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nop pykosoactsom B.A. Kapnosa»,
[pe3npenTta Poccuiickoi MpotuBoanunentuyeckoi Juru,
ynieHa-KoppecnoHgeHTa PAH,
3aU1yKeHHoro aeatens Hayku PO, npodeccopa,
A.M.H. Kapnosa Bnagumupa AnekceeBnya

I'my6oKoyBa)kaeMbie KOJUIeTH, JOPOTHe APy3bs!

[To3ppaBisiio Bcex uuTaTesneil ¢ BbIX0-
JIOM OYepeHOr0 HOMepa XXypHaia «ITn-
JIeTICUSI U TIapOKCU3Ma/IbHbIe COCTOSIHUS
noJ pykoBoActBom B.A. Kapiosar.

B ueTBepTOoM HOMepe XypHana 3a
2024 roj MbI TTPOAO/KaeM MyOGIMKOBATD
pa3zenbl KAMHUUECKMUX peKoMeHmaIuit
«DTUJIETICUS U STTUJIETITUYECKUI CTaTyC Y
B3pPOC/BIX U geTeli» (2022), B 4aCTHOCTU —
9TO BaskHbIE BOIIPOCHI KIMHUYECKON Kap-
TUHBI SMUJIETICUU U CMEKHBIX COCTOSTHUIA,

BKJIIOUAsI CUMIITOMaTUuyecKye BapuaHThl
SMUJIETICUMN.

Takke B TEKyIIeM HOMepe MbI y6IMKyeM MaTepuasbl GopyMa SMuUIenToso-
roB — KOH(bepeHIIM ¢ MeKIYHAPOAHBIM yYacTHeM «DMWIETICUS Y JKeHIIMHA 4»,
npoueniieii B Kemepe, Typuus, 28—-29 masa 2024 roga. [IpencraBieHsl pa3aenbl
cekumii «dokanbHas snMIencus» u «[eHepajin3oBaHHAS SMUIETICUS».

HaxkoHnelr, BBIITyCK ITpencrasiiseT MaTepyaisl (Te3ucsl) npoiweniiero XIIT Mex-
nyHapopHoro hopyma smmtentonoros crpad CHI/EADC «Dnmierncyst U mapokCu3-
MaJibHbIe COCTOSIHMSI», MOCKBA, 26 ceHTI0pst 2024 .

CrieyeT OTMETUTb, UYTO PeIAKIIMOHHBIN MOPTHENb XKypHaaa «IMUIETICUS U
MapOKCMU3MaJIbHbIE COCTOSIHMS TIOJ, PYKOBOACTBOM B.A. KapiyoBa» HamomHseTcst
OPUTMHAJIbHBIMM CTaTbSIMM, KOTOpble OYyOyT HaledaTaHbl B OGIVOKaMIIMX
HoMepax. [IpuriamniaeM aBTOpPOB K aKTUBHOMY COTPYAHMUYECTBY U BCermaa Oymem
panbl KpUTUUECKUM 3aMeYaHUSIM U TTOXKeJIaHUSIM.

B aTom nocsiefHeM B TeKyllleM T'OAY BBIMTYCKe XOUeTCs MO3APaBUTh HALIUX UK-
Tarenei ¢ HacTynawium 2025-M romoM, MosKenaTh MI0L0TBOPHOI PaboThI, ycIie-
XOB BO BpaueGHOI1 1 HayUHOI MesATeTbHOCTY, CeMeitHOIi Ku3HuM! TIpolemimii rogy
ObIT HATIOJTHEH KaK TPAarm4eckKMMM, TaK Y O3UTUBHBIMU COOBITUSIMU, HO HUKAKIEe
TPYIHOCTM He 3aCTaBSAT HAC CBEPHYTH C BBIOPAHHOTO IyTH BO 6J1ar0 HAIIMX Tal-
€HTOB, MEAUIIMHCKOM HAYKM ¥ POCCUIICKOTO OBIIIECTBA B I[€JIOM.

naBHbBIN pemakTop XypHana Poccuiickoii [IpoTuBosnmientuieckoii Jinru
«dnuiencusi ¥ NapoKCU3MaibHbIe COCTOSIHUSA IO, PYKOBOJCTBOM
B.A. KapnoBa», [Ipe3uneHT Poccuiickoii [IpotuBosnmnenTtmnyeckost Jinru,
uneH-Kopp. PAH, 3acty>keHHbIVi gesTeslb HAayKu PO, 3aciry>keHHbIl Bpau PO,
I.M.H., mpodeccop Kadenpbl HeBpoaoruu seyedbHoro daxynbreTa
HAayYHO-00Pa30BaTENIbHOTO MHCTUTYTA KIMHUYECKOM

menuuyael M. H.A. Cemainiko ®I'60Y BO

«Poccuiickuit yHUBEpCUTET MeIULIVHBI»
Muusapasa Poccun M f Kaprnos B.A.
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KnuHnyeckaq KapTuHa
3aboneBaHua unu cocTtoaHmS

(rpynnbi 3aboneBanui

WK COCTOSAHUN)

KnuHuueckas KaPTUHA OCHOBHbIX TUNOB 3nnnenTu4eCcKnuX npucrynos

HedyHUIMS OCHOBHBIX TUITOB SMUIENITUYECKUX MPUCTYTIOB (JI1) U3oskeHa B
pasnesne TepMUHBI U omIpeneIeHns.

KnuHnueckas KapTuHa CTpYKTYpHbIX pokanbHbix 3nunencuin ((D3)

ITox CTPYKTYPHBIMU (CMMIITOMAaTUYECKMMM) TOAPa3yMeBatoT (GOpMbI dMMIer-
cuu ¢ BepudUUMPOBAHHON MPUYMHONM MX pa3BUTHUS. BOTBIIMHCTBO M3BECTHBIX
C®DD pa3BuBaIOTCS HA OCHOBE CTPYKTYPHOI aHOMAaJIMM rOJIOBHOTO MO3ra, OITyX0-
JIeBOT0, TPaBMaTU4eCKOr0, TMIIOKCMYEeCKM-UIIEeMIYeCKOr0, reMOPParn4eckoro uimn
nHoro nospexaenusi. Cpeny CO3 B 3aBUCUMMOCTH OT JIOKaAM3aL UM STINIEITOTeH-
HOTO oyYara BbIZESIOT IMMOuueckue (MaqeokopTUKaIbHbIE) C 04aroM B 06/1acTu
9MOPUMOTEHETUYECKHM CTAPBIX CTPYKTYP BUCOUYHOI O (TUITIIOKAMITATbHBIN KOM-
IIIEKC, TIOSICHAS U 3yO4uaTasi MU3BMIIVHBI U JIP.) ¥ HEOKOPTUKAIbHbIE SIMIETICUN C
0YaroMm B 0671aCTM PA3IMIHBIX OTHEIOB HOBOJ KOPBI. YCTAHOBJIEHNE STUOIOTUA
C®D3 - HeoTbeM/IEMAsI YACTb aIeKBATHON TAKTUKY BeJeHUS MalyieHTa, 0COGeHHO
TIpU pelleHn BOIIpoca O XUPYyPruyeckoM JeYeHUN.

0co6eHHOCTM KITMHUYECKUX NPOSiBNEHNi GpOKaNbHbIX CTPYKTYPHbIX
3Nunencuin B paHHeM JeTCKOM Bo3pacTe

Cemuosiorus MpuUCTYTOB y AeTel MeHsIeTCs ¢ Bo3pacTom. [1o Bceil BUAMMOCTH,
TIPOLIeCC M3MEHEeHMsI CEMMOIOTUY OTpakaeT MOCTENIeHHOCTh CO3PEeBAaHMSI HEPBHO
cucTeMbl. YeM cTapiiie CTAaHOBUTCS peGeHOK, TeM 60JIbliie KIMHMYecKkast KapTuHa
SMMUJIENICUY HAaIOMMHAET TaKOBYIO Y B3POC/IbIX MalieHTOB.

B ueniom, hokanbHbIe IPUCTYIIBI Y e Teli ePBbIX JIET XKM3HU YACTO COMPOBO-
SKOAIOTCS IBYCTOPOHHMMMY KIMHMYECKUM MPOSIBIEHUSIMU — MOTYT BBITJISIIETh KaK
JIBYCTOPOHHEE TOHMYEeCKOe HalpspKeHMe, KaK STMUIeNTUIeCKUiA Cria3M UM JBYCTO-
POHHUIT MMOKJIOHYC. be3 Buie0-I3-MOHUTOPUHTA OCTATOYHO TPYLHO OIpee-
JIUTBCS C TOUHO MPUBSI3KOJ SMMJIENITUUYECKOrO MIPUCTYTIA K OIlpefieIeHHOI foje
TOJIOBHOTO MO3Ta, TO €CTh TPYAHO ONPeNleUThb SIMIENITOTeHHYIO 30HY. BO3MOXHO,
4UTO UCKJIIOYEHNE COCTaBJISIeT NOIOTHUTENbHASI MOTOPHASI 30HA KOPBI; IPUCTYIIHI,
VCXOISIIIMEe U3 Hee, BBIVISIAIT KaK aCMMMeTPUYHOe TOHUYEeCKOe HaMpsiKeHue Mo
TUITY TIO3bI «(DEXTOBATBIINKA».

Guadalupe Fernandez-Baca Vaca u coaBT. B 2018 rogy Ha OCHOBaHUM PETPO-
CIIEKTUBHOTO aHa/n3a BuAeo-33-MoHnTopmHray 1140 rnauneHTOoB ¢ snujiencuen
oTpeeNIWIN CIeqyIoNIyie BO3pacTHbIe 0CO6eHHOCTM (HOKATBHBIX MTPUCTYTIOB Y Jle-
Teil B 3aBUCUMOCTU OT Bo3pacTa. B Bospacre ot 0 10 3 jieT 110 yactote pokanibHbie
TIPUCTYIIBI YCTYIAKOT TeHepann30BaHHbIM. Haubonee yacTbiM 13 GOKaTbHbIX SIBJIS-
€TCsI TMTIOMOTOPHBI (110 Kinaccudukanyy 2017 roga — He MOTOPHBIN ¢ HAPYIIEeHM-
€M 0CO3HaHHOCTH) (DOKAJIbHBINA MPUCTYH (OH OTMeuaeTcst mpuMepHo y 20% meTeit
TIePBBIX TPEX JIET KU3HU C SMWIENTUUECKMMU TIPUCTYIIaMu Boobiie); 50% 3Tux
MPUCTYIIOB HAUMHAIOTCSI B 3aThUIOYHOJ [107ie, OHU JlaTepaiM30BaHbl TOJIbKO B
25% Bcex ciay4daeB. Y eTeit 3TOi BO3PaCTHOI IPYIIILI OTCYTCTBYIOT aypbl U PEIKO
OTMeYaloTCsl aBTOMAaTU3MbI (OpOaaMMeHTapHble aBTOMAaTU3MbI C TPYAOM OTJINYa-
I0TCSI OT HESMUJIENITUYECKUX SIBJIEHUV B MEXIIPUCTYITHOM I1epuoze).
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B Bo3pacTte ot 3 10 6 neT cpenyt GOKAIbHBIX MIPUCTY-
0B HAUMHAKIOT JOMUHMUPOBATh (POKATbHbIE KIOHUYECKIE
U TOHMYECKHUe TUIMbI (OHU OoTMeualoTcsi y 21% meTeit ¢
SMUIENTUYECKUMU IIPUCTYIIAMMU). DTIUJIEIITOTeHHYIO 30HY
10 KIMHMYECKMM IPOSIBIEHMSIM U faHHbIM JOT ymaeTcs
onpenenuTb B 60% Bcex cirydaeB; ecau OoHa ¢doKaabHas,
TO MOTOPHBI/I KOMIIOHEHT 6yIeT KOHTpaJaTepaJbHbIM.
B 3TOM BO3pacTe MOSIBJSIOTCS M CTAHOBSTCS Goyiee OT-
YeTJIMBBIMM aypbl M aBTOMAaTU3Mbl, IPEUMYILeCTBEHHO
opoanMMeHTapHble. [MTTOMOTOpPHBIE (HEMOTOPHBIE C Ha-
pylIeHreM OCO3HAaHHOCTH) MPUCTYIIBI B 3TOM BO3pacTe He
OYeHb YaCThI.

B Bo3pacte ot 6 10 10 jieT COXpaHSOTCI KOHTpaiaTe-
pasbHbIe STUJIENITOTeHHOI 30He GOoKaTbHbIe TOHUYECKIE
U KJIOHMYeCKUe IpUCTYIIbI (22% OT BCex AeTeli 3TOro BO3-
pacra ¢ anMwIenTUYecKUMu npucrtyrammn). OTMmevaeTcs: He-
BBICOKMI1 TIPOLIEHT NallMeHTOB C MPUCTYIIaMU HapyIIeHUs
OCO3HAHHOCTM 6€3 UeTKMUX IBUTaTeIbHbIX KOMIIOHEHTOB.
TMosIBASIIOTCS MalMeHThl C BEPCUBHBIMU U TUIIEPMOTOPHBI-
My dhokaabHBIMU TIpUcTynamMu. B Bospacrte mocrie 10 net
CeMMOJIOTHSI IPUCTYIIOB B 11€JIOM COOTBETCTBYET TaKOBOI Y
B3POC/IbIX ALIMEHTOB C SMUIeTNCUeit.

(TpyKTypHasa BUCOYHas (BUCOYHOAONEBAA)
nunencus (CBI)

CBD - Hambosee pacrpocTpaHeHHas (25% Bcex ¢popMm
C®3), MoMMsTUONOTUYHAS, TPEUMYILIeCTBEHHO CTPYK-
TypHasi GokanbHas snuiencus [58], paspuBalouiasics Ha
OCHOBe TMIIOKaMIIaIbHOTO CKJIepo3a (Haubosee 4acTo),
(boKrambHBIX KOPTUKATBHBIX Aycruiasuii (OKI), au3amo6pu-
OIJIACTUYECKMX HelIpoanuTenuanbHbIx omyxoinei (JJHIT),
HepeJKO acCOLMMPOBAaHHbIE CO CKIEPO30M TMIIIOKaMIIa
i OK]I; kom6uHMpoBaHHble hopmbl 1o 38%. Bonee pen-
K1e MIPUYMHBI — TTOC/IeICTBMSI IepMHATaTbHOTO TTOBPEXIe-
Hust, UMT (19,5%) Heiipounderuny (10%), numobmdeckmii
sHIedannT. BeIIesoT [Be OCHOBHbIE KIMHMUYeCcKe hop-
MbI CBD: TMMOUUECKYIO ¥ HEOKOPTUKAIBHYIO.

Jlumbuyeckas (Me3u0memMnopanbHas) UCOYHAs Inuien-
cust (MBD) — naubomnee vacras (60% Bcex CBI) u Hamuboee
TPyIHOKypabenbHas hopMa, 4acTo papmMakope3uCTeHTHAs.
Bospacr ne6iota — 106071, yatie 10 16 set. Bonee uem y 1mo-
JIOBMHBI GOJIBHBIX 1e610TY MB3 3a HECKOJIBKO JIET IpeJIie-
CTBYIOT aTUIMUYHbIe (eOpUIbHbIE CYIOPOTH (XapaKTepu-
CTUKa B pasnene «DeGpuibHbIE CYTOPOTU»).

Knunuxa MB3. Hanbosee XxapaKTepHbIe TUIIbI STIUJIEI-
T4ecKux npuctymnos (3I1):

e OII c CEHCOPHBIM e6I0TOM 6e3 pacCTPOICTBa CO3HAHUS
(cTap. — 301MpoOBaHHas aypa). YacTo ¢ BereTaTMBHO—
BUCLIepaTbHBIMM a6JOMUHATBHBIMY TIPOSIBIEHUSIMU «C
BOCXOZSILIMM SMWIENITUYECKMM OLLyllleHMeM»; peXe B
dbopme 0OOHSITENBHBIX MM BKYCOBBIX TaJITIOLVHALINIA,
CHOBUJIHBIX COCTOSIHMI (BHE3AITHO BO3HMKAIOIME OlLy-
IeHMS «CHOB HasiBy», 'pe3, C YyBCTBOM HEPeanbHOCTH,
OILYILIEHNS «paHee BUIEeHHOTO, CJIbIILIaHHOTO, ITepexKy-
TOrO» WM «HUKOI[A He BUIEHHOIO0»); COCTOSIHUS Jle-
MepcoHaNM3anuu (HapyleHue BOCIIPUSITUS COOCTBEH-
HO¥1 InyHOCTH); adDeKTUBHBIX TAPOKCMU3MOB (HEMOTH-
BMPOBAHHOE YYBCTBO CTpaxa, paloCT, IPUITOLHSITOCTH,
JIETKOCTU U 9KCTa3a);
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e (boxkanpHbie DI ¢ MOTOPHBIM €GI0TOM U TUITMYHBIMU
aBTOMaTM3MaMMu (CTap.: ayTOMOTOPHbIE): U30IMPOBAH-
HOE BBIK/TIOUeHVe (VI U3MEHEHMe) CO3HaHUs 6e3 CyIo-
pOr ¢ HajMuyeM OpoaayiMeHTapHbIX UM KeCTOBBIX (Ha
CTOpPOHE OYara) aBTOMaT13MOB M HepeJIKO IMCTOHMUYEe-
CKOJi YCTAaHOBKOJ KMCTU Ha TPOTUBOIIOIOKHOI CTOPOHE;

e (dokanbHbIie JI1 ¢ OCTAHOBKOI aKTMBHOCTH (CTap.: Aua-
JIeNITUYeCKHMe);

e OwiaTepasbHble TOHVMKO-KJIOHNYECKME TTPUCTYIIHI C JIO-
KaJIbHBIM CEHCOPHBIM MM MOTOPHBIM HayajOM.
IIpopomskuTenbHOCTb II1 — OT 30 € 70 3 MUH; YacTOTa OT

eIMHUYHBIX B MeCs1] 0 HeCKOJbKUX pPa3 B CYyTKU. Xapak-

TepHbI MHOTOO6pa3ye 1 CJI0KHOCTh KIMHUYECKUX TTPOSIBIIe-

HMii MBD Kak B CTpyKType caMux IMPUCTYTIOB, TAK MHTEPUK-

TaJIbHBIX HEMTaPOKCU3MAIbHBIX PACCTPONICTB, CPeay KOTO-

PBIX JOMUHMPYIOT HapyIIeHNs TTO3HABATENIbHBIX QYHKIIMIA

(ocobenHHo y merteit), adbdeKTUBHbIE PACCTPOIICTBA, SMU30-

anyecKue rcuxormnyeckme mu }ZLI/IC(I)OI)I/I‘{ECKI/IE HapylieHus.
HeoxopmuxkansHas (namepanvHas) 6UCOUHAsl SNUNENCUS.

BCTPEYAETCs peske, eGI0TUPYET B JII060M Bo3pacTe. [IJis Hee

xapakTepHbl pokanbhbie JI1 B popme: CITyXOBBIX (TTAPOK-

C3MaJIbHOEe BO3HMKHOBEHME OILYIIeHMs 1ITyMa, My3bIKH,

r0JIOCOB) WJIM 3PUTENbHBIX (MapOKCM3MalbHOE MOSIBJIEHUE

CJIOKHBIX SIPKMX ITAHOPAMHBIX 3PUTENbHBIX 06pa30B, He-

PenKo C 3JIeMeHTaM!M BOCIIOMMHAHMS MTPOIIEIINX COObI-

TUIi) TAUTIOLMHALNI; IPUCTYIIOB HECUCTEMHOTO TOJI0BO-

KPY>KeHUSI B COUeTaHUM C BereTaTUBHBIMY MPOSBIeHUSIMU

(61€IHOCTD KOKU, TUTIEPTUAPO3, TAXMUKAPAVST); TAPOKCU3-

MaJIbHOJ CeHCOpHOI adas3un (IIpu ouare B JOMUHAHTHOM

MOTyLIapUN); «BUCOYHBIX CMHKOME» (BBIKIIOYEHME CO3Ha-

HUsl, OOMSIKaHMe U MeJjyIeHHOe TIafieHne 6e3 Cyaopor).
BaxkHast kKimyHM4yeckast ocobeHHoctb CB3 — BbIcOKas ua-

CTOTa JBYCTOPOHHETO NOBPEXAEHNSI aMUTa/I0-TUIITIOKaM-

MaJbHOTO KOMIIJIEKCa, COUeTaHue CKIepo3a rMIIoKamIia,

IOHAT, ®K]I y omHOro 60JIbHOTO, OTCYTCTBME MHTEPUKTAITb-

HbIX M3MEHEeHMIA VI IIMPOKas TOMorpadus MHTEPUKTAIb-

HbIX IOT HapyleHui (0CO6EHHO Y IeTelt), BBIXOASIINX 3a

Tpeesibl BUCOYHOIO PEerMoHa, YTO CO3aeT OlpeseleHHble

IMarHOCTUYeCKye U TaKTUUeCKye TPYOHOCTH.

(rpykTypHasa nobHas (nobHoponesas)
anunencus (UJ13)

CJI3 - nmonmstuonornuHas CP3, yamie CTPyKTypHas,
pasBuBaroascs Ha ocHoBe OK]I, MOPOKOB pa3BUTHUS I'O-
JIOBHOT'O MO3Ta, IIOC/IeICTBIIi IepUHATaIbHOM 3HIIe(hano-
natuu, onyxonu, YMT, OHMK; peske nHDeKIMOHHAS, M-
MYHHasi, MeTaboiauJeckast Wiy reHeTuueckast (CMHIPOM:
TUIIePMOTOPHASI SMUIETICHUS C IPUCTYTIaMU, aCCOLMUPOBAH-
HBIMM CO CHOM). [Ie6I0T CTPYKTYPHBIX (hopm CJID BO3MOXKEH
B JIIOG0OM BO3pacTe.

Knunuxa. BeinensioT 3 OCHOBHbIE KIIMHUYECKYe U JIOKa-
sm3atorHble popmbl CJID: MOTOpHAs, TPEMOTOPHAS U TIpe-
(bpoHTaIbHAS, OTIPEeIEISIONIX 0COGEHHOCTY ceMUOTHKM IIT.

Momopnas CJI3. 311 pa3BUBAIOTCS U3 o4yara B 06J1acTu
rnepeaHei eHTPaIbHO M3BWIMHBI (MOTOpPHAs KOpa) Mpo-
SIBJISIFOTCSI KJIOHMYECKUMM CylOpOraMM JIMlia, PyKu, HOTU
WY TEMUKJIOHMUECKMMU TTapOKcU3MaMH, JIKeKCOHOBCKUM
MapiiieM, MHOTAA ¢ TOCIeAYyIIIMM pa3BUTHEM Tapannya
Topnma.



IIpemomopHas CJI3. I1I1 UCXOOST U3 OOTOTHUTEIbHO!
CeHCOMOTOPHO 30HBI, MPOSIBJISIOTCS GuIaTepasbHbIMU
aCMMMEeTPUYHBIMU MTaPOKCU3MaMU («I10 TUITY LUMPBI 4»).
B0o3MOXXHO Hauvano ¢ OUIYIIeHUS KKeHUS ¢ MoUIeayIolen
BOKaM3alMei ¥ TOHMUYEeCKMM HaIpsikeHMeM PyKU KOHTP-
ajaTepaabHO OYary.

Ipeppoumanvuas CJID. D1 3 mopcoyaTepalbHbIX U
0p6MTOMPOHTANIBHBIX OTAENOB JIOOHOM KOPbI HAUMHAIOTCSI
C TOHMYECKOTo MOBOPOTa I71a3, a 3aTeM I'OJIOBbI B IIPOTU-
BOITOJIOKHYI0 O4Yary CTOPOHY; BO3MOXXHO pazsutue III ¢
BOKaM3aluen (BOIIM, CTOHBI, COTIeHMe, Kalleslb U Ap.) U
CJIOKHBIMU JIBUTATEIbHBIMU aKTaMU C TUIIEpPKUHETUYe-
CKMMM TIPOSIBIEHUSIMU (TleJanupoBaHue, 60KCUpoBaHue,
ceKcyasibHble IBUKEHMs Ta30M); MHOTIA BCTpeyaeTcs 130-
JIMPOBAHHAS aypa C HapylleHMeM KOTHUTUBHBIX QYHKIIVI
B BUJIe «HATUIbIBA HACUIbCTBEHHBIX MBICIIEN».

Bce 311 npu CJID MOryT npoTekaTh Kak Py COXPaHHOM
CO3HAHMM, TAK U C BBIKJIIOUEHNMEM CO3HaHMSI, 4acTo Habo-
nmaeTcst TpaHchopManus B GunaTepanabHble TOHMKO-KIOHM-
yeckue npuctynbl (BTKIT). O61mas xapakrepuctuka 11 npu
CJI3: KpaTKOBPEMEHHOCTb (MaKCMMyM MMUHYTA), BBICOKASI
YaCTOTa JKeCTOBBIX aBTOMATM3MOB, IIOCTYPaabHbBIX U MO-
TOPHBIX (DEHOMEHOB, CEPUITHBIX CYIOPOXKHBIX TPUCTYIIOB
M STMJIETITUYECKOTO CTaTyCa, HAIMYYe MHTMOUTOPHBIX de-
HOMEHOB (3aCcTbIBaHMe, 3aMMpaHKe, BHe3aIHOe MMajieHNe),
MMUHMMAaJIbHAS TOCTUKTATbHAS CITyTAHHOCTb, CEPUITHOE 111 -
KJIONeNTUYECKOe TeueHe Y IpenmMyliecCTBeHHOe BO3HUK-
HOBeHNe B HOYHOE BpeMs.

CJI3 yacTo MyTaloT € reHepaaM30BaHHBIMU STIMUJIEIICH -
SIMM BCJI€ACTBME TIePCUCTUPOBAHMS TIPUCTYTIOB C TeHepa-
JIM30BaHHBIM J1€6I0TOM (TICeBI0abCaHCOB, MMOKIOHYC BEK
¢ abcaHcamu), 6BICTPOT GUIATEPaTbHOM CUHXPOHM3ALIMEe
BO30YXIeHus (Ha DIT') ¥ MOTOPHOI aKTUBHOCTU. IKTasIb-
Has 99T 3aBUCUT OT Xapakrepa mpuctymnos. Hanbonee yacto
KOHCTaTUPYETCsT HU3KOAMIUIUTYIHASE ObICTPast aKTUBHOCTh
B OJJHOM U3 JIOGHBIX OTBeJeHMi1, 6UDPOHTANTBHO UV AUd-
dysHo (Low Amplitude Fast Activity — LAFA).

Hesponormuueckuii cratyc 3aBucutT oT atnonorum CJI3.
Bo3MoskHO dopMMpoBaHMe KOHTPAIaTepaJbHOTO TeMU-
rnmapesa, aTakCUM, TYTOMOJABV/KHOCTb U 3aMeJJIEHHOCTh
MBICIUTE/bHBIX MPOLECCOB, TPU3HAKY JTOOHOM MCUXUKH,
y IeTeil — YMCTBEHHas OTCTAJIOCTb, TPYLHOCTU OOyUeHMSI.

(TpyKTypHasa TemeHHas (TeMeHHoA0MeBas)
nunencus (CTI)

CT3 - Haubosnee penkas dopma B rpymme CDI, 06bIu-
HO CTPYKTypHas, B 1/3 Bcex crydaeB — OITyXOJIEeBOTO reHesa,
peke pasBuBaroIasicss Ha ocHoBe OK]I, mopaHiedannye-
CKMUX KUCT, KOPTUKaIbHBIX aucruiasuii, OHMK u ap. Oco-
60 BBIIESIOT MTEPUHATAIBHOE UIIEMUYECKOe MTOPasKeHMe
Ha rpaHuIle KPOBOCHAGKEHMSI BeTBei cpelHeit 1 3amgHeit
MO3TOBbIX apTepuit («<watershed lesion») ¢ mocnemyrommmm
pasBUTHEM aJIUTVPUY B 30HE COEIVTHEHNSI TEMEHHO U 3a-
TBHIJIOUHOJ JT0JIei.

Knunuka. ITe6ior CTD BO3MOXKEH B JI060M BO3pacTe.
Cemunotuka II1 cBsI3aHa € JOKaaM3alyei ouara 1 pacipo-
CTpaHeHMeM BO36YKIeHMsI Ha COCeHEe PETMOHbI. Boiesns-
10T HECKOJIBKO KMHMueckux opm CTD (riepemuss, 3aHsIS,
HVKHSIS, TapalleHTpabHas):

KnuHnueckas KapTuHa 3ab0N1eBaHmns uan CoCToAHNA
(rpynnbi 3a60NeBaHwii UM COCTOAHMI)

IIpu nepedueti CTS II1 XxapakTepu3yeTcs] B OCHOBHOM
CeHCOpHBIMM (heHOMeHaMM (ImapecTte3usiMu, MHoraa 60-
JISMU UV OHEMEeHMeM, CEHCOPHBIM [[3KeKCOHOBCKMM Map-
1eM B KOHTpa/laTepaibHbIX KOHEYHOCTSIX) — «T€MUCEHCOP-
Hasi» UM «CeHCOMOTOpPHAasI» 3muierncus. PacnpocrpaHeHue
BO30OYKIEeHMST Ha PSIIOM JieKalyie PEeTMOHbI COTTPOBOXKIA-
eTCs: IpUcoeNUHeHeM 3pUTebHbIX UITI03UI (Ha 3aThi-
JIOUHYIO OJTI0 npu 3adHeli CTD); ronoBOKPYKeHMs, BereTa-
TUBHBIX a6 OMMHAIbHBIX CMMIITOMOB, MHOTZIA C OCTAHOB-
KOJ aKTMBHOCTM U aBTOMaTM3MaMi (Ha BUCOUHYIO JTOTI0
ipu HuxcHeli CTD); MOTOPHBIX KIIOHMYECKUX (heHOMEHOB
(Ha MOTOpPHYIO KOPY NepeHeil eHTPaIbHOI U3BUIMHBI).
V meTeit yacTo HAGIIOFAIOTCS BHE3AIMHO BO3HMKAIOIINE
TOHMYECKYE 6yiaTepasbHble WM aKCUATbHbIE CYIOPOTH,
KOTOPbIe MOTYT II€PEXOUTD B CEpUM (pacipocTpaHeHye Ha
JIOGHYIO [TOJTIO).

IIpu napayenmpansroti CT3 (ouar B 06y1acTu nmaparieH-
TPaJIbHOM A,0/bKM) D11 IPOSIBISIOTCS CEHCOPHBIMM Hapylle-
HUSIMU B hOpMe IapecTesun, KoKkeHus, 60s1eii B 06;1acTu re-
HUTaINIi, BHYTPEHHMX ITOBEPXHOCTEN 6efep, OIryneHreM
oprasma, Bo3MoxkHo nosiBieHue BTKII, 311 ¢ HapymeHneMm
peun npu COXPaHHOCTY CO3HAHMUS, MeTaMopdOIICHit, aHO-
30THO3MM M aYTOTOIIarHO3MM B KOHEUHOCTSIX.

VY nanyeHToB ¢ CTD HepeaKo BbISBISETCS TeMUTUIIECTe-
311 110 TTPOBOAHMKOBOMY TUITY, MHOTZAA B COUETAHUM C JIeT-
KO MMPaMUIHO HeJOCTATOUHOCTbI0 KOHTpAIaTepabHO
ouvary. Bo3aMO>kHbI yMepeHHble KOTHUTUBHbIE PACCTPOIACT-
Ba. D3I BBIABISIET SMMIENTUHOPMHYIO aKTUBHOCTD B Te-
MEeHHBIX, TEMEHHO-3aThUIOYHbIX MJIM TeMEeHHO-3aJHeBu-
COYHBIX OTBEJEHMUSX, HEPEIKO — 6uaTepaybHO. BO3MOKHO
rosiBieHre peHOMeHa BTOPUYHOI 61IaTepabHO CUHXPO-
HM3alMH1, a TAaKXKe MPOJIOJIKEHHOTO PerMOHaIbHOTO 3aMe]l -
nenust. [pu nosgHem ae6wore CTD HEOGXOAMMO, B IIEPBYIO
ouepenb, UCKIIUUTh 00beMHbIe 00pa3oBaHus. IIporHos
3aBUCUT OT aTrosorum CTD, 4acTOThI MPUCTYTIOB U BbIPA-
SKEHHOCTY KOTHUTUBHBIX HApyLLIeHUIA.

(TpyKTypHas 3aTbiNoYHas (3aTbiNOYHOAONEBAS)
nunencus ((3)

C33 - penkas (5% Bcex MUIENTUUECKUX CUHIPOMOB)
0OBIYHO CTPYKTYpHAsl, Hauboee yacTo pa3BMUBAIOIIASICS
Ha ocHoBe: ®K]I, mocaeACTBUIT MepyHATaIbHbIX SHIIedba-
JlonaTuii (3aTbUIOYHAS YIETUPUST), OKIIUIMTUTATbHBIX KaJlb-
M(PUKATOB, COCYAMUCTHIX aHOMaINiA (B T.4. cuHapoM ITyp-
re — Bebepa), MELAS-cungpoma, omyxosneit miu OHMK B
006/1aCT 3aThUIOYHBIX foseit. C3D HepeaKko OTHOCUTCST K
STMMJIETICUSIM CO CMEIIaHHOM 3THOJIOTHEN, TeHeTUUECKOI 1
CTPYKTYPHOJ.

3abosieBaHMe Me6OTUPYET B JII060M Bo3pacTte. MKTab-
Hble KIMHNYECKME CUMIITOMBI ITOAPA3AesIOTCS Ha 3pU-
TeJbHbIEe HApPYIIeHMUsI (TPOCThIE U CJIOKHbIE 3PUTEIbHbBIE
TJTIONMHALIVY, 3pUTEbHbIE MIUTIO3UM, TTAaPOKCU3MasIb-
HBIIf aMaBpO3, MAPOKCU3MAaIbHOE CYKeHMe TI0JIeii 3peHUs
C TIOSIBJIEHMEM CKOTOM), IJIa30[]BUTaTeIbHbIE HAPYIIEHUS
(TpemeTaHue BeK, HUCTArM, IeBUAIVS TJIA3HBIX SIOJOK B
KOHTpajaTepaibHYI0 OUary CTOpOHY), BereTaTuBHbIE pac-
cTpoiicTBa (TosoBHast 60/ib, PBOTA, MOGAEIHEHME JTNIIA,
IIBYCTOPOHHMIT MIO3) U acCOLIMaTVBHbIE (EHOMEHBI, CBSI-
3aHHbIE, C PaCIPOCTPaHEHMEM BO30YKIEHMS HA TEMEHHYIO
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KOpY (aHO30THO3MSI, aKaJIbKYJINSI, allPaKCHsl, ayTOTOIIarHo-
3ust). TunuHa Bbicokast yactota dI1, o0co6eHHO (hOKaTbHBIX
CEeHCOPHBIX 3PUTEIbHBIX IPUCTYIIOB (CTap.: U30JUPOBAH-
Hble 3pUTEJIbHbIE aypbl), MHOTMA CIVMBAIOIIMXCS B «Dyru»
MU CTATyC (GOKATbHBIX MPUCTYIIOB BHICOKO MTPOIOIIKM -
TeTbHOCTH (status amavroticus). PacripocTpaHeHue Bo36y-
SKIeHUS M3 3aThbJIOYHON KOPbI BIlepel, MPUBOIUT K pa3BU-
TUIO JIOOHO STTUJIETICUY AOTIOJIHUTETbHO MOTOPHO 30HBI.
B 3TMx cirydasix Hauano MpUCTyIna yKa3blBaeT Ha BOBJleue-
HJ€e 3pUTEIbHOV KOPBI.

Hepenxko y manueHTOB ¢ C3D BBISBISIIOTCST KOCOTTIa3ue,
HapylleH/e KOHBepreHLUH, CHIDKeHMe 3peHMsI, BO3MOXKHBI
3puUTeabHasI arHOo3usl («kKOPKOBasI CernoTa»), Cy>keHue To-
JIeli 3peHusI KOHTpanaTepaabHO 04ary, KOTHUTYBHbBIE Ha-
pymenus. Inorma C33 Heo6xoaymo auddepeHInpoBaTh ¢
MUTPEHBIO U UOMOMATUUECKON (HOKaIbHOI (CaMOOTpaHu-
YMBaIOLENCs) 3aTbVIOYHONM STIMJIENICHel, KOTOPble UMEIOT
CXO[ICTBO KIIMHUYECKUX TIPOSIBII€HUIA.

Ha 23T o6HapykKuBaeTCs perMoHabHast MUK-BOJTHOBAS
aKTMBHOCTH B OTHOM M3 3aThIOYHBIX OTBEIEHMIT, OVIOK-
UUOUTAIbHO, HEPeAKO C pacpoCTpaHEeHMEeM Ha TeMeH-
Hble U BUCOYHbIE OTBeAeHus win auddysHo. B ominume
OT LIEHTPOTEeMIIOPaJIbHBIX CIIaJikOB, BBISABIISIEMbIX Ha D3I
NP UAMONIATUYECKON 3aThIIIOYHO 3MUIEeNCUY, STIUJIeT-
TdOopMHast aKTMBHOCTD 1pu C3D He mcye3aeT Mnpu 3amnm-
cu 33T ¢ OTKPBITBIMU TM1a3amu. [Ipy MacCUBHOM CTPYK-
TYpHOM JleheKTe BO3MOKHO MOSIBJIEHME TIPOIOIKEHHOTO
pernoHanbHOro 3amenJjieHus. JJaHHbIe HEMPOBU3yaAJIU-
3anyMu 3aBUCIT OT 3Tuoaorum C33. C33 B3pOCIbIX 4YaCTO
MMeeT Cepbe3HbIil MPOrHo3, hapMakope3UCTeHTHOCTh
pa3BuBaeTcs y TpeTu nauueHToB. Jetu ¢ ®K]I 3aTpuiou-
HOI1 10/, KaK MPaBUIo0, — KAHAMUAATHI HA XMPypPTrUUecKoe
JleyeHue.

