOMbKNX 4acoB, pPa3BMBaKOTCA B NMOKOe, N NPOBOLM-
pYHOTCS He ABUXXEHWEM, 2 CTPECCOM, YCTaNnocTbio, Nepe-
rpeBaHneM, ynotpebrieHnem ankorons, koge. Ataku no-
BTOPAKOTCS pexxe — 0T 3 B AeHb 40 2 B rog [18,20]. Tak xe
Kak v npu MK, HacneAacTBEHHbIe BAPUAHTbI HEKMHE3UO-
FeHHON MapoKCU3MaNbHON OUCKWHE3NUMW Yalle HavymHa-
I0TCA B AETCTBE, 06bIYHO B BO3pacTe oT 7 Ao 20 ner, npo-
ABMAKTCA KOMOUHALMER ANCTOHMK, Bannnama, xopeu,
ABNSATCA 06bIY4HO OHOCTOPOHHUMMU, COYETAKTCS C Ha-
pylweHnem pe4n. BHe NnpucTynos HEBPONOrn4yeckoe 06-
crnefoBaHue — B Hopme. PyTnHHoe 33lM-uccnenoBaHue un
MPT — 6e3 0TKJIOHEHMIA OT HOpPMbI. B TO XXe Bpems, me-
TOA4 MHBA3WBHOro BMAEO0 J3-MOHUTOPUPOBAHUS Bbisl-
BUN 3JIEKTPUYECKYHO CMaKOBYH aKTUBHOCTb B 06/1aCTK
xBocTaToro aapa. B 2004 r. Rainier n coaBT. BbiBUNIN
[IBe Pa3sfinyHble reTeporeHHbIe MyTauumn B reHe perynu-
pytowero mnodubpunnorerdes (MR-1) Ha xpomocome 2
B Nokyce 35.2 [24]. MpegnonaratoT, 4T0 MyTaLun B reHe
MR-1, umetoLine BbLICOKYH MEHETPAHTHOCTL (>90%),
NPUBOAAT K CEJIEKTUBHOMY Ae(DEKTY KanMeBbIX NOHHbIX
KaHanoB B 06/11aCTW rOMOBHOMO MO3ra C HapylleHuem
NpoLEeccoB yfaneHns npoaykToB, 06pasyemMbiX BChen-
CTBME OKCMA3HOro CTpecca, B HacTHOCTM MeTunrinok-
canb. lNpucyTcTBMEM 3TOrO BELECTBA B KOhe U anko-
FOMbHbIX HANUTKax OOBACHAT WX NPOBOLMPYHOLLYHO
ponb B pazsutun atak MHKL [18]. Xopownit acppekT oT1-
Me4aeTcs Npu Tepanumn KnoHasenamom y 37% 60nbHbIX.
Y 4acTu 60J1bHbIX NPUCTYNbI OTBEYAIOT HA JieyeHne 6eH-
304MasennHamMu v IeBOA0OMNON. B TAXeNbIX crnyvaax npu-
MEHAETCS XMPYPruyeckoe CTepeoTakTUYeCcKoe JieHeHme.
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PucyHoxk 1. [eHeaornueckoe JepeBo ceMby 13 Pecriybuku TarapcTaH ¢ NapoKCU3MaIbHOM KUHE3UOT€HHONM IUCKUHESUEH

¢ myranuen B reue PRRT2.

Hanbonee peakum BapumaHTOM MNapOKCU3MaSbHbIX
JNCKNHE3NIA ABNSETCA NapoKcu3ManbHas AUCKMHE3Ns,
BbI3BaHHaA husnyeckoi Harpyskon (MADPH) — npomexy-
To4YHas popma, C ANMTENBHOCTLIO aTak 0T 5-30 MUH., Xa-
pakTepu3yeTcs NOSABAEHNEM AUCTOHUM B HacTu Tena, Kak
npasuno, B CTOMe, MOABEPrHYTON YCUJIEHHOW (Dn3nye-
CKOW Harpyske, B 4aCTHOCTW BO Bpems 6era unm 6bICTpoi
X0ab6bl. MoXeT pa3BmBaTbCsa remuancToHns. Havsano Ba-
pbupyet 0T 2 Ao 30 net. OnucaHbl KaK CEMENHbIE Cy4au,
Tak 1 cnopaanyeckue, C reTeporeHHOCTbI0 Hacnea0BaHmus
[13,23,2]. Han6onee 4acto NOAPH asnaetcsa crneacrenem
myTauun B reHe SLC2A1, Kogupytowiem TpaHcrnopTep
rntoko3bl GLUT1 Ha xpomocome 1 B nokyce 35-31.3, 4T0
BnepBble onucaHo Suls (2008) npu nccnenoBaHm YeTbl-
pex cemen [28]. B cnuHHOMOo3roBoi xugkoctn (CMX)
CHWXEH YPOBEHb IJTH0KO3bl, 2 B CEMbSAX UMEETCH accoLuma-
uua ¢ anunencueii. BoigsneHbl cnydaun MNOPH B cembax
C HanM4ymMeM poACTBEHHMKOB C MMCYUM CMa3MOM 1 pONaH-
IMYecKon anunencuen, a Tak>xe B cembsix ¢ MK ¢ myTa-
unen PRRT2. MO®H moxeT ABNATbCSA Oe60TOM NEBO-
[lona-3aBUCcMMON QUCTOHUMN C TeTePO3NUTrOTHOWN MyTaLmen
GCH1, a Takxxe 1e6H0TOM HOBEHUTbHOTO MAapKWHCOHM3MA
¢ myTauuei B reHe Mapkuu. Mpu NAOH T0NbKO B e AMHNY-
HbIX CNyYasiXx UMEeTCs MON0XUTESbHbIA 3AEKT 0T IeBO-
Jnonbl 1 unknogona. Kak n npy anu3oanvyeckon atakcum,
noMoraert JiedeHue auetasonamugom. Mimerotca coobue-
HUA O NONOXWUTESIbHOM OMbITe NMPUMEHEHUS KETOreHHOM
OneTbl. YMeHbLUEHNE (PU3NYECKON Harpy3ku 0OCTaeTcs
CYLLECTBEHHOI 4aCTbio Tepanuu.