(uuppom (3Huedanut) KoxxeBHnkoBa-PacmycceHa
u anunencna KoxxeBHuKoBa

Snunencus KoxesHukosa (3K) — ormenbHass dbopma
SMUJIETICUY, HO He HO30JIOTMUYECKM CAaMOCTOSITETbHOE 3a-
6oeBaHue, IIOIMITUONIOTUYHOE 110 CBOEI MPUPOJE, MPOo-
SIBISIIONEeCs cumnmomoxkomniexcom OK: obnuratHoe Ha-
JIM4Ye TTOCTOSTHHOTO MUOKJIOHYCA, OGBIUHO B COYETAHUM C
(boKaTbHBIMY MOTOPHBIMU, OGUIATEPAIBHBIMIU CYIOPOXK-
HBIMMU 3MUIENTUUECKUMU IPUCTYIIAMU U OUarOBbIMU He-
BpoJIOrMUecKUMU cuMmnTomamu. CuMmnromokomMIieke DK
BCTpeYaeTCs] TPy GOJIBIIOM KOJIMYECTBE PA3JINMIHBIX He-
BPOJIOTMYECKUX 3a60eBaHMii: sHIIehaTUThl (BUPYCHBIE,
sHiebasuT KoxxeBHMKOBa-PacmycceHa, UCTULIEPKO3 U
npyrue), uHbeKkIMOHHbIe 3a60/IeBaHMSI TOJIOBHOTO MO3Ta
¢ macc-3¢pdekrom (abciece, TyGepKysIoMa, TyMMa), TpaB-
MaTuveckue, COCyIUCTble (MIIeMUYecKue, reMopparnyie-
CKye, BEHO3HbIII TpoM603), OMyX0JIY TOJOBHOTO MO3ra,
®K]I. B Poccun snunencus KoxkeBHUKOBA Hanboj1ee 4acTo
BCTpeuaeTcst Ipu KielleBoM aHLedanuTe 1 curapome Ko-
>KeBHMKOBa—PacmycceHa.

CuHndpom (aHuyeganum) KoxwesHukosa—PacmycceHa
(CKP) - Ts3K€JI0€ TIpOoTpeccupylolnee 3a60ieBaHue TOMOB-
HOTO MO3ra, MOAOCTPhIi MPOTPECCUPYIOINIT OUAroBbIii
sHLedaINT, MPEIIONIOKUTETBHO ayTOMMMYHHOI IPUPO-
Obl (He yCTaHOBJIEHO). BO3MOXKHbIE MPUYMHBI: XPOHNYE-
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cKast BUpycHasi MHGeKUus; ocTpast BUpycHast nHdeKus,
MPUBOIAIIAS K JOKAJIbHBIM MMMYHHBIM M3MEHEHUSIM;
ayTOMMMYHHbBI MeXaHU3M, He CBSI3aHHbBIN ¢ MH(EKIMEN.
V narmeHToB ¢ CKP 06HapyyKeH MOBBINIEHHBI TUTP aHTU-
Ten K rmyramaTHeIM (GluR3) perernitopam (He MMeeT -
arHOCTMYEeCKOTO 3HaueHus). B COOTBETCTBUM C ITPOEKTOM
knaccupuxanmm (2001), CKP oTHOCUTCS K TpyIIIie CUMIITO-
MaTUYeCKoil (GOKaJIbHOV HEOKOPTUKAIbHON SMUJIETICUN;
I10 3TMOJIOTMYECKO¥ Knaccudukanym smvterncuii (2017) - K
CMeIIaHHOoi (GopMe: UMMYHHOI U CTPYKTYPHOIA.

Ins CKP xapakTepHa KinHM4ueckasi Tpuana: JI1, nBu-
raTeabHble HapylleHUs (LleHTPa/bHbI reMunapes) 1 pac-
CTPOJICTBO BBICIINX TICUXUUECKUX QDYHKIMI B COUETAHUM C
HEYKJIOHHO MPOTPeCcCUPYIIMM TeueHNeM, TSKeI0l MHBA-
JMMau3anyein ¥ BO3MOKHBIM JIETATbHBIM MCXOMOM. [le6ioT
CKP B mmpoKom BO3pacTHOM [yaria3oHe, yaiie — oT 1 7o
14 nert, ¢ mukom B 5-8 JieT, onymcaHbl CIydau AeboTa BO
B3powIoM Bo3pacTte. O6bIYHO 3a60/I€eBaHMEe HAUMHAETCS C
(boKaMbHBIX MOTOPHBIX MJIM GUIATEPATBHBIX CYIOPOKHBIX
TIPUCTYIIOB, peke — (OKATbHBIX MPUCTYIIOB C aBTOMATU3-
MaMiu U (POKaIbHBIX HE MOTOPHBIX MPUCTYIIOB, YACTO —
C aNMWIenTUYecKoro craryca. Haubonee xapakrepHsl JII,
MCXOASIIIME U3 MOTOPHOI KOPBI JIOOHOJ M0/N. BhIIensioT
3 ximmHn4eckux cragum OKP:

1 cmadus (npodpomanshslii nepuod, do 7 mecayes) — fe-
610T 3a60/IeBaHMS C MTPOCTHIX (HOKATBHBIX MOTOPHBIX III
(KOTOpBIM MO>KeT TpefliecTBOBAaTh COMAaTOCEHCOpHAas
aypa) unu ¢ BTKII. Yacrora 311 mocTeneHHO HapacTaroias.
IMocTeneHHO GopMUpPyeTCs TOCTIIPUCTYITHBIN mape3 Tox-
na, MPUCOeIVHSIIOTCS YHUIaTepaabHble MUOKIOHNYECKIe
TIPUCTYIIbI.

2 cmadus (akmueHblii nepuod, 00 8 mecsayes) — 4acThle,
Mpono/kuTenbHbie II1 co CTaTyCHBIM T€YEHMEM, ITOCTOSIH-
HBIM 3TMWJIENITUYECKMM MUOKIOHYCOM B OJJHO¥ TTOJIOBMHE
tena (cumnromokomIieke JK). [ToctopuctynHblii napes
Tompa cMeHsIeT mepMaHeHTHbBIN reMuIiapes, IpucoequHsI-
I0TCSI IPOBOJIHMKOBASI TUIIECTEe3Ms, BbITIaJleHNe MoJieli 3pe-
HMSI, PACCTPOICTBA TICUXUKHU U PEUN.

3 cmadus (cmabunusauus, 6 80% 0o 3 1em om Hauana
3abonesanus) — CTAGUAM3AINS U ypeskeHye YacToThbl 11
NP OLHOBPEMEHHOM IMPOTPEeCcCMPOBAHUM HEBPOIOTHYE-
CKMX PacCTPONCTB. Y Y4 feTeil NpucoequHSIIOTCS HelIPOIH-
IOKpPUHHbIE HapYUIEHUS: OKMPeHNe, MpeXIeBpeMeHHoe
TI0JIOBOE PAa3BUTHE.

HOuarnoctuueckue kKputepum CKP Ha ocHOBaHUM
European consensus statement cocTOAT U3 ABYX 4acTeil
(A B), mpencraBiieHHbIX B Tabmmiie 1.

Inaruno3s CKP MoOXXeT GbITb YCTAHOBJIEH TOJBKO TPU
HJINYUU BCEX 3 KpUTepHUeB yacTu A (TepBblii 3Tam) Uin
JI06BIX 2 KpUTEpUeB YacTu B (BTopoii sTam). Bropoit stamn
BKJIIOUAET MPOBeIeHMe LiepebpanbHoit 6uorcuu. IIpu ycra-
HoBeHuM auardosa CKP BaskHO 06c/ieoBaHMe MaleHTOB
B IMHAMMKe: CPDaBHEeHMe KIMHNYECKUX JAaHHbIX, Pe3y/bTa-
ToB 23T 1 MPT nccnenoanus. IIporno3 npu CKP Bcerma
OUYeHb Cepbe3HbIil U OIpeAesseTcs CBOeBPeMeHHOCThIO
XUPYPrUuyeCcKoro jeueHus, KOTOpoe 03BOoJsieT OCTAaHOBUTD
MPOSIBJIEHUST Pas3pyIIMTENIbHON (papMaKOpe3UCTEHTHOI
smmnencuu. UaBanuansauus npu CKP Bcerga BeIpaskeHa
1 06YC/IOB/IEHA BBICOKOI YaCTOTOM SMMIENTUIYECKUX MTPU-
CTYIOB, HATMUMEM reMunapesa  HapylleHueM BBICIINX
MICUXNIECKUX DYHKLIMIA.



Tabnuya 1

JOuarHocruueckue kpurepuu CKP Ha ocHoBauuu European consensus statement

Yactp A

1. Knuunka. ®@oKkaabHbIe SMUIENTIYECKIe IPUCTYIII (C iu 6e3 srmierncuu KoykeBHUKOBA) B COUETAHUM C OTHOCTOPOHHUM
KOPTUKATbHBIM 1€ PUILUTOM.

2. 99T Jlarepan3oBaHHOE I10 OHOII remucdepe 3aMeJieHne ¢ SIIenTi(OPMHOIT aKTUBHOCTHIO Wi 6e3 Hee. DI-TIaTTepHBI,
yKasbIBalolue Ha (POKaIbHbI XapaKkTep MPUCTYIIOB.

3. MPT. ®okasibHast KOPTHUKaAbHAsT aTpodusl, TOKaIM30BaHHAsSI B OAHOV reMucdepe, B COYETAHUY XOTsI ObI C OHUM U3 IBYX
YKa3aHHbBIX HI3Ke TIPU3HAKOB: TUITIEPUHTEHCUBHbIN CUTHA OT CEpPOro uin 6es1oro BeliecTBa B pexkumax T2/FLAIR; runepuHTeH-
CUBHBIN CUTHAJ WM aTPOGUS UTICHIIaTePATbHON TOJIOBKYM XBOCTATOTO SIAPA.

Yactp B

1. Knuuauka. dmmtericust KoskeBHMKOBA WM HapaCTaIOIINiT OMHOCTOPOHHMIT KOPTHUKAIbHBIN HedUIINT.

2. MPT. Hapacraromias (Ipu ucciefoBaHUM B AUHaMIMKe) GhOKaJbHAsI KOPTUKaAIbHAs aTpodusl, IOKaJIM30BaHHAs B OOHOI
remucoepe.

3.Tucronaronorust (6uoricust Mo3ra). Kpurepuii moaTBep>KaeHus : MpU3HaKu HIledannTa ¢ npeobnasannem T-KI€TOK, aKTUBA-
1mei MuKpory (opMMUpOBaHNe Y3€JIKOB B GOMBIIMHCTBE CTy4aeB, HO He CTPOTO 06s13aTe/IbHO) M PEaKTUBHBIM aCTPOIIMO30M.
Kputepnit MCKITIOUeHUSI: GOMbIIIOe KOJMYECTBO MapeHXMMaIbHbIX MaKpo(aros, B-KIeToK uau miasMeHHbIX KJIETOK, 8 TaKKe

BKJIIOUEHMIA YaCTUI] BYIPYCOB.

Bo3pacr-3aBucuMbIe (CHHOHUM: reHeTHYeckHme,
CaMOOrpaHMYMBAIOLLMECS, CAMOKYNUpYIOLLMECs)
¢$oKanbHble 3NMNENCUN C HAYANIOM

B A€TCKOM BO3pacTe

TepMuH «caMOOTpaHMUMBAIOLIMECS SMUIEIICUM» O3Ha-
4JaeT BO3PacCT-3aBUCHMBII MX XapaKTep C BbICOKOJ BEPOSIT-
HOCTBIO CIIOHTAaHHO} peMMCcCHUM 10 NPUCTyNaM B oIpefe-
JIEHHOM BO3pacrTe.

Bospacr-3aBucumas (caMOOrpaHMYMBAIOIIASICS) STIN-
JIeTICHS C BereTaTMBHBIMM IIPUCTyIaMy (paHee CMHADPOM
[Manarioromymnoca).

BospacTt-3aBucumMas (CaMOOTPaHNUYMBAIOLIASICS) SN~
JIeTICKSI C BeTeTaTUBHBIMY MIPUCTYTIaMM — STUJIENITUYe CKUI
CUHJIPOM C HaYaJIOM B paHHEM JeTCTBe ¢ (POKAIbHBIX BeTe-
TaTUBHBIX NIPUCTYIIOB, KOTOPbIE YaCTO HOCAT IIPOJIOHIMPO-
BaHHBII xapakTep. CMHAPOM OTHOCUTCS K 3MUJIETICUSIM CO
CJIOSKHBIM TUIIOM HacleLoBaHMsl, 06a Mmoja CTpajaioT Ogu-
HAaKOBO yacTo. [lepyHaTanbHbI/i aHaMHe3 He OTSTOLIEeH, Y
5-17% meteit B aHaMHe3e (pebpuIbHbIE CYTOPOTH.

[e6roT MPUCTYTIOB B Bo3pacTe oOT 1 roga 1o 14 yet (vaie
MeKIy 3 1 6 TofoM SKu3HM). [IpUCTYIIbI Y GONBIIMHCTBA I1a-
LIMEHTOB pefikue, B 25% Bcex CIyyaeB MMeeT MeCTO eIVH-
CTBEHHBII 311307, (OH MOKeT ObITh MWIENITUIECKUM Be-
reTaTUBHBIM CTATyCcCOM), B 50% Bcex ciryyaeB o6Iiee uynciio
TIPUCTYTIOB 32 BpeMs 60/1e3HM paBHO 6. Y HEKOTOPBIX Ia-
LIMEeHTOB MOI'YT OTMeYaThCs JOBOIbHO YacTble IPUCTYIIBL.
B 2/3 Bcex ciryyaeB NPUCTYIIbI OTMEYAIOTCS BO CHe. Bo Bpe-
MS$ IPUCTYIIA XapaKTepPHbI TaCTPOMHTECTUHAIbHbIE CUM-
IITOMBI (TOILITHOTA, PBOTA), 67IeIHOCTb, IIMAHO3, pacIlpeHue
3PayKOB, HAPYLIEHVS TEPMOPETYISALNY, YACTOThI IbIXaHMS
u ceprue6ueHysi. MoryT oTMeuaThcsl HeflepskaHye MOUM U
runepcanuBanys. [lo Mepe pa3BUTHS IPUCTYIIa BOSHUKAET
HapylleHe CO3HaHMsI, Pa3BUBAeTCs [IOBOPOT I'OJIOBBI U I71a3
B CTOPOHY, MHOT/A — FeMUKJIOHMMN. [IpUCTyI MPOA0DKaeTcst
OT HECKOJIbKMX MUHYT 10 4acoB ¢ GOpMMUPOBaHMEM BereTa-
TUBHOTO 3MIMIeNnTHYeckoro craryca. [1o 3aBepuieHnu crary-
ca pe3uiyaJlbHOIO HEBPOJOTUUECKOTO MM KOTHUTUBHOTO
nepuuuTa HeT.

HeBponmornueckuii craTyc geteli HOpMaJleH, UX pa3BU-
TMe ¥ KOTHUTMBHbIe QYHKLUMM He cTpasaloT. Tem He MeHee,
B IIepuoJ, aKTUBHOTO TeYEeHMS SIUIeNICUM MOXKeT OTMe-
YaThCSI HEIPYyObIit peueBoii 1edUInT.

KnuHnueckas KapTuHa 3ab0N1eBaHmns uan CoCToAHNA
(rpynnbi 3a60NeBaHwii UM COCTOAHMI)

Ha meskmpuctynHoit 93T - Ha poHe HOpManbHOI 61-
03JIEKTPUYECKOI aKTUBHOCTY MY/IbTH(HOKAIbHbIE TOBTOP-
Hble CHaliKM WM KOMIUIEKChl OCTpasi-MeJJIeHHasl BOIHA
BBICOKOI aMIUTyAbl y 90% neTeli, pa3psiabl MOTYT MEHSITh
CBOIO JIoKanM3anuio. Hanbomee yacTast ToKaam3aims — 3a-
ThUIOYHbBIE OTBemeHus (B 60% Bcex ciryyaeB). B He6ObIIIOM
MPOLIEHTe CJTyyaeB MOTYT OTMeUaThCsl TeHepaa30BaHHbIe
Paspsiabl M HU3KOAMIUIUTYIHBIE CIIaiiku. Paspsiabl GJIOKM-
pyeTcst OTKPBhITHEM IJ1a3, TaK Kak umMeeT mecTo fixation-off
sensitivity (pednexropHsiit deHomeH 33T, BbI3BaHHBIN
yCTpaHeHMeM 3PUTENbHOM (uKcanyumu, KoTopasi ornpee-
JIIeTCS LIeHTPaIbHbIM 3peHyueM). JIaHHbIi (PeHOMEH yYallie
BCTpevaeTcs npu cuHApoMax [lanarioromynoca u l'acto, HO
MOXeT OTMeYaThbCsl M MPU UAMOMATUUECKUX TeHepaan3o-
BaHHbIX snmiienicusix. B 10 % Bcex ciydyaeB OgHOKpaTHAs
pyTuHHas O3I pas3psAoB He BBISIBIISIET, UTO CYXKUT IT0Ka3a-
HMeM K npoBegeHnto D3I cHa.

MPT rosnoBHOro mo3sra B mpefienax Hopmbl. Ecin y na-
LIMeHTa OTCYTCTBYIOT aTUMIMUHbIE UYePThI CMHAPOMA, TO ITPO-
BemeHue MPT He aBseTCsT 00513aTe/IbHBIM.

CrioHTaHHAasl peMMCCUSI HACTYyIaeT 0ObIUHO Yepes3 He-
CKOJIBKO JIeT ¢ MOMEHT Hauaja snuiiencun (B Bo3pacre
11-13 neT).

Bo3spact 3aBucumas (CMHOHMM — CaMOOTPaHUYMBAIO-
1asicsl) SMUJIETICUS C LeHTPOTeMIOpPaabHbIMU CIIalikamMu
(CMHOHUM — IO6GpOKavYeCcTBEHHAs] STMUJIEIICUS IEeTCTBA C
LIeHTPOTEMIOPAJIbHBIMMI CHaliKaMM WM pONaHANYecKas
SMMJIETICUST)

Bo3pacr-3aBucnmas (cuHoHnm —
CaMOOrpaHNYMBaIOLLASACSA) INUNencus

C LLeHTPOTeMNOPanbHbIMKU CNAlKaMm —
3NUNencus paHHero WKoNbHOro Bo3pacra

C KOPOTKUMM reMmupaLuanbHbIMU NPUCTYNamm,
TUNWYHBIMK pa3pafaMmn Ha I3 U CNOHTAHHOW
pemuccueit B no3fgHeM NOAPOCTKOBOM Bo3pacTe

VimeeT cXomHbIe KIIMHUYECKME U SHIIedanorpapuueckme
YepThl C aTUTIMYHOI JEeTCKOM STMIeTcuein ¢ HeHTPOTEMITO-
paJbHBIMM CIIafiKaMM, SITMIENITMYECKOM SHIledaonaTmein
C MPOAOJIKEHHOM CIaliiK-BOTHOBOW aKTMBHOCTBIO BO CHE U
cunapomom Jlanpay-Knedbdnepa. Bece atu cuHApPOMBI MO-

1



www.epipress.ru

12

I'yT pacCMaTPUBATBHCS KaK CIIEKTP COCTOSTHUIA, I BO3MOXEH
repexoy MalyeHTa 13 OJHOr0 CMHAPOMA B IPYTOii TI0 Mepe
TeueHust 6OIe3HM.

Tum HacaegoBaHUSI CYUTAETCS CJIOKHBIM (MYIbTU(aK-
TopHbIM). O6a Mmojia CTpagarT OAMHAKOBO 4YacTo. Y cub-
COB MOTYT OTMEYAThCSI CXOMHbIE Pa3psiabl 6e3 MPUCTYIIOB
(ayTOCOMHO-TOMMHAHTHbIV TUTT HAC/IeJOBAHUS Pa3PsIOB).
B 10% Bcex ciyyaeB y pOIOCTBEHHMKOB MOXXET OTMeuaThbCst
anuiterncus (Yale He JeTckasl SMWIETICHs C LIEHTPOTEMIIO-
paJIbHBIMMU CITaliKamu).

[TepuHaTaNbHBIV aHAMHE3 He OTSITOIIeH. BO3MOXHBI
(ebpuibHBIE cymoporu B aHaMHe3e (B 5-15% Bcex ciyya-
eB). B oueHb HEOOMBIIOM MPOLIEHTE CTyYaeB ITPOUCKXOAUT
3BoOIIOLMS U3 cuHApoMa [TaHaloTromynoca.

Hauaso npuctymnos B Bo3pacTe OT 3 7o 14 1eT (¢ IMKOM
4yacToThl B 9-10 neT). [IpucTyn 3akiaoyaeTcsl B KIOHUYe-
CKUX COKpAIEeHMSIX TTOJIOBUHBI INIIA (TyObl, SI3bIKA, IIEKN)
Y IMEEeT JIOOHO-TeMEHHO-O0TIePKYJIIPHOE MTPOUCXOKIEHME.
OTMeuarnTCs TPYAHOCTY apTUKYISINUY (adasus), KeBaHUs
U IJIOTaHMS, @ TaKKe runepcanupanus. [IpucTymsr KOpoT-
Kue (MeHee 5 MUHYT), peakue (6ONBIIMHCTBO MAIMeHTOB
uMerT MeHee 10 PUCTYIIOB 3a BCIO MCTOPUIO 6OIE3HN),
MHOTA ObIBAe€T HECKOJIBKO MPUCTYIIOB B TeUeHMe IHeii
WM Hefenb C MOCAeAYIIUM OGOJMbIINM MEXITPUCTYTI-
HBIM MHTEPBAJIOM B HECKOIBKO MecsiieB. [IpucTyn MoxeT
3BOJIIOIMOHMPOBATH B UICUIATEPAJIbHBIN KIOHUUECKUIA
B PYKe, UIICUJIaTePa/IbHbIV TeMUKIOHUYECKWIi VTN B 61 -
JlaTepalbHbIiI TOHMKO-KJIOHNYeCcKuii. BosmoskeH mapes
Topnna.

Hesponoruueckuii ctatyc HopMmasneH. Pa3suTtue 1 Kor-
HUTUBHBbIE QYHKIMM HE CTPAJAIOT IO Hauaia SIUJIETICUMN.
Bo BpeMsI ee aKTMBHOTO TEUEHUS MOXKET 0OHAPYKMBATbCSI
MTOBeJIeHUECKMIi 1 KOTHUTUBHBIN AeUINT, 0COGEHHO B pe-
yeBoii cepe. Ecmu meduuT MMeeT cepbe3HbIil XapakTep,
Heob6xomyMma 3amnuch DT cHa. JIebUIIAT CTAHOBUTCS MEHb-
111e, KOT/Ia MPUCTYTIbI TTPOXOISIT.

MesknpuctymnHast 991 — HopMasabHast 6M03IeKTpUYecKast
aKTMBHOCTb C COXpPaHEHMEeM apXUTeKTypbl CHa. Bricokoam-
TTUTYJHbIE LIeHTPOTEeMITOpaIbHbIe CIAMKM UM KOMIUIEK-
CbI OCTpasi-Me/JieHHAasl BOJIHA, aKTUMBYUpPYeMble BO BpeMs
IPeMOTHI 1 cHa. MOTYT 6bITh KaK YHU-, TaK U 6uyiaTepaib-
HBIMM, MOTYT (DMKCMPOBATbHCS ¥ BHE LIEHTPOTEMITOPAJIbHOI
00671aCTV — B TEMEHHOI1, 3aThIJIOUHOI 11 TO6HOI Jose. ViMeroT
TUIMYHYI0 MOPQOIOTUIO C MAKCUMAIbHBIM HEraTMBHBIM
KOMITOHEHTOM B II€HTPOTEeMITOpaabHO obmacty (C3/C4 u
T3/T4) u MakCMMaabHbIM MO3UTUBHBIM KOMIIOHEHTOM B
JIOOHBIX OTBemeHUsX. Ein uMeeT MecTo cToiikoe oKaib-
HOe 3aMe/JieHre 6e3 IeHTPOTEMIIOPATbHBIX CITAKOB VIIK
nubdysHoe 3aMenieHne, HeOOXOAMMO AyMaTh O APYTUX
SMWJIETITUYECKUX CUHIPOMAX.

MPT ronoBHOro Mo3ra HopMaJjibHa Uy MUMelOTCs Heclie-
I_U/I(I)I/I‘-IECKI/IQ usMeHeHnus1. Ecinu OTCYTCTBYIOT aTUIIMYHbIE
KIMHUYeCcKre 1 sHiedanorpaduueckme yeprtol, TO IPOBe-
nenyve MPT He gBisieTcs 06s13aTeIbHBIM.

ITpucTymbl 06BIYHO MPOXOAAT K 13 romam, nspeaka K
18 rogam. JleTckasi 3aTblJIOUHASI STUIETICUS CO 3PUTETbHbBI-
MM CUMIITOMaMu (paHee — AeTCKasl 3aTbUIOYHAsI STTUIeTICHUSI
tun l'acro).

IleTckast 3aTbUTOYHAS 3MTWJIETICUS TUII [acTo — caMoor-
PaHMYMBAIOIIASICS AeTCKAsl AMUIETICUS C Ha4aJoM B JeT-
CKOM BO3pacTe C XOPOII0 KOHTPOJIUPYEMbIMMU ITPUCTYIIAMU
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U peMuccHeli, HacTynallleil yepes 2—4 roga mocje Havaaa
MIPUCTYTIOB.

Tun HacrenoBaHMS He M3BeCTeH (IpelmoJsiaraeTcs
CJIOKHBIV/TIONUTeHHbIN). [IpyMepHO B TpeTU BCeX CydaeB
MMeeTCsT OTSITOIeHHOCTh M0 (e6pUIbHBIM CyIOpOTraM U
SMUJIETICUN, @ TAKKE COOOIIAETCS O MUTPEHY Y POACTBEH-
HUKOB (9-16%). O6a mosna cTpaaloT OLMHAKOBO YacTo.

ITpucTymbl HAUMHAIOTCS B BO3pacTe OT 15 mMecsies 10
19 net ¢ nukom B 8—9 jieT. XapaKTepHbI yacThbie (hOKaJIbHbIE
CEeHCOPHbBIE 3PUTETbHbIE TIPUCTYIIbI, C OBICTPHIM HAYAIOM,
KOpOTKMe (Yalie HeCKOJIbKO CEKYH/I, Y OObIeii YacTu [0
TpexX MUHYT, PeJIKO — MPOAO/DKUTETbHOCTHIO 10 20 MUHYT).
3puTenbHble (eHOMEHBI MPENCTaBISIIOT 060l pa3HOIL-
BEeTHbIe MaJIEHbKME KPYTHM, BOSHMKAOIIME Ha Tiepudepun
3peHNs U IBUTAIOIMECS] TOPU30HTAIbHO, TIOCTETIEHHO yBe-
JIMUMBASICh B pa3Mepax, UTO MOKET COMPOBOXKIATHCS TTOBO-
pPOTOM I71a3 MU TOJIOBBI B UIICUIATEPATbHYIO POKYCY CTO-
poHy. MOryT oTMe4aTbCs Apyrue IPUCTYITHbIE CYMIITOMBI
CO CTOPOHBI 3aThIJIOUHO [TO/IM, BKIIIOYAsl CJIETIOTY, CJIOXK-
Hble 3pUTeIbHble TALTIOUMHAIMN, 3pDUTEbHbIE UUTIO3UU
(HampMMep, WTIO3UST IBVSKEHMsI TIa3HbIX sI6/10K), 60Jb B
op6uTabHOI 06IaCTH!.

IlepuHaTa/IbHBI aHaAMHE3 He OTArolleH. HeBponornye-
CKUI CTaTyC HOpMasieH. Pa3BuTye pebeHKa 1 ero KOTHUTUB-
Hble QYHKUIMM He CTPAAAIoT, TUIIb Y HEKOTOPBIX MaleH-
TOB ONMCAHO HE3HAUUTETbHOE HapylIeHe KOTHUTUBHBIX
byHKUIMI.

3T — Ha MeXIPUCTYITHOM DIT'y GOJIBIIMHCTBA MaLVeH-
TOB Ha ()OHE HOPMAaJIbHOJ 6103IEKTPUUECKOI aKTUBHOCTY
OTMEYaIOTCsI CIaiiKy MM KOMILIEKCHI CITaiiK-MeAjieHHas
BOJTHA B 3aThIJIOUHBIX OTBeeHUSIX. IHOTIA TOI0OHBIE U3-
MeHEeHMSI OTIpeJleNISIIOTCST TOJIbKO BO CHe. XapakTepHa ¢o-
TOYYBCTBUTEJIBHOCTB 110 TUIly «fixation-off» — B 20-90 %,
doToceHCcUTUBHOCTD — B 15%. B 20 % Bcex ciaydyaeB MMeeT
MeCTO COYeTaHMe CIalK-BOJIHOBOV aKTUMBHOCTHU C LIEHTPO-
TeMIIOPAJIbHBIMM CHalikaMM UM TeHepaaM30BaHHBIMU
CIalik-BOMHOBBIMU paspspamu. Ha D3I B Hayase npucry-
Ia OTMEYaeTCsl YMeHbIIIeHe OObIYHOI CIaiiK-BOJTHOBOI
AKTVBHOCTM C TIOCJIEAYIOIIMM BHE3AITHBIM Pa3BUTUEM ObI-
CTPBIX PUTMOB HU3KOI aMIUTUTYIbl B 3aThJIOYHBIX OTBE-
neHusix. B To ke BpeMsi BO3MOXKHO U Hajiuuue MefjieHHOM
CI1aiiK-BOJIHOBOV aKTMBHOCTY B MOMEHT KJIOHMIA IJIa3HbIX
SI6JIOK MJIM TIPUCTYIIHOI cjienoThl. MPT rojoBHOro Mosra
HOpMaJibHa. PemMuccus 1o mpucTynam Hactymaet y 50-60%
MalyeHToB yepe3 2—4 roja ¢ MOMEHTA Havasa SIIEeTICUMN.

InunenTUyeckue CMHAPOMBI AETCKOro BO3PaCTa,
reHepanu3oBaHHble (KNMHUYECKAs KapTUHA)

DebpubHbIe PUCTYTIBI (DIT). PebpuIbHbIE TPUCTYIIbI
wiroc¢ OIT — sammu304b1 SMMIETITUUECKUX TPUCTYIIOB, BO3HU-
KaIoUIMX B MJIaleHYeCKOM MU IeTCKOM BO3pacTe BO BpeMs
JIMXOPAAKM, He CBSI3aHHOI ¢ MHpekumeir. OKono 5% meteit
B 06111eli monynsiuuu uMmerT B aHaMmHe3e OII. Puck TpaH-
chopmanyy OIT B sNMIETICUIO COCTABIISIET 2—5%, TOBTOPSI-
eMocCTb — 10 40%.

ITpu ®II o6HapykeHbI pas3aMyHble TEHHbIE Y XPOMO-
COMHbIe aHOMAaJN, B YaCTHOCTU, MU3MEHEeHMS B XpOMOCOMe
2q23-24. nentuduuyupoBaHo 6osee 20 reHOB, MyTal[1K B
KOTOPBIX IIPUBOIST K BO3HUKHOBEHMIO TPEX TPYIIN reHeTu -



YeCKUX SMUIIETICHIA, Te6ITUPYIoNMX ¢ PI1, KOTOpbie MOTYT
MMeThb KaK JOoOpOKaueCcTBEHHOe, TaK U MPOrpeccupyioliee
TeueHMe C MpucoefMHeHeM 0YaroBoil HeBPOJIOTMUeCKO
CUMIITOMAaTVKM Y MHTE/UIEKTYa/IbHOTO Aeduiura. ®IT Mo-
I'yT HAGII0JaThCs Y OOMIBHBIX C XPOMOCOMHOJ MaTONIOTHUE,
PV HEKOTOPBIX HACIEeICTBEHHBIX HelipoAereHepaTUBHBIX
60J1e3HSIX ¥ MOHOT€HHBIX HACIeICTBEHHbIX CMHAPOMaX. 1x
ctenyet nvddepeHIpoBaTh C HelipouHMeKIUIMMU (Me-
HMHTUTBI, SHIIEDATNUTHI), & TAKKE C TSKET0M MUOKIOHMYE-
CKOJi annyiencueri MiaageHuecTBa, mpu Kotopoii @I gonroe
BpeMsl — eIMHCTBeHHbIN Tui I11.

Tunymunble (mpocteie) OIT — 5TO KOPOTKMIA reHepann3o-
BaHHBII IPUCTYTI TPOJOKUTETbHOCTBIO < 15 MUH (B 60J1b-
LIIMHCTBE CJIy4aeB CaMOIIPOM3BOJIIbHO IMTpeKpalarImnics
B TeueHMe 2—3 MMH), He IOBTOPSIIOIINIICS B TeueHue 24 ,
BO3HMKAOILIMI BO BpeMsI STTM30/1a JTIMXOPAJKHA, HE BbI3BAH-
HBIIi OCTPHIM 3a60JIeBaHMEM HEPBHOI CUCTEMBI, y pebeHKa
B BO3pacTe OT 6 MecsLeB [0 5 yieT, 6e3 HeBPOIOTUYECKOTO
nmeduuyTa. OHM 1e6GI0TUPYIOT B BO3pacTe OT 6 Mec 10 5 jeT
(cp. 20 mec), nposiBisitorest I'TKIT; peske (10%) — dbokanb-
HBIMU MOTOPHBIMMU JIT ¢ OCTAaHOBKO¥ aKTUBHOCTU U aBTO-
MaTM3MaMMU U «BUCOUHBIMY CUHKOIIE». VIX TTPOIO/IKATENb-
HOCTb OOBIYHO HE MPEBBIIIAeT 5 MUHYT. PUCK BO3HMKHO-
BeHus npu Hanmuuy OI1 y omHoro n3 pogureneit — 20%,
y 06oux pomuteneit — 55%.

AmunuuHsie (cnoxcHoie) DII XapakTepuUsyloTcsl Caeny-
UMMM TPOSIBJIEHUSIMM: BO3paCT Ie610Ta 10 6 MeC. Win
nociie 5 yieT; okanbHbIe IPOSIBIEHNMS TIPUCTYTIA (BepCHUst
TOJIOBBI, TEMUKJIOHUN), TNOO MPOJO/KUTENTbHBIM TEUEHEM
6omee 15 MuH, 1160 MHOKECTBEHHBIMM MOCTEIOBATETLHO
TOBTOPSIIOIIMMMCS TPUCTYTIAaMU B paMKaxX OJHOTO 3MMU30/1a
JIMXOPaIKU.

ITpu TPOIOJKUTETBHOCTY TIpUCTYIIa 60ee 30 MUH ro-
BOPST 0 GeOPUIbHOM SIIMIENTNYecKoM cratyce. OHU ume-
10T MecTO B aHaMHe3e 30% MalyeHTOB C Pe3MCTeHTHbIMU
bopmamu snmiericuu; TpaHCHOPMUPYIOTCS B CTPYKTYPHYIO
(okanbHYI0 SMWIENCHIO, Yallle B NTaJe0KOPTUKAIbHYIO BU-
counyo (15% Bcex ciayyaes).

OnucaH CMHAPOM MAMONATUUYECKON (reHeTuuecKoit)
reHepaJM30BaHHONM 3MmMIencum «pebpuibHole cyoopozu
nJC», KOTOPBI HacaemyeTCs MO ayTOCOMHO-IOMMWHAH-
THOMY TuUmy (Jiokyc 19q13.1; HaTpueBasi KaHaJIOMaTHs),
U3BECTHBI U [pyrue ero reHeTuvyeckue BapuaHThl. [Ipu
9TOM 3a6oneBaHuy @I BOSHUKAIOT B COUETAHUM C APYTU-
My tunamu JII. Kputepun auarHosa: ne6iT OT 4 Mecs-
11eB A0 9 JieT; yacTble ceMeliHble cJlydau SIUIeNCUn UInu
@I1; Ha/mMuYMe MTPOCTHIX (TUMMYHBIX) DIT; 06UTaTHBI TUIT
MIPUCTYIIOB — YaCThle TeHepaan30BaHHbIe TOHUKO-KIOHM-
YyecKue CyJloporu, BO3SHMKAWIIMe KaK Mpu TeMIepaType,
Tak u 6e3 Hee.

ITokazaHa BO3MOKXHOCTb HaJIWM4MSI P CUHAPOME «de-
O6pUIbHBIE CYyOOPOTH ITIOC» HE TOJMbKO reHepaau30BaHHbIX,
HO ¥ (OKATbHBIX SMUIENTUYECKUX MTPUCTYIIOB, Yalle Mo
TUITY «POJTAHANYECKNX» U «3aTBUIOYHBIX». B CBSI3U € 3TUM
CUHIPOM He SIBJISIETCS «9VCTO TeHepaan30BaHHO» HopMOit
snwiencuy. B HacTosilee BpeMs BBIAENSIOT Clleflyloliye
dbenortumner mpu OI1.

e I KaK 3aBMCMMOE OT BO3pacTa COCTOsIHMe, 6e3 TpaH-
chopmanyu B sarmternicuio (no 90% Bcex cimyuaes OIT).

e lVpuonartuueckast smmiencus ¢ pedbpuabHbBIMU TPUCTY-
mamMu TIIocC.

KnuHnueckas KapTuHa 3ab0N1eBaHmns uan CoCToAHNA
(rpynnbi 3a60NeBaHwii UM COCTOAHMI)

e Tunmunslie @OII, npenmecTByOLINe UAMOMATUYECKOI
reHepanM30BaHHOI SMUIENICUN.

e Tunmnunsle @II, npenecTByOLINe UAMONATUYECKO
(okanbHO SMMIENCUN.

e Artumnuynble @II ¢ TpaHCchOpMaIMEt B CTPYKTYPHYIO Go-
KaJbHYIO SNTWIETNCHUIO.

e OIIl mpu cunppome Jpase (dactole OII ¢ anbTepHUpPYIO-
UMMM T€eMUKOHBYIbCUSIMMU).

e @Il c nocnenyOUMM pa3sBUTHEM TeHETUYECKUX STUIeN -
cuii (MHBIX, YeM CUMHIApPOM [lpaBe): cuHaApoM AHTe/ibMa-
Ha, CMHAPOM MyTauuu B rene PCDH19 u tip.