BOSIbLWIMHCTBO NAPOKCM3MabHbIX QUCKUHE3UI ABNSA-
toTcA ncuxoreHHbiMn [16]. OCO6EHHOCTb MCUXOTEeHHbIX
AVCKUHE3NIN NposABNAETCSA B MX CBA3WM C NCUMXOMOrmye-
CKUMUN (haKTOpamu, B 4aCTHOCTU, CTPECCOM MW Hepas-

anunencus n NapokKcmamMalsibHble COCTOAHUSA

PELLUEHHbIM KOH(NUKTOM, Npeo6nafalnT Yy >KEeHLWH.
VimeeTca MblLleyHas c1labocTb U HYBCTBUTENbHbIE HAPY-
LUEHNSA BHE MPUCTYNOB, Hesenas noxogka v TynoBULL-
Hble cna3mbl, COMPOBOXAarwLWwme napokcnam. Cnegyer
MOMHUTb, Y4TO YCMOBWEM AWATHOCTMKN MNCUXOTEHHbIX
paccTpOWCTB ABNIAETCA UX YNYYLIEHNE UM UCYE3HOBE-
HMe Ha (poHe ncuxoTepanuu, PU3NOTEPaANneBTUYECKON
peabunutaunn nnm nnauye6o. CylulecTBEHHYO poNb ANd
JNArHOCTUKN TakXe MMeeT 06beKTMBN3ALINS PErpeccui
CMMNTOMOB, KOTA4a 60J1bHO HE MOL03PeBaAET, YTO 32 HUM
HabnaawT.

MpucTynbl NAapoKCM3MarnbHbIX AUCKUHE3UA MOryT
MMeTb BTOPUYHbIV FeHEe3, B HACTHOCTMW ABNATLCA MOCNes-
CTBMSAMMW 3HUedannTa, WHCyNbTa, TPaBMbl TOMOBHOI0O
MO03ra, pa3BuBaTbCs B Ae6KTE PACCesHHOro CKJepo3a,
OMyX0meBOro npoLecca rooBHOro0 1 CNMHHOIO MO3ra, a
TaKXXe CTPYKTYPHbIX MOpakeHnn nepucepmyeckmx Heps-
HbIX MyTei Ha ypOBHE KOpewkos v cnnetenmn [3,10,13].
3.A. 3ananosa (2005) Habnogana npucTynbl ANCKUHE-
311 NPU BHE3AMHOM BCTaBaHUW NOCe 3-Mecsa4Horo npu-
eMa mMeTaknonpaMmuaa, KoTopble perpeccmpoBanyt nocne
OTMeHbl npenaparta [6]. BTopuyHble napokcuamasbHble
ANCKNHE3NN TaK>Ke acCoLnMpyoTca ¢ MeTabosinyecKumu
HapyLeHNAMU, B YaCTHOCTU — FNOKanbLeMuen, runo- un
runeprivkemuen, uenmakuen [1,27].

Mpryyonuebie HOYHblE NMAPOKCU3Mbl, BKJKOYaloLLMe
ANCTOHUW, CTEPEOTUMMM, XOPE 1 AaKe BOKaNU3aumio,
KOTOpble paHee Ha3BaiuUCb 4eTBEPTbIM BAPMAHTOM MNa-
POKCU3MasbHbIX OUCKNHE3NIA, B 60JIbLUNHCTBE CNy4aes
ABNATCA OPMON NOGHON 3NUMNENCUN CHA CayTOCOMHO-
LOMWHAHTHOW MyTauuen reHa, KOAWPYHOLLEro HUKOTKU-
HOBbIE aLleTU/IXONMHOBbIE PeLenTOpbl Ha XPOMOCOME
20 n 15 (CHRNA4 n CHRNB2) [21].
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