[Ipu atunuunbix @I BO3MOXKHO Hanuuyue 04aroBbIX
HEBPOJIOTMYECKMUX CUMIITOMOB, 3aJ€P>KKY IICMXOMOTOPHO-
IO Pa3BUTHS, TIPUUEM ITU TIPU3HAKM OOBITHO TOSIBIISIIOTCSI
ee 1o ae6iota ®II. IIpyu BbICOKOI ITIPOAOKUTENbHOCTY OIT
u cTaTyce ®IT BO3MOKHO pa3BUTHE OCTPOIi IlepedpaabHOi
MIIeMUY € rTeMUIIape30M. B aToM ciydae peub UAET O TsKe-
JIOM STmjIenTuyeckom cuaapome — <HHE» Hemiconvulsion-
hemiplegia-epilepsy syndrome: smmierncusi ¢ reMUKOHBYITb-
CUBHBIMY ITPUCTYIIAMU ¥ T€MUITapPe30M, KOTOPBI SIBIISIETCSI
pe3yabTaTOM JIUTeIbHbIX TeMUKOHBYIbCUBHBIX TPUCTYTIOB
(boxanbHbIl 3MMUIENTUYECKMII cTaTyC) HA (poHe rumep-
TepMUH, BBI3BAHHO! B GOJNIBIIMHCTBE CIydyaeB dKCTpale-
pe6bpaNbHBIMY TIPUYMHAMU, Y MIPUBOISIINX K PA3BUTUIO
OTeKa C MICXOIOM B «IlepebpaabHylo reMuaTpoduio». CuH-
npom HHE y neTeli yacTo nmeeT TspKemblil IporHos. Ilocine
nnutenbHbIx OII ¢ McxonoM B reMuIiapes sImiencus pas-
BUBaeTcs B 75% ciy4aeB, 4acTO C TSDKEIBIM TEUEHUEM U
dbapmakope3ncTeHTHOCTHIO (Y 2/3 MAIVIEHTOB).

Inunencus C MMOKNIOHMYECKMMM abcaHcamu
(cuHOHMM - cuHapom TaccuHapwm)

dnuiencusi ¢ MMOKJIOHMYeCKMMY abcaHcamu (IMA) —
uamMoIiaTuIeckas reHepaan3oBaHHas Ghopma MUIencun,
KOTOpasi He SIBJIIeTCS eIMHbIM 3a601eBaHueM. CeMeifHbie
cayyan penku. OmycaHa KanHuKa OMA nipu psige XpoMo-
COMHBIX ¥ MeTabomueckux 3a6oaeBaHmii (CMHAPOM AH-
reJibMaHa, matosnorus 12, 15, 20 xpomocom). Bcem nanyeH-
TaMm ¢ O9MA Heo6XoAMMO MPOBOAUTH YIyblIeHHbIe TeHeTH-
yecKkue UCCaef0BaHMsI: XpPOMOCOMHBI MUKPOMAaTPUUHbIN
aHaIM3, aHeJb HaCcJAeqCTBEeHHbIe SIUTIENICUN.

Juazrnocmuueckue kpumepuu. Ile6iotr DMA ot 1 10 12 teT
(cpemuuit — 7 eT) ¢ MMOKJIOHMYECKMUX abCaHCOB, pexe C
I'TKII (30%) c nocienyoummM npucoeqHeHneM abcaHCcoB;
B 10% cnyuyaeB npepiectByioT DII.

«SIapo KAMHUYECKOV KapTuHbl» DMA — TUINMYHBIE
CJIOKHBIE a6CaHChl C MACCMBHBIM MUOKIOHUYECKUM KOM-
TMIOHEHTOM B MBIIIIAX IJIEYeBOTO I0sICa U PYK, HOCSIIMe
PUTMUYHBIN GUIaTepabHO-CUHXPOHHBIN ¥ CUMMETPUY-
HbII XapakTep. Y GONbIIMHCTBA Mal[ieHTOB OTMEYaloTCs
KOPOTKMeE CepuiiHble KMBKU I'OJI0BOM, CMUHXPOHHO C ToJep-
TMBAHUSIMU IUIeY U PyK. Takke MOTYT BOBJIEKATbCSI MbIIII-
1IbI HOT, MUMMYECKast MyCKy/IaTypa (Ioa60pOIOK 1 I'yObI).
MunoxknoHUM BeK KpajiHe HexapakTepHbl. [Ipy aToM MoxkeT
Ha6JTI0AATHCS JIETKUI HAKJIOH TYJIOBUIIA Y TOJIOBBI BIIEpes,
(mpomynbCcus), OTBeLeHMe U IPUMNIOAHMMaHNe Ij1e4 (TOHU-
YyecKuit KOMITOHEHT). YpOoBeHb CO3HaHMsI B TeueHe abcaHca
HapylleH, MOXeT BapbMpOBaTh OT IIOJTHOTO OTCYTCTBUS pe-
aKUMM 00 YaCTUYHOIO, KOTr[la MalieHT MOXeT OHOCIOX-

13



www.epipress.ru

14

HO OTBeuaTh Ha BOIIPOCHI (TECTUPYETCS C UCIIOIb30BaHNEM
MaTeMaTUYeCKUX MO CIeTOB). [[pUCTYIIbI MOTYT COITPOBO-
SKOAThCSI OCTAHOBKOI IbIXaHMS U YITycKaHueM Moun. [Taiu-
€HT B BEPTUKATbHOM ITOJIOKEHUM 0OBIYHO He IaJjaeT (eCTh
VCKITIOUEHNST). B UacTy cryyaeB MOTYT HAGIOAATHCS aCyM-
MeTpUYHbIe MPOsSBAeHMs. XapaKTepHa BbICOKAs 4acToTa
(BecsSITKM U COTHU B CYTKU) U MPOIODKUTENbHOCTb Cepuii
npuctynos (10-60 c); B 20% ciay4aeB 110 yTpaM BO3HMKaeT
cTaTyc abCaHCOB («IIMK-BOJHOBOI CTYIIOP»), B 50% — abcaH-
cbl coueTatoTcs ¢ ['TKII, 06bI9HO TTPY MPOGYKIEHUH.

VY Mon0BMHBI MALIIEHTOB KOHCTATUPYIOTCS aHu30ped-
JIEKCHSI, aHM30TOHMSI, Jierkasi aTaKCUsl U KOTHUTUBHbBIE pac-
CTPOJCTBA.

Ha 99T ocHOBHast aKTUMBHOCTD (hoHa coxpaHHa. OCHOB-
HOJi I2I-naTTepH — NPOAO/MKEeHHbIE BBICOKOCMHXPOHU3-
pOBaHHbBIE Pa3psiIbl KOMIUIEKCOB MUK U IMOJUIMK-BOJTHA
3 I'u. OmutentudopmMHast aKTUBHOCTb I MUOKJIOHYC JIETKO
IIPOBOLMPYETCS rUIlepBeHTUIIsIIeli. BO3SMOKHBI peruo-
HaJbHbIE ATWIENTV(HOPMHbIE TATTEPHBI B COUETAHUM C Te-
Hepanu3oBaHHbIMMU (15%) u nudby3HasT KOPTUKATbHAS CY-
6atpodus npu HelipoBusyanusaim (20%). B nuarHoctmke
BakHA monurpaduyeckast 3anuch: Buaeo-33I-MOHUTOPUHT
B KOMOMHAIMY C 37eKTpoMuorpadueit. MMOKIOHUM MOTYT
6BITh PEIYIIVIPOBAHHOTO XapaKTepa U PEerMcTPUpPOBATHCS
TOJIBKO C MCITOIb30BaHNEM MUOTpaGmIecKnx 3JIeKTPOIOB,
HaJIO)K€HHBIX Ha JIeJIbTOBUIHBIE MBIIIIIBI, UTO ITOKA3bIBAET
11e71ec006pa3HOCThb H6osiee YacTOro MCII0/Ib30BaAHMS O~
rpaduueckoii 3amnmcu, 0CO6GEHHO TpU aGCaHCHO 3Mu-
JIeTICUN.

Kpumepuu nocmarosku duazHo3a:

e a6CaHChI C PUTMUUYHBIMY OVJIATEPATbHBIMY MUOKJIOHM-

SIMU BbIpaskeHHO MHTEHCUBHOCTHA.

e OuaTepagbHble pUTMUYHBIE CUHXPOHHbBIE CUMMETPUY-

Hble 3-T'11 craiik-BOMIHbI (MTATTEPH TUIIMYHOTO abcaHca).
e MMOKJIOHMYECKME MaTTepHsbl o DMI-KaHamy mpu Io-

nurpadudeckoit AT 3ammcy, HaKIagbIBAIOLIMeCs] Ha

TIOCTENIeHHO HapacTalolllee TOHMUYeCKOoe HallpsbkeHue B

pyKax.

[MpaxkTmuecku y Bcex nauyeHToB ¢ DMA BO3MOXKHO J0-
CTUKEHMe XOpoliero KOHTposis Hap I, HO TOJMBKO Y Tpe-
T — peMuccun. UHBanuau3aius onpenensieTcs 4acToToi
rpuctymoB (oco6eHHo — I'CIT) ¥ BhIPa’KeHHOCTHIO KOTHM -
TUBHBIX HapyIIeHUiA. [Ipo0oixcumensHoCms meveHus Inu-
sencuu: B 60% cirydasix MA HaGTI0Jal0TCSI B CPeIHEM OKOJIO
10 nieT, mocsie yero MpUCTYIIbI UMEIOT TeHIEHIIUIO K CaMO-
OTpaHMYEHMIO (B TEUEHMeE ellle 5 JieT).

Innnencus C MMOKIIOHUKO-aTOHUYECKUMU
npucrynamm (cuippom Jloose)

DNWIencusi ¢ MMOKIOHMKO-aTOHNYEeCKUMU IIPUCTYIIA-
mu (MAD) — uamornaTMueckas reHepaansoBaHHas Gopma
SMIUJIETICUY, He SIBJISETCS] eNVHBIM 3a60/ieBaHMeM, TIpe] -
craBiisieT cob60ii KJIMHMKO-3JIeKTposHIIedanorpaduue-
CKMI CMMIITOMOKOMIIJIEKC, MUMEIOLLINIA, KaK TeHETUYECKYIO
(4aie), Tak ¥ CTPYKTYPHYIO 3THonoruioo. CemeiiHble ciaydyan
3aboneBaHus peaxku. HopmanbHoe pa3BuTHe AeTeil JOMO-
MeHTa Je610Ta IMIPUCTYIIOB ¥ OTYETIMBOE KOTHUTUBHOE CHM-
SKeHMe Tocye ux ne6ioTa commskaT DMA ¢ SIMIenTuYecK-
MU SHLeDaToTaTUSIMMA.
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JuazHocmuueckue kpumepuu.

He6rotupyer MAD - ot 1 o 5 net ¢ ['TKII (75%), BO3-
HUKAIOLIMX B JIlo60e BpeMst cyTok. B 10% ciryuaeB mpepiie-
cTtBYIOT @II. Tunmunsie gass MAD MUOKIOHUYECKME U MU-
OKJIOHMYECKM-aTOHNYEeCKIMe TIPUCTYIIbI ITPUCOEIVHSIIOTCS
06GBIYHO TOJIBKO TTOCTe 3—4 JIET U MPOSIBIISIIOTCSI KOPOTKUMM,
MOJTHMEHOCHBIMM, OOBIYHO aCMHXPOHHBIMU ¥ aPUTMUIHBI-
MU TIOJIepIrUBAHUSIMM B TPOKCUMAJIbHBIX OTeax HOT U PYK.
XapaKkTepHO IOsBIeHNEe MUOKIOHNYECKUX «KUBKOB», IPU
KOTOPBIX Pe6GEHOK COBEPIIAET KOPOTKOE KMBATEJIbHOE ABU-
SKEeHME C JIETKOH TIPOITY/IbCHEeN TYJIOBUINA Y TIPUITOJHUMA -
HMeM Ijed («<aKTUMBHbIe KMBKI»). Hepeiko pUCTYIIbI BO3-
HMKAIOT MHOTOKPATHO B TeUeHMe OLHOV MUHYTBI UK Aaxe
ITOCTOSTHHO, 0COGEHHO — TI0CIe TTPOOYKAEHUS (SITUIENITAYe-
ckuii cratyc). [Ipy MMOKJIOHMSIX B MBIILITIAX HOT BOSHMKAIOT
KacKaJHble TIpUcelaHus C BHE3AITHBIM Ma/ieH/eM Ha KoJie-
HY WM iroguubl. [Ipy aToM co3HaHMe coxpaHHO. Y 60-90%
neTeil HabII0MAI0TCs TUIIMYHbBIE a0CaHChI, a TAK)Ke abCaHChI
C MMOKJIOHMYECKMM KOMIIOHeHTOM. YacToTa a6CaHCOB BbI-
COKasl, C MAKCMMYMOM B YTPEeHHMe Yachl.

YacTo MMeT MeCTO NMPU3HAKM MMPaMUTHON HefoCTa-
TOUHOCTU, KOOPAMHATOPHBIX HAapYLIeHUI, KOTHUTUBHBIX
paccrporicTB. Ha 99T ocHOBHAsi akTMBHOCTb (hOHA COXpaH-
Ha. [aBHbIN I2[-NaTTepH — KOPOTKME TeHepaa30BaHHbIE
pas3psiabl MUK U TOJIUITUK-BOTHOBOI aKTMBHOCTY MHTEPUK-
TaJIbHO ¥ UKTAJbHO. BO3MOXXHO IMOSIBJIEHNE U PETVMOHAJb-
HOJi TIMK-BOJIHOBOV aKTUBHOCTY. MPT B GOJIBIIIMHCTBE CITy-
yaeB — HOpMa.

Iuddepenuyposatb MAD Heo6XOAMMO C CAMOKYIIM-
pYIOILecs MUMOKJIOHUYECKOH aMuIerncueit MiageH4ecTa
(rpeobyiajlaHie MUOKJIOHYCA B BEPXHUX KOHEYHOCTSIX U
PeAKoCTb IPUCTYIIOB Naf,eHNIi; XOpolllasl peakiys Ha MOHO-
Tepanuio MPOU3BOIHBIMMU KMUPHBIX KUUIOT (TIperapaTaMmu
BaJIbITPOEBOJ KUCIOTHI), CTPYKTYPHO (HDOKATbHOI, 06BIYHO
JIOGHOJA, STIMJTETICHEI ¢ TICeBAOTeHePaT30BaHHbIMY TTPU-
crynamu (poKagbHbIE TOHUYECKIME MPUCTYTIbI, aTUITNUHbBIE
abCaHChbl, MMOKJIOHMYECKYE TAPOKCU3MbI, Pe3UCTEHTHOCTh
K Tepanun), cuHgpomamu Ipase, JleHHOKca-I'acTo u rces-
no-JlenHoKca. Bcem maiyeHTam, uMmeromum ¢peHotua MAD,
He0o6XOIMMO TPOBeieHe Pa3BePHYThIX TeHeTUUECKUX VC-
CJleloBaHUIA, a Takke BbicOKopaspetatoieitr MPT. ITpuco-
enyiHeHMe (HOKATbHBIX IPUCTYIIOB 3HAYMTENBHO YXYILIAeT
MPOTHO3. BO3MOKHBI TPYIHOCTU OOYUYeHMsI, CBSI3aHHbIE C
BBICOKOJ1 YaCTOTOM MPUCTYIIOB.

JleTckas abcancHas anunencus (1AJ)

IOAD - upuonatuyeckas (reHeTUUeCKasl) TeHepanan30-
BaHHag snuierncus (MI'D) ¢ monureHHbIM HaclelOBaHMEM,
I1e6I0TOM B IETCKOM BO3pacTe, IPOSIBISIIONIAsCS abcaHcaMu
(OCHOBHOJI BU[I IPUCTYTIOB) U CIielUpUIeCcKUM MaTTePHOM
DOT' — reHepanM30BaHHAas MMK-BOJIHOBAsI aKTMBHOCTD Ya-
crotoii 3I1.

Juazrnocmuueckue kpumepuu. OCHOBHOJ TUII IPUCTYTIOB
rpu JAD — TUIIMUHbBIE CJIOKHBbIE aOCaHChI AeGIOTUPYIOT B
BO3PaCcTHOM MHTepBaje OT 3 10 9 jeT. Pa3inuarmT CJI05KHbIE
abCaHChI C TOHMYECKUM, MYUOKJIOHMYECKIM, aTOHUYECKUM,
BereTaTMBHBIM KOMIIOHEHTaMMU, a TaKKe C aCMMMeTPUYHbI-
MU MIPOSIBJIEHUSIMU U C aBTOMaTuU3MaMu (papuHIoopasib-
HBIMM VIV SKECTOBBIMM). BaskHble XapaKTepUCTUKY abcaH-



coB npu [T1A3: npoBokanus runepsentmwisinuei (y 100%
HeJleUeHHBIX [eTeil), SMOILMOHAIbHBIM HaIpPsSDKeHMeM
(3710CTh, CTpax, yAuBIEeHNe, BOCXHUIIeHe, OTOpUYeHue), UH-
TeJUIeKTyaJIbHbIMM (aKkTopamMu (OTCYTCTBME MHTEpeca,
pacCcessHHOCTb BHMMAaHMS); MPOIOKUTEIBbHOCTD OT 3 10 30
(06bIYHO 5—15 CeKyH[T); YacToTa — AECSITKU ¥ COTHU B CYTKU
(MMKHOIeNnTuYeckoe TeueHue). [IpuUCcTyIbl MOTYT UcUe3aTh
VIV YPEKaThCs TpU QU3UUECKUX Y MHTEJJIEKTYaTbHbIX
Harpyskax. MCTMHHYIO 4acTOTy NMPUCTYIIOB 6e3 BUIeO-
O3I-MOHUTOPUHTA YCTAHOBUTD TPYAHO. [IpucTymbl, Kak
MpaBWJIO, YUYAIIAIOTCS TIOC/TIe MPOOYKAEHUS WK K Beuepy;
CO3HaHMe yTPaunBaeTcs IOTHOCTbIO, ITOC/Ie TPUCTYIIAa — aM-
He3us. Y 10% peteii ¢ IAD B aHaMHe3e OTMeuaeTcs CTaTyC
a6CaHCOB MPOIOJIKUTEIBHOCTBIO OT HECKOJIBKMX YaCOB 10
HECKOJIbKUX CYTOK (MUK-BOMHOBOV cTynop). ['TKIT nosss-
10TCSI Y 1/4 GONbHBIX PEIKMMM MTM30aMMU B ITePUO], TPOOY-
SKAEHMUS ; B OOTBIIMHCTBE CTydyaeB MPUCOEAVHSIOTCS CITYCTSI
1-3 ropa nocie nosiBneHus abcancos. Ha 93T — peructpu-
PYIOTCSI TPOJIOJIKUTEbHbIE BBICOKOCMHXPOHM3MPOBAHHbBIE
MMMK-BOJTHOBBIE KOMILIEKChI 4acTOThl 3 ['1I; OTCYTCTBYIOT
Jlaske MUHMMAaJIbHbIe KOTHUTVBHbBIE HAPYIIeHNUS.
KnuHuvyeckuMu KpUTEPUSIMU UCKTIOUEHUST NMarHo3a
IAD SBASIOTCS: OMHOBPEMEHHOE HAJIMUME B KIIMHUYECKO
KkaptuHe abcancoB u I'TKII; HemosHOe HapylIeHne CO3Ha-
HUSI UM COXPAHHOCTb CO3HAHMS B MOMEHT IPUCTYTIA; BbI-

BJIEKTPOKJII/IHM‘IECKME CHMHAPOMBI JEeTCTBa

paskeHHbIe MUOKJIOHUM BEK, eIMHUYHbBIE WII HEPUTMMUY-
HbI€ MMOKJIOHUM TOJIOBbI, TYJIOBUIIA VIV KOHEUHOCTE BO
BpeMs abcaHca.

Ouddepenumposats JAD He06XOAMMO C APYTUMU
bopmamMu abcaHCHBIX SIMUJIETICHIL: IOHOIIecKast abcaHCHast
SMUJIETICHST, MUOKJIOHYC BeK ¢ abcaHcamu (CMHIAPOM [IKu-
BOHCa), cMHIAPOM TaccuHapu

ITporHo3. IAD OTHOCSIT K BO3PacT-3aBUCUMBIM hopMam
SMWIEIICUY C 6JIarONPUSITHBIM IIPOTHO30M B aOCOIOTHOM
GOMBIIMHCTBE cydaeB. CpeaHsIst TPOIO/KUTETbHOCTD Te-
yeHust abcaHcos rpu [IAD coctaBiseT 6,6 jieT. O6bIYHO a6-
CaHChI MCYe3aloT B Bo3pacte 10-14 seT. Mix ncuesHoBeHMe
He BCerJa 03HauaeT BbI3JLOPOBJIEHME OT AIWIETICUM, B ITy-
6epraTe BO3MOKHO Bo3HMKHOBeHMe I'CIT. B 6% Bcex ciy-
yaeB JIAD abcaHChl COXPaAHSIIOTCS ¥ BO B3pOC/IOM BO3pacTe,
CTAHOBSICh PEIKVMU, UM BO3HMKAsI Ha GOHE MPOBOKALINUA
(HemochInaHKe, MeHCTpyanus). IIpyu ameKkBaTHOM JIeUeHU I
HACTyTaeT ycToitumBasi pemuccus. [lo3gHee Ha3HAYEHME
Tepanuy  HeaZeKBaTHOE JIeYeH)e MOTYT ObITh TPUUMHAMU
TeparneBTUYECKO Pe3UCTEHTHOCTH!.

INeKTPOKIMHUYECKMNE CUHAPOMBI AETCTBA
(Kpome reHeTUyeCKnUX GpOKanbHbIX INUNENcui
W ANunenTuyeckux sHuedanonartui) (rabn. 2)

Tabnuya 2

CuHzpom

KpaTkas KIMHMYEeCKask XapaKTepyucTUKa

JlaGopaTopHas AMardHoCTUKa

Bospacr3aBucumas
(cemeiiHast) HeOHa-
TabHas SMMIeTCHs
(CMHOHMM-J,06pOKa-
4yeCTBEeHHbIe cemeli-
Hble U HeceMeliHble
HeOoHaTalbHbIe
CyIOpOIn)

Hauasio npuctynos ¢ 4-7 [gHs XU3HY, [IPeKpallleHye IPUCTYIIOB Mocie
4-6 mecs1a (yallle K 6 Heflesne) XXM3HM; Y OTAe/IbHBIX MaljieHTOB OHM OCTal0T-
cs1 1 gonbuie. [IpMCTyIbl, Kak MPaBUjo, TeMUKIOHMM, 3aXBaThIBalOLIVe N0
¥ KOHEYHOCTH, MOTYT MEHSTb JJaTepaan3aumio. JIpyrumy cMMITOMamMu MOTYT
6BITh TOHMYECKOE HAIpPsDKeHMe, BOKAIM3aLMsI, BEreTaTVUBHbIE CUMITTOMBI
/WY aBTOMaTU3MBbL. [IpMCTYIIbI KOPOTKME (00 3 MUHYT). Y TPeTHU HalieHTOB
B MOMEHT IIPUCTYIIa — LIMAaHO3 M allHOd. XapaKTepHbI KIacTepbl KOPOTKUX
TIPUCTYIIOB B TeUeHMe YacoB U JHeii. HeBpomorndecknii craTyc HOpMasbHbIA.
Pa3BuTue gerteii He CTpagaeT, y HEKOTOPBIX MALlMeHTOB ITOTOM OTMeYarTCs
TPYOHOCTY O0yUYeHMSI.

Hamn6osnee yacto o6Hapysku-
BaloTCcs myTauums reie KCNQ2,
pexe B rene KCNQ3.

MexnpucrymnHas 99T — mu6o
HopmasibHa (10% ciryyaes),
160 poKanbHbIE ¥ MYTbTU(O-
Ka/bHble u3MeHeHus. [laTTepH
«thetapointualternant» y vactu
nauyenTos. MPT ronosHoro
Mo3ra — Hopma

Bo3spacr-3aBucumas
(cemeitHast) nHpaH-
TWJIbHAS STIUJIETICHS
(CMHOHUM — 106pO-
KaueCTBEHHbIE
ceMejiiHble U Hece-
MeliHbIe CyqOopOTHU
MJIafeH4YeCcTBa)

Hauano npuctynoB B MiiafieHUecKOM Bo3spacte (0T 3 go 20 MecsieB ¢
MMUKOM B 6 MeCsIieB), OHY MOTYT ObITb YACTHIMM ¥ He OYeHb XOPOLIO IO/~
JLAIOTCs1 JIeUeHUIO, HO TIOTOM CIIOHTaHHO IPOXOIST (KaK IIpaBUiIO, B TeUueHue
1 roma c MOMeHTa Havana).

CeMeliHble cydyay MMeEIOT ayTOCOMHO-JOMMHAHTHBIN TUIT HacleqoBa-
Hust. [IpUCTYIIbI HOCSIT GOKANBHBIA XapaKkTep ¢ OCTAHOBKOI AesITeIbHOCTH,
HapylleH)eM 0CO3HaHHOCTY, aBTOMaTMU3MaMy, IOBOPOTOM TOJIOBBI U IVIa3 B
CTOPOHY M KIIOHMYECKUMM COKpaIleHMSIMMN. YacTbl TeMUKIOHUU UJIU DBOJTIO-
LS B GuIaTepasbHbl TOHMKO-KJIOHMYECKUIT IPUCTYIL. [IpUCTYIIBI KOPOTKIUE,
HO yacTbie 5-10 B IeHb, 0cO6eHHO B mepBbie 1-3 mus. [IpucTyIIbI TpeKpa-
LIAI0TCSI, HO uepe3 1-3 Mecsiija MOXKeT ObITh penuauB. HeGosbIoit MporeHT
MalMeHTOB MMEIOT IPUCTYIIBI B Gosiee cTapiieM Bo3pacte. PazBurtue pebeHka
TPy 3TOM He cTpajaeT. HeBposornueckuit craTyc HopMasieH. Y HeKOTOPBIX
nauyeHToB (¢ mytauueii B reHe PRRT2) mokeT B JajibHelilemM pa3BUTHCS
MapoKcu3MasIbHasi KMHe3MOTeHHas JUCKMHe3Ms.

B 90% Bcex ciyyaeB HaxoOsT
MmyTauuio B reve PRRT 2.

Kpome Toro, onucaHbl
myTtauuy B SCN2A, KCNQ2Z n
KCNQ3, SCN2A.

MexnpucrynHas 33I' kak
IIpaBMUJI0 HOpMasbHas1. Onncan
BapMaHT CO CIaiikaMu 1o
cpenHei IMHUM B Me/IJIEHHOM
CHe.

MPT ronoBHOro mosra —
HOpMa.

CITeKTp reHeTnye-
CKOM 3nuJIencumn

¢ he6puIbHBIMMU
CYyIOPOTaMMILTIOC,
BKIIIOYast he6puiib-
HbI€ CYIOPOTH III0C

OTIMYAIOTCS APYT OT ApyTa HaM4YMeM ceMeifHOro anaMmHesa. Tuit Hacieno-
BaHMS ITPU SMIUJICTICUN ayTOCOMHO-L[OMMHaHTHbIVI C HeITo/JTHOM TIeHeHTpaH-
THOCTbI0, BO3MOXKEH CIOKHbBIN TUIT HaC/IeOBAHMSI.

DTU CUHAPOMBI 0OBIYHO HAUMHAIOTCS C (eOPUIbHBIX CYJOPOT B BO3pacTe
OT 6 Mec. 10 6 jieT. DeGPMIbHBIX CYJOpPOT GbIBAET HECKOJIBKO, i OHU MOTYT
pa3BuBaThCs U nocie 6 naet. K my6epraTHOMY BO3pacTy, Kak IpaBuiIo, po-
XopAsT. MOTyT BCTpeuaThesi abeOpuiibHbIe CyqopOry Kak GpoKaibHbIe, TaK U
TeHepa/JIM30BaHHbI€ — TOHMKO-KJIIOHMYECKNe, aTOHUYeCKMe, MIMOK/IOHNYe-
CKIMe, MUOKJIIOHMKO-aTOHNYEeCcKMe iy abcaHcbl. HeBposornueckuit cTaTyc,
KaK MpaBWJIo, HOPMAJIeH,  pa3BUTHe JeTeil He CTpaaer.

C oT0i1 3nmmiencue’i acCoum-
poBaHbI MyTaluu B reHax: SCN
1A, SCN 1B, GABRG 2 v PCDH 19.

MesknipucrymHas 93T 6o
HOpMaJibHas, 1160 OTMevaeTcst
reHepaan30BaHHas ClaiiK-BOJI-
HOBAasI aKTUBHOCTb.

MPT rosoBHOro Mo3sra — Hopma

KnuHnueckas KapTuHa 3ab0N1eBaHmns uan CoCToAHNA
(rpynnbi 3a60NeBaHwii UM COCTOAHMI)
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OkonuaHue mabn. 2

CuHapom

KpaTkast KIMHMYecKasi XapaKTepucTuKa

JlaGopaTopHas AMardHoCcTuKa

dnuiencus

C MMOKJIOHME BEK
(paHee CMHIPOM
II>xuBOHCa)

CJ/I03KHBIV/TIONIUTeHHbBIN TUIT Hac/iegoBaHMs. YacTasi ceMeliHast OTSTOIeH-
HOCTb 110 snmserncum (B 40-80% Bcex ciaydaes).

Hauaso mpuctymioB B Bo3pacTe oT 2 1o 14 neT (muk 6-8 neT). Yamie BcTpe-
yaeTcs y geBouex (2:1).

[TpucTynsl B BMAe KOPOTKMX, TIOBTOPHBIX, YACTO PUTMUYHBIX MUOKIOHUI
BeK C OHOBPEeMEHHBIM MOJBeAeHNeM I/1a3 BBePX U 3alIPOKMAbIBAHNEM
roJIoBbl Hasah. IIpucTynbl KOpoTKMe (MeHee 6 CeKyHJ), 4yacTble (MHOI'O
pa3 B leHb) U hapMaKope3uCTHEeHTHbIe. MMOK/IOHUY BeK ITPOBOLMUPYIOTCS
3aKpbITMEM I71a3. Bce mauueHTbl GOTOCEHCUTUBHBI, Y MPUCTYIIBI YACTO
MIPOBOLMPYIOTCS, HAIPMMeP, KOTAa MalXeHThbl BLIXOAAT U3 OTHOCUTEIbHON
TEeMHOTBI Ha IpKuii cseT. IIpuMepHo B 20% ciiydaeB OTMeYaeTCsl CTaTyC
MMOKJIOHUI BeK C Herpy6bIM HapylleHMeM OCO3HAaHHOCTY UM OTBETHBIX
peakuuii. MMOKOIOHNUM BE€K MOTYT GbITh Ha JOHE COXPAHHOI 0CO3HAHHOCTY
VI C ee HapyLIeHMeM, MOTYT acCOLMMPOBAThCs ¢ abcaHcamu. Ecim abeaHc ¢
MMOKJIOHME BEK Pa3BMBaAETCsl, TO HapyllleHe 0CO3HAaHHOCTH, KaK IIpaBuiIo,
HeII0THOe.

B 10% moryT orMeuaThbcsi hebpuIbHbIe IPUCTYIIBI, PEAKO U IIPEeUMYIle-
CTBEHHO y B3POCJIBIX — FreHepaln30BaHHble TOHMKO-KIOHNYECKIe TIPUCTYIIbI
(4acTo He CIIOHTaHHbIe, a CIIPOBOLMPOBAHHbIE JeNpyuBalyeil CHa, IP1eMOM
aJIKOroyst My GOTOCTUMYJISILIVEI]).

HeBponornveckuii craTyc HopMmasieH. PasButue geteit u X KOTHUTUBHbIE
(byHKUMM, KaK IPaBUJIO, He CTPAZAIOT, HO ONMCAHbI OTHe/IbHbIe MalVIeHThI C
TMOrpaHMYHBIM MHTE/VIEKTOM, a TaK)Ke C yMCTBEHHOﬁ OTCTaJIOCThIO.

IMpucrynHas 33I': reHepanu-
30BaHHAasl aKTUBHOCTD CITalK-
ronucnank-MejaeHHasl BOJHA
BBICOKOJ aMILIUTYbI C YaCTOTOMN
3-6Tu.

KnyHnveckue co6bITHS
¥ paspsapl Ha D3I mpekpa-
IAI0TCS B [TOJTHOV TeMHOTe.
MexnpucrynHas 331" — KopoTkue
BCIIBIIIKY OBICTPBIX (3-6 T'ir)
reHepasa30BaHHBIX KOMIIJIEKCOB
TOJIYCIIafK-MeJIeHHAs BOJIHA.

3akpeITHe a3 1 GoTOCTUMY-
JISILYS TIPOBOLVIPYIOT Pa3psifbl U
YacTO BbI3bIBAIOT MMUOKIOHMM BEK
c abcancom miu 6e3 Hero. Paspsiz
B OTBET Ha (HOTOCTUMYIISILIUIO 10
Mepe B3POC/TIeHMsI CTAaHOBUTCS
MeHblIe. Bo cHe paspsgoB
CTaHOBUTCSI MeHbIIIe, ¥ OHU
(parmeHTHMpPOBaHbI.

MPT ronoBHoOro Mmosra — HopMa

JHuedanonaTuu pa3BUTUA U INUAENTUYECKME
3Huedanonatmun

dnuaenTuyeckas: sHedasonaTus — COCTOSTHNE, TPU
KOTOPOM 3MuaenTuGopMHas aKTUBHOCTh Ha 3JIEKTPO-
SHIedasorpaMMe BHOCUT CBOJi BKJIaJ, B KOTHUTUBHbBIE U
MoBeleHUecKe HapyineHus. [Ipy 9ToM 17106aabHbIi WK
136MpaTeNbHbIi JedeKTbl MOI'YT HAPACTATh CO BPEMEHEM.
Mo TsKeCTH MPOSIBIEHM SIIMIENITUYecKe sHiedaaona-
TUY TIPEJCTABSIOT CO60J CIIEKTP COCTOSTHMIT M MOTYT Ha-
6I0aThCsI TPY JII0601 SMMIencum u B I060M BO3pacre,
HO yallle OHU 1eGI0TUPYIOT B eTCKOM Bo3pacte. CMHAPO-
MBI, OTHOCAIIMECd K SIIUJIEIITUYECKNM SHHE(I)EUIOHETVIHM,
MOTYT OBITh KaK T€HEeTUYEeCKMMM (MOHOTEHHbIE CIydau
cuHApOMa MHMAHTUIBHBIX CIA3MOB, CMHAPOM [IpaBe u
IIp.), TaK ¥ IPUOOpEeTEeHHBIMM (HATIPUMED, TOT 5Ke CUHAPOM
Becra, HO B pe3yJbTaTe I'MIIOKCUYECKM-UIIEMUYECKOI
SHIledasoNaTUMX HOBOPOXKAEHHBIX). MHOTME STIMUJIEIITH -
yeckye dHIedanonaTuu compoBOKIAIOTCS «MaCCUBHO»
amienTUdOPMHON aKTUBHOCTHIO Ha I3, U yMeHbllIeHNe
9TOV aKTUBHOCTY MOXXET MPUBECTU K YIYUIIEHUIO pa3-
BUTUSA pebeHka. [Ton «MaCcCUBHO» aMMIenTU(MOPMHOI
aKTUMBHOCTBIO IOJpa3yMeBaeTCsl HajauuyMe 4acThIX 3MU-
NnenTrudOPMHBIX Pa3psiloB. XapakTep MeXKIIPUCTYITHOM
aKTMBHOCTYM 3aBMCHUT OT BO3pacTa mamueHTa. Ha mep-
BOM~—BTOPOM T'OLy KM3HM — 9T0 O3T maTTepHbI «BCIIbIII-
KU-TIOA,ABJIEHUSI», KJTAaCCUUECKOI M MOAUQPUIIMPOBAHHOI
TUTICAPUTMUM, MYIbTUDOKATBHOI aKTUBHOCTHU. T103Ke
9TO MOKET ObITh TPOJO/IKEHHAs CITaiK-BOJTHOBASI aKTWUB-
HOCTh CHA (CMHOHUM 3JIEKTPUUYECKUI STWIENITUYECKUIA
CTaTyC CHA) WM MeJJIEHHbIE CIaiiK-BOTHOBBIE Pa3PSIbl
604 pPCTBOBAHMS, aKTUBUPYIOLIMECS BO BpeMsI CHA U BO CHe
6osibille, UeM B GOIPCTBOBAHMM, MMEIOIINE TeHIEHIINIO
K 6uyiaTepaabHOl CMHXPOHU3AINY, CBOMICTBEHHbIE CUH-
npomy JlenHokca—-T'acto. MaccuBHas snmientudopMHast
aKTUBHOCTb OTMEYAETCSI HEe Y BCEX Mal[MeHTOB C 3TMJIeI -
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TUYECKUMU SHIedanmonaTusiMu (MOXKET TOSIBJISITbCS 10
Mepe MporpeccMpoBaHys 60JIe3HY, HATIpUMep, TP CUH-
npoMme JIpase).

Kak mpaBwmio, snuaenTuyeckue sHIedaaonaTumu co-
MPOBOKIAIOTCSI HapylleHeM MHTeIIeKTyaJbHOTO pas3-
BUTHUSI, Pa3BUTHEM UYePT ayTMU3Ma, HETaTUBHO BJIMSIIOT Ha
IBUTaTeNbHbIEe GYHKIVY peGeHKa, M MaJIO UYBCTBUTETbHBI
K 0OBIYHO MPUMEHSIEMBIM MTPOTUBOITMIEITUYECKUMMU TTpe-
rnmapaTtam.

K xnaccuueckum snmaernTUIeCKUM SHL[eCl)aJIOHaTI/IHM
OTHOCSIT CJ/IeAyIoliye:

e Cunapom OTtaxapa.

e 3Jyi0KavyeCcTBeHHasl SMWJIEICUs eTCTBA C MUTPUPYIOLIN-

MU TTapIaIbHBIMU CyIOPOraMM.

PaHHSS MMOKIOHMYECKas! SHIIedaronaTus.

Cungpom Becra.

Cunapom JlenHokca — l'acto.

Cunnapom Ioose.

Cungpowm Jlannay — Kiiedduepa.

CHMHAPOMBI € MPOAOJIKEHHOM CITaliK-BOTHOBO aKTUBHO-

CTBIO BO CHe (Kpome cuHApoma Jlangay — KinedbdHepa).

e MMOKIOHMYECKUIT CTATYC HEITPOTPeCCUPYIOIIVX SHIle-
damomnarmii.

TepmMuH «DHIedaNONaTUS Pa3BUTUSI U STTUJIETITUYE-
ckas (cokpair. DDE) BO3HUK 13 MOHMMaHMS TOro ¢axra,
YTO He TOJIbKO 3MWJIEICHSI BbI3bIBAeT HApyIIeHUs] Pa3Bu-
TUS U PACCTPOICTBA ayTUCTUYECKOTO CIIEeKTPa, HO U My-
Tauus cama 1o ce6e (TIpy MOHOTeHHBIX SHIledanonaTusx,
a OHM YacCTO SIBJISIIOTCS] MX IPUUYMHOI) 00YCIOBIMBAET 9TU
HapyleHus.

Huske nmpuBemeHa KpaTkasi KIMHMUUECKAs] XapaKTepu-
CTUKA KJIACCUYECKUX SMWIENTUYECKUX dHIedaTonaTuia
(Tabs. 3). B Hacrosmmuit momeHT ILAE oO6beauHSIET CUH-
npom OTaxapa ¥ paHHIOI0 MMOKJIOHMYECKYIO SMUJIETICUIO B
061V STMIENTUYECKN CMHIPOM — PaHHIO0 MH(DaHTUIIb-
HYI0 3H1IehaIonaTHIO PA3BUTUS U STTMIETITUIECKYIO.



Tabnuya 3

Knuanueckasn XapaKTepucTuKa SnnIennTuIeCKnux 3Huecbanor[a'rm‘/'[

CuHapom

KpaTKaﬂ KIIMHNYeCKas XapakTepucTuKa

Cunpgpom OTaxapa

CUHOHUM — paHHSIS MHOAHTUIbHAS STWIeNITUYeCKast SHIedaaonaTus — CMHAPOM C 4acThiMu ped-
pakTepHBIMM TPUCTYIIAMU U TSDKEJION paHHel sHiledaonaTei, KoTopasi IPUBOIUT K COKPAIEHNIO
MPOAODKUTEIbHOCTM JKU3HU U 3a[iepsKKe PasBUTHS. [JJOMUHUPYIOT TOHUYECKME TTPUCTYIIbI; MUOKIOHM-
yecKue MPUCTYIIbl peaku. Havuaio B mepBbie Mecsiibl ku3uu (1-3 mec). [lepMHaTasbHbI aHAMHe3 He
oTsiroleH. HeBposornvyeckuit CTaTyc COOTBETCTBYET ITMONOTMY CUHAPOMA, U 3aiepskKKa PasBUTHSI MOXKET
Mpe/IIecTBOBaTh MPUCTYIIaM. XapakTepHa Tsbkesiasi CTeleHb IICMXOMOTOPHOTO OTCTaBaHMsI C Perpeccom
pasBuTHs Wi 6e3 Hero.

Bo3MoskHA 9BOMTIOLMST B CMHAPOMBI Becta miu JlenHokca — lacro.

Mo sTMoMorMM CUHAPOM IepeceKkaeTcsl ¢ paHHEe MUOKIOHMYECKOi sHIledanonaTueii, 1 OH MOXET
OBITh BbI3BAH CTPYKTYPHBIM ITOBPEXKIEHNEM MO3ra, UMETh MOHOTE€HHbIE TTPUUYMHBI (MyTal[MM B T€HAX
STXBP1, SLC25A22, CDKL5, ARX, SPTAN1, PCDH19, KCNQ2, SCN2A v ip.), a TaK)kKe MeTab0oInU€eCKyI0
3TUOJIOTUIO (MUTOXOHIpUAIbHbIe 60/I€3HY, HEKETOHNYECKast TUITePIINIITHEMISI, PACCTPOIiCTBA OOMeHa
MUPUIOKCUHA/TIMPUI0KcaIb-5 docdarta u ap.)

dnuierncusi MaaeHIecTBa ¢
MUTPUPYIOIIMMM HOKATBHBIMMU
cymoporamyu (CMHOHUM —
3/I0KaueCTBEHHAsT ATUJIETICHS
JIeTCTBA C MUTPUPYIOLIVMU
MapuyaJIbHbIMM CYIOPOTaMu)

CuHIpPOM ¢ pedpaKkTepHbIMM MPUCTYIIAMM C HAYAJIOM B TI€PBbIi T'OfL )KM3HM pebeHKa U ¢ accoly-
MPOBAHHOM C HMMM TsKeNoi sHiedanomnaTmeir. @okaabHbIe MIPUCTYIThl BO3HUKAIOT HE3aBUCKUMO B
060MX TOTYIIAPUSIX TOJIOBHOTO MO3Ta, OHM MOTYT MUTPUPOBATh 13 OAHOI 06JIACTM B APYTYIO CIydaii-
HbIM 06pa3oM. [IpUCTYIIbI YaCTO JJIMTENbHbIE C ATMM304aMM CTaTycoB. [[pOrHO3 HEGIArOMPUSITHBIN — C
YMeHbIIIeHMEeM MPOAOKUTEIbHOCTY JKU3HU U TSDKeTbIM HeBPOIOornuecKuM aeduuntom. bomee msirkoe
TeyeHMe OIMMCAHO Y OTJeTbHbBIX MAI[IeHTOB.

MosxkeT BbI3BaThcsl MyTauusimu B reHax KCNT 1, SCN 1A, SCN 2A, PLCB 1, TBC 1D24 v CHDZ2, HO B
GOJBIIMHCTBE CJTyYaeB TUOJIOTHUSI OCTAETCSI HEM3BECTHOA.

PaHHSIT MUOK/IOHMYeCKast
sHLedanonaTus

CuHIpPOM € yacTbIMM pedpakTepHbIMM IIPUCTYIIAMU U TSDKeNION paHHel sHLedaonarueit, KoTopast
MIPUBOJUT K COKPAIeHUIO MPOJO/KUTEIbHOCTY KU3HY U 3a/lep>kKKe pa3BUTHS. JOMMHMPYIOT MUOKJIOHUM
(B aToM oTaIMuMe OT cuHApoma OTaxapa). Hauano mpucTynoB B IiepBble JBa Mecsiia ku3Hu (6onee, yem B
MoIoBMHe Bcex caydaeB o 10 mus xkn3uu). [leprHaTaibHbIN aHAMHe3 He OTSroleH. 3aiepykka pa3BUTHSI
MOXXeT OTMeYaTbCsl Kak 0 Havyasia IPUCTYIIOB, TaK U MOSIBISTHCS IOTOM. B 11e/10M XapakTepHa TsoKenast
CTeIeHb IICUXOMOTOPHOTO OTCTABAHMSI C PETPeCcCOM Pa3BUTHUS Wi 6e3 Hero.

dtuonorus — cM. cuHgpom Otaxapa. I3 MOHOTeHHbIX IPUYMH — MyTauuu B ErbB4.

CuHIpoM MHAHTUIBHBIX
Cra3MoB (paHee CMHAPOM
Becra)

It cuHOpoMa XapaKTepHO pa3BUTHMeE SMIIENITUYECKMX CIIa3MOB, yallle BCero B IePBbIii rof, JKU3HU
peberka. O6bIYHO TIPUCTYIIBI COTIPOBOXKAAIOTCS ITI00ATBHOIM 3aI€PsKKOI Pa3BUTHSI C pErpeccoM mim 6e3
Hero. Cria3Mbl HAYMHAIOTCST B Bo3pacTe OT 3 1o 12 mMec, nHOrma u rmosxe. MitajeHerr 10 Havaaa Cria3MoB
MOXeT ObITh 3[JOPOB MY MMETb HEBPOJOTMUECKuit JedUIINT, 06YCIOBIEHHDbIN CTPYKTYPHBIM MTOBpe-
SKIEeHNeM roJoBHOro Mo3ra. CMHAPOM MOXKET 3BOJIOIMOHMPOBATh U3 cuHApoma OTaxapa Wiu APyrux
(mpeumyIecTBEHHO (DOKATbHBIX) STIWIETICUI C PAHHUM HayaJIoM (TUIIMYHBIE IJis cMHApoMa Becra k-
Huueckye u I3 XxapaKTepucTHKa Pa3BUBAIOTCS MOCIe 3—4 Mecsiia sku3Hu). HeckonbKo valie pa3BUBaeTCst
y ManbunkoB. Kak rpaBusio, mobanbHast 3afepskka pasBUTHSI C PerpeccoM uin 6e3 Hero OTMevaeTcst ¢
HavyaJIOM STMWIENITUYECKUX CI1a3MOB. V3peika BCTPEUaIOTCS MalieHThl C HOPMaTbHbIM Pa3BUTUEM.

DTHONIOTUSI Pa3HOOOPAa3Ha: CTPYKTYPHbIe M3MEHEHUSI MO3Ta Ipe- U MePUHATATbHOTO MTPOUCXOXK-
IeHus (TUMOKCUYECKM-UIIeMuYecKast SHIedanonaTus, MHCYAbThI, MHbeKINM). YacToii mpuunHoit
SIBJISIIOTCSI TyGEepPO3HbIN CKIepo3, cuHAPOM Alikapau u auccaHiedanus. Heo6xoaumMo MCKIIOYATD
XPOMOCOMHbIe aHOMaIuu — cuHapoM JlayHa u Musnnepa — [IMkkepa, MOHOT€HHbIe TPUUYMHBI (MyTalUuK
B reHax ARX, CDKL5, SPTAN1, STXBP1 u ip.), a Takke BpOkAeHHbIe nedeKkTbl MeTabonn3ma.

Cunpgpom JlenHokca — 'acto

CMHZIpOM XapaKTepu3yeTcs HaayyieM HeCKOIbKIUX TUIIOB IIPUCTYIIOB (Haubosee XapakTepHbI TOHM-
YyecKye [IPUCTYIIBI BO CHe, TAKKe OTMEYAIOTCSI aTUITMYHbIe a6CAHChI M aTOHMYECKye IPUCTYIIBI), KOTHU-
TUBHBIMM 1 TIOBEIEHYECKMMM HapylieHusMu 1 qubdy3HO MeIeHHO CrIaiiK-BOTHOBOI aKTUBHOCTHIO
¢ mpo6eramu 6bICTPOIt aKTUBHOCTM Ha DT

Hauvasno npuctynos B Bo3pacte ot 1 1o 7 net (muk 3-5 net). [lo MosIBIIeHNS] IPUCTYTIOB Pa3BUTHE
peGeHKa MOKET He CTPaZlaTh, WJIU €r0 HeBPOJIOTMYECKMIT CTaTyC MOKET COOTBETCTBOBATD BPOXKIEHHOMY
WM IPUOGPETEHHOMY CTPYKTYPHOMY HedeKTy rOJIOBHOTO M0o3ra. XapakrepeH geduIuT KOTHUTUBHBIX
(yHKIIMIA, XOTSI MHOTA BCTPEYAIOTCsI IeTy C HOPMa/IbHBIM MHTe/ulekToM. Kak rmpaBuiio, Bce-Taky Xa-
pakTepHa CTarHaluus pa3BUTHSI WM €ro perpecc nocie Havyaia npuctynos. OT 10 go 30% Bcex ciaydaeB
MpeCTaB/ISIOT CO60I IBOMIOINIO U3 CMHAPOMOB Becta 1 Otaxapa. 70% ciydaeB CBsI3aHbI CO CTPYKTYP-
HBIMM M3MEHEeHMSIMY B FOJIOBHOM MO3Te, B TO 5Ke BpeMsl MOHOTe@HHbIe CTIopafyuyeckye MyTaluu, 110 Beeil
BUIVIMOCTMY, BBI3BIBAIOT APyTHe ciyday 6e3 SIBHOM STUONOTUN.

Cungpom [Ipase

CHHOHMM (MCTOPMYECKMIT) — TsDKenasi MMOKJIOHMYecKast SIMU/Iencusl MilaJleHuecTBa.

st cMHOPOMA XapakTepHO HAuYaao B MEPBbIi TOJ, KU3HM: Y pe6eHKa ¢ HOPMAJIbHbIM Pa3BUTUEM
MOSIBJISIIOTCS A/MTeNnbHble heGpuibHble U ade6puibHbie GoKanbHble (0OBIYHO reMUKIOHMYECKYE)
MIPUCTYIIBI, @ TAaKKe TeHepaa30BaHHble TOHMKO-KJIOHMYecKMe NPUCTYIIbL. B Bo3pacTte ot 1 10 4-x neT
BO3MOYKHO TaK)Ke MOSIBJIEHVE MYUOKIOHMI M aTUIIMUHBIX a6caHCOB. [IpUCTYIIBI 06BIYHO PE3UCTEHTHBI
K Teparnuu, 1, HauMHast CO BTOPOTO Tofa KU3HM, y pebeHKa Pa3BUBAIOTCSI KOTHUTUBHbBIE HAPYIIEHUS U
HapyIieHys rnoseneHys. [lepBble IPUCTYIIBI Pa3BMBAIOTCS C BO3pacTa 6 MecsLeB, Y GOJIBIIMHCTBA — 10
1,5 ner. [TepuHaTaNbHbIi aHAMHE3 He OTATroIeH. Pe6pUIbHbI XapaKTep MepBOro IMPUCTYIIA OTMEYAEeTCs
y 60%. BakuyHaIVSI MOXKET CIY>KUTh HecrennuUIecKuM TPUTTEPOM CMHIPOMA, TPUCTYIIbI B 3TOM CJTydae
MOTYT HauaThCsl PaHbllle, HO BaKLMHAIVS He BIMsIeT Ha KOHEUHbI mcxor, 3a6oneBanns. Oe6puibHast
IIPOBOKALVSI TPUCTYIIOB MOXKET COXPAHSIThCS BCIO XKM3Hb NalyeHTa. HeBposornueckuii craTyc B Hauane
3a60/1eBaHMsI HOPMAaJIbHBIIA, CO BpeMeHeM MOT'YT Pa3BUThCS aTaKCKsI ¥ MMPAaMULHbIe CUMITOMBL. Ha
I1epPBOM rOZlY XKU3HM pPa3BUTHe IeTelt, Kak IIPaBuiIo, HOpMasbHOE € MOCIeNYIOLIVM IUIaTO MM perpeccom
pasBuTusi. B 75 % Bcex cinyyaeB HaxomaT myTtauuio B reHe SCNIA (B 95% myTanum criopaguyeckue),
KOIMpyIollleM HaTpueBble KaHambl. [Ipyrue rensl cuHapoma Ipase — GABARG2, SCN1B, SCN2A. [IpaBe-
og06HbIN (heHOTUIT OMMcaH U py MyTanysax B reHax PCDH19 n SCN8A.

KnuHnueckas KapTuHa 3ab0N1eBaHmns uan CoCToAHNA
(rpynnbi 3a60NeBaHwii UM COCTOAHMI)
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CuHapom

KpaTkass KIMHM4YeCcKass XapaKTepucTuKa

Cunppowm Jlaugay-Knebduepa

[t cMHApOMa XapaKTepPHO MOJOCTPOe HAvaso MprobpeTeHHoit adasun y pebeHKa C HOpMaIbHbIM
MpebIIYIMM PeYyeBbIM Pa3BUTHEM M HOPMaIbHBIMM KOTHUTUBHBIMU QYHKIMSIMMU. [IpUCTyIIBI OTMeE-
YaloTCs He y BCeX MalleHTOoB, ¥ eC/I MMEIOT MeCTO, TO He yacTbie. TeM He MeHee, CYIleCTBYeT BbICOKMIL
PUCK 3HAUUTETBHOTO PEe3UAYAIBHOTO peueBoro nedekra.

IepBble CMMIITOMBI Pa3BMBAIOTCSI B Bo3pacTte OT 2 #0 8 yieT (K 5-7 yer), uspenka — mosxe. Ha-
YyaJIbHBIMY TTPOSIBJIEHUSIMM MOTYT ObITh Kak adasust (40%), Tak 1 SMMIeNnTUYecKye MpucTymbl. Adasus
pasBMBaeTCs IOC/Ie MPUOGPEeTEeHHOI BepOalbHOI CIYyXOBOI arHO3Mu. [IeTu cHavajaa MepecTaiT
MOHMMAaTh O6pallleHHYI0 peub, a MOTOM CTpaZaeT M MOTOpPHAs cocTapjsiomas peun. CyliecTByeT
3alepsKKa € IMarHOCTUKOI, Tak Kak y leTeil Iof03peBaloT Hajauuye yXoTbl, MyTM3Ma WM ayTu3Ma.
HeBposnornueckuii cTaTyc HOpMaJjeH, HO B IOMIOTHEHVE K peueBbIM HapyLIeHVSIM UMEKTCSI PacCTPOICTBa
noBefeHus (FeduULIMUT BHUMAHMSI, TUIIEPAKTUBHOCTD, arPECCUBHOCTD) M KOTHUTMBHBIX (QYHKIIMIA, & TAKXKe
MCUXMATPUUECKIe CUMIITOMBI. PeueBble HapylIeHMsT TEKYT BOJIHOOOPA3HO C Iepuomamiu 060CTpeHMIt.
DnuienTUYecKue IpUCTyIibl U n3MeHeHMs1 DIT, Kak IpaBuUiio, C BO3PACTOM IIPOXOJIST, HO pe3uayalib-
HbI1 peueBoit 1eULUT ocTaeTcst y 6OMbIIMHCTBA MalyeHToB (B 80% Bcex CIydaeB), ¥ OH MOXKET MMETh
cepbesHbIit XxapakTep (0COGEHHO MU paHHEM Havajie CMHIPOMa).

dHuedanonaTust pa3BUTHUS
VI/VJIU STIAJIETITUYECKast C
aKTUBallMen craiik-BOTHOBbIX
KOMIIJIEKCOB BO CHE (CMHOHM-
MBI — dnuaenTudecKkas SHIiie-
amomaTus ¢ mpomomKeHHOI
CIaiK-BOJHOBOJ aKTUBHO-
CTBIO BO CHe U DJIeKTpuUYeCKuit
SMUJIENITUYECKUI CTATYC CHA)

CuHIpOM, [i7151 KOTOPOTrO XapaKTepHa IIPOLO/DKeHHas ClIaljik-BOJMHOBAsI aKTMBHOCTD BO CHe, SMINJIell-
THUYecKye MPUCTYIIbI ¥ IPOrpeccupylolee yXyAllleH/ e KOTHUTUBHOTO, I0Be,eHYeCcKoro 1 IMCUxuaTpu-
YyecKkoro GYHKIMOHUPOBAHMS.

JleTckasi smIerncus C LeHTPOTeMIIOPaJIbHBIMM CIIaliKaMy, aTUIIMYHAS STMIeNCcHs AeTCTBa C eH-
TPOTEMITOPAJIbHBIMM CITaiikamu, cuHapom Jlangay — KneddHepa v faHHBIN CMHAPOM MMEIOT CXOXKIUE
KIMHM4eckye 1 99T XxapaKTepUCTUKY, HO C pa3HbIM Te4eHMeM MPUCTYTIOB ¥ KOTHUTUBHBIX HapyILIeHMIA.
[TosToMy OHM MOTYT pacCMaTPUBATHCS KaK CIIEKTDP COCTOSIHMIA, ¥ KOHKPETHBIN MallieHT MOXeT I1epexo-
IUTb U3 OGHOI 4acTy 3TOTO CIeKTpa B APYTYIO €ro YacTb.

Hauasno npuctymnoB B Bo3pacre OT 2 10 12 jieT (1K ¢ 4 0 5 j1eT), Npofo/KeHHAsI C1aiik-BOTHOBAs
aKTMBHOCTb BO CHe Da3BMBAETCs] HECKOJIBKO MT033Ke — yepe3 1-2 roga rnocjie Havaaa IpucTynos. HeBpo-
JIOTMYECKMIA CTAaTyC IGO0 HOPMAbHBbIN, 1160 M3MEHEH B COOTBETCTBUM CO CTPYKTYPHBIM TOBPEX/E-
HM)EeM TOJIOBHOTO Mo3ra. KapauHanbHONM XapaKTepuCTMUKON CMHIpPOMA SIBJISIETCS] IPOrpeccupylollee
yXyIlIeH)e KOTHUTUBHBIX U MTOBeIeHUeCKUX QYHKIIVIA C pa3BUTUEM MCUXUATPUUECKUX CUMITTOMOB.
CTpazmaroT Bce KOTHUTUBHbIE QYHKIIVM, BKITIOUAsl peUb I KOMMYHMKAIIMIO, OPMEHTALVIO B IIPOCTPAHCTBE
¥ BpeMeHY, BHMMaHMe ¥ CoLMalbHOe B3aumoericTBue. HapylieHns:, Kak IIpaBuiIo, HOCST TSIKeJIbIi
XapakTep ¥, HeCMOTPSI Ha TO, YTO CMMIITOMBI CO BpeMeHeM CTaHOBSITCSI MeHee BbIpa)KeHHbIMU, Pe3UIy-
aTbHbBIN HEBPOJIOTMYECKUI NeUIUT OCTAETCS ITOC/Ie MPpeKpalieHys IIPUCTYIIOB U yinyJiieHuit Ha 99T
(4TO MPOUCXOOUT K BO3paCTy 7 JIeT U cTaplie).

IpyumrHaMu CMHAPOMA B OJHOI TPETU CJIydaeB SIBJISIIOTCS BPOSKIEHHbIE WJIU ITPUOOGPETEeHHbIE CTPYK-
TypHbIe ¥3MeHeHMsI TOJIOBHOTO MO3ra, KpOMe 3TOro, BO3MOXXHBI XPOMOCOMHbIE aHOMAa/IUM U MyTaLu
B reHax (Hampumep, CMHIpPOM PeTTa), Tak)Ke BCTPEUalTcsl MeTabomnuecKye mpUIMHbl (MUTOXOHAPU-
anbHble 60/1e3HM).

Kpome kiaccuyeckux sHiiedaaonaTuii, CymecTByeT A0-
CTaTOYHO GOJIBIIIOE KOJMMYECTBO TSKEIbIX TIVIIETICUIA pPaH-
Hero NeTCTBA, He YKJIaAbIBAIOLIMXCS KIMHUYECKU V/UIN
sHIedanorpadnIecKku B KeCTKME PaMKM BbIIIe yKa3aH-
HbIX CMHAPOMOB. MHOTHME M3 HUX HAUMHAIOTCSI B TIepBbie
IOJITOPA Tojia KM3HM pebeHKa U SIBJISIIOTCS TeHEeTUUECKU
IeTepMUHUPOBAHHBIMM MOHOT€HHBIMM 3260JIeBAHUSIMU
(cm. paszen ['enetuka snuaencumn). 3Ta rpymna HOCUIa Ha-
3BaHME «PaHHUX SMWIENITUYECKUX dHIedanomnaTuit». Tep-
MUH «PaHHSS 3MWIenTUIeckast sHuedansonaTusi» (CoKp.
aHm1. EIEE) sanmcrBoBaH 13 OMIM. Ha Hauano 2021 ronma
OMIM HacunuTbiBaeT 88 MOHOTEHHbBIX PAHHUX STUJIENITUYEe-
ckux sHIedanonaTuii. Homep cOOTBETCTBYET MOPSIIKY O -
canust: EIEE1X-cliernieHHbIl cuHApOM Becta, 06ycioBieH-
HBIJ MyTalueii B reHe ARX, 6bT ommcaH nepBbiM. Harpu-
Mmep, EIEE6 — cunapom JIpaBe, 06yC/IOBJIEHHBII MyTalllei B
reHe SCNI1A. B HacTosiluii MOMEHT TepMIH «PaHHSS a0~
JlenTuyeckas sHiedanonaTus» (Cokp. auri. EIEE) 3ameHeH
Ha «DHIedanonaTus pasBUTUS U STUIENTUYECKas» (COKP.
aHr1. DEE).

l'eHbl, OTBevaronye 3a pa3BUTHE reHeTUYeCKMX SNIIel -
TUYECKUX HIIedaTonaTuii, peryaupyIoT MOHHbIE KaHAJTbI
(SCN2A, SCN8SA, KCNQ2, KCNT1, KCNA2), cuHanTuueckue
6enku (STXBP1), sxcripeccuio reHoB (CDKL5), usMeHeHUs
6enka u ero cuuteiBanme (PIGA), cTrabuamsaiimio Mem-

6paH/ BHYTpUKIeTOUHble peakuyuu (SPTANI). BonbnH-
CTBO MyTaluii B reHax, BbI3bIBAIOIIMX SMMIENTUYeCKye
sHIedaronaTm, SIBISIIOTCS MYTalUsSIMU «de novo». B To
>Ke BpeMsI MOKeT BCTPeuaThCsl COMaTUUeCKii MO3auLu3M
(B 8,5% BCeX aMUIENTUYECKUX SHITEDATONMAaT) ¥ ayTOCOM-
HO-pelleCCUBHbIN TUIT HacienoBaHus. s sHIedamonaTmii
PasBUTHS U SMWIENTUYECKUX SHIIedaronaTnii xapakTepeH
KIVHNYECKUH TOMMOPGU3M: MyTallMy B OHOM I'eHe MO-
T'YT BBI3bIBATh pa3Hble heHOTUIbI (MyTauyum B reHe KCNT1
MOI'YT BbI3bIBATh KaK 3/I0KQUeCTBEHHYIO SIUJIETICHUIO [eT-
CTBa C MUTPUPYIOIIMMU [TapLUMaAbHBIMU CYL0pPOraMy, TaK
Y @yTOCOMHO-OMVHAHTHYIO IMIIEPMOTOPHYIO SMMJIEIICHIO
CHA), a TaKKe MOMMMOPGU3M reHeTUUeCKMii: OOVH U TOT XKe
SMWIENTUYECKUI CUHIPOM MOKET ObITb 06YC/IOBIIEH U3Me-
HEHMSIMU B Pa3HbIX 'eHax.

I171s1 TeHeTMUYeCK! AeTepPMMHUPOBAHHBIX SMMUJIETITUYe-
CKUX 3HIedaTonaTii XxapakKTepHO paHHee Hayvao dMNIer-
TUYeCKUX MIPUCTYIIOB (B IepBbIe 1,5 roma sknu3Hm), 3aepskKa
pasBuUTHS (MHOITA C YepTaMy ayTu3Ma) IO Hauajia pUCTy-
T10B MJIM T10CJIe IX BO3HMKHOBEHVS], BO3MOXKEeH perpecc Icu-
XOp€eUeBbIX 1 MOTOPHBIX HABBIKOB MV «IIJIATO» Pa3BUTUS
(HOBbIe HAaBBIKM He MMPMUOOPETAIOTCS), COUeTaHMe SIUIIel-
CUJ ¥ IBUTATeIbHBIX HapYIIeHW (IMCTOHWS, AVICKUHE3UN),
coueTaHye SMUJIENICUM U PACCTPOIICTB ayTUCTUUECKOIO
CIIeKTpa, OTCYTCTBME SIBHOV IPUYMHBI BBISIBIEHHBIX Hapy-



meHni (MHOEeKIMM, TUTIOKCUYeCKM-UIIeMIIecKoii sHIeda-
JIOTIATVY, TPABMBbI) U TPy6OTO OTSTOIIEHNS TIepUHATATbHO-
ro aHaMHe3a.

dnuiaenTuvyeckue CUHIAPOMBI IMOJAPOCTKOBOTO M
B3pPOCJIOro BO3pacTa, reHepaan3oBaHHbIe. KniuHuueckas
kapmuna. IIpoext knaccuduraimy 2001 roma o6begnHSIET
3 CMHIpPOMAa UAMOIATUYECKO TeHepaIM30BaHHO 3IN-
nericuy (') ¢ me60TOM B IIOAPOCTKOBOM BO3pacTe (I0HO-
reckast abcaHCHAs STMIETICHSI, STIMIETICHSI C M30IMPOBaH-
HbiMu ['CIT 1 rOHOIIIeCKass MMOKIOHMYECKas SNUJIETICHs) B
omuy noarpyrmy V'S ¢ BapuabenbHbIM heHoTunom. Cora-
CHO HOBO 3TMONIOIMYeCcKOii KiaccuduKauuy SMUIeTncuit,
Bce 3T (POPMBI OTHOCSTCSI K TeHeTnUeckuM. Bece popmbr
WIS o6benmHsIeT MoNMMOPQGHBIA TUIT HAC/IeI0BaHMsI, BO3-
MOSKHOCTb KJIMHMUUECKOIi TpaHchopMalny OaHOI (GOPMBI B
IPYTYIO, B TOM YMCJIe TTOf, BO3[IeCTBMEM Tepamnuu. BaxkHo,
YTO JIJ1s1 pasHbIX hopm UT'D xapaKTepHbI CBOM 0COOEHHOCTH
KIIMHUKU, AUATHOCTUKNU U Teparinn.

lOHoweckas abcancHas anunencus (I0A3)

I0AD - pasHoBuaHOCTb UI'D, xapaKTepu3yoIasics oc-
HOBHBIM BUJIOM ITPUCTYTIOB — abcaHCcaMu, Te6I0TUPYIONI-
MU B TIOJPOCTKOBOM BO3pacTe C BBICOKOV BEPOSITHOCTHIO
npucoenyHeHus I'CIT u xapakTepHbIMHU DIT-M3MeHeHUSIMU
B (hopme reHepann30BaHHO MUK-BOJTHOBOY aKTUBHOCTHU C
yacroroii 3 I'l 1 6oree.

JuazHocmuueckue kpumepuu. J1e610T abcaHcos mpu FOAD
Bapbupyert ot 9 mo 21 ropa, B cpegHem, 12,5 ner. V 75%
MaIMeHTOB MPUCTYIbl HAUYMHAIOTCS B CPABHUTENIBHO KO-
pPOTKOM BpeMeHHOM IIpoMexyTKe: 9-13 jieT. XapakTepHO
peo6iafaHye MPOCThIX aGCaHCOB C YacTOTON 1 MPUCTYI
B 2-3 nHs unu peske. CpegHsIsl MPOOOKUTENbHOCTD TPU-
crynoB npu KOAD cocraBisgeT okoso 6 cek. IMeHHO npu
IOAD HepenKo BO3HUKAIOT «(paHTOMHBIE aOCAHChI» — KO-
POTKMe MPUCTYIIbI, KOTOPbIe He 3aMeydyaloT HY MalMeHThl,
HU UX OKPYKalllye, ¥ KOTOPbIe BBISIBJSIIOTCS TOIBKO MPU
BUIe0-I2-MOHUTOPUHTE C MPOBeIEeHMEM CIelaaTbHbIX
Mpo6 (UTeHMe WK CYET, PUTMUYHOE TIOCTYKMBAHME PYKOIA,
npekxpalaolyecs BO BpeMs IPUCTyIa).

BaskHast oco6enHocTb FOAD — me6rot ¢ T'CIT (mo 40% city-
yaeB) U BbicoKas yacrora Haanuus ['CIT B cTpyKType 3a-
6oeBanust (65-90%). XapakTepHO UX IIePCUCTUPOBAHMS
«BOKPYT CHa» (IIPU 3achblIaHUM WK IPOOYKIeHUH, 75%).
I'CIT xapakTepu3yHTCS KOPOTKMMM HEYaCTbIMM TOHUKO-
KJIOHMYECKUMY CyIOpPOTaMM, BO3SHUKAOIMMU OOBIYHO
TIpY POOYKAeHNM. [UTTePBEHTUIISILINS PEIKO MTPOBOIIVIPY-
eT BO3HMKHOBeHMe abcaHcoB, a ['CIT B 30% cyyaeB BO3HM-
KaloT Iocje AenpyBalyy cHa. BO3MOXHO BO3HUKHOBEHNME
abCcaHCOB C MUOKIIOHMYECKMM KOMITOHEHTOM (23%) B Bue
MMOKJIOHYCA BeK, Iep1opaabHOr0 MMOKJIOHYCA U AP.

V3meHeHNi B HEBPOIOTMUECKOM M KOTHUTUMBHOM CTa-
Tyce y nauyeHToB ¢ J0OAD 06b1yHO He Habmomaercs. [Ipu
93T MccneroBaHMM OCHOBHASI aKTMBHOCTb (hOHA HOPMasIb-
Ha. B doHOBOII 3amyicy MOSIBJSIIOTCSI KOPOTKME pa3psigbl
reHepaanM30BaHHBIX ObICTPBIX KOMIUIEKCOB MMK-, TOTUTTMK-
BOTHA. Bo3MOskHa TpoBOKaLMS aMIenTU()OPMHOI aKTUB-
HocTy ipu POC (poTOCEHCUTUBHOCTD) U 3aKPbIBAHUM I71a3
(CKOTOCEeHCUTMBHOCTD). PernoHanbHble u3MeHeHMst Ha 3T
BcTpevarorcs npu FOAD pocraTouHo vacto (70,2%), nipu

KnuHnueckas KapTuHa 3ab0N1eBaHmns uan CoCToAHNA
(rpynnbi 3a60NeBaHwii UM COCTOAHMI)

5TOM MPUOGIU3UTENTBHO C PABHOM YaCTOTO BBISBIISIIOTCS pe-
IrMOHAJIbHOE 3aMe/lJIeHNe M permoHaabHast srienTudop-
MHasi aKTUBHOCTb, UTO YaCTO CJTYSKUT TPUUMHOI HEBEpPHOTO
JI1arHo3a U COOTBETCTBEHHO — Ha3HauUeHUsl Hea/leKBaTHOM
Tepanuu. Pesynbratsel MPT B HOpMe. [Ipy TOuHOI AyarHo-
CTUKE U TIPUMEeHEeHUM afieKBaTHOM Tepanuy MpakTUIecKu
Y BCeX MaleHTOB YAAeTCs JOOUTHCS XOPOIIero KOHTPOJIS
Hapn abcaHcamu. [TonHast TepaneBTHUYeCcKas peMUCCHsI 10-
cTturaeTcsl B 65% crydaeB. [IporHO3 yXyauiaeTcsl IIpy Ha-
yajie 3a6omeBanus ¢ I'CIT 1 BBICOKO# YaCTOTE CyIOPOKHBIX
MIPUCTYTIOB.

lOHoweckas Mnoknonnueckas anunencus (IOM3) -
CMHApoM flHua

IOM3 - ugmnonatuyeckasi (reHeTHUYeCKasy) reHepaan3o-
BaHHAas hopma IMWIENcun, 1e6ITUPYIOIIAs B TIOAPOCTKO-
BOM ¥ B3pOCJIOM BO3pacTe ¥ IMUPOKO TpeJcTaBIeHHas B
TIOTMYASIIUY GOMBHBIX dmmerncueit (2,8-11,9% Bcex amu-
nericuit u 26,7% WUI'D). Ha ceroqHSINIHMIT [eHb UAEHTUDN-
uupoBaHo 6 reHOB (GABRA1, GABRD, EFHC1, BRD2, CASR
n ICK), onipefensiiomx npeapacioniokeHHOCTb K FOMD, Bce
OHM, 32 uckmodeHneM BRD2, SBasIIOTCS ayTOCOMHO-IOMU-
HaHTHbIMMU. [IpefrionaraeTcs ABYX/JIOKYCHasI TeHeTUIecKast
Mofe/b 3a60/1eBaHMs, IPUYUEM OIMH 13 TeHOB JIOKaIM3yeT-
Cs Ha KOPOTKOM IIjieye XpoMocoMbl 6. Cpefivt poCTBEHHH-
KOB 60/1bHbIX OMD Hepenxku cryuan VIS ¢ BapuabeTbHbIM
dbeHOTHMIIOM ¥ TeHepalM30BAHHBIX SMMIENTUGOPMHBIX
D3l-maTTepHOB MPU OTCYTCTBUM TPUCTYIIOB. BbifeneHo
4 ¢denoruna FIOMI: I — knaccuueckuii (72%); 11 — IAD ¢
TpaHcopmarieit B OM3 (18%); III - FOMD ¢ abcaHcamu
(7%); IV — FOMD3 ¢ aToHnuyeckumMu nipuctynamu (3%).

Baskno Haymmune mpu FOMD MHOTOUMCIEHHBIX (POKaJIb-
HBIX KIMHMYecKux 1 I3[ MpuU3HAKOB U MPU3HAKOB J106-
HOV qucyHKIMM (BbIpaskeHHAs! SMOLIMOHAIbHASs JIaOUTb-
HOCTbh, IPMU3HAKM HEBPOTUUECKOTO Pa3BUTHUS JIMYHOCTU) B
HEBPOJIOTMYECKOM CTaTyCe, YTO IMONYUYMUIO OOBSICHEHWE B
KoHIenuuu MopGobyHKIMOHANbHON AMChHYHKIMUN, pa3-
BUBAIOIIENCS Ha OCHOBE OGHAPYKEHHBIX MHOKECTBEHHBIX
TreHeTUYECKY 00YCIOBIEHHBIX MUKPOCTPYKTYPHBIX aHOMA-
JIViA B JIOOHBIX, TEMEHHBIX, TOAKOPKOBBIX, TAJIAMUUECKUX U
IPYIUX OTAeNax Ipy 3TOM 3aboieBaHUN. DTa 0CO6EHHOCTh
SIBJISIETCSI OCHOBHO IIPUMUMHOI YaCTOl OMIMOOYHOI Ayar-
HOCTUKY JIO6HOI sanmerncuu ripu OMD3.

Knunuka. KapavHanbsbeiii cumiirom IOMD — stimnenTu-
yecKuit MUOKJIOHYC. [IpuMevaTesibHO, uyTO 60see uem B 90%
cnyvyaeB IOMDO nmpaBuibHBI AMarHo3 He YCTaHABAMBAETCS,
B OCHOBHOM B CBSI3Y C UTHOPMPOBAHMEM MUOKIOHNYECKUX
npuctynos (MII). MII — Mo/HMeHOCHbIe ITofeprUBaHNs pa3-
JIMUHBIX TPYIIN MBI, Yalle IBYXCTOPOHHME; CUMMeTpUY-
Hble, eMHNYHbIE WIM MHOKeCTBeHHbIe, MEeHSIOIIecs 110
aMIUIUTYZe; HepeaKo BO3HUKAIIME B BUJIe CEPUM 3aJITIOB.
JlokanusyioTcst MII, raBHbBIM 06pa3oM, B TJIEUEBOM TT0sICe
U PyKax, IPpeuMYyIleCTBEHHO, B pa3armbaTebHbIX TPYIIax
MBIl B Hauase 3a601€BaHMs Y OTOEIbHbBIX 60IbHBIX MIT
MOTYT HOCUTh OTUYET/IMBBIN aCMMMETPUYHBIN U aCMHXPOH-
HbIl xapakTtep. Y 30% mnaineHToB MII 3aXBaThIBAIOT MbIIII-
11l HOT, TIPY 3TOM BO3HMKAIOT MMa/IeHUs: MMOKIOHMKO-aTO-
HUveckue npuctynbl. Co3HaHMe BO Bpems MII coxpaHeHO.
B 90% ciryuaeB MII coueTtarorcs ¢ I'CIT npobyskneHus U B
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30% — ¢ kKopoTkumMu abcancamu. I'CIT HepegKo HAUMHAIOTCS
¢ MII, mepexoAsimyx B KTOHNYECKYIO Ga3y, TaKye MPUCTYIIbI
OBV Ha3BaHbI MYMOKJIOHUKO-TOHMKO-KJIOHNYECKUMU, OHU
BIIEpBbIE BKJIIOUEHbI B Kiaaccudukaimio 11 B 2017 1.

Juaznocmuueckue kpumepuu (Ha 0CHO8€e Me#OYHAPOOHO-
20 KOHCeHcyca 3kchepmos, AuHvoH, 2011 2. u I'naza, 2012).
CUMIITOMOM, 00s13aTeJIbHBIM IJIS1 AMarHocTuky KOMD, sB-
JISIIOTCSI MMOKJIOHMYECKYE TToJiepruBaHnst 6e3 morepu co-
3HAHMS, MPEVMYIIECTBEHHO BO3HMKAIOIIME MTOCJIe ITPoby-
SKIEHMSI.

TToc/ie BBITIOJMIHEHMS 3TOTO 06513aTEILHOTO KPUTEPUS
MOTYT GBITh CO3aHbI IBE AMAarHOCTUYUECKIEe TPYIIIbI: 6oee
y3Kas u 6onee mupokasi]. Kpurepuu kinacca I BKIIOYAIOT:
(1) MII 6e3 moTepu CO3HaHMS, BOSHUKAIOIIME UCKITIOUM-
TEJIbHO B Te€YeHMe IBYX YaCOB WIM A0 IBYX 4acOB MOC/Ie
npobyxkaenus; (2) 93T ¢ HOpMaJTbHbIM (GOHOM U TUITAY-
HBIMIU UKTaJTbHBIMU TeHepaJ30BaHHbIMI MOMMCHAKaMMU
GOJBINION aMIUTUTYAbI ¥ MEeIJIEHHbIMM BOJIHAMM, COITPOBO-
skparomymMy MIT; (3) HOpMasibHbI MHTEJUIEKT U (4) BO3pacT
Havasa ot 10 mo 25 ner.

Kputepun knacca II, 6omee mupokue, BKIIOUAIOT:
(1) MII, mpeuMy1IeCTBEHHO BO3HMKAIOIME TTOCIe Poby-
skpeHust; (2) MII, Bpi3BaHHbBIE HEJOCBITIAHMEM U CTPECCOM U
CIIPOBOLIVIPOBAHHbIE 3PUTENbHBIMU CTUMY/IaMU UIN IIPaK-
cucom, unu ['TKII, koTopeim npepuiectsyoT MIT; (3) HOp-
MasbHbIN GoH Ha I3 u, 1o KpaiiHeil Mepe, OAVH pas — Me-
SKMKTajbHble TeHepal30BaHHbIe CMaiiK N MOJUCIIaiK-
BOJTHOBBIE PA3PSIABI C JOMYCTUMOI acMMeTpueii, ¢ min 6e3
peructpanym MII; (4) OTCYTCTBYE YMCTBEHHOV OTCTAIOCTH
u (5) 6osee MIMPOKMIT BpeMEHHO MHTEpBa IJisi BO3pacTa
Hauasa 6-25 Jer.

BaskHejimne mnposouupywoimyue DI dbakToOpbl Mpu
IOMD - penpuBaLysi CHa M BHE3alMHOE HACUJIbCTBEHHOE
NpobyskaeHne. Y HEKOTOPBIX MarnueHToB MIT BOSHUKAIOT
UCKIIOUUTEIbHO MIpU Hemocbimanuu. OT 38 mo 90% nuti ¢
IOMD (ua1e KeHCKOTO 10J1a) SIBJASIOTCSI POTOCEHCUTUBHBI-
mu, 10 20% TPOSBIASIOT CKOTOCEHCUTUBHOCTD [110]. HacTo
otmeuaeTcs yyanieHue I'CIT u MII B mepuMeHCTpyalibHOM
nepuoge.

Inunencus ¢ M301UPOBAHHLIMMN FeHepann30BaHHbIMK
CyAopoXHbIMK npuctynamu (AFCN)

OI'CIT — uanonaTtuyeckasi (reHeTUUYeCKasl) TeHepain30-
BaHHas 3MIencus u3s rpymisl UI'D ¢ BapmabenbHbIM (HeHO-
TUIIOM (TIPOEKT Kiaaccudukaiym, 2001).

JuazHocmuueckue kpumepuu. J1e610T 3a601eBaHNs Ha-
6/1I0IaeTCs B IMPOKOM BO3PAaCcTHOM JMara3oHe ¢ MaKCu-
mymoM oT 11 1o 17 net (B cpegHem — 13,5 net). Knuuuyecku
OI'CIT mposBsieTcs eIMHCTBEHHBIM TUIIOM MPUCTYIIOB —
I'CII. XapakTepHO BHe3aITHoe (6e3 aypbl) BBIK/TIOUEHME CO-
3HAHUS C MaJIeHMEM, IeBUallMeli TTIa3HbIX SIGIOK, pacipe-
HMEeM 3PaukoB, cymoporamu. CHavasa HaCTyIraeT KOPoTKast
ToHMYeckas dasa, mepexosiias B 60jee JIUTENbHYIO KO-
HUYECKYIO C ITOC/IeAYIOMIMM ITIOCTIIPMCTYITHBIM OIVTYII€HMEeM
u cHoM. IIpumepHo B 10-15% ciryuaeB nepe, MpUCTyIIOM
MO’KeT BO3HUMKATh OIIyIleHMe HaCUIbCTBEHHOTO MTOBOPOTa
TOJIOBBI U TJIa3 B CTOPOHY WIMEOUHUYHbIE TIOJIePTUBAHUS
KOHEUHOCTel (MMOKIOHYC) C NMOCJIeNYIOI MM BBIK/IIOUEeHU -
€M CO3HaHMS U OBLMMM CyZoporamMu; Jinbo oTMeuaeTcst
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aCYMMeTPUST MBINIEYHBIX COKpAIIeHMii ¢ 06eux CTOPOH.
[py HaNMUMM OPYTUX KIMHUYECKUX U 21eKTposHIedanor-
padmyeckux mpusHakos V'S, naHHbIe CIyyau TakxkKe Ciey-
eT OTHOCUTB K cuHApomy II'CII.

[MpomomxurensHOoCcTh ['CIT BapbyupyeT oT 30 ¢ 7o 10 MuH.
JIUTEeTbHOCTD GOMBIIMHCTBA MMPUCTYIIOB COCTABSIET OT 2 [0
5 muH. YacToTa MpUCTYIIOB IPU JaHHO HopMe SIuierncun
HEeBBICOKA — OT eIMHUYHBIX B TOI 10 1 pasa B mecsI, 6e3
TEeHAEHLUMM K CEpUIMHOMY U CTaTyCHOMY Te€YeHMI0. Xapak-
TepHA «KeCTKasl» MPUYPOUYEHHOCTb IIPUCTYIIOB K ePUOLY
MpoGYKIeHMs (Yale) 1 3acbinanus. Hanbosmee 3HAUMMBbIIf
MPOBOLMPYIOIIMIA HaKkTOp — JeMpuBaLysl CHA ¥ BHE3aITHOe
HaCUIbCTBEHHOE NMPOoOYyKaeHne. V psifa ManyeHToB ¢ Teue-
HMEeM BpeMeHU U TIPU HeaJeKBaTHOM JieueH Habmoma-
eTCsI TPUCOeVHEHNE K CYJOPOSKHBIM ITPUCTYIIaM abCcaHCOB
Y/VJIV MMOKJIOHMYECKUX TTAPOKCU3MOB C TpaHCchopMalye,
COOTBETCTBEHHO, B FOAD min FOMD3.

PytunHOe D3I mccienoBaHme B MEXIIPUCTYITHOM Iie-
puoJie He BBISBISIET MU3MEHEHMII Y ITOJIOBUHBI [TallMeHTOB;
OCHOBHAsI aKTMBHOCTb (hOHa cOXpaHHA. PeKoMeHI0BaHO
MpoBeJieHIe NMPOLOKeHHOT0 BuAe0-33-MOHUTOPMHTA C
nenpuBalyeil cHa. BO3MOXXHO IOsiBIeHMe KOPOTKMX TeHe-
pann30BaHHbIX Pa3psi0OB KOMIUIEKCOB MUK-, TOJUIMK-BOJI-
Ha B oHe. Pe3ynbraTel MPT — 63 MaTonoruu.

IunddepeHunanbHasn AMarHoCTMKa Inunencum

IuddepeHLanbHbIil IMArHO3 SMUIETICUMM OOIIMPEH.
ITo cBOMM KAMHUYECKUM MTPOSIBJIEHUSIM HE3MWIETITUYeCKIe
MIPUCTYIBI (IaPOKCH3MBbI) OUY€Hb IIOXOX! Ha 3NUjenTnye-
CKMe — OHM MOTYT IIPOSABJISATBCS HapylleHneM CO3HaHMA,
najgeHueM, GOKaTbHbIM U TeHepaTM30BaHHBIM TTOBBIIIE-
HMEM MBIIIEYHOTr0 TOHYyca U T.J. CXOKeCTb KIMHNYECKUX
MPOSIBJIEHNI TaKOBa, YTO AJIeKO He BCErga Bpay MOXET
PasnMUUTh IO HUM SMUIENITUYECKUI M HeANUIeNITUYeCKUIA
npuctymn. Hanpumep, rimy6oKmit 06MOPOK € IBUTATETbHBIM
KOMITOHEHTOM MOKEeT HMUEeM He OTIMYAThCSI KIVMHUUECKU
OT 3MUJIETITUYECKOTO TIPUCTYTIA C HApyIIeHMeM CO3HAHMUS
C MMOKJIOHMYECKUM WJIM KJIOHUYECKUM KOMITOHEHTOM.
A yacTp aMMIENTUYECKUX IIPUCTYIIOB JIOOHO TOKATMU3ALUN
13-32 CBOMX HEOObIUHBIX ABTOMATU3MOB, JJIEMEHTOB arpec-
CUU U, MHOTIA, COXPAHHOT'O CO3HAHMS OYeHb HATIOMMUHAIOT
TaK Ha3bIBaeMble «IICUXOT€HHbIE» («IICEeBIO3MUIENITNYe-
CKMe») IIPUCTYIIbL.

[TpakTuyeckuM BpayaMm, BULUMO, CIeAyeT NMPUIepsKu-
BaTbCS CJIeAYIOLIero NpMHIMIIA — He yCTaHaBAMBATh yar-
HO3 3MUJIETICUHA, eC/TU OTCYTCTBYET TBep/iasi yBepeHHOCTD B
SMWIETITUYECKOM XapaKTepe MPUCTYIIa, M COCTOSTHME Ta-
I[eHTA He TpeGyeT HeMe [JIEHHOTO Ha3HAUeHMs TIPOTUBO3-
MMIeNTUYeCcKoro gevuenns. TiiaTenbHblil cOOp aHaMHe3a U
TIOJTHBIE CBEIEHMS O COOBITHSIX 10, BO BPEMSI U TTOCIe TPU-
CTYTIA YaCTO MPOSICHSIIOT X HEAMUIIETITUIECKYIO TIPUPOTY.
B nuddepeHmanbHO AMArHOCTUKE TAKKe MOTYT ITOMOYb
MIPOCMOTP AOMallIHel Buieo3annucy, pyruaHas 331, Busieo-
DIT-MOHUTOPUHT U monucomMHorpadus. Beerga ciemyet
TMOMHUTH O TOM, YTO Y OAHOTO U TOTO JKe MalyeHTa MOTYT
OIIHOBPEMEHHO CYILeCTBOBATD SITWIIETICHST M HESTTMIIeIITH -
YyecKye MapoKCU3MasbHble HapyIIeHUSsI.

HacuntbiBaetcs 6oee 40 coCTOSTHMIE M 3a60/1€BaHMIIA, TIO
CBOEMY BHeIIHEMY BU/Iy HATIOMMHAIOIIMX sMuiencuto. Mc-



Tabnuya 4
CUMIITOMBI HEINMWIENITUYECKUX MapOKCU3MAaTbHBIX
HapyueHui

HeoObruHbIe ABVKEHUS
* TPeMop;
* MacTypbarnus;
* 03HOOOITOOGHBIE STIM30/bI;
* 106pOKavYeCcTBEHHbI MMOKIOHYC CHA;
* pecdieKc UCITyTa;apoOKCHU3MaTbHBINA MUOKIOHYC;
* TUKM (B TOM uuciae cuHapom Typerra);
* [TapOKCHU3MaJIbHbIN XOPeoaTeTo3 MK AVICTOHMS;
* [ICEBA,0CYA0POIN;
* IBVOKEeHMS I71a3 ¥ KMBKY TOJIOBOJA.

IToTepsi MBIIIEYHOTO TOHYCA VIV CO3HAHUS:
CUHKOIIBI;

JIpoTI-aTaku;

HapKOJIETICYSI/KaTaIlJIeKCusl;

HapyIlleHMsI BHUMaHUS;

oCTpast TeMUILIETHS.

HapyuieHus gpIxaHus:
* arHo?;
* 3aJepKKa JIbIXaHUS;
* TUMEPBEHTUISIINS.

HapyieHust BOCIIpUSTHUS :
* TOIIHOTA;
* TOJIOBOKPYsKEHME;
* TOJIOBHAsI 6OJIb;
* 6OJIb B KMBOTE.

dnu30AMYECKMEe CUMIITOMBI IIPU OTHEIbHbIX HAPYIIEHUSIX
rugporiedasbHble TPUCTYIIBI;
ceprevHble apUTMUM;
TUTIOTJIIKEMUST

[UTIOKAIbL[MEMUST;

nepuoaMdecKme mapanndu;
TUTIEPTUPEOUTN3M
racTpoasodaraabHbIi pediIoKc;
pyMUHAIMS;

TOKCMYECKOe BO3/IeiiCTBIe JIEKapCTB;
1epe6pPOBACKY/ISIPHbIE TTU30/bI.

HapyuieHus nosemeHus:
SIKTAIVIST;

HOYHbBIE CTPaxM;
CHOXOKIeHNS;
HOYHbBIE KOLIMaph;
SIPOCTB;

CTpax.

OcTpble NCUXUYECKe CUMIITOMBI:
* Qyra;
* (obus;
* [aHKMYecKye aTaky;
* Ta/UTIOLVHALINN;
* ayTU3M.
* Cuuzapom MwoHxayseHa byproxy.

BO3paCcTHbIE ITEPMOIbI HEOOXOAVMO YUMUTHIBATh IIPU IIPO-
BemeHMM quddepeHIaNIbHOM IMaTHOCTUKY C STTMATIeTICHelt
(Tabm. 5).

CyI1ecTBYIOT Kak 06beKTUBHbIE, TaK U CYyObEKTUBHbBIE
MIPUYMHBI CJIOKHOCTE aubbdepeHIaabHOi AMarHoCTUKI
smtenicun. K 0GbeKTUBHBIM IIPUYMHAM MOKXHO OTHECTH
TOT (aKT, UTO PACIPOCTPAHEHHOCTh HEIMUIETITUUECKUX
MapOKCU3MaTbHbIX HEBPOIOTUUYECKUX COCTOSTHIUI Upe3BbI-
YaiiHO BBICOKA ¥ MHOTOKPATHO ITPEBBIIIAET PACIIpOCTpa-
HEHHOCTb armyerncuy. OCoO6eHHO MHOIO IMapOKCUM3Mallb-
HbIX HEeSMWIENITUYECKMX HAPYIIEeHMIi Y HeTeil MJIaIiero
BO3pacra.

IuddepeHunanbHbIiit IMaTHO3 SMWIENITUYECKUX U He-
STWIENITUYECKUX COCTOSIHMIT OC/TOKHSIETCST TAKKE TEM, UTO
caM Bpay PeaKo BUINT IIPUCTYII M BBIHYKIEH JOBOJILCTBO-
BaTbCSl HEIIOJIHBIM OIMCAHMEM €r0, TaHHBIM POICTBEHHM-
KaMM WIK CTyYaitHbIMU CBUAeTenssMu. U Te, u Apyrue, He
MMest MeAUIITHCKOTO 06pa3oBaHMs, Kak MPaBuiIo, He B CO-
CTOSTHMM TOYHO OIMCATh KIMHMYECKME CUMITTOMbI. Camoit
YaCTO MPUYMHOIN OMarHOCTUUYECKMUX OMIMOOK SIBJISIETCS
HeJ0CTaTOYHO TIIATeNbHbIM c60p aHaMHe3a 3a00IeBaHMsI.
JL71s1 TOTO, UTOGBI XOPOIIO COOPATh aHAMHE3, Bpay T0/DKEH
3a/1aBaTh MAIMEHTY ¥ €r0 POACTBEHHMKAM «IIPaBUIbHbIE»
BOITPOCHI, @ 3TO HEBO3MOKHO 0€3 HaanuMsl CIeliajTbHbIX
3HaHMi1. Becerga cremyer MOMHUTD O TOM, JMATHO3 SIIMAJIETI-

Tabnuya 5
HesnunenTuyeckyue mapoKCU3MajaIbHbIe COCTOSTHUS
B pa3IMYHOM BO3pacTe y JAeTeii
(Iivanainen M., ¢ JOonO/THEHNSIMM)

Hesmmientuueckue IIapoOKCU3MaJIbHbI€

Bospact
HapyleHust
1-2 mecsiia AmHO3
J[o6poKauecTBEeHHbI/ HEOHATATbHbII
MMOKJIOHYC
Tpemop

2-18 mecsues | [TapoKkcu3mManbHbIV TOPTUKO/UIMC MJIafeHIIEB
OIICOKIOHYC-MMOK/IOHYC CMHIPOM
AddexTuBHO-pecnupaTOpHbIe MPUCTYIIbI
SKTauus

MacTtypbaiius

TacTpos3sodaranbHblit pediroke

Tpemop

Spasmus nutans cMHAPOM

T'unepakmuiekcus

03H0601104,00HbIE STTM30/bI

yeprbIBalolie nx kmaccudukaimn He cyliecTsyert. Bce-Ta-
KV MbI MOYKEM COCJTATHCSI HA HEKOTOPbIE MOTBITKYM CO3TaHMsI
moao6HbIX Kinaccudukauuii. J.M. Pellok mpuBomuT kinaccu-
(bmKaIIo, TOCTPOEHHYIO I10 CEMMOIOTMYECKOMY ITPUHIIAITY
(Ha OCHOBaHMM OTAEIbHBIX CUMIITOMOB), TA0IUIIA 4.
MHoTMe 13 He3MMIeNTUUYeCKIX MapoKCU3MaabHbIX CO-
CTOSTHUI ¥ 3a60/IeBaHNT MMEIOT BO3paCcTHbIE MIUKY Havaja
KJIMHUYECKUX TTPOSIBIEHNI, YaCcTh M3 HUX BO3PaCT3aBUCH-
MBI, TO €CTb ITOSIBJITIOTCS M MCUe3al0T B OTIpee/IeHHbIe BO3-
pacTHble mepuonbl. IIpeobnaganne OTOeNbHBIX HeSIMIIe-
TUUYECKUX MTaPOKCU3MAaTbHBIX COCTOSIHUI B OTIpe/iesieHHbIe

KnuHnueckas KapTuHa 3ab0N1eBaHmns uan CoCToAHNA
(rpynnbi 3a60NeBaHwii UM COCTOAHMI)

1,5-5 ner HouHble cTpaxy U KOIIMapbl
Jo6poKauecTBeHHOE TapOKCU3MaIbHOe
TOJIOBOKPYKeHMe
[Tapokcu3manbHbIli XOpeoaTeTo3

5-12 ner Tuku

Oc/o)XHEeHHAsI MUTPeHb
PaccTpoiicTBa BHUMaHMS
CHOXOXXOEeHUS
TTapokcu3MabHbIN XOpeoaTeTo3

IMoppocTku u
B3poOCiIble

[TcuxoreHHbIE IPUCTYIIBI (CMHOHUM (YHKLIVO-
HaJIbHbIe HeAMMIENITUYUECKIEe TIPUCTYIIbI)
CUHKOITbI

ITaHnuyeckue aTaku

O6CTPYKTMBHbIE AITHO BO CHE
BepTe6pobasnisipHas MUTpeHb
Hapkonencus/karanerncust

TpaH3uTOpHbBIE UIIIeMUYECKMEe aTaku

21
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CUY — IMArHO3 OIMCATENTbHBIN, ¥ HACKOJIBKO TOYHBIM GyIeT
OmMCcaHMe MPUCTYIIA, YCIOBUIA €Tr0 BO3SHUKHOBEHUS U T.[,.,
HAaCTOJbKO TOYHBIM OY/IeT M OKOHUATeIbHbIN AMarHos. Bax-
HO THIATeIbHO PACCIIPOCUTD M CAMOTO TaleHTa, ¥ CBUe-
TeJiel TapOKCU3MAaJIbHbIX 31M13040B. C IPYroit CTOPOHBI,
Iaske MMesl YeTKOoe KIMHMYeCKoe OTMcaHue, Bpayu He BCeraa
MOKeT ObITh YBEPEH, UTO OH CTOJIKHYJICSI MMEHHO C 3TTJIel-
cueii. JIeyio B TOM, UTO JJaHHbIE JTaO0OPAaTOPHBIX MCCIeA0Ba-
HUI IPY STTMJIETICUMY He MMEIOT abCOMIOTHOTO AVArHOCTIYe-
CKOTo 3HaveHus. Jlaneko He BCeraa MMeeTcs] BO3MOKHOCTb
3anmcaTh D3I B MOMEHT IMPUCTYTA, a MEXKIIPUCTYITHAS
23T MosKeT 6bITh COBEPILIEHHO HOPMabHO. HeraTuBHbIe
pe3ynbTaThl IPY 3alMCY PYTUHHOM MeXIIPUCTYIIHON DT
obHapykuBarTCs y 50% MalyeHTOB ¢ HECOMHEHHbBIM IV -
arHosoM snwierncun. [loBropHas 3annuch pyTMHHON I3
YMeHbIIIAeT BEePOSITHOCTh HETaTUBHBIX PE3YAbTaTOB 10 30%,
a 3anuck I3I mocwie penpuBauuu cHa 1o 20%. Jaxke mpu-
crymHas D3I maneko He Bcerma 6GpIBaeT MHGOPMATUBHOI
¥ MOKET ObITh a6COTIOTHO HOPMaJIbHOI IIPY MeayaabHO
BMCOUHO¥ SMIETICUM U TIPU STIVIIETICUY, BOSHUKIIIEN B TITy-
60OKMX OTHeax J06HBIX mosneii. C IPyroit CTOPOHbI, XOPOIIIO
M3BecTeH (HaKT MIMPOKOI PacIpoCTPaHEHHOCTU BO3PACT
3aBUCUMBIX JOOPOKAUECTBEHHBIX STMJIEIITUYECKUX Pa3-
PSIIOB IeTCTBa (POMaHAMYECKMX CIIaliKOB) B 34 0POBOJ MO-
myasiuyu. Ecam y manyeHnTa MMeeTcsl cepbe3Hasi cemMeiiHast
OTSITOLIEHHOCTH T10 3MWJIETICUM, HECMOTPSI Ha TO, YTO CaM
OH 3[10POB, TO Y HET0 3HAUUTEIbHO YBeTMUNBAIOTCS IIIaHChI
CJIyYaifHOTO M AMArHOCTUYECK) He 3HAUMMOTO OGHapyKe-
HMS SNIWIENITUYECKUX M3MeHeHui Ha JOT.

TpaxktoBKa (pusmomornyeckux mamMeHeHui 9T Kak
«IMUIETITUYECKUX» WIU «IMWIENTU(OPMHBIX» — ellle
OJlHA pacrIpocTpaHeHHas ouMbKa, 0COOEHHO Y TeX Bpaueii
HEBPOJIOTOB, KOTOPbIE He MOMYYMIIN TOJKHOTO Helipodu-
3M0JI0TMYeCcKoro o6pas3oBanusi. HesHaHe OCHOB 3JIEKTPO-
sH1edasorpadum MPUBOIUT K TOMY, UTO U 3aMeJIeHue
OCHOBHOTO PUTMa BO BpeMsI TUTIePBeHTWISILIUY, U TUTIHA-
rormyeckasi TMIepCUHXPOHMS, M apTe(aKkThbl, BbI3BaHHbIE
NBVDKEHMSIMU TJ1a3, TPAKTYIOTCS KaK «3MUJIeNTUYecKue»
SIBJIEHMSI, YTO CITOCOOCTBYET OMMOOYHOMY AMATHO3Y TN~
nericuu. Kpome Toro, nameHeHus 93T 4acTo OLleHMBAIOTCS
B OTPBIBE OT KIMHUYECKUX 0CO6eHHOCTe manyeHTa. Cum-
TaeTcs, uTo D3I OMIMOOUYHO OIMMCHIBAETCS KAK «3IUJIEI-
Tueckas» y 0,5-2% 3m0poBbIX B3powIbiX. K coskaneHuIo,
«IOVMaTh» U 3aMMCaTh AMATrHOCTUYECKM HESICHBIN dMM-
30[1 He BCerpa MmpeiCcTaBlisieTCss BO3MOXHBIM, TaK KaK OHU
BO3HUKAIOT CIIOPAAMUEeCKM U UX BO3HUMKHOBEHME YacTO He
TpeicKa3yemo.

O6BbeKTUBHbIE CJIOKHOCTU AubdepeHIanIbHOI quar-
HOCTVKMY 3MWIETICMY MHOTOKPATHO BO3PaCTaloT, eC/IU Bpay
CTAJIKMBAETCS C MAlUMEeHTOM, CTPaJalolMM YMCTBEHHOI
OTCTaMOCThIO U/ ABUTATENbHBIMU HapYyLIeHUSIMU. [laH-
Has MOIIYyJIALMS IIallMMeHTOB, KaK ITpaBuUJIo, MMeeT CTPYK-
TypHbIe M3MeHEeHMsI TOJIOBHOTO MO3Ta, a, CJIef0BaTelbHO,
UX «00bIuHasT» DI MOXET CYIIEeCTBEHHO OTIMYATHCS OT
BO3PAaCTHBIX HOPMATUBOB. [TallMeHTHI C ABUTATETbHBIMU
HapyIIEeHUSIMU, B YaCTHOCTY C JEeTCKUMMU I1epebpabHbIMU
rapajuuaMu, UMeIOT caMble pa3HOOOGpa3Hble aHOMaJIbHbIE
IBVKEHMSI, YaCTh U3 KOTOPBIX MOTYT OBITh MPUCTYIIOO0-
O6pa3sHBIMM ¥ HAIIOMMHATh IMUIENTUYECKIE MTPUCTYIIHI.
VY nauyeHTa C yMCTBEHHO OTCTaJ0CThI0 MOTYT BHE3aITHO
BO3HMKATh M3MeHeHMsI MoBeJeHNsI, HAallOMMHAOIIe 311-
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JIenITuIecKye: 6ecropsiiovHast IBUraTe/IbHasT aKTMBHOCTb,
arpeccUBHOCTb WM, HA060POT, «3aMUPaHMI» C OCTAHOBKOJ
B30pa M T.II.

InunenTUYECKnii CTaTyc

VimeeTcsi CTONBKO BUJOB 3MUJIENTUYECKOrO CTATyca,
CKOJIBKO CYIIeCTBYET TUIIOB SMMUJIENITUYECKUX TTPUCTYTIOB.
Kpome Toro, BbifiesieH «3JIeKTPUUECKUI STWIeNTUYeCKUIA
CTaTyC», PETUCTPUPYEMbIN BO BpeMs CHa IPU TTOMCOMHOT-
padnuecKoil 3aMnCcK, XapaKTepU3YIOIINUIACS BBICOKMM MH-
eKCOM 3mmIenTudOPMHOM akKTMBHOCTY Ha DIT. CepuiiHbie
SMWIENTUYECKMEe TPUCTYIIbI OTNYAIOTCS OT AMUJIeNTnYe-
CKOTO CTaTyca TOJIbKO TeM, UYTO B Iay3ax MesKAy MPUCTyTa-
MU (MY UX CEPUSIMU) COCTOSTHIE GOTHBHOTO OTHOCUTETBHO
HOpManu3yeTcs, CO3HaHMe B TOW MM MHOW Mepe BOCCTa-
HaBJIMBAETCS, @ TPOTPECCUBHOTO HAPYIIEHUST PabOThI Op-
TaHOB ¥ CUCTEM He HaOII0IaeTCsl.

®daxkTOpbI PUCKA Pa3BUTHSI STIWIEITUYECKOTO CTaTY-
ca: TeKyll[ie OpraHnvYecKye MopaskeHus Mo3ra pa3anyHoi
3THOIOrMM (OTYXO0JIM, TPAaBMaTHUUeCKe BHYTpUUYepernHbie
remMaTOMBbI U [Ip.); hapMakope3uCTeHTHAs SIMIETICHs; He-
aZieKBaTHas Tepanus Uy HecoOToeHe TalieHTOM pe-
skuMa ripyema IT911; cHuskeHMe JO3UPOBKY, 3aMeHa WA OT-
meHa [1311; oTHOCUTeIbHOEe YMeHbllleHe T03bl BCIeACTBIE
3HaUNUTENIbHOTO YBEJIMYEHMS] MacChl Tela; U3MeHeHNe pe-
SKMMa 03MPOBaHMS TaKMX IIperapaToB Kak 6apouTypaThl 1
6eH301Ma3eNHbl; HApyLIIeHUs peskuMa (IenpuBaius CHa,
aJKOTONMM3aIus U Ap.); COMaTUIeckne 1 MHPEKIVOHHbIe
3a60eBaHusT; 6epeMEHHOCTh; BHe3aIHast OTMeHa CHOTBOP-
HBIX U CeJaTUBHBIX CPENICTB, HAPKOTUYECKHUX IIpeIapaToB
(NO2A onvonapl)y MalyeHTOB, IJINTEIbHO UX NPUHUMAIO-
HIVX; TTepeno31pPoBKa MeAMKaMeHTOB (aHTHUIeIPeCCaHThI,
6eH30/Ma3eMHbI, AHTUIICUXOTUYECKIE CPEACTBA U Ip.);
MeTabonuueckue epebpaabHble U 3KCTpaliepedbpaabHbie
TPOLIeCcChl (TUTTOTIMKEeMMST, TUTIOHATPUEMMUSI, OCTPAsT U XPO-
HMYecKas ITIoueyHast HelOCTaTOYHOCTb U JIP.).

Knaccupukauyms

B yC10BUSIX YPreHTHOI CUTYyaly OCHOBOIIO/IATAOIIM
IIJIST IPOTHO3a U afeKBaTHOV MHTeHCUBHON Tepanuu IC
CTAHOBUTCS BOMPOC: CIYXKUT it IC MpOosIBIeHMEM OCTPOiL
MaTOJIOTUYM MO3Ta WJIM STIMJIETICUM KaK TaKOBOJ He3aBUCH-
MO OT ee KjaacCu(pMKALMOHHOM NpuHanaexXHocTu. CooT-
BETCTBEHHO 3TOMY HEOOGXOIMMO Pa3anyaTh: CUMNINOMA-
muueckuti C — TIpy TEKyIIUX 1iepe6panbHbIX Mpoleccax
u co6cmeeHHo AC Tipy snviernicuy. ECTecTBeHHO, UTO B
TepBOM BapuaHTe Hapsiay ¢ seueHreM DC TpebyeTcs agek-
BaTHAs Teparusi OCHOBHOTO 3a60IeBaHMsI, U JIETAIbHOCTh
ompeesseTcs, IMTaBHbIM 06pa3oM, OCHOBHBIM 3a60JieBa-
HMeM, XOTs npucoenvHene IC CyleCTBEHHO yXyAllaeT
nporuos. Hanpumep, 3C rpu uilreMmnyeCckom MHCYIbTe yBe-
JIMUMBAET PUCK JIETAJIBHOTO MCX0Aa B 3—8 pas, TO Xe npu
sHuedanonatuy nerei. B uneane Bce cryyam DC TOKHBI
6bITb KIaccuGUIMPOBaHbI 10 4 6;10KkaM: 1) cemuonorus;
2) atuonorug; 3) D3I KoppensiTsl; 4) BO3pacT, TaK Kak Bce
9TU COCTaBJISIONIME BAMUSIOT Ha TIPOBOAVMYIO Tepanuio u
ucxop, OC.



CymiectByeT kaaccupurayusa 3C no nepuodam meue-
Hus:

- npeacratyc (0-10 MMH ¢ MOMeHTa Havasia MpUCTy-
oB)*;

— HavyaJbHbIN snuaenTtudeckuii cratyc (10-30 muH);

— pPa3BepHYThIN snmienTuyeckuii cratyc (31-60 Mun);

— pedpakTepHblil (CTOMKUIT) SMUIENITUUECKUI CTaTyC
(He KynupyeMblii B pe3yjbTaTe Ha3HaueHus IIpernapaToB
TepBOIi 1 BTOPOJi ouepey BbI6opa IJIUTEIbHOCTHIO CBbIIIIE
60 M1H);

- cyneppedpakTepslit SUIEITUYECKIUIA CTaTyC (TIPo-
JIoykaeTcst Ha doHe KOMIUIEKCHOTO JieueHMs C IIpUMeHe-
HMEeM O6IIVX aHEeCTETUKOB 6osiee 24 4acoB).

Hecmotpst Ha MHOToO6pasue Turos IC, HanboJbliee
MpaKTUYECKOoe 3HAUeHMe MMEIOT IIaBHbIM 06pasoM ero
pasHoBugHOCTH: IC CyOOPOXKHBIX MPUCTYTOoB, DC hoKab-
HBIX ITPUCTYIIOB, MUOKJIOHMI1, 86CAHCOB U JIEKTPUUECKOTO
2C cHa.

InnnenTUYECKUI CTATYC CYAOPOXKHBIX MPUCTYNOB
(ccm)

[MocranoBka auarnosa JCCII He BbI3bIBaeT 3aTpyLHe-
HUI: IPU HEM CYA,0POXKHbIE MPUCTYIIbI CJIEAYIOT OAVH 3a
IPYTMM U B TIPOMEXYTKe MeXIy HUMU MaleHT He TIPu-
XOIUT B co3HaHMe. [ToBpexarolee BO31eiiCTBIE CYLl0-
POKHBIX SNMJIENTUYECKMX IPUIIAIKOB Ha MO3T BBIPa>keHO
makcumanbHO npyu SCCIL. [Tpu 3C cymoposKHbBIN CUHAPOM
VHULIMUPYET pa3BUTHE XXU3HEYTPOXKAIOUIMX PACCTPONCTB.

OcHoeHble cuHdpombl npu ICCII. CuHIPOM Hapylle-
HUSI CO3HAHUS (BO3OYKAEHME; OITYIIIEHNE; COIIOP; KOMa).
CynopoxkHblii cMHAPOM. CMHIPOM HapylleHUs AbIXaHUS
(UMKINYEeCKUI CUHAPOM allHO9-TUNePBEeHTWISILVS; CUH-
IpoMm mepudepudeckux HapylmeHui bIXaHUs; CUHIPOM
LIeHTPaJbHbIX PEeCIMPAaTOPHBIX PAacCTPOIICTB; OCIOXKHEe-
HMSI CO CTOPOHBI TPaxXeo6POHXMATBHOTO TPAKTA U JIETKMX).
KapaonoBacKyasipHbIi CUMHAPOM (TaXMKapAusi, apUTMUS;
apTepuaibHasi TUTIEPTEH3UST; apTepuaabHasl TUIIOTEH3US).
MbimieuHble pacctpoiicTBa (pabmomuonus). Hapymenus
dyHKIIMM TIOUeK (ocTpasi MMOTIO6MHOBAST HedpomaTus;
yieMyuyeckas rmouyka). CMHAPOMBI HapyllleHMi1 ToMeoCTa-
3a (MeTaboaMueCcKuii alumo3; runeprepmus). CUHIPOMBbI
HapyIeHnii remocrasa (JIBC-cuHIApPOM; M3MeHeHus 6e1oit
KpPOBM; MICEBIOBOCHAMNUTENbHBIN CMHAPOM). HapyuieHnus
CUCTeMBbl afanTauum (Je3afanTUBHbI CUHAPOM).

beccypopoxHbiin IC

beccynopOsKHBIN 3NUIeNTUYeCKUIi CTaTyC IIpOTeKaeT
MeHee IpaMaTUYHO, HO YacTO BbI3bIBAeT IMArHOCTUYECKME
TPYIHOCTY. MOKET MPOSIB/ISITHCSI HEOKMAAHHO Pa3BUBLIVIM-
CsI COTIOPOM MJIU KOMOIA, CTyTaHHOCTbIO CO3HAHMSI, MYTU3-
MOM, TCUXMUYECKO} 3amMelJIeHHOCTbIO, aBTOMAaTU3MaMM.
BeccymoposkHbiii 9C BCTpedaeTcs 3HAaUMTEIbHO peke, yeM
reHepaaM30BaHHbBIV TOHMKO-KJIOHUYECKUI CTaTyC U CO-

*— BpeMeHHbIe [TapaMeTpbl MOTYT BapbMPOBATh B 3aBUCUMOCTH OT
Ttuma IC (cMm. onpegenenue 3C).

KnuHnueckas KapTuHa 3ab0N1eBaHmns uan CoCToAHNA
(rpynnbi 3a60NeBaHwii UM COCTOAHMI)

craBisieT 5-20% Bcex caydaeB SMUIENITUYECKOTO CTAaTyca.
K kateropumn 6eccynoposkHoro 3C OTHOCST CTaTyC abCaHCOB
(TUMUYHBIX U ATUTIMYHBIX), CTATYC CJOKHbBIX MaplMaTbHbIX
MPUCTYTIOB (TICMXOMOTOPHBIN CTATYC, TMMOMUYECKNUI CTa-
TYC), CTATYC MPOCTBIX MapIMaabHbIX CEHCOPHBIX MPUCTYTIOB
(aura continua).

st pyarHocTURY 6eccynoposkHoro DC LOMKHbBI ObITh
BBISIBJIEHBI 2 MPUHIUIIMAIbHBIX MPU3HAKA: KIMHUYECKU
OYeBMAHbIE U3MEHEHMS] YPOBHSI CO3HAHUS U MOBEIeHMUs,
KOTOPbIE OTJNYAIOTCSI OT OOGBIYHOTO COCTOSTHMS GOJIBHOTO,
snutenTudopMHas akTUBHOCTDb Ha JIT.

OueHb Ba)kKHA KOPpeNSuys KIMHUUYECKUX TIPOSIBJIeHUI
M COTPOBOXKAAIIINX UX MU3MEHEHUI 6M03IeKTPUUeCcKOit
aKTUMBHOCTU MoO3ra. beccygopoxHbiit 9C MOXET COITPOBO-
SKOATHCS MIMPOKUM CIIEKTPOM 3jIeKTposHIiedaaorpaduye-
CKUX usMeHeHuit. Ha ckanbroBoit 9T paspsabl Hanbosee
4YacTo MpeCcTaBlIeHbl PUTMUYHOI TeTa- U/WUIN e/bTa-aK-
TMBHOCTBIO. B GO/BIIMHCTBE CTy4aeB 4acTOTa aKTUBHOCTU
He ripeBbimaet 3 I'. VikranbHble DDT-paspsiibl MOTYT GbITh
Kak reHepanamM3oBaHHbIMU (69%), Tak U qud@y3HbIMU C
ouaroBbeIM mpeo6namanmem (18%). VICKIOUUTENIBHO Ova-
TOBbIe pa3psiibl BCTpevaroTcs penko (13%). dnunentudop-
MHasl akKTUBHOCTb, KaK ¥ KIMHMYECKYe ITPOSIBJIEHMS], MOKET
drokTynpoBaTh Kak BO BpeMeHM, TaK U IO MPOCTPAHCT-
BEHHOMY PacIpOCTpaHeHNI0. MOIHBIM AMarHOCTUYeCKUM
CpenCTBOM SIBJISIIOTCSI TPOLIeAYPbl GYHKLIMOHATBHOTO VH-
TPOBUJEHUS — OLHOIIPOTOHHAS SMMCCUOHHAs! KOMIIbIOTEP-
Hasi ToMorpadusi, MarHUTHO-Pe30HAHCHAST CITEKTPOCKOTTMSI
¥ IPOTOHHO-B3BellIeHHAss MaTHUTHO-Pe30HaHCHAST TOMO-
rpadwusi.

PexomeHnpayeTcs nposeneHye DI mauyeHTaMm C MOA0-
3peHyreM Ha 6eCcCymOpPOKHbIN SMUIEIITUYECKUII CTaTyC B
COOTBETCTBUM € 3/IbLIOYPTCKUMM KPUTEPUSIMIA.

VYpoBeHb yoeauTenbHOCT pekoMmeHgauuii C (ypo-
BEHb JIOCTOBEPHOCTHU 10Ka3aTeIbCTB — 4).

KommeHnTapwmii: Pecucmpayuio 991 npu nodo3peHuu Ha
beccydopoxcHblil anunenmuyeckuli cmamyc ciedyem nposo-
dums no anzopummy 3anvybypeckux Kpumepues (puc.).

Ocobble popmbl pedpaKTepHOro INUNENTUYECKOTO
cTaTyca

BrniepBbie pa3BuBLIMiicS pedpaKTepHbI SNUIENITUYe-
ckuii craryc (New-Onset Refractory Status Epilepticus -
NORSE): knuanveckas Mmanudecrauusi ¢ pedpakrepHOToO
SMMJIETITVYECKOTO CTaTyca y manyeHTa 6e3 aHamHe3a 10
SMWIETICUY VI MIMEIOIET0 pelleBaHTHOE HEBPOJIOTMYECKOe
3aboseBaHne, 6e3 OUEBMUIHBIX CTPYKTYPHBIX, MeTab0MMue-
CKMX ¥ TOKCMYECKMX NMpUYMH. Ecin rociie MHT@HCUBHOTO
JIMarHOCTMYECKOTO MoucKa 3Tuoorust pepakrepHoro 3C
He YCTaHOBJIEHA, TO UCIIONb3YyeTCs OIpefesieHre «KPUIITO-
reHHbli NORSE» unu «NORSE ¢ HeycTaHOBIEHHOJ 3THO-
Jloruei».

DNUIeNTUYECKIIt CUHIPOM, CBSI3aHHBIN ¢ He6pUIbHOI
nHpekuyeii (Febrile Infection-Related Epilepsy Syndrome —
FIRES), siBnsieTcst mogkaTteropueit NORSE, KoTopslit Tpe6y-
eT HaIMUus TIpealiecTByomieit GebpuiabHoii MHbeKIMM 3a
24 yaca-2 He[enu N0 Pa3BUTHSI pe@pakTepHOTO AWIIeTNTH -
YecKoro cTaTyca, ¢ win 6e3 IMX0paku Ha MOMeHT BO3HUK-
HOBEHUS SMWIENITUYECKOTO CTaTyCa.
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1. Knuanaeckoe nmomo3penue nva bCOC

1 |

1I. Jannbie D900 >

/\\ y

IIP ¢ wacrtoroit > 2,5 I'ip

Her Im

IIP ¢ gacrtoroi 1-2,5 I'g

DBOIOIMOHNPYFOIITHN
narrepH [1P win PITA

IIP ¢ gactoroii 0,5—1 I'1g
B COYETaHUH C MOIU(DHU-
KaTOpPOM «ILTIOC)
i urykranuen

OOl -marTepH 4eTKO
CBSI3aHHBIN 10 BpEMEHHU
C KIMHUYECKUMU

JIPJIA ¢ wactrotoii > 1 I'ip
B COYETAHUU C MOTU(H-
KaTOPOM «ILTIOC)

CHMIITOMaMH i uryKranuen
B/B [IDI1
BCAC | WK |

PucyHOK. 3anb10yprckue KpUuTepumn

[Her ECBC'

Coxkpawerusi: BCIC — 6eccydopoxcHplli anunenmuueckuti cmamyc; PIIIT — pummuuHsle unu nepuoduyeckue nammepHst 3nunenmugopmHsix epa-
(hoanemenmos; PITA — pummuunas desibma akmusHocms; JIPI[A — namepanuzo8aqHas pummuuras deasma akmueHocme; ITP — nepuoduueckue
paspsdet; [TI9I1 - npomusosanuienmuueckue npenapamst; MUK — ukmanbHo-uHmMepukmanbHaili KOHMUHYyM.

23T moxem npogodumscs Ha poHe MedukameHmo3Hol mepanuu, eaustoweti Ha I (muonenman, nponogos, 6eHzoduazenuHsl — He0OX00UMO
yKasamos cpok 8gedeHust, 003bl), Umo mpebyem coomeemcmayrwujeti mpakmosKku u N08MOPHO20 nposedeHUs: UCCIed08aHUsl, d UH020a U 3¢ deK-
mueHocme Kynuposanusi C oyeHusaemcs N0 HAAUUUI0 «8CNbIUKU-N00ABIEHUS».

"pMHﬂTMe pelieHna o0 rocnuTanaun3dauunn

YrouHeHnue ¢akToOpoB, cCONpoBoRAaINX JC, MOXeT
MTOMOYb B BbIOOpE CTal[MOHApa i rociuTanusaunn. Ecim
YCTAaHOBJIEHO, UTO CTATYC Pa3BWICS y MAlMEHTa, JJINTEb-
HO CTpajalollero snuiercueii, To 6osee BEPOSITHO, UYTO B
CTaIMOHApe He MOTPe6GYeTCsT CIOKHBIX IMATHOCTUYECKUX
MpoLeayp A1 MOoATBepKaeHMs1 fuarHosa. OgHako, DCCII
Y TN TETbHBIN MapOKCU3M CyMEPEYHOTO COCTOSTHYSI CO3Ha-
HMSI TPEOYIOT rOCIIUTANIN3AIMI Y KOHCY/IbTal[MJi HEBPOJIOTa
IIJIsT BBIGOpA MeCTa rOCIUTAIbHOIO JIeueHus . JIIuTeTbHbIi
(oKaIbHBIT MOTOPHBIN MPUCTYIT 6e3 yTpaThl CO3HAHMS,
MIPOSIBJISTIOIINIACSI KPATKOBPEMEHHBIMU KIIOHUYECKUMU VTN
TOHMYECKUMM CYIOPOTaMM TaK Ke TpeOyeT CTaliOHAPHOTO
HabII0IeH s, TaK KaK BO3MOYKHO MOC/IeAYIOIIee OTSTOIIe-
HMe COCTOSIHMS U ero TpaHcdopmalus B 6uiaTepaabHblii
TOHMKO-KJIOHMYECKUI TIPUCTYTI.

Tpu MOmO3peHMM Ha OCTPOE OTpaBJIeHMe TOJIKEH ObITh
MPOM3BEeH OCMOTP TTOMEIeHMSsI, TAe HaXOAUTCS Maly-
€HT, U €ro OJIeKIbI C IeJIbI0 BO3MOXXHOTO OOHAPYKEHMUS
B KapMaHaX COOTBETCTBYIONIMX TpeIapaToB, PelleITTOB
u T.0. CeqyeT MMeTb B BUAY BO3MOXHOCTh OTpPaBJIE€HMUS
GOJIbHBIX BCIEACTBME Tiepemo3upoBky 1911, IIpy Hamnumm
ybenuTeTbHbIX JaHHbIX 00 OTpaBIeHMM Bpad CKOPOil Meu-
LIMHCKOJ TIOMOIIY JOJIKEH MOATOTOBUTHCS K ITPOBEIEHUIO
CPOYHBIX Je3MHTOKCUMKALIMOHHBIX MEPOIIPUSITUAN U OIIpe-
IeUThCS ¢ TOCHUTAIM3alMeli MalyeHTa B TOKCMKOIOT Y -

yeckoe oTaeneHue. Bce momyuyeHHbIe HA JOTOCIIUTATbHOM

JTarie cBefleHns 00 0OCTOSITEbCTBAX, MPEIIeCTBOBABIINX

Pa3sBUTUIO CTATYCA, a TAKKe TaHHbIe 06 OKa3aHHOI ITOMOIII

TTOJDKHBI OBITh THIATETBHO JOKYMEHTUPOBAHDI U MTepeIaHbl

B CTallMOHAap, KyJa JOCTaBJeH MaiyueHT. Ecii ycTaHoBe-

HO, UTO CTAaTyC Pa3BWICA Y MallIEHTA C HACIeICTBEHHO 60-

JIe3HbI0 0OMEHA C CyI0pOraMu, C BBICOKMM PUCKOM MeTabo-

JIMYECKOTo Kpu3a My Ha GoHe MeTaboI1Mueckoro Kpmsa, To

MOKa3aHa SKCTPeHHas TOCIIUTaIN3alMs B OTIe/IeHNe pea-

HUMAaIMY CTal[MOHapa /IS CTaOMIM3aIMIA SKU3HEHHO-BaXK-

HBIX QYHKIINI ¥ KOPPEKIIUY MeTab0oIMUeCKMUX HapyIieHuii.
IMTokasauus K rOCIUTAIM3ANNN B CIEIMATIN3UPO-

BaHHbIE OT/eJIeHMs CTalioHapa:

e [Ipy sMWIENTUYECKOM CTATyCe MU CePUU MPUCTYTIOB
MoKa3aHa KCTPeHHasl TOCMUTaNN3alus B OTaeNeHe
HelipopeaHuMaInu Win 06Ielt peaHMaIlAA.

e IlannenTtoB ¢ UYMT rocriutaansmpyroT B HeMpOXUpyp-
rmyeckoe OTJeeHye UK HelipopeaHuMal[iOHHOEe OT-
IleJleHye B 3aBUCHMMOCTH OT TspkecTyt UYMT m cocTostHMS
raiueHTa.

e [Ilowie KynMpoBaHMS SMWIENITUYECKOTO CTATyCa Ha JTa-
e CMII nokasaHa 5KCTpeHHas TOCOUTAIM3alLMs B He-
BPOJIOTMYECKOE OT/e/IEHNE, a IIPU TSKEJIOM COCTOSTHUU
MalyeHTa B HeiipopeaHuMalMOHHOE OT/e/IeHHe.

e IIaIMeHTOB C IMXOPAAKOI, SMUAETITUUECKIM CTATYCOM 1
MOJI03peHeM Ha HepOUH(EKIINIO TOCTIUTATU3UPYIOT B
oTHeieHye peaHuMany MHGEKIMOHHOIO CTallOHapa.



Mcuxnatpuyeckas komopbupHas natonorus
npy 3NUNENCUM

Iempeccun y TalIMEHTOB C SMUJIETICHUEN.

PacrnipocTpaHeHHOCTbh aKTUBHOI gernpeccun y I3 co-
craBiseT 23,1%, ipu 3TOM pUCK ee pa3BuTusa y [19 B 2,7 pasa
BbIIIE, YeM B 0OIIIeii Momnysiun. bpems, cBsi3aHHOe C ge-
npeccueli y [13, cknagbIBaeTCs U3 ee HeraTMBHOTO BIVSTHUS
Ha KaueCTBO XM3HU U BePOSITHOCTD TOCTVDKEHUS] PEMUCCUN,
a Takke yxyaueHust mepeHocuMocTy IT91T 1 BBICOKUX TIpsi-
MBIX U HETIPSIMBIX 3aTPAT, CBSI3aHHbBIX ¢ 3a00eBaHueM. Jle-
Mpeccust yBeIMIMBAET PUCK MPEKAEBPEMEHHOM CMepTH 3a
cyet 6obIIelt pacITpOCTPAaHEHHOCTY CPEAV TaKMX TalMeH-
TOB aIIMKTUBHOTO IMOBEAEHMS, X MEeHbIIIe TTPUBEePsKeH-
HOCTBIO TIPEIMMCAaHHOMY PEXXUMY TEPATNH, @ TAKKe B CBSI3U
C BBICOKVM PUCKOM COBepIIeHNs] CaMOyOuiicTBa.

PexkoMmeHayeTcsa BceM MNalMeHTaM C SIUJIENCUent
18 neT u cTapiiie MPOBOAUTb CKPMHMHT AeNpeccum ¢ ITIoMO-
IIBI0 PYCCKOSI3BIYHOM Bepcuy «HeBpoIormyeckoro ompo-
CHMKA [1elpecCUBHOTOPACCTPOIiCTBA MPU IMUIETICUN»
(Neurological Disorders Depression Inventory for Epilepsy —
NDDI-E) (ITpunoxkenne I'2).

VYpoBeHb yOeauUTeIbHOCT peKoMeHzauuii B (ypo-
BeHb JIOCTOBEPHOCTHU 10KA3aTeIbCTB — 2).

KommenTapwuii: B cs3u ¢ mem, umo KAUHUYECKoe UH-
mepewio 011 onpedejieHuUs. CO0M8emMcmaus Kpumepusm oe-
npeccuu Moxem 3aHUMams MH020 8PEeMEHU, 803MOMCHO
nposedeHue CKPUHUH208bIX ONPOCHUKO8, NPU UCNOJIb308AHUU
Komopwix demansHoe o6cnedosarue Ha npedmem denpeccuu
npo8ooumMcst MonbKO NONOHCUMENLHO CKPUHUPOBAHHBIM NAYU-
eHmam. NDDI-E — eQuHcmaeHHblli 0YeHUBarUULl 8bIpaxeH-
HOCMb denpeccuu ONPOCHUK, CO30aHHMbLI cheyuansHo 0 I1D.
OnpocHUK npoulesn TUH280-KyJIbMypaisHy 8aaudu3ayuio 6
6onee uem 15 cmpanax mupa, 8 mom uucne u 8 Poccuu, u noka-
3aJ1 C8010 CNOCOOHOCMY BbIS181S1Mb MeKYwuli 6016UL0L Denpec-
cusHblli 3nu300. OOUH U3 MemaaHaiu308 NOKAa3al XopouLyio
2 dexmusHoOCmMb 31020 ONPOCHUKA 8 BblA8JIEHUU MEKYU|e20
denpeccugHozo 3nu300a. OnmumansHas mouka ons eviseJie-
HUsL meKyujezo denpeccugHozo anuzoda — 6onvule 12 6annos
(Se—88,16%, Sp — 81,82%). Yemeepmoiii nyHkm («MHe syuwie
601710 Obl yMepemb») 0NPOCHUKA MOXcem Oblmb noJie3eH 01s
8blS18/IEHUSL CYUYUOATIbHO20 PUCKA.

TpeBoXXHble pacCTPONCTBA Y NALMEHTOB
c nunencuen

TpeBOKHbBIE PACCTPOIICTBA MPECTABIISIOT CO60I ONHM
1“3 Hamubosiee YaCTO BCTPEUAIOIIUXCS COIMYTCTBYIOIMX
MICUXMATPUUECKUX PACCTPONMCTB Y MAIMEHTOB C STIVIElN-

KnuHnueckas KapTuHa 3ab0N1eBaHmns uan CoCToAHNA
(rpynnbi 3a60NeBaHwii UM COCTOAHMI)

cuelt, 3HaUMMO YBeIMUYMBAIOMUX (GUHAHCOBOE Gpems
3aboseBaHus, a TakKKe HEeraTUBHO BIUSIOIMX HA MPO-
IOIXUTETHbHOCTD U KaueCTBO KM3HU. BbIJIO YCTaHOBJIEHO,
YTO TPEBOXXHbIE PACCTPOICTBA aCCOLUMMUPOBAHBI C XyIIEN
CyObEeKTUBHOI TIepeHOCUMOCThIO TI211 ¥ HemOCTaTOUHBIM
OTBETOM Ha Teparuio, YaCThIMM kajo6aMyu Ha Hapylie-
HMSI B KOTHUTUBHOI cdepe, 6oblleil yacToToit obpaiie-
HUJ 32 SKCTPEHHO! MeIULIMHCKOM IMOMOIIbIO, & TaKXe C
TOBBILIEHHBIM CyULIMIATbHBIM PUCKOM. TpeBOKHbBIE pac-
CTPOIICTBA MPOSIBISIIOTCS, IPEXAE BCErO, BIPa)KEHHO 1
HEKOHTPOIUPYEeMOi 6ecTTpUUMHHO MM CBSI3aHHOI C He-
CyIlIeCTBeHHO} MPUYMHON TPeBOroi win crpaxom. Yaiie
BCEro 3TO 6ecroKOoCTBO 0 6yLyleM, OKMUIaHNe OTPUIla-
TeTbHBIX COOBITHI U TPYAHOOIIPEAEeNMMbIe TTPEIUyBCTBUS.
MexxnyHapomHasi Kinaccuduraiys 60yie3Helt JecsiToro me-
pecmotpa (MKB-10), BeigensieT Lenblii psii TPEBOKHBIX
paccTpoiiCcTB, OCHOBHBIMU M3 KOTOPBIX SIBJISIIOTCSI TeHepa-
JIN30BaHHOE TpeBOKHOe paccTpolictBo (I'TP), naHnyeckoe
pacctpoiicto (TIP) ¢ aropadob6ueii 1 6e3 Hee, colMaTbHOE
TPEBOKHOE PacCTPOIICTBO, MOCTTPaBMaTUUYECKOE CTPECCOo-
Boe pacctpoiicTBo (ITTCP) 1 06ceccuBHO-KOMIYIbCUBHOE
paccrpoiictBo (OKP).

Psi bakTOpOB, CBSI3aHHBIX C CAMO¥ anuierncueit, Ha-
TIpMMep, HaK/IaAbIBaeMble 60JI€3HbIO OTPAHNYEHMS B TTPO-
deccnonanbHOI chepe, HEYBEePEHHOCTh B OTHOUIEHUU
BO3MOKHOCTU MTOCTPOUTh C€MbIO, OTTACeHUsI TOBTOPEHUS
MPUCTYTIOB ¥ CTUTMATU3ALUS SIBJITIOTCS (paKTOpaMm pucka
Pa3sBUTUSI TPEBOXKHBIX PACCTPOIICTB. B TOKe BpeMs TpEBOXK-
HbI€ PacCTPONCTBA y MALIMEHTOB C 3MMJIEIICHeN SBSIOTCS
He TOJIbKO TCUXOJIOTMYECKOi peakiiveii Ha 3a6oneBaHue,
HO MMEIOT C Heil 0611e HeifpoOMOoIOTUYeCKIIe MeXaHU3MbI
pa3BUTHUS. YUUTHIBASI BblllIeN3/I0’)KeHHOE, peKOMeHIyeT-
Cs1 MaKCMMaJIbHO PAaHHSSI JMarHOCTMKa TPEBOKHBIX pac-
CTPOJACTB y MALMEHTOB C AMMWIEINICHEeN.

PexomeHzayeTcst y MalMieHTOB C dMOUJIEINCUeN cTap-
ure 18 meT B KauecTBe MHCTPYMEHTA [J1s1 CKDMHUHTA Tpe-
BOKHBIX PAcCTPOICTB UCIO/Ib30BaHMe OL[eHOUHO 1IKaIbI
I'TP-7 (ITlpunoxxenune I'3) mamu MOIyJIs AJ1s1 OLIEHKU TPEBOTU
lFocniutanbHoit llIkansl TpeBoru u Henpeccun (HADS-A,
[Mpunosxkenne I'4).

VpoBeHb yoeaUTETHHOCTH PeKOMeHaanuii B (ypo-
BEeHb JOCTOBEPHOCTH JOKa3aTe/IbCTB — 2).

KommenTtapun: OuenouHas wkana I'TP-7, no360-
€m C 8blCOKOU Uy8CmMBUMeNbHOCMyb0 U CheyuduuHOCmbio
onpedessime Haauuue 2eHepalIU308aHH020 MPEBOHHO20
paccmpoticmea u opyzux mpegoxcHvlx paccmpoticme. B cny-
uae noJIOXKUMENbHO20 CKPUHUH2A (UHMepnpemayust WKal 6
Tpunoxerusx I'3 u I'4) nayuenm donxceH 6bims HANPAasJieH
K 8pauy-ncuxuampy 011 npogedeHus 6oJiee demanbHoz0 00-
cnedosaHusl.
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Te3ncol poKknanos
XllI MexxgpyHapogHoro ¢popyma 3nunenTonoros
ctpaH CHI/EAIC

«Inunencma u NMNapOKCU3MadJibHbleé COCTOAHUA»,

MockBa, 26 centabpsa 2024 r.

331 npu opdaHHbIX HeMpOreHeTUYeCKNX
3aboneBaHunsax

3.K. TOPYXAHOBA

OmaeneHue ncuxoHesponozuu N I; omoen knuHuYeckol 2eHemuKu
HayuHo-uccnedoBamesibck020 KNUHUYECKO20 UHCMUMyma neouampuu
um. akademuka H0.E. Benbmuwesa OTA0Y BO «PHUMY um. H.MW. lupozosa»
MuH3dpasa P®, Mocksa, Poccusi

BBepenue. B panHeM Bo3pacTe feTu ¢ opdhaHHOI CUH-
IPOMaJIbHOJ TIaTONOTMel YacTo HaGMI0Ja0TCsI C TAKUMU
IMarHo3aMu, KakK: 3aZieps>kKa IICMXOMOTOPHOI'O Pa3BUTMHS,
sHIedaToNaTUs HESICHOTO TeHe3a, SMMJIeNTUYecKas SHIe-
danmonatus, aToHMUYeCKM-acTaTUUecKast popma JeTCKOro
nepe6panbHoro napanuyua (JLIT). O6bIYHO B MPaKTUKE
HEeBPOJIOTa y MalMeHTOB C 3aePXKKOJ TCUXOMOTOPHOIO
Pa3sBUTHUS OMArHOCTUYECKMI TOVICK HAUMHAETCS C HallpaB-
JIEHUS Ha MPOBeJieHe Tab0opaTOPHBIX TECTOB (OMpeene-
HUS YPOBHSI aMMHOKUCJIOT U allMJIKADHUTUHOB B KPOBH,
OpraHMYeCcKUX KUCIOT B MOYe, 61IOXMMUUECKOT0 aHaIn3a
KpoBu 1 Mmoun, uccnenosauus KIIC, onpeneneHns: ypoBHS
JIaKTaTa B KPOBM) M aHaAM3a KapMUOTUIIA, YTO MTO3BOJISIET
VCKJTIOUNTH PSAM HacAeNCTBEHHbIX 3a00eBaHmii. Tem He
MeHee, BO3HMKAeT HacylHas Heo6xogumocTh audde-
peHLMaIbHOM IMAarHOCTUKY C PSILOM IeHeTUYeCKUX CUH-
IPOMOB CO CXOXKEN CMHAPOMAJbHO MaToJOTMel. 3HAaHUS
ocobeHHOCTe 2T MOTYT TOMOYb B YCTAHOBJIEHUM TIpa-
BUJIBHOTO AMArHo3a.

Iensb. OnpeneneHye xapakKTepHBIX NaTOIOTUIECKUX
usMeHeHuit DIT y nmarmeHToB ¢ oppaHHOI CMHAPOMAITb-
HOJi TIATOJIOTMEN CO CXOKUM KIMHUYECKUM (DEHOTUIIOM B
BUle HapyLIeHMs IICUXOMOTOPHOTO ¥ PeYeBOTr0 Pa3BUTHS,
ayTUCTUYECKUX MPU3HAKOB, JBUTATeIbHBIX CTEPEOTUIINIA,
SMUJIENITUYECKUX ITPUCTYTIOB.

Marepuansl 1 MeTOAbI. BbUTM IpOaHaAM3MPOBaHbI pe-
3ynbraThl AT meTeii (BO3paCcTHO AMAaIa3oH ot 2,5 10 7 JieT)
¢ cuHApPOMOM AHrenbMaHa, cuHapomoM Perta, CDKL5 3H-

tedasionaTuei U CMHAPOMOM IYTUIMKALIUKU 15 XpOMOCOMBI.
WccnenoBanue MpoBOAMIOCH Ha cucTeMe Buae0-331 MoHM-
topunra EBN «BE Plus» (Utanust). V Bcex IalnyeHToB Oui-
ar’Ho3 ObLI TOATBEPsKIEeH TeHeTUUYEeCKUM MCCTIeq0BaHMEM.
B kak[o71 rpyIiiie nayeHToB 6bUIO IPOAHATM3MPOBAHA 10
5 uccnemoBanmii (n = 20).

Pe3ynbTraTsl. Y BCeX MaLIeHTOB C CMHAPOMOM AHTelb-
maHa (n = 5, B 100% ciy4yaeB) 6bUTM 3aperucTpUPOBaHbI
BbICOKOAMIUIUTYIHbIE PUTMUYHbBIE BCITBIIIKY 3a3y6PEHHOI
IeJibTa aKTUBHOCTY C aKIEHTOM B 3aThIJIOUHOI 06/1acTu —
«notched delta» maTTepH, a y HallMEHTOB C AYTUIMKALIME
15 xpomocombl B 100% ciryuaeB peructpupoBagach anud-
¢dysHas u3bpITOuHas 6eTa akTMBHOCTD. IIpy CDKLS5 aHIlEe-
damonatun u cuugpome Perta cienuduyeckmx MaTTepHOB
1o gaHHbIM J3I He 0TMeuasioCh, PErUCTPUPOBAINUCH MTATO-
JIOTMYeCKMe V3MeHeHMs B Buze 3amenaeHus: QoHOBOIT pUT-
MUKM 60 PCTBOBAHMSI, BCITBIIIEK TeTa-, JeIbTa AMana3oHa
U 3MUIenTU(GOPMHON aKTUBHOCTU Pa3IUUHON CTereHU
MpeCTaBJIeHHOCTY B OCHOBHOM KOppeJupylolue C TsKe-
CTbIO TeUeHUST SMUIETICUMA.

3akmouyenue. KiimHnuecky 3HaumMbie I naTTepHBI,
Ha OCHOBaHUM KOTOPBIX C YYETOM KJIMHUYECKOTO hEeHOTH -
1a MOXXHO YCTaHOBUTD MarHO3 ObIIM 3aPEeruCTPUPOBAHBI
y MalyeHTOB C CUHAPOMOM AHTeJbMaHa U C CUHIPOMOM
nyraMkanuu 15 xpomocomel. CiieioBaTebHO, HallpaBiie-
Hue Ha DO mauyMeHTOB C CMHAPOMAJIbHOI MaTOJIOTUeNn
CO CXOXXMM KIMHUYECKUM (DEeHOTUIIOM MOKET 06JIeruYnuTh
IMAarHOCTUUeCKUi MyTh ¥ IOMOYb B paHHEel MOCTaHOB-
Ke AuarHosa. YCTaHOBJeHMe MPaBUAbHOTO AMarHo3a C
€ro reHeTMYeCKUM IOATBEePXKIeHEeM JlaeT BO3MOXXHOCTh
MIPOTHO3MPOBATh TeUeHMe 6OIe3HM, JIAHUPOBAThH OKa3a-
HMEe MeUIMHCKOM, IICUXO0JIOTO-TIeJarOTUYeCKOoii U COLU-
aJIbHO¥ MOMOIIY pe6eHKY 1 WieHaM ero ceMbi. BaXkKHOCTh
YCTaHOBJIEHMS MPaBMJILHOTO AMarHosa U BblJeneHune Ko-
rOpT MalMeHTOB, CTPAJAIIINX ONpe/ie/IeHHbIM reHeTuye-
CKMM CMHIPOMOM, B TOM UMCJIe CBSI3aHA C BEOYIIVMMUCS B
HacTosIee BpeMs pa3paboTKamMy B 06J1acTy TeHHOI Tepa-
iy 3a60eBaHmiA.



MNcuxonornyeckne 0cob@HHOCTU NMUHOCTH BONbHbBIX
nunencmein C KOMOpbMAHLIMU ANCCOLUATUBHBIMU
(KOHBEPCMOHHbBIMM) PACCTPONCTBAMM

M.B. TVCEBA', H.A. CUBAKOBA', B.A. MU XAIAIOB!,
0.H. AKYHUHA', T.A. KAPABAEBA' 23

" @I'bY «HayuoHanbHbIl MEQUYUHCKUG UcciedoBamenbCkull yeHmp
ncuxuampuu u Heposo2uu um. B.M. bexmepesa» M3 PO

2 ®Ib0Y BO «CaHkm-llemepbypeckui 20cydapcmaeHHbIl neduampuyeckud
MeJUYUHCKUG yHuBepcumem» M3 PO

3 OI'BY «HayuoHanbHbIG MEAUUUHCKUG UCCIed0BamesbCKul yeHmp
oHKono2uu umeHu H.H. [lemposa» M3 PO

AKTyanbHOCTb. [I1 omnpepneieHNsI OCHOBHOIO TUIMA
JIMYHOCTY TALIMEeHTOB C Pa3JIMYHbIMM HEMPOICUXUaTpu-
YyecKMMM 3a60/€BaHUSIMM UCITOTb3YIOTCSI MHOTO(MaKTOP-
HbIe TMYHOCTHbIE ONPOCHMKM. Hanbosee mokasaTeabHbIM
U IOCTOBEepHBbIM cunTaeTcsi Mmetonuka MMPI (Minnesota
Multiphasic Personality Inventory) [1]. [lo maHHBIM
JI.H. Co6uuK, SIB/ISIONIENCSI aBBTOPOM PYCCKOSI3BIUHO aar-
tauuu — CMUJI (CtaHmapTU3MpOBaHHBIM MeTO[, UCC/Iel0-
BaHUSI IMYHOCTH), Y OOJMbHBIX SMMIETICUEN U OUCCOlMa-
TUBHBIMM PACCTPOICTBAMM BBISIBIISIIOTCS OIpefe/eHHbIe
JIMYHOCTHbIE OCOGEHHOCTHU, Ha3bIBaeMble «KOHBEPCHUOH-
HOI TisiTepKo¥i». «KOHBepCHMOHHAS IsITepKa» IpeaCcTaB-
JisTeT co6oii coueTaHyue BBICOKMX 6asuioB MmO mikame 1 u 3
(MTIOXOHAPUS U UCTEePUsT) U HU3KUX Pe3yIbTaTOB 10 LIKa-
Jie 2 — TpeBOIr'M U fenpeccun. IIpyu BbICOKOV «KOHBEPCUOH-
HOJI MsITepKe» TpaHchopMalyss HEBPOTUUYECKOI TPeBOTM B
(yHKIIMOHATBHBIE (IMCCOIMAaTUBHbBIE) COMATUYECKNe Pac-
CTPOJCTBA U B MU3BECTHOI CTEeHY CIIYKUT CII0CO60M 3aBO-
eBaHMs yL06HOI colManbHOM mo3uumm [2].

Ilens nccnemoBaHus. VI3y4uThb CUXOIOTUIYECKUE OCO-
GEeHHOCTY JTMUYHOCTYU GOJIbHBIX SMUJIETICHE C KOMOPOU/I-
HBIMU AUCCOLMATUBHBIMU (KOHBEPCMOHHBIMM) PACCTPOTA-
CTBaMMU.

Marepuansl u meToabl. lccienoBaHne IpOBOAUIOCH
Ha 6asze OTHeneHMs JedeHus] 60TbHBIX C I9K30T€HHO-0pTra-
HUYECKMMM paccTpolicTBaMu u snuiencueit ®I'6Y HMUALL
ITH um B.M. BexTepeBa Munsapasa Poccun. O6ciemoBaHo
54 B3pOCJIBIX MalMeHTa B Bo3pacTte oT 18 1o 54 jeT, KoTo-
pble 6bUIM paclpeeseHbl Ha 2 IPYIIIbl, COTIOCTaBUMBIE T10
nosty u Bo3pacty. [lepByto rpyrimy coctaBuanu 27 naiyeH-
TOB C 3MUJIENICUEN U IUCCOLIMAaTUBHBIMM PAaCCTPOIICTBAMM
(30), B Bo3pacte ot 23 1o 54 net (37,6+1,732). Bropyio rpyI-

1y — 27 MaIMEeHTOB ¢ duyerncueii (3) 6e3 AucconaTUBHbBIX
paccTpoiicTB B Bo3pacTe ot 22 o 54 et (37,4+1,925). Bcem
y4aCTHUKAM MCCIeN0BaHUSI TPOBEIEHO MCUXO0I0TUYeCcKoe
ob6ciienoBaHMe, PeCIIOHIEHTDI ObITM TTPOTECTUPOBAHBI TTPU
rnomouy MMHHeCOTCKOTO MHOT0ACIIeKTHOTO TMYHOCTHOTO
onpocHuka (MMPI). Cratuctmuueckuii aHanu3 MPOBOIUIICS
myTeM ornpeneneHus t-kpurepust Crbrogenta u U Kpurepust
MaHHa-YUTHU.

PesynbraThl. AHANN3 pe3y/bTaTOB, MOJIYy4EeHHBIX TPU
MpOBeIeHNM TEeCTUPOBAHMS OOCIeAYEeMbIX MO CTaHIAp-
TU3MPOBaHHOI MeTonuke MMPI, 6bl1 IIpoBeeH B 06eMx
rpynmnax. CTaTUCTUUECKM 3HAUMMbIe Pas3anuis 6bLIN BbI-
SIBJIEHBI T10 LIKaJaM: UIOXOHApuMu — N2 1, TpeBoru u ne-
npeccunt — N2 2, uctepun — N2 3.V GOJIbHBIX C SITMJIETICHE
M KOMOPOUAHBIMMU TUCCOIMATUBHBIMYU PACCTPOIICTBAMMU
(3I) mpocneskuBaeTcs 60jiee BLICOKMI YPOBEHb 3HAUEHUST
6aJUIOoB 10 ILIKaje UMTOXOHApUM — 74,96 6anna, B cpaBHe-
HUM C TPYIION 60IbHBIX SITMUJIETICHEN 6€3 AMCCOIMAaTUBHBIX
paccrpoiicTs (D) — 65,23 6aia (p = 0,012). ITo pesyabTaTam
OLleHKM 1o miKaje N2 2 — TpeBOru U Aernpeccuu, mpocie-
SKMBAETCS 06paTHAsT 3aBUCHMOCTh PE3YIbTAaTOB. Y GOMbHBIX
rpynmbl 1 cpegHee 3HaUeHMe 6AITIOB MO TaHHOI IIKae
HIKe — 64,26 6aJ11a, B CpaBHEHUM C TIALIIEHTAMM TPYIIIIbI
9 - 175, 77 6amnos (p = 0,001). ITo mKkane ucrepun, y 60jab-
HBIX C SMMAJIETICHEN Y IMCCOIMATUBHBIMY PACCTPOICTBAMM
TIpoC/IeXMBaeTcst 6ojee BbICOKUI YPOBEHDb CpeIHEro 3Have-
Hus1 6aJIOB 110 TaHHO¥ miKaie — 73,26 6aia, B CpaBHEHUN
C TpyIIoi 6e3 KOMOPOUIHBIX PAacCTPOCTB — 64,08 6amia
(p=0,014).

3akiaoueHne. Y 60/IbHbIX SIMIEIICHeN ¢ KOHBePCUOH-
HBIMU HACTOEHUSIMU OTIPEIeJISIETCSI CTATUCTUYECKM Gostee
BBICOKUII YPOBEHb UITOXOHAPUHU, UCTEPUN, & TAKKe Gosiee
HU3KUI YPOBEHb TPEBOTYU U Jerpeccuu, o CpaBHEHUIO C
6GOJIbHBIMU STIMJIETICHEl 6€3 KOHBePCUMOHHBIX HACTOeHUIA.
[TomydyeHHbIE pe3yIbTaThl COOTBETCTBYIOT TAaK HAa3bIBAEMOIL
«KOHBEPCHOHHOI TMSITePKEe» U XapaKTePU3YIOT CTPYKTYPY
JIMUHOCTU Yy JAaHHBIX MalieHTOB.

Jlutepatypa

1. Bepesun @.b., Mupomnukos M.II., Cokonosa E.JI. MeToauKka MHOroCTo-
poHHero uccrenoBanus amuHoctu (MMUJII): cTpyKTypa, OCHOBBI MHTEP-
rpeTanuy, HeKOTopble 06/1aCTy IPUMeHeHus. 3-e u3j. M3aarenbcTBo
«Bepesnn ®ennkc bopucosnu», 2011: 320 c.

2. Co6umk JI.H., CranzapTusmMpoBaHHbIii MHOTO(aKTOPHBIN METO[ VC-
cnepgoBanyst mmyHocT CMWJT (MMPI) IIpakTiyeckoe pyKoBOACTBO. M.:
Peun, 2007: 224 c.

lnddysmonHo-kypTozncHas MPT B oueHke
MUKPOCTPYKTYPHbIX N3MEHEHUI roI0BHOr0 MO3ra
npy anunencumn

M.B. NONTYLINH', P.B. HABENAEB', M.K0. MAPTbIHOB'2,
10.B. PYBJIEBA"2 A.B. IBOPAHYNKOB', C.I. BYPA'?,
11.B. CEHbKO', H.B. TAPAHUHA

" @rbY «®edepanbHbil yeHmp Mo32a u HelpomexHonozuii» ®MBA Poccuu,

Mocksa, Poccus

2 QrA0Y BO «PHUMY umenu H.U. Mupozoa» Mun3dpasa Poccuu, Mockaa,

Poccus

Tesucol poknagos Xl MexayHapogHoro ¢popyma 3nMnentonoros
ctpaH CHI/EA3C «3nunencus 1 NapoKCu3mManbHble COCTOSHUS»

IOuddysmonHo-kyprosucHass MPT cTaHOBUTCS BaYKHbIM
VHCTPYMEHTOM B OIIpeie/IeHMM MUKPOCTPYKTYPHBIX M3Me-
HeHWII Y MalMeHTOB ¢ GOKaIbHOIM BUCOYHON IMUIIETICHEen
(®BD), 0c06EHHO B CTyUasiX, KOraa CTaHaapTHbie MPT-130-
OGpakeHUs He MAlOT YEeTKOW KapTUHBI. DTO MCC/IeOBaHMe
uMeeT 6OJIbIIIoe 3HAUEHME IS ITPeaoIepalyiOHHOTO I1J1a-
HUPOBAHMS 1 OITpeie/IeHySI JIOKIM3aIVN STVIIEIITUYECKOTO
ouara (90). llenbro JaHHOTO MCCIeOBAHNS SIBISIIOCH M3y4e-
HYEe MUKPOCTPYKTYPHBIX U3MEHEHUI B STIUJIETITOTeHHO! U
3epKaIbHOI 06/1aCTSIX TOJIOBHOT'O MO3Ta y MalyeHTOB C (Ho-
KaJIbHOV BUMCOYHOI anmyiernicuerdi ¢ ucronab3oBanmem 1K MPT.
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Martepuasbl M MeTOAbI. B viccieqoBanme 6bUTM BRITIO-
yeHbI 12 MalMeHTOB C MPaBOCTOPOHHe GhOKaabHOI M-
sericueit u 15 3mopoBbIX JO6GPOBOIbIEB. OlieHKA MTPOBOIN-
JIaCh C MIOMOIIBIO0 KIMHUYECKUX OCMOTPOB, D3I, Buageo-23T
u mubdy3noHHO-KypTo3ucHoit MPT ¢ ananm3som 10 mapa-
MeTpoB. CTaTUCTUUECKUI aHanu3 BKAouan U-Kputepuii
MaHHa-YUTHM U KOppeNMOHHbIN aHanu3 [TupcoHa.

PesynbpTaThl. B 1paBoit BUCOYHOI [0Jie Y NTaleHTOB
C 3MMJIETICHE BBISIBJIEHO CHMSKEHME TToKasaTeneit ¢ppak-
LIVMOHHOW ¥ KyPTO3MCHOM aHU30TPOIINY, CPeTHEr0, aKCH-
aJbHOTO U paJMaabHOTO KypTO31Ca, a TAKKe aKCOHATbHOI
(bpakumy Bogbl MO CPaBHEHMIO C KOHTPOJIbHO T'PYITION.
B 3epKasbHOI1 JIeBOJi BUCOUHOI A0je TakKe HabIIoaamch

IMUNENCHAA U MAPOKCU3MAJIbHBIE COCTOAHNA MO PYKOBOACTBOM B.A. KAPJIOBA | 2024 | N4

M3MEeHeHMsI, YTO TOATBEPKIAEeT IUIIOTe3y O pacrpocTpa-
HEHUYM MUKPOCTPYKTYPHBIX HAPYIIeHWUI 32 TIpeesbl BUAV -
moro J0. YcTaHOBJ/IeHa CBSI3b MEXY MPOIO/KUTEIbHOCTHIO
3a60jIeBaHMs ¥ TT0Ka3aTeISIMU MUKPOCTPYKTYPHBIX M3Me-
HeHIi1, 0COGeHHO B JIeBOI BMCOYHOI1 JOJIe.

3akmoueHue. Pacimpenye npumeHenus 1K MPT mo-
3BOJIUT 3HAUMUTEIbHO YIYUIIUTh JUATHOCTUKY STUJIENITHU-
YeCKMX 04aroB U BbISIBUTb U3MeHEeHMS B TOJIOBHOM MO3re,
He3aMeTHbIe Ha TPagUIIMIOHHBIX MeTo/laX BU3yaau3aluiu.
IlaHHOe ucciaefoBaHKe TMOJUepPKMBaeT BasKHOCTbh KOM-
TUIEKCHOTO TOAX0/Ia K OleHKe 3IUJIeTICUN [JIsI YIydlle-
HUS CXOM0B JIeUeHMsI, BKII0Uasi XUPypruueckoe BMela-
TeJbCTBO.

U3yueHne uameHeHus 6M0INEKTPUYECKOH AaKTUBHOCTH
rOI0BHOTO MO3ra MU HeMPOKOTHUTUBHOTO CTaTyCa

VY NaLMEHTOB C HapyLIeHneM Cyxa A0 u nouie
NPoBefeHUs CIYXOKOppeKLuu

CI. BYPA"2 A.B. NEBEAEBA" 23, 10.B. PYBJIEBA,
AN. EOUMEHKO', H.B. MAHTUHA', N.1. KOBANEBA',
A.B. lOPYEHKO', M.A. BOTOMA30BA', I'A. AJIEKCEEBA'

" @IbY «PedepanbHbil yeHmp mMo32a u HelipomexHonoauli» ®MbBA Poccuu,
Mocksa, Poccusi

2 @rA0Y BO «PHUMY um. HM. lupozosa» Mun3dpasa Poccuu, Mockaa,
Poccus

3 [BY 20poda Mocksbi «Hay4Ho-uccnedosamenbckul uHCMumym
0p2GHU3aYUU 30PABOOXPAHEHUS U MEOULUHCKO20 MEHeAXMeHma
Jlenapmamenma 30paBooxpaxeHus 20poda Mocksbi», Mocksa, Poccus

Llenn. M3yuyeHne M3MeHEHUST 6MOEKTPUUECKOI aK-
TUBHOCTU (BOA) rOTOBHOTO M0O3Ta U HEViPOKOTHUTUBHOTO
cTaTyca IallMeHTOB C HapylleHMeM CIyXa A0 U MocJie Mpo-
BeJleHMs OJHOTO M3 MeTOL0B CIyxoBoy Koppekunu (CK) —
YCTAaHOBKM CJiyxO0BOTO amnnapara (CA) mian MMIUIaHTalUnU
KoxjeapHoro uMmiianTta (KIK)).

Marepuansl u MmeToabl. [1yis otleHkM BIA romoBHOro
MO3ra MCII0JIb30BaJICsl MeTOZ, IPOJ0/DKEHHOTO Buaeo-I2T-
moHuTopuHra (BOM). IIpu BeinmonHenuy BOM nipumeHsin
BCTPOEHHbIEe ayAMOCTUMYJISITOPBI, TTO3BOJISIIOLINE ITIPOBO-
IUTH TPOOY ¢ GOHOCTUMYIISIVIEN IJIT UCKTIOUEHMSI TIaTO-
JIOTMYECKO aKTUBHOCTH, TPOBOILMPYEMOI1 CTyXOBBIMU CTU-
mynaMu. C 1e/bl0 OIeHKYM KOTHUTUBHBIX QYHKIMI U 9MO-
IMOHAIBHOTO GOoHA y inI cTapiie 18 jieT 1CIoNb30BaINCh:
mkana beka, mkansl HADS, mkana MoCA, Tect «10 coB»,
TEeCT PUCOBAHMS YaCOB.

B uccienoBaHuy npuHSau yyactue 194 yenoseka, B
BO3pacTe OT 3-X 10 90 yieT ¢ JOKYMeHTalbHO IMOATBEP-
SKAEHHBIM OMarHo3om Tyroyxoctu I-V crenenu. I1o pe-
3yJIbTaTaM KOMIIEKCHOTO 006CIeToBaHusI 61710 0TO6pa-
HO 122 yenoBeKa, pa3fe/ieHHbIX Ha 2 TIOATPYIIIBI IO OIpe-
neneHHoMy paHee JIOP-cnienuanucramm MeTOLY CITyXOBOJ
KOppeKU MM — CIIyXOIIpoTe3upoBaHue (68 yenoBek), Koxye-
apHast uMIutaHTaius (54 dyenoseka). Takke IPpOBOAMIOCH
nIeneHue 1o Bo3pacty oT 3 go 17 net (81 yenosek), ot 18
1o 90 net (41 4enoBeK) ¥ HaAMUMIO IMArHo3a SMUerncumn
B aHaMHe3se.

IIpoBoaunack oileHKa BOA 1 HelipOKOTHUTUBHOIO CTa-
Tyca 10 ycraHoBkKM CA/KU, mociie mepBUYHONM HACTPOIKMU
(uepe3 6-8 He[lenb), a TaKXKe B AMHAMMKe yepe3 3—-6 Me-
CsILIEB.

PesyabpraTbl. CTaTUCTMUYECKM 3HAUMMONM OMHAMMU-
KM B CTOPOHY yBeIMYEHUS MHJIEKCA MPeICTaBIeHHOCTU
SMUAeNTU(GOPMHON aKTUBHOCTH, @ TAKKe PerucTpauuu
HOBBIX OYaroB 3MWIENTU(GOPMHON aKTUBHOCTU Uepes
3 Mecsa Mmocjie yCTaHOBKM U TIEPBUYHOI HACTPONKU U
yepes 6 MecCsLeB M0cae NOBTOPHOM HACTPOMKIU CITyXOBO-
rO ammapaTa y TalJeHTOB C 3MUIerncueii u 6e3 snuier-
cuu B Bo3pacte oT 3 mo 17 snet (p = 1,000; p = 0,368) u
or 18 mo 90 net (p = 0,368; p = 1,000), a Takxke y mauu-
€HTOB C KOXJIeapHOi MMIUIaHTalMel ¢ snuerncueii u 6es3
SMuaeIcuu B Bo3pacte oT 3 go 17 et (n = 0; p = 1,000)
u ot 18 mo 90 net (0,717; 1,000) mosmyueHo He 6bu10. IIpu
MpOBeIeHUM TIPOOBI ¢ POHOCTUMYIISIIIMEN TTPOBOKALIUU
MaToMOTUYEeCKUX HOPM aKTMBHOCTU 3aPEruCTPUPOBAHO
He ObUIO0.

B rpyrimne nauyeHTOB C HEBPOJIOTMYECKOI MaTONOTreit
U HapylleHMeM ciyXa C ycTaHOBJeHHbIM CA oTMeueHa
CTAaTUCTUYECKM 3HAUMMas TMOJOKUTeIbHAsS AUMHAMMKA
rokasaresieil genpeccuu 1o mkaie beka — p = 0,029, npu
OTCYTCTBUM 3HAUMMBIX M3MeHeHMI 110 mKaae HADS, kak
B yacTu gernpeccuu p = 0,368, Tak 1 B 4aCTU TPeBOTU —
p = 0,607. [Ipu o1jeHKe MOKa3aTenell KOTHUTUBHBIX QYHK-
uuit mo mkane MoCa Takke oOHapy>KeHHbIe Pa3INuus
MeKAY IPYIIaMu SIBJASIIOTCS CTaTUCTUYECKY 3HAUMMBbIMMU —
p = 0,035. IIpu 3TOM Ipu IOMapHOM CpaBHEHMM TTOKa3a-
Teseit mkanbl MoCa c ucrnonb3oBaHueM post-hoc Tecra
IlaHHa, pa3nnuus, IoJlyueHHbIe TOJIbKO MeXAY IoKa3aTe-
JISMU 10 TIPOBEIEHMS CIyXOKOPPEKLIUM 1 yepe3 6 MecsilieB
MOcJie YCTAHOBKY U IMMOBTOPHOM HACTPOiKu CA, SIBJISIIOTCS
cTaTUCTUYeCkyu 3HauMMbIMu — p = 0,029. AHa/IOTUUHbIe
M3MeHEeHMUs 3apeTUCTPUPOBAHBI MIPU MPOBEJEHUN TeCcTa
«10 cioB» — p = 0,0015, a pasauuusi Mexay TTOKa3aTesi-
MU 10 IPOBeJleHMS CIYXOKOPPEKIMUY U yepe3 6 MecsileB
I0CJIe YCTAaHOBKY U MOBTOPHOV HAcTpoiiku CA cocTaBmiIn
p =0,019. OgHako M3MeHeHUlt B TeCTe PMCOBAHMS YaCoB C
MCITOb30BaHMeM KpuTepus @puamMaHa MoayInuTh He yaa-
Jioch — p = 0,202.

B rpymrie maiyueHTOB ¢ HEBPOJIOIMYECKOI IMaTONOTHeN
¥ HapylleHMeM CIyxa ¢ ycraHoBiIeHHbIM KU, mpu onjeHke



IaHHbIX 1o mKkane beka p = 0,223, o mkane HADS (TpeBo-
ra/menpeccus p = 0,368) B IMHaAMMKe CTaTUCTUUECKU 3HA-
YMMBIX Pa3/IMUNii He TTOJTy4eHO. AHAJIOTMUYHbIe pPe3y/IbTaThbl
TIOSTYY€eHbI U IpU 06paboTKe JaHHBIX IO 1IKaze MoCa, Tecte
«10 cnoB» u TecTe pucoBaHus yacos p = 0,196.

BeiBoapbl. B3aumMoCBsI3M MeXAy perucTpaiueii maTo-
JIOTUUeCKMX M3MeHeHUl Ha Bumeo-Id3[ MOHUTOpPUHTE C
MIPOBeIeHHOI CTyXOKOppeKIMeii B HacTosillee BpeMsl He
BBbISIBJIEHBI.

BBISIBJIEHO TOJIOKUTEIBHOE BO3IEIMCTBIE Ha HePO-KOT-
HUTUBHBIN U IICMXO3MOLMOHAIBHBINA CTATYC IMALEHTOB C
HEeBPOJIOTMYECKO MaTOJI0THe 1 CHIKeHMeM CTyXa IpoBe-
nmeHue yctaHoBKM CA, UTO MOATBEPsKIaeT sl IIPOBeIeH-
HBIX paHee MccrenoBanmii. OGHAKO JaHHbIE M3MEHEeHNS He
3aperucTPMpPOBaHbI B IPYIIIE MAI[MEeHTOB IT0C/Ie YCTAHOB-
k1 KU, uTO MOKeT 06BSICHITHCSI MaJIbiM 06heMOM CITyuaeB
Hab/TIoIeH s, YTO TpebyeTcs AaibHeiiliee ucciefoBaHe B
IAHHO 06J1aCTH.

Mpobnema 6e3onacHOCTV peMuccum nunencumn
V JKeHLUH penpoAyKTUBHOIO BO3pacTa

W.A. 3XWOKOBA, N.M. MATOME/I0BA

®rb0Y BO Poccutickuli yvusepcumem medutunbl Musdpasa Poccuu

AxTyanbHOCTD. [IpobiemMa STMIIeTCcum y sKeHIMH MHO-
rorpaHHa u TpeéyeT MeKAMCIUIUIMHAPHOTO nmoaxoaa. Oc-
HOBHbIE ITPUHIAITBI TEPATIUN SIBJISIIOTCST OOIIETTPUHSITBIMMA
cootBeTcTBMe II211 popme SMTUIETICUN U TUITY TIPUCTYIIOB,
JCIOJ/Ib30BaHMe MMHUMAIbHOI 3QdeKTUBHOI J03bl, CO-
6mopeHne 6amanca 3bdekTUBHOCTI/6€30MTaCHOCTH; I0-
CTUKEHME PeMUCCUM TTPYU COXPaHEeHUM ONITUMAJIBHOTO Ka-
yecTBa XkusHu. [Ipu Bei6ope I191] B pasanyHbie EePUOMBI
pel'[po,JIyKTI/IBHOI‘/J[ JKM3HU JKeHIIMHBI cjieayeT YUUTBhIBATH
UX BIVSIHME Ha YPOBEHb CTEPOUJIHBIX TIOJIOBBIX TOPMOHOB,
MEeHCTPYasabHbBIN LIVKI, MacCy Teja, PENPOAYKTUBHYIO U
CeKcyaTbHYI0 QYHKIIMM, TepPaTOTeHHbBIN 3(PGhEKT ¢ yueToM
MpeacTosiieii 6epeMeHHOCTH, a TaKKe OTAaJeHHbIE T10-
cnencTBusl aauTenbHoro npumeHenus I1911 — ux noreH-
uyajJbHOEe BAMSIHME Ha MMUHEpPaJbHYIO MJIOTHOCTbh KOCT-
HOJi TKaHM ¥ MUHEPaIbHbIII 0OMeH. YUyeT 3Tux (akTopos
Heob6xoauMm ajist obecriedeHns1 6€30MacHOCTY PEMUCCUN Y
SKeHIIMH PenponykKTUBHOTO BO3pPacTa, a, cJieloBaTeIbHO, U
BbIGOpa noaxosiero ITIIT aist AIMTENTbHOTO U YCIIELTHOTO
JleyeHus snunencuu |1, 2, 3].

YuntsiBasi, uTo 1311 «cTaporo» MOKOAeHUS U «Tpaay-
LIVIOHHbIE» MMEIT MaKCUMAa/IbHOE KOJTMYECTBO MOOOUHBIX
3¢ deKTOB (KOCMETUYECKMX, HEPOIHIOKPUHHBIX, TEPATO-
TeHHBIX U [Ip.), CTIeAyeT OTaaBaTh npearouyrenye [1311 HOBO-
ro nokosienusi. Heo6xommmo n36eratb Ha3HAUYeHMS Mperia-
paToB BajbIlpoeBoit KucaoTel (BK) meBoukam 1 KeHIIMHAM
penponyKTUBHOTO BO3pacTa B CBSI3U C BICOKMM TepaTOTeH-
HbIM pUCKOM (B cpenHeM 10% 110 JaHHBIM MEXIYHAPOIHBIX
PEruCTPOB SMMIEINICUM Y GEPEMEHHOCTU) U ee BIUSHUEM
Ha KOTHUTUBHOE Pa3BUTHeE JleTell, MaTepu KOTOPbIX TTPU-
Humanu BK Bo Bpems 6epemeHHOCTH [4]. Bpauu HOMKHBI
MHGOPMMUPOBATH CBOMX IMAI[MEHTOK 060 BCEX PUCKAX TIPU-
meHeHMst BK Bo Bpemst 6epeMeHHOCTH, 0 HeOOXOAMMOCTH
roamicanus THGOPMUPOBAHHOTO COTIACKS B CTydae Mpo-
IOJKeHMSsT JieueHus mpenapataMu BK, 06 ucmonb3oBaHUM
BBICOKO3((HEKTUBHOI KOHTpALEIMI; TPU TUIAHNPOBAHUN
6epeMeHHOCTM — TTEPEBOINUTD XKEHIIVHY Ha aJlbTePHATUB-
Hoe jedyeHne «6esonmacHbiMu» T1911. B HacTosIee Bpems
JIAMOTPUKVH U JieBeTUpaleTaM IpuU3HaHbI Haubonee
6e30macHbIMM U3 MccaemoBaHHbIX [T1911 Bo BpeMs 6epeMeH-
HOCTHU, T.K. OHM He CBSI3aHbI C MOBBIIIEHHbIM PUCKOM BPO-

Tesucol poknagos Xl MexayHapogHoro ¢popyma 3nMnentonoros
ctpaH CHI/EA3C «3nunencus 1 NapoKCu3mManbHble COCTOSHUS»

SKIeHHBIX aHOMAaJINIi 110 CPaBHEHMIO C OOIIETOMy/ISIVIOH-
HbIMM pUcKam¥u [5]. Takke cieqyeT MOJAYEPKHYTh BasKHOCTh
po6eMbl B3auMmo3amMeHsemocTy I1311, KoTopast CTaHOBUT-
€51 0C06eHHO aKkTya/lbHOI B Hallle BpeMsl, KOT/ia MalieHTaM
peaiararTcsl pasnanuyHbie opmel 1911, B 3aBUCUMOCTI
OT UX HaIM4Ms B MeAYUPEKIEHNN, IJIe OHY HAOTIOLAIOTCS.
Ba>kHO MOMHUTB, UTO MOC/IEe NOCTVMKEHUSI PEMUCCUY CITefly-
eT u3zberaTh 10607 3aMeHbI IIpernapaTa (M ero GopMbi),
KOTOpast MOXKET TI0BJIeYb 33 CO6071 BO30GHOB/IEHME TTPUCTY-
T10B, HeKeJlaTeIbHbIe SIBIEHMS U COLMaIbHbIe MOCIeNCTBUS
IAaHHbBIX COCTOSIHMIA.

OnbIT npumeHenuns Cei3apa (NAaMOTPUAKNHA)
B KJIMHMYECKO NPaKTUKe

TMox HamMM HaGI0eHeM HaXOHATCS 65 MalyieHTOB C
pasaMYHbBIMM (hOpMaMu STTUJIETICUM, KOTOPBIM Ha PasHbIX
JTanax jeueHus 6bUT HAa3HAUEH ceii3ap (JIaMOTPUAKUH).

Ilesnp uccaemoBaHMs : OLIEHUTh 3 PEKTUBHOCTH U 6e3-
OMAaCHOCTH MPUMEHeHNs ceii3apa y B3POWIbIX MAlIeHTOB C
SMUJIETICHEN B KIMHUYECKON MPaKTUKe.

Marepuassl u meToabl. OtieHKa 3P heKTMBHOCTH/TIe-
PEHOCUMOCTY JieueHUsI ceii3apoM MpoBOAMIACh HA amMOy-
JIaATOPHOM IpueMe TMpY TUIAHOBOM IOCeNIeHUN MalyeH-
TOB HeBpoOJIOTra-3muienTtonora. Habmomanu 60 SKeHIMH 1
5 MY>KUMH C pasaMYHbIMU popMaMu STTUIETICUY B BO3pacTe
ot 17 go 70 net (cp. 33,6 net). [Ipeobmamany MamyeHThI C
dokanpHOI snmnencueii (PI) — 73,8%, reHepann3oBaHHast
snunencus (I'D) auarHoctupoBaHa y 26,2% TmaleHTOB.
IuTenbHOCTb HAOMIOMEHEe COCTaBMIa OT 6 Mec 1o 10 ser.
MoHoTepanuio ceitzapom mnonydanu 66, 2% O60IbHbIX; 110-
JmuTtepanuio — 33,8%.

PesyabraTel. O61mas 3¢ PeKTMBHOCTH Tepanuu ceisa-
poM OKa3ajiach JOCTATOUHO BBICOKOI — 86,2%. B pemuc-
CUM HaXoAWIoCh 67,7% GonbHbIX. Elle y 18,5% maineHToB
YacToTa MPUCTYIOB coKpaTuiaach Ha 50% u 6osee (pe-
crioHzepsl). Y 13,8% mauneHToB 3¢ deKrTa He OTMeueHO
(9TO MaNMeHTHI ¢ hapMaKkOpPe3UCTEHTHBIM TEeUEHVEM 1IN -
nerncun). HS ormeuanuces y 3 (4,6%) nmauyeHTOB (yrpeBast
cpillb — 1, 3yn — 1, kpanuBHuLa — 1). [IpoBeneH aHanus
3¢ deKTUBHOCTY JIeueHMs I10 TpymIam. B rpymnmy MoHoTe-
paruu Bouwin 43 nauuenTa (®3y 34; I'D — y 9 mauueHTOB).
Pemuccust Hactynuna 'y 83,7%: nipu @3 — 28 (82,3%); npu
'S - 8 (88,9%). CHI>KeHME 4acTOThI IPUCTYTIOB > 50% (pe-
crioHaepsl) — 5 (11,6%); orcyrcrBue addexra — 2 (4,7%).
[MepBruHOe Ha3HauUeHMe ceii3apa — 19 yen (M3 HUX BO Bpe-
Mst 6epemeHHOCTH — 2). [TepeBogpbl: ¢ BK — 7, ¢ neBeTupaiie-
Tama — 6, ¢ KapbamasernuHa — 4, ¢ IPYTUX JaMOTPUIKMU-
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HOB — 4, ¢ penobap6uTana — 1. [TepeBop ¢ mosUTEpPANINMA Ha
MOHOTepaInuio ceitzapom — 2. BbiHolIeHO 6epeMeHHOCTe
Ha ceiizape — 5.

B rpynmy nonutepanuy Bowu 22 nanueHrTa: 14 — ¢ @3;
8 — ¢ I'D. O6mas 3¢ dekTUBHOCTD ceiizapa nmpu @3 B rpyi-
Te MoMTEepaM cocTaBmia 57,2%: pemuccus y 4 (28,6%);
pecrnioHzepsl — 4 (28,6%). OtcytcTBuUe addexTa - 6 (42,8%).
dddexrTmBHOCTS ceit3apa mpu I'D (n = 8) B rpyIre mnoaure-
panmu: o6iast apdekTuBHOCTD 87,5%: pemuccus 4 (50%);
pecrionaepsl — 3 (37,5%). J1o3bl ceiizapa BapbMpPOBAIU OT
100 mo 600 mr/c. Hamy maHHbIe 6bIIM COITOCTaBMMBI C 060~
OIIeHHBIMM pesyabTaTamy 11 my6aMKalnii MpuMeHeHus
ceii3apa B IpaKkTUKe Bpaueii-anuaenTonoros PO (n=756) c
IJIATEIbHOCTHIO HAOTI0eH ST He MeHee 12 MecsIeB: cpefi-
Hss1 3G deKTUBHOCTD TeueHus coctaBmia 89% [6, 7,8, 9, 10].
YacToTa Heke/laTeJIbHbIX SIBJIeHUI cocTaBuiaa oT 9 mo 17,6%
B pa3HbIX UCC/IeJOBAaHMSIX.

BeiBogpl. Ceiizap MpoaeMOHCTPUPOBAJ BbICOKYIO 3¢-
(beKTMBHOCTD B JIeYEHMM PATUYHBIX (OPM STMIIETICUY U
6/1aronpUSITHBIN TPOodIIb 6e30MaCcHOCTA. JIaAMOTPUIKUH
(ceit3ap) peKOMeH/IOBaH B KauecTBe MepPBOTO BbIGOpa y 1e-
BOYEK M )KeHILMH PeNpoLyKTMBHOTO BO3pacTa [l IeueHus
KaK TeHepalM30BaHHbBIX, TAK M (POKATbHbIX ITMIETICHUI C
pasJIMYHBIMM TUIIAMU MPUCTYIIOB. JIaMOTPUIKUH U Jie-
BeTUpaleTaM SIBISIOTCS Haubosee 6e3oracHbiMu 1911 Bo
BpeMs 6epeMeHHOCTH. Y MalMeHTOB B PEMUCCUY CIeyeT
m36eraTh JII060i 3aMeHbl Npernapara (Wi GopMbl IIperna-
para), KOTopasi MOXKeT IOBJIeYb 32 C000Ji BO30OOHOBIIEHNE
MIPUCTYIIOB, HEXXeJlaTebHbIe SIBJIeHUS U COLMaabHble T0-
CJIeICTBYUS JAHHBIX COCTOSTHMIA.

IMUNENCHAA U MAPOKCU3MAJIbHBIE COCTOAHNA MO PYKOBOACTBOM B.A. KAPJIOBA | 2024 | N4

Jluteparypa

1. Kapnos B.A. Snmernicusi y feTeii ¥ B3pOC/BIX KEHIIMH Y MY)KUMH. PyKko-
BOJCTBO 117151 Bpaueii. Mocksa: BUHOM, 2019: 893 c.

2. XXupxosa ., Kapnos B., Anamsis JI. driunencust M penponyKTUBHOE 3/0-
poBbe keHIyHbL. 2012, Palmarium Academic Pablishing.

3. Bmacos IL.H., ITletpyxun B.A., Asxnenmnauu K.H., JIy6uuu A.10. HeBpoio-
ruveckast aTonorus u 6epemeHHocTb. MockBa: «MEJlnpecc-uHbOpM».
213¢.2022T.

4. Asaxss ILH., binnos [I.B., ABaksiu I.I. u np. OrpaHMuYeHUsT UCIIONb-
30BaHMS BaJIbIIPOEBOJi KUCIOTHI Y IeBOYEK U JKEHIVH: pacllypeHue
MPOTUBOMNOKA3aHMIi B MHCTPYKLMY 110 MEOVIIMHCKOMY IIPUMEeHEeHMIO,
OCHOBaHHOE Ha JAHHBIX PeayIbHOI KIMHNYECKOI MPaKTUKIU. DIVIIETICHS
¥ MapokcusMaibHble cocTossHms. 2019; 11 (2): 110-123.

5. MHRA UK Pablic Assessment Report January 2021. T. Tomson https://
www.gov.uk/government/publications/public-assesment-report-of-anti-
epileptic-drugs-review-of-safety-of-use-during-pregnancy [04.02.2022].

6. Myxun K.I0., ITeiaeBa O.A., Bo6siioBa M.IO., ®peiinkosa H.B. Jlamo-
TpumkuH (Ceii3ap) B JeUeHUM SMUIETICUM: Pe3yabTaThl 4-X JeTHEro
npuMeHeHus npernapara B O6beaHeHNY MeAULIMHCKIX YUPEXKIeHMI
10 IVIaTHOCTHMKE, JIeUeHMIO ¥ peabunnuTanmy 3a601eBaHuii HEPBHOI C1-
creMbl ¥ snwiencuy um. Cearurens Jlyku. Pycckuii skxypHas J1eTCKOi
HeBponoruu. 2022; 17 (3): 8-35.

7. TIuBoBaposa A.M., TopuxaHoBa 3.K. OnieHKa 3¢bGbeKTUBHOCTHM U Tepe-
HOCMMOCTH JaMmoTpumkuHa (Ceii3apa) B MOHO- ¥ TOIMTEpANuy Mpu
reHepanM30BaHHBIX ¥ (POKATBHBIX SIMIENCHsIX. OTIBIT IPMMeHeHMs j1a-
motpumkuHa (Ceiizapa) B HUKU neguatpun nmenn 10.E. BenpTuiesa
3a nmepuopg, 2019-2021 rr. BectHuk anmnentonoruu; 2021: 19-29.

8. Pypakosa I1.I. JledyeHue snmiercum B peXkume B3aiMO3aMeH U KaueCTBO
KOHTPOJIS OTMUJIETICUY — aKTyaIbHble BOIIPOCHI KIMHNYECKON MPaKTUKN.
DoKyc — 1aMOTPUAKMH. BecTHUK snmnentonoruu. 2023: 19-29.

9. Uebauenko H.B. [Ipumenenue Ceiizapa (JTaMOTPUIKMHA) Y A€TEH U IO -
POCTKOB TPy jiedeHu (HOKATbHBIX U TreHepaIM30BaHHbIX SMMIIEIICHIA.
BectHuk armnentonoruu. 2023: 30-42.

10. IecrakoBa O.M., AkcenoB C.J. CriekTp snuierncuy y nauueHTos, 1o-
JIYYaloLX TaMOTPUIKIH, GOKYC Ha GOKaNbHbIe MMUIENICUM (aHANINU3
CcOOCTBEHHbIX JaHHbIX). BecTHUK ammnentonoruu. 2022: 59-70.

lcnxunueckune paCCTDOﬁCTBa nocne xmpypruyeckoro
nieyeHuqa snunencun

M.A. KNCCUH

lMepsbiti CaHkm-llemepbypackuli 20CydapcmBeHHbIl yHUBepcumem
umeHu akademuka WM. Masnosa; Cankm-llemepbypackuli 20podcKol
3nunenmono2uyeckull yeHmp

B 2019 rogy skypHai Epilepsy &Behavior mocBsiTi crie-
IIMaTbHBIN BBIMTYCK «IIp06IeMbl B JIEU€HUM COMYTCTBYIOMINX
MICUXUYECKUX 3a60/IeBaHMit TIPU SMUIETICUI», B KOTOPOM
MpeiCTaBMUI OCHOBHbIE BOIIPOCHI, aKTyaIbHbIe [IJIsI STTUJIell-
TOJIOTOB BCETO MUpa.

1. B HacTosiee BpeMs He CYIIEeCTBYET OBIIEero CUcTeM-
HOTO MMOAX0Ha B AMArHOCTHMKE U JIe€UYeHUM KOMOPOUIHBIX
TICUXUYECKMX 3a00IeBaHUI Y MAI[MEHTOB C TUJIETICUEIA.

2. HeBposioru He MMEIOT OCTATOYHbBIX 3HAHUIA [IJIST BbI-
SIBJIEHMSI STUX PACCTPOIICTB U, KaK CJIEICTBIUE, TaKie 6OTbHbIE
MOTYT OCTaBaThCsl HeJJoJleUeHHbIMU. B pe3ynbTaTe y HEBPO-
JIOTOB CYIIIECTBYET peajibHasi MOTPeGHOCTh B YIYUIIEHUN
IMArHOCTUKY MAIMEHTOB C COMYTCTBYIOIIMMM MICUXUIECKI-
MU 3a60/IeBaHUSIMU TIPU STTAJIETICUN. B 11€I0M aBTOPbI MPH-
3HAIOT, YTO HA COBPEMEHHOM 3TaIle COTPYIHNYECTBO MEXKIY
SIMJIENITOIOTaMI-HEeBPOJIOTaMU U STTAJIEITTOIOraMU-TICUXM-
aTpamu 6O OTPaHNUEHO, MO0 BOBCE OTCYTCTBYET.

3. 11, HaKOHell, CYIlleCTBYET ITpobjieMa eqyHOr0 MoAxXoaa
B OIMArHOCTUKE U JIeUeHUU IICUXNYECKUX paCCTpoﬁ[CTB JJIsL

MalyeHTOB, KOTOPBIM GblyIa MTPOBeIeHa HelipoXupypruye-
CKasl oriepaius 1o JieYeHMIo SMuIernicuu. B 60NbLUIMHCTBE
HePOXUPYPTUUYECKUX LIEHTPAX, KaK YTBEPKIAI0T aBTOPBI,
He TPOBOAMUTCS OIleHKA TICUXMUYECKOTO CTaTyca GOMbHBIX
SMUJIeTNCKelt B paMKax IpeonepaiMoHHOr0 U rocTomnepa-
MoHHoro obcenoBanuit (Lopez et al. Epilepsy&Behavior
98, 302-305, 2019).

Bmecre ¢ TeMm, CylIeCTBYIOT MCCIEIOBaHMSI O BOSHUKHO-
BEHUM WU YXYOUIEHUY TICUXUYECKUX PACCTPOICTB IOciie
yCITenrHbIx onepaiiuii. [To manubsiM A.B. Jle6emenoit (2023),
BEepPOSITHOCTb BO3HMKHOBEHUSI IICUXMUYECKUX HapYIIeHWUI
rocjie XUPypruyeckoro BMeIaTe/lbCTBa MPU ITUIENICUN
Bapbupyet ot 0,1% no 18,2%, a B 0IHOM U3 PETPOCIEKTUB-
HBIX MCUIefoBaHui ¢ yuactuem 280 mauyueHTOB, pOLIe -
X XUPYPrUUecKoe jeueHne, Icuxmyeckme paccTponcTaa
BO3HUKIN Y 33%, 13 HUx y 50% BIiepBbIe.

PacnpocTpaHeHHOCTb TICUXMYECKUX PACCTPOICTB T0-
cjle XUPYPruyeckoro jgeyeHus SMUJIeNcuu ciaenyonas:
TpPeBOXXHbBIe paccTpoiicTBa 13%, nenpeccust 4%, manus 4%,
mm3odpeHonoao6HbIe Tcnxo3bl 1% (Psychiatric outcomes
of epilepsy syrgery. A systematic review S. Macrodimitris et
al., 2011). CropoHa 1 MecTo oTepalyy BIUSIOT Ha IICUXuye-
CKJe pacCcTpOICTBA MOIeolepalMOHHOTO Meproza — yaiie
OHM BO3HMKAIOT [PV JIEBOCTOPOHHE BMICOUHO, YeM TP Jie-
BOCTOpPOHHeI 106HO# arvtericuu (Prayson BE et al. «Effects
of surgical side and site on psychological symptoms following
epilepsy surgery in adults, Epilepsy&Behavior, 2017).



B HEKOTOPBIX MCCIeOBAaHMSIX TOKA3aHO, UTO [TalleHThbl
C Me31albHOI BUCOYHO 3MUIENCUii MUMeIOT 3HAaUUTENbHO
60siee BbICOKMeE HasUIbI 110 LIKaje Jerpeccusl, 4eM 60bHbIe
C HEOKOPTUKAJIBHOJ BMCOYHOJ 3MUJIeIICHeNt, YTO TI03BOJISIeT
MIPEIIONOKUTH, YTO (POKYC BHYTPM TMMOMIECKOI CHCTEMBI
MMeeT OTHOILeHMe K ITaToreHesy Aenpeccuy, OgHaKo Je-
npeccusi y MalKeHTOB C BMCOYHOI SMMJIeICKell cBsi3aHa ¢
IUCPYHKIMEN TOOHBIX M0JIeil. ITO MIPOIEMOHCTPUPOBAHO
C TIOMOMIBIO Pa3/IMYHBIX METOA0B UCCIeI0BaHMSI, BKIIOYAs
MeTOo[bI QYHKUVMOHAIBHONM BU3yaIM3alyuy M HEPOIICUXO-
JIOTMYeCcKye UCcaefoBaHusl. BakHO, UTO TMIIOQPOHTAIb-
HOCTb, CBSI3aHHAs C Jellpeccyeii, yallle BCTpeyaeTcsl pu
JIEBOCTOPOHHEJ JIoOKanmM3aluuu 3MNWIeNTUYeckoro ovara,
yeM IIpY MIPaBOCTOPOHHEI, YTO IpejIionaraer 6osuee Te-
CHYI0 (QYHKIMOHATBHYIO CBSI3b MEXAY JOMVHAHTHBIM I10-
JIyIIapueM ¥ JOGHBIMMU JONsIMU 06eux cTopoH (Schmitz B.

Depression and mania in patients with epilepsy. Epilepsia.
2005).

ViMeroTcst maHHbIe 0 HEGIArompusITHOM IOCIeonepa-
LIMOHHOM IIPOTHO3€ B IJIAHE Pa3BUTHUSI XPOHUUECKOTO -
30(pEeHONOI06HOTO IICMUX03a IIPY BUCOUYHOI T0O9KTOMUMU
B CJIyYasix JUAarHOCTUKM Me3UaJbHOTO BUCOYHOTO CKIEPO-
3a ¥ CTPYKTYPHBIX HApYIIeHMIT MUHAATMHBI IO OTIepaiun
(Shaw P. et al. 2004).

Yalie BCero XpoHMYecKue mmu3oppeHonomso6HbIe Meu-
XO03bI Pa3BUBAIOTCST Y GOTBHBIX SMMJIETICHEN B TIOCTEONe-
palOHHOM TIepUofe, eCyii 10 OlepaliOHHOe TMCUXMa-
TpUueckoe o6c/ieqoBaHNe BbISB/SET Y MAllMeHTOB TaKiue
HapyueHusl, KaK «IM30MIHOEe PacCTPOICTBA IUIHOCTU,
«IIM30TUMMNYECKOE PACCTPOIICTBO», ITPEXOASIINE TICUXO-
TUYecKue 3Mu30bl» B aHaMHe3e (Calvet E. et al «Psychosis
after epilepsy surgary, Epilepsy&Behavior, 2011).

BnugHue ¢peHo3aHOBOW KNCNOTbl HA pa3BuTHE
3NUNEeNTUYECKON CUCTEeMbI B IKCMEPUMEHTE

CA. INTBMHOBA, TA. BOPOHWHA, A.A. AKOBJIEBA

OIBHY «®UL| opu2uHanbHbix U nepcneKmMuBHbIX bUOMEAUUUHCKUX
u papmayesmuyeckux mexxosnozuti», Mocksa

Ienn. Vsyuenne BnustHust peHo3aHOBOI KMCIOTHI (DK,
In6ydeHoM) HA pa3BUTHE IMTUIETITUYECKOIT cricTeMbl (C) B
YCIOBUSIX MOJIe/iel XpOHUUeCKO Snuiernicum — GoKkaabHO
U TeHeTUYEeCKOIA.

MaTepuasbl M MeTOAbI. XPOHUUECKYIO (DOKATbHYIO
MOAenb SNMWIENCUM CO34aBal C ITIOMOIIBI0 aNTIMKALN
MeTaJ/TMYeCKOTO Ko6aabTa Ha MOBEPXHOCTh CEHCOMOTOP-
HOI1 30HBI KOPBI KpbIC [1, 2]. 3anuch 33T (ceHCOMOTOP-
Hasl 30Ha KOpPbI, TUIIOTaJIaMyC M TUIIIIOKaMII) IPOBOAMIIN
10 ¥ IIOCJIe BBeJleHMsI IIpenapaToB Ha HavyaJabHOM CTaauu
(2 cyTkM) GopMMUpOBaHUS SMUIENTIUECKOI cucTeMbl (IC),
B CTaAMIO TeHepaJn30BaHHO (6 CyTKu) smmiientudop-
MHO# aKTMBHOCTHM (DTA) U B CTAOUIBHYIO CTAOUIO Pa3BU-
s IC (10 cyTKM), HaIMuMe KOTOPOI1 y SKMBOTHOTO OImpe-
IeJsuiv TI0 PasBUTUIO SOMJIeNTnIeckoro craryca (9nuCr)
B OTBET Ha BBeJeHMe HePOTOKCMHA TMOJaKTOHA rOMO-
uucrenna ('MLI). ®K (80 Mr/Kr) ¥ BalablIPOEBYIO KUCIOTY
(BK, 200 mr/Kr) BBOOMIN Ha 2 U 6 CyTKK. B KauecTBe Mopenn
reHeTUYeCKy IeTEPMMUHMPOBAHHO SMUJIETICUN UCTIONb30-
Basu 2,5 1 7-u Mec. Kpbic auHuy KpyimHckoro-Motoaku-
Hoii (KM) ¢ ayauoreHHOV STTUJIernicyueii, KOTOPbIM B TeUeHNe
12 pueit BBogunu ®K u BK. 3anuce 93T mpoBogniu 10 u
1ocJie BBeJleHMsI [IpernapaTos.

PesynbTraThl. B KOHTPOJIBHOJ TPYIIIE KPbIC U Y KPBIC,
nonydaBmmx ABakabl BK, k 10 nHio paszsutus OC 3HauUu-
TeJIbHO YBeIMYMBAIOCh KOJIMUECTBO pa3psanoB (B 2—4 pasa)
OTHOCUTEILHO HauaabHO cTagmu pa3BuTust 9C, 0c06eHHO
B MOJKOPKOBBIX cTpyKTypax. TMLI (5,5 Mmomb/kr) y 100%
SKMBOTHBIX AAHHBIX I'Pynn BbI3bIBaJ JDOI' U MOTOPHBII
OmuCr. Y KpbIc, TonyuaBmmx aBaxkabl @K, He Habmoma-

JIOCh Pa3sBUTUS BbICOKOPA3PSAHBIX 0UaroB JITA B MOAKOP-
KOBBIX CTPYKTypax, U BBemeHue I'MI] TakuM >KMBOTHBIM
He IpUBOAMIIO K pa3BuUTUio dnuCT, YTO CBUIETENbCTBYET
006 orcyTrcTBUM chopmupoBaHHOii IC. AHAINU3 MEXKIEeH-
TPOBBIX CBsI3€li (KOT€PpEeHTHOCTU) TPYIII, IPOBEAEeHHbIN Ha
10-e cytku nocne BBegeHust 'MLI, moaTBepana oTCyTCTBIE
«TIATOJIOTUYECKUX» CBSI3€li MeXKAY KOPOii 1 TOAKOPKOBBIMMU
CTPYKTypamMM y KpbIc, onydaBmmx OK. V kpeic muHuy KM
co cpopmupoBanHHoii ctabuabHoii IC (7 mec.) @K cHusKa-
JIa KOJIMYECTBO U MPOAODKUTENbHOCTh a6CaHC-TIOA00HbIX
paspsmoB u cygoporn. Y kpeic KM ¢ passusarouerics 3C
(2,5 mec.) ®K momaBsisiyia abcaHChl, HO He CHIMKaIa BbIpa-
SKEHHOCTb CYIOpPOXXHBbIX peakijuit. BK mpu aHajornmuyHOM
peXuMe BBeJIeHMS TaKKe IMoAaBJsiia abcaHchl y Kpbic KM ¢
pasBuBaroiieiics DC, HO He B/MsIa Ha abCaHChl B BO3pacTe
7 Mec. 1 He CHIKaJIa BbIPasKeHHOCTh CYTOPOT Y KPbIC 06emx
BO3PACTHBIX TPYTII.

BeiBoamwi: OK B Moenu XpoHUYecKoit hoKanbHO MU~
Jiericuu, B otandme ot BK, nipensTcTByeT pasBUTUIO CTa-
6mabHOM OC ¥ TOPMO3UT IOSIBJIEHME BbICOKOPA3PSIIHBIX
o4aroB JIA B IOJKOPKOBBIX CTPYKTypax [3]. K Ha monmenn
TeHeTUYeCKO SMUIeNCUM CHIKAeT YMCJIO U JIUTETbHOCTh
abcaHCoB y KpbIC ¢ pasBuBartolieiics C, a Yy XKMBOTHBIX CO
chopmupoBanHoit DC TpaHchopMupyeT ee, 0Caa6ISIS BbI-
Pa’KeHHOCTD CyJJOPO>KHOTO MPUCTYTIA.
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OcobeHHOCTM naToreHe3a U Tepanumn
NoCTTPaBMaTNYeCKOi 3NnNencumn

H.H. MACJ10BA, I1.C. KOBAJIEB

@rb0Y BO (moneHckuii 20cydapcmBeHHbIil MeOUUUHCKUG YHUBepcumem
MuH3dpasa Poccuu

ITocTTpaBMaTMueckast SIUIeICcus — OIHO U3 CaMbIX pa3-
DPYLIATENbHBIX JOATOCPOUHBIX IIOC/IE[CTBUI YepeItHO-M03-
roBoii TpaBmbl (UMT). B HacTosIee BpeMs He CyIIeCTBYeT
YTBEPXKIEHHOTO JIeUeHMsI, KOTOpOe MOIJIO Gbl MMpeJoTBpa-
TUTb BO3HMKHOBEHME CIIOHTAHHBIX MU TUUECKUX TTPU-
cTynoB (9II), cBSI3aHHBIX C TPAaBMOI1 rOJI0BHOTO Mo3ra [1].

MHorue ciayyau MOCTTpaBMaTUYECKON SOUIENCUU
(IIT3) He mMoOAIAIOTCS JIEUEHUIO MPOTUBOCYLOPOKHBIMU
npemnapatamu. [IoHMMaHKe MeXaHM3MOB PabOThI HEPOH-
HBIX CeTeli ¥ MOJIeKY/ISIPHBIX aTOJIOT I, y4aCcTBYIOLIMX B
SMUJIeTNITOreHese, SIBJSeTCs KIIUOM K IIpeoTBpalleHNI0
DPa3sBUTUS SMTWIEIICUN UV CHVKEHMSI BePOSITHOCTH ee IIPO-
rpeccupoBanus [1, 2].

3a moceHee necsaTuieTie 6bUT JOCTUTHYT 3HAUUTETb-
HBIJi IPOrpecc, e MOHCTPUPYIOLIVIA IIPOTMBOBOCIIAINTENb-
Hble ¥ HelPONpPOTEeKTOPHbIE CTpaTerun, MoguduIupyo-
mye TedeHye 3a6oneBanus. CyliecTBYOIIVe YCOBEPIIEHCT-
BOBAaHHbBIE JOKJIVHMYECKME MOJIe/N ITO3BOSIIOT TPOBOAUTD
YCKOpPEeHHOE TeCTMPOBaHMe KPUTUIECKY HeOOXOIMMbIX HO-
BBIX TepaneBTUUYECKMX BMeLIaTeIbCTB Y BOEHHOCTYKaLIUX
Y TPOKIAHCKUX JIULL C BBICOKMM pucKoM pasButus I1TD u
TSDKeJIBIX COMMYTCTBYIOLIMX COCTOSIHMIA [3].

B Hacrosiee BpeMs CTaBSITCSI LeIM Ha KPUTUUECKYIO
OLIeHKY TeKYILero COCTOsIHUS ucciaenoBanmii [1T3 ¢ akieH-
TOM Ha 3KCIIepUMeHTabHble MOJe/N, U3yUueHe MeXaHu3-
MOB IIOCTTPaBMaTUYeCKOI'0 SNIMJIeNITOreHe3a ¥ IMOUCK I10-
TEHI[MATbHbIX 6IOMapKepoB. B pamMKax 3TOro M3y4aroTcst
HOBBIE TepaneBTUYeCKe CTpaTerun o NpegoTBpalleHnI0
mav MomuduUKaIMM SMUIETITOTeHe3a U 06IerYeHIIO COTTyT-
CTBYIOLIMX HePOIICUXMATPUUECKUX COCTOSIHMIA [1, 3].

Hambosnee 4yacTo MCIONb3YIOTCSI TakMe IKCIIepUMeH-
TaJbHble MOZENN KaK XMUIKOCTHO-TIEPKYCCMOHHBIN aHa-
JIn3, KOHTPOJIMUPyeMOe KOPKOBOe MOBpexIeHNe, MO
CBOOOMIHOTO TaeHNsI TPy3a U B3PBIBHON TpaBMbI. B HacTo-
slee BpeMs aKTyaJbHBIM SBJISIETCS MICIIO/Ib30BaHMe 3K-
CIIepMMEHTA/IbHBIX MOJeJiell IPhI3YHOB JISI OIIpeeieHus
KJIETOUHBIX ¥ MOJIEKY/ISIDHBIX B3aMIMOJIEVICTBUIA B TeUeHMe
JIaTEHTHOTO [epuoja ¥ Havasia snuiencum [3, 4].

OcHoBHbIe 3BeHbs natorenesa I1T3 npu UMT Britoua-
10T B cebs1 HelipoBOCIa/ieHK e, HapyllleHe reMaTosHIeda-
nnueckoro 6apbepa (I'9B), srMreHeTnyeckue Mmoauduka-
LM Y peopraHu3aIys HelipoHHbIX ceTelt [4, 5].

Mexannyueckoe nospexznenue npu UYMT mHunmMupyer
PSILL CTPYKTYPHBIX, (PU3MOTOTMYECKUX U GUOXMMIUYECKUX
M3MeHEeHMI Ha KJIeTOUYHOM M MOJIEeKYJISIDHOM YPOBHSIX.
KrtoueByto posnb urpaet HapyleHye npoHumaemoct 'O B
naroreHese pa3sutus I[1T3. Takum 06pa3om, Ipu HapyIIe-
HUM 1enocTHOCTU ['DB mpoucxogut n3MeHeHre HOpMab-
HBIX [1aTTEPHOB KOMMYHMKALUM MeXIy aHaTOMO-CTPYK-
TYPHBIMM €ro KOMIIOHEHTaMM, HapylleHUe COCYIMUCTBIX
peakuuit ¥ MeTaboNMuecKMx MPOIeCCOB, PA3BUTIE BOCIIA-
JINTENbHBIX SIBJIEHUI, 9KCAITOTOKCMUYHOCTY ¥ HapylleHue
ayTOperyJisiliiy MO3TrOBOTO KPOBOTOKA, YTO MPUBOAUT K
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MTOSIBJIEHVMIO MIIEMMYECKOV 30HBI ¥ JasbHelillee MoBpe-
skmenue 96 [1, 2, 5].

KntoueByto ponb B pa3Butuu [1TD npuHagIexXUT Hapy-
[IeHMI0 HOPMaJbHOrO QGYHKIMOHMPOBAHMS aCTPOLIUTOB,
YTO B CBOIO OYepesib IPUBOLUT K HapyIIeHNIO HM3MO0I0oTH-
YecKOoro TPaHCIIOPTa MOHOB Kanus U Hea(eKTUBHOCTU MH-
rMOMpPOBaHMS IIyTamMarta. Bece mepeuncieHHOe TPUBOIUT K
TIOBBIIIEHNIO IPUTOKOB MOHOB KaJabLIMS ¥ HATPWUS, eI -
pu3auuy HEMPOHOB UM, B KOHEUHOM UTOTe — K CHUKEeHUIO
rmopora Bo36yaumocTu [3, 4].

Bonbuioe 3HaueHne B maroreHese I1TD urpaet okucnan-
TeNbHbI cTpecc. B pesynbraTe cBO6GOLHO-PaAMKAIbHBIX
MIPOLIeCCOB, MPOTEKALIMX Y 6OTbHBIX SMUIETICHel, pa3Bu-
BAeTCsT OKMCIATENIbHASI TeCTPYKIMS 611oMeMOpaH, COIpo-
BOKZamwIascs namMmeHenueMm GocdoaunmuaHoro cocrasa,
MMKPOBSI3KOCTY ¥ MOHHOJ ITPOHUIIA€MOCTH, HapylleHeM
¢dbyHKUMIT MeMO6paHOCBSI3aHHBIX (EPMEHTOB U pelernTo-
POB, TIOBpEXIEeHNEM MUTOXOHIPUAIbHBIX 6eIKoB [4, 6].
B pesyibTaTe 3TOro MpOMCXOAUT HapylIeHe o6MeHa Heli-
poMenyuaTopoB U Ilepefiaya BHYTPUKIETOUHBIX CUTHAJIOB,
pa3BMUBaETCSI MUTOXOHIpUaabHas AUChYHKINUA, @ B Lalb-
HeijilleM — TIOBpeXJeHe 1 Tnbesb HeltpoHOB. Takum obpa-
30M, OKMUCJTUTENbHBIN CTPECC ITPY SMUIETICUM CIIOCOOCTBYET
BO3HMKHOBEHMIO ITOBBILIEHHOV CyJOPOKHOM aKTMBHOCTH,
YTO BIMSIET HAa YaCTOTY ¥ MHTEHCUBHOCTDb IIPUCTYTIOB, & TaK-
Ke OTIpefiefisieT Pa3BUTHUE U BbIPaKEHHOCTh KOMOPOUIHBIX
HapyIeHuii [4, 5, 6].

OcCHOBHBI€ 3BeHbs anmienTtoresesa rnpu [1TD BkiIovyaoT
B ce0sI IIPOSIBIIEHEe OCTPOCYMITTOMHBIX IIPYUCTYIIOB, KOTO-
pble pa3BUBAIOTCS HENIOCPEACTBEHHO I10C/Ie TPaBMbI WJIN
0 7 CyTOK, B X OCHOBe JIeXXUT HapyuieHue ['9B, Bocniane-
HMe U IIMajbHasl peakiys, akTUBalMsl MOHHBIX KaHaJ/OB,
9KCaTOTOKCHMYECKMII arloIITo3, M30bITOK sKeje3a, HeJo-
CTaTOK anbOyMuHa. [To3muue JI1, pa3BUBAIONIVECS CITYCTS
7 CYTOK, CyOCTPATOM [IJIS1 KOTOPBIX SIBJISIETCSI peOpraHu3a-
LIMS1 HeJIDOHHBIX CeTell, HelipoJereHepauyisi U akCOHalb-
HBIJi CIIPYTUHT, TUIIIIOKaMITa/IbHbIN CKJIepO3, XPOHUYECKNe
BOCITA/INTe/IbHbIE peaKkuuy ¥, B KOHEYHOM UTOre, BbICOKAs
CMHXPOHHasI 37IeKTpuYecKast akTMBHOCTb [6]. Bo3HMKHOBe-
Hue [T nmpoucxogut B Tpu dassi: 1) ocTpoe moBpexkae-
HJe TOJIOBHOTO MO3ra, 2) TaTeHTHBIV [1epUoJ, SIUIeNCUM,
3) CIIOHTaHHBIV PeLNAUBUPYIOLIMI ITIePUOL, XPOHMNUECKOM
snmiencuu. Puck stimnencun nocie UYMT yBenmumBaeTcst
C BO3PaCTOM, TaK KaK BO3HMKaeT M yCUIIMBAETCS HePOBO-
criajieHue, CHYKaeTcss MeTaboIM3M HeifpOHOB U TIPOYCXO-
IUT UX lereHepalys, a Takoke IPUCYTCTBYET aHOMaIbHas
1epebpanbHasi reMogMHAMMKA [3, 6].

OnpeneneHye KJIETOUHBIX ¥ MOJEKYISIPHBIX B3aMMO-
TeJiCTBUI B TeUeHMe JIATeHTHOTO ITepyofa ¥ Havasa 3Mu-
JIeTICUU — pa3yMHas iaTdopma 111 pa3paboTKU HOBbIX Te-
paneBTMYeCcKMX BMelIaTenbCTB [1]. JleueHne I1TD Britouaer
B cebs papmaxonormnyeckye u HehapMaKoIOTMIeCKMe myTH
Bo3zelicTBu [1, 3]. BamaHc TopMOKeHMST U BO36YKIEeHWS
B FOJIOBHOM MO3Tre o4eHb TOHOK. UMT samyckaeT nsmeHe-
HMSI, KOTOpble B KOHEYHOM UTOre MIPUBOJST K HapyLIeHUIO
9TOJi FapMOHMY U YBEIMYEHUIO PUCKA CYJOPOT U SNNIIeln-
ToreHesa. [I03TOMy HEOOXOAVIMO OIIpeNleTNTh OCHOBHbBIE
crpaTteruu: 1) mocie BO3HMKHOBeHUs Tsixkenoit UMT cBoeB-
peMeHHO NPMHMUMATh IpoduiakTiyeckye Mepsl IJIs 1pe-
OTBpalleHNs] BO3HMKHOBEHMS PaHHMX IIPUCTYIIOB, 2) IpU
pasutuu I1TD npMHUMATh TPOTUBOINUIENITUYECKIE TIpe-



napartsl mepBoii auHuUK (AED), KoTopbie 3¢ (eKTUBHBI ITpU
(oxanbHOM 3MIMIIenICKM, 3) TTAIIMEHTaM C JIeKapCTBEHHO-
ycroitunBoit ITTD uam HeCIOCOOGHBIM MTePEeHOCUTD 060U~
Hble 3G dEKThI TeKapcTB, MOXKET MOTPe6OBATHCSI XUPYPTHU-
4yeckoe yieueHue [6, 7].

Tak, 6osiee 60% KIMHULIMCTOB MOAAEPKUBAIOT HEMe/I -
JneHHyI0 dapMmakosornueckyio nmpodpunaktuky YMT, npu
stoMm 40,3% Ha3HaAualwT JieueHre yepes 1 rom mau 6osee
rnocsie TpaBMbl. OHaKO, IO HEKOTOPBIM TaHHBIM, JIeYeHMe
PaHHUX MPUCTYIIOB He BAUSIET Ha 3a6oneBaemMocTh I1TD
(Agrawal et al., 2006). B HEKOTOPbIX KIMHNYECKUX UCCITEI0-
BaHMSIX HU KapbamaseruH, Hu GeHUTOWH, Hu peHobapou-
TaJl, HY BaJbIIpOaT He CMOI/IM IPEeOTBPATUTh IJIUTENbHYIO
IITD mocsie yepernHo-M03ToBoi TpaBMbl (Temkin, 2009).
Kpome artoro, B uccnenoBanusx Vigil et al. (2020) petura-
61MH yMeHbIIIaJ BOCIa/IeHue, cTerneHb moBpexaenns ['9b u
HelipojereHepaluio, YacTOTy CIIOHTAHHBIX NIPUCTYIIOB U
CHM3KAJ BOCIIPUMMYMBOCTD K XeMOKOHBY/IbCcaHTaM. O ponu
rabaneHTVHA B MOAMMUKAIMY ITyTe, CBSI3aHHbIX C TUIACTH-
YeCKUMM U3MEHEHUSIMY BO3GYIVIMOCTY TOJIOBHOTO MO3Ta
(KOHTpONMMpYyeMOe KcCaef0BaHMe in Vivo ¢ HeIpepbIBHOM
D3T) elle He MOATBEPAMJIO MPOTUBOSMMUIENTOTEHHBIN
acdexr (Li et al., 2012). TabaneHTNH MHTMOMUPOBAI 06pa-
30BaHMe CMHAIICOB, CHMKAJ BO30YKAAIOIIYI0 CMHATITUYE-
CKYI0 aKTMBHOCTb T10C/Ie TIOBPEKAEHMSI KOPBI U SKCITPeCCUI0
actpouutapHoro GFAP 1 6eka Tpom6ocoHaHa- 1. OmHUM
13 MOAXO0B, HAlIPaBJIeHHbIX Ha MMHMMM3ALMI0 9KCANTO-
TOKCMYHOCTU U COXpaHeHe KOPKOBOI'O TOPMOsKEHMS TTOCTIe
YMT, siByisieTcst BBefeHMe 1edTprakcoHa, paciipoCcTpaHeH-
Horo I'9B-mpoHuIlaemMoro B-JakTaMHOTO aHTUOMOTMKA U
MOIIIHOTO CTUMYJISITOpA 9KCIIPeccuy TpaHCIlopTepa IIyTa-
mata-1 (GLT-1) — kpuTu4eckoro 6eyka, OTBETCTBEHHOTO 3a
95% o011ero KaMpeHca rimyramaTa B Mo3re Kpbic (Lehre and
Danbolt, 1998). Tak nedrpuakcon (200 MI/Kr) BocCTaHaB-
suBas BbisBaHHOe UMT nopaBneHne skcripeccuu GLT-1 B
TeueHMe I1ePBOJi Helle/M I10C/Ie TPaBMbl M CHUYKA/ Perno-
HaybHYI0 3KcIpeccuio GFAP, Takum 06pa3oMm, MOAaBJIsisa Kak
YacTOoTY, TaK U MPOJOKUTENbHOCTD ITOCTTPaBMaTUYECKUX
MPUCTYTIOB Yepe3 HeCKOIbKO Helelb TI0C/Ie TPAaBMBbI.

BOMBIIMHCTBO MTPOTUBO3MUIEIITUYECKUX TTPENapaToB
peanu3yloT cBoii 3GdeKT, BO3AECTBYSI HA MeMOpaHHbIe
KaHaJIbI (TIPSIMO MJIM OTIOCpefoBaHHO). OgHako 3 dekTuB-
HOCTb 3TUX IIperapaToB 3a4acTyl0 HeJOCTaTOYHO BbICOKA
Y OJHO U3 MPUYMH SIBJISIETCSI UMEHHO OKUCJIUTEeTbHbIN
crpecc. [losToMy OHMM U3 NepcrnekTus B JedyeHun [1TD
SIBJIIETCS HOBOE HallpaBJieHVe BO3[eliCTBUS Ha 3TU 3Be-
Hbs aTtoreHesa [1, 3, 7]. OnHMM U3 BapMaHTOB TaKOro Jie-
yeHMs SIBJISIETCS IpUMeHeHe auoydenoHa (peHozaHoBast

Kuciora). MexaHusM feiicTBus nubydenroHa OCHOBaH Ha
MHIMOUPOBAHUM MTePEKMCHOTO okucaeHMs mununos (II0JT)
B MeMOpaHe HelipoHa U u3MeHeHMe PU3UKO-XUMUUeCKUX
CBOVICTB MeMOpaHbl, HOPMaIU3anys paboTbl MeMOPAHHBIX
KaHaJIOB ¥ PEleNTOPOB, @ MMEHHO M3MeHeHVe KoHpopMa-
LMY KaHAJIOB U IIePexo]] pelielITopa B akTMBHOE COCTOSIHME.
Kpome aToro, nubedenoH cHuKaeT akTUBHOCTb aJleHUIAT-
LIMK/Ia3bl B TOIOBHOM MO3Te ¥ aKTMBUPYeT IPOTeMHKIHA-
3y C, 4TO CII0CO6CTBYeT HOpMaaM3aluy IpoIeccoB BO3-
6ykgenus B ITHC, MOHVDKEHUIO CYIOPOKHOM aKTUBHOCTU
1, B KOHEYHOM UTOTe, yMeHbIIeHIO YaCTOThI IPUCTYIIOB.
Iubydernon (beHo3aHOBasK KMCIOTA) YCUIMBAET IECTBUS
MIPOTUBOIMMUIETITUIECKIX ITPEIapaToB U YAyqlIaeT KOTHU-
TuBHbIE PyHKIMMK. TakuM o6pa3om, B Teparuy [1TD Ha3Ha-
yeHne aubydenoHa (heH03aHOBOI KUCIOTHI) B KOMIIEKCE
C OCHOBHBIMM MPOTMUBOINMIENTAYECKMMHI IIpernapaTaMu
SIBJISIETCST 1lesiecoo6pa3HbIiM. TaKTMKa JedeHUs] Impenyc-
MaTpyuBaeT MOCTelleHHOe HapallyBaHye J03bl B TeUeHMe
10-14 pgHeit u ipyeM B peKOMEHIOBaHHO 403€ Ha MPo-
TSDKEHMM OCHOBHOTO Kypca jedeHusl. MakcuMasbHas Cy-
TO4yHas fosa npenapara — 800 mr (4 xarcysnbl). Kamncymbl
MPUHMUMAIOT BHYTPb LIEIMKOM BO BpeMs Ipuema MUIIA.
Inbydenon (beHo3aHOBASI KMCIOTA) TTOKA3aHA B3POCTBIM
naieHTam ¢ GOoKaJbHO SMMUJIENICHeNt C TeHepaau3anyein
ny 6e3 Hee B peKVIMe TOTIONTHUTENIbHOI Tepanuy B cIyJae
COXpaHeHMs] HEKOHTPOIMPYeMbIX ITPUCTYIIOB I0CIe OBYX
Hea(PeKTUBHBIX CXeM MPOTUBOINMUIENITUYECKOI Tepaninu,
0CO6EHHO MaIyeHTaM C KOMOPOUIHOM HepOTICUXUaTpu-
YeCKOJi 11aToorueit ¥ KOTHUTMBHBIMY HapyLIeHUsIMY pa3-
JINYHO CTeTIeHY BbIPasKEHHOCTH.
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AKTyanbHOCTb. bepeMeHHOCTh SIBSETCST 0COOEHHO
BaXHBIM IT€PUOIOM B JXKM3HM KaskI0¥ SKeHIIVHBI, Tpeby-
IOLMM BHMMaHMS U TiaHpoBanusi. OmHaAKO 1S SKeHIUH
C SMUJIETICHENi STOT MPOIECC MOXKET 0Ka3aThCs elne 6oee
CJIOSKHBIM ¥ TIOTPe6OBATH TOMOTHUTEIbHBIX MEP ITPe0CTO-
poxkHocTu. [To manubsiM BO3, aniuserncus siBisieTcsi OGHUM
13 CaMbIX PaCIPOCTPaHEHHBIX HEBPOJIOTMYECKIMX 3a60/1eBa-
Huii. CornmacHo opUIMaIbHOI cTaTUCTUKe MUHMCTEPCTBA
3apaBooxpaHenust PO, B Poccun o61mast paciipocTpaHeH-
HOCTb SMMJIETICUM cOCTaBisieT 243 yenoBeka Ha 100 ThIC. Ha-
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HEBPOJIOTUYECKUX OUArHO30B

2019r. 2023 r.
ABCOMIOTHOE KOMNYECTBO 28 28
[po1ieHT OT 061IEro UMciIa 7,3% 6,4% (3a CYeT yBeJIMYeHMsI MalMeHTOK C epBUY-

"My ['B)

Tonupamar - 4,76% (1)
Kapbamasenns — 14,29% (3)
JlamoTpupxuH — 7, 6% (1)
Iyorepammst — 9,52% (2)

CrpykTypa 53,6% — reHeTUYeCKast 53,6% — reHeTUYECKast
21,4% — dokanpHas 25% — dokanpHas
17,8% — snuCcMHAPOM B aHaAMHe3e 14,3% — sMMUCMHIPOM B aHaMHe3e
3,6% — I'TK Ha hoHe KpOBOTeUeH s B TIOC/IEPOI,. 7,1% — snimakTUBHOCTH Ha JII' 6e3 KIMHUYECKNX
nepuozne MPOSIBJIeHMIA
Bcero Ha6m05anoch 21 22
Bospact Ot 21 mo 42 (27,64 net) Ot 23 1o 40 (30,0 neT)
1311 BK -19,05% (4) BK-9,09% (2)

OTmeHa npenapara — 47,62% (10)

JlamoTpumskuH — 22,73% (5)
JleBeTupauertaMm — 13,64% (3)
Hyotepanus — 13,64% (3)
OTMmeHa npenaparta — 36,36% (8)
[IUT. HeMeouK. pemuccust — 1

KoHcynpTrauys snuienTtonora 47,62% (10)

77,27% (17)

KecapeBo ceuenne
Bcero: 7 (33,33%) EP
14 (66,67%) KC

7 (33,33%) 13 10 p-Ho KC snmiientonorom

16 (72,72%) 13 17 — p-HO 3NUIENITOIOTOM
Bcero: 4 (18,18%) EP
18 (81,82%) KC

BITP V 1 pebenka Ha oHe BK

ceJieHusI, a 0611ee KOJIMYECTBO 3aPeruCTPUPOBaHHbIX 60JIb-
HBIX B CTpaHe — 347 ThIC. YeJIOBEK, U3 KOTOPbIX 35% — metu
u moapocTku A0 18 net u moutu 40% — >KeHIIVHbBI perpo-
IYKTUBHOTO Bo3pacTa. [Io3TomMy Tak BayKHO BECTU peruo-
HaJbHbIE Y PeCITyOIMKAHCKUI PETUCTD MAIMEeHTOB C 3TN-
JIETICUSIMM, TIPU 3TOM 0c060€ BHUMAaHME YIEIUTh I€BOUYKaAM
Y KEHII[MHAM PeIrpoayKTMBHOTrO BO3pacTa.

Marepuansl 1 MeToAbl. MeIUIIHCKNE KapThl pOXKe-
HUIL M poauIbHUL ¢ snmiternicueii 3a 2019 n 2023 rogpl.

PesynbTaThl: B TAb/IMIIE NIPEICTABIEHBI TAHHbIE 110 6e-
PEeMEeHHOCTSIM U pojaM >XeHIMH ¢ anmierncusimu 3a 2019
n 2023 IT.

BbeiBoabl. B xoze nipoBeieHMsI PETPOCIIEKTMBHOTO aHa-
JI13a OBUIO BBISIBJIEHO, YTO HE3HAUMTEIbHAS JOJIST JKEHIIVH,
HaXOISIIIVXCS B TIONIOSKEHVY, 06paIaloTcs 38 MeIUITMHCKOI
TOMOIIBIO0 K HEBPOJIOTY/TICUXUATPY TI0 MECTY JKUTEIbCTBA.
B 2023 romy HaMeTHUI0Ch yBeIUUeHMe YaCTOThl IPUMeHeHUS
TpernapaToB JaMOTPUIKVH U JieBeTUpaleTaM B hapMako-

Tepanuyu 6epeMeHHBIX ¢ SMWIeNncusiMu. Vicroab30BaHue
KapbamasernyHa ¥ ToI/paMarTa Kak IpernapaToB, MMEIOIINX
6osbIiie pucku passuTus BIIP y miona, ymeHbiiaeTcs. Pe-
3y/IbTAThl 3TOTO MUIOTHOTO MCC/IeN0BaHMS MOTYT IIOCTY-
SKUTb OCHOBOJA IJIS1 pa3paboTKy ITPOoPUIaKTUUECKUX MEPO-
TIPUSITUIA, YTy UIIAIOIIMX KAUeCTBO MEAUIITHCKOTO 0OCTY KM -
BaHMsI 6epeMeHHbIX KeHITMH B CMOJIEHCKOM peruoHe.

Jlutepartypa

1. Kapnos, B.A. dnunencust y feteii M B3pOC/IbIX )KEHIIVH Y MY)KUMH. Py-
KOBOJICTBO A1 Bpaueii, 2-e usa. Mocksa: M3garensckuit nom BUHOM;
2019: 896 c.

2. Bmacos, ILH., [TerpyxuH, B.A., AxBnenuanu, K.H., Jly6uuH, A.10. HeBpo-
JIOTMYecKast maTonorus u 6epeMeHHocTb. MockBa: ME[Inpecc-nHboOpM,
2022: 216 c.

3. Skynuna A.B., IloBepennoBa W.E. Ponb TepaneBTUYECKOTO JT€KapCT-
BEHHOTO MOHMTOPVHTA IIPY MICII0JIb30BAHUM TIPOTUBOSTMIEIITUYECKIX
penapaToB. DNUIENCKUS] U TTapOKCU3MasibHble cocTosiHus. 2016; 3:
66-73.

BoxxpeHune n 3nunencus: HOPMATUBHbIE JOKYMEHTbI
n pekomenpauumn Coppyxecrea HesaBucumbix
locypapcTs u conpepenbHbIX CTpaH

1. HAYMOBA', AA. CTENTbMAX', A.[l. HAYMOB?

"'Y3 «Bumebckuli obnacmHoli KNuHUYecKuld duazHOCmuYecKul yeHmp>,
2. Bumebck, Pecnybnuka benapyce

2Y0 «Bumebckas opdeHa «3Hak [Toyema» 20cydapcmBeHHas akademust
BemepuHapHol MeduuyuHbl», 2. Bumebck, Pecnybnuka benapyce

Ienb. AHaNMM3 JOCTYNHO MHDOPMALY O TPUTOLHOCTU
MaleHTOB C AMarH030M 3TIMIEICHS K BOXKIEHUIO COITIacHO
3aKOHOAATENbCTBY B cTpaHax CoppyskecTBa He3zaBucmMMBbIX
Tocymapcts (CHI) u EBpombl.

Martepuansl U MeToAbI. [IpoaHanu3UpPOBaHbl OTKPbI-
Thle oduIManbHble UCTOYHMUKM 3aKOHOJATENbCTBA CTPaH

CHI' n conpenenbHBIX TOCYIapCTB, a TaK Xe IOocIegHue
perynsTopHbIe IOKYMEHTbI 10 BOXKIeHMIO B cTpaHax EBpo-
MeJiCKoro cor3a.

PesynbTaThl. B momaBisioniemM GOJbIIMHCTBE CTpPaH
CHT Hanmume AMarHo3a STMIETICHS SIBJISIeTCS] aOCOMIOTHBIM
MMPOTUBOIIOKa3aHMueM K BoxxaeHuwo (Poccuiickas @enepa-
uusi, Pecrry6nuka Kasaxcran, Pecriy6inmka Y36eKuCTaH).
Kpome Toro, Bce mpoTMBO3MMIENITUYECKIE TTPeriapaThl BXO-
IIST B CITMCOK JIEKAPCTBEHHBIX CPENCTB, TIPU YIIOTPeOIeHUN
KOTOPBIX MPOTMBOIIOKA3aHO YIIPABJISITh TPAHCIOPTHBIM
cpeznctBoM. B Pecrry6ke MonoBa OTCYTCTBIME MTPUTTAIKOB
B TeueHue 5 JieT, JaeT BO3MOXHOCTb MOTYYUTh BOAUTENb-
cKkoe ymoctoBepeHnue. B Kurtaiickoit HapogHoii Pecrry6iiike
YIIPaBJSATh TPAHCIIOPTHBIM CPeJICTBOM C JaHHbBIM AMAaTHO-
30M IPOTUBOMOKA3aHO. B COOTBETCTBUM CO BCTYIIEHUEM
B cuity [TocraHoBeHMsI MUHMUCTEPCTBA 3ApaBOOXPaHEHMS



Pecrry6nmuku Benapych ot 30 Hosi6pst 2023 roga, maimyeH-
ThI C AMArHO30M STMJIETICUS B CTaAUM pa3pellieHns MOTyT
YIIPaBASITh JUUYHBIM TPAHCIIOPTHBIM CPeICTBOM (KpoMe
TPAHCIIOPTHBIX CPEACTB ONEePaTUBHOIO Ha3HAUEHMS). DTN~
JIETICUSI B CTaAUM pa3penieHusi — JOCTWKeHMe OIipeeseH-
HOTO BO3pacTa y MalMeHTOB C 3aBUCIIIMM OT BO3pacTa
SMUIETITUYECKUM CUHAPOMOM JIM60 OTCYTCTBME STIUIEI-
TUYECKUX TIPUCTYTIOB B TeueHue 10 jieT y MalyieHTOB, He
JCITOIb30BaBIINMX ITPOTUBOSNIWIEIITUUECKME TIpenapaThl He
MeHee 5 JIeT; IOATBePKAeHHas MeAUIIMHCKUMU OCMOTPaMM
Bpaya-HEeBPOJIOTa ¥ KOHTPOJIEM 3JIeKTPOIHIIe(haTorpaMMbl
B IMHaMuKe. MeAuIMHCKOe Hab/TIoIeHIe Bpaua-HeBposora
¥ BBITIOJTHEHMS 3JIeKTposHIIedanorpadny B aMOy/1aTOPHBIX
YCIOBUSIX 3aBUCUT OT CUMITTOMOB STIMJIETICUN: TIPU COXPa-
HSTIOLIMXCST SNMWIENTUYEeCKMX IPUCTYTaxX — He MeHee 1 pasa
B 6 Mecs1ieB; IPY KIMHUYIECKOI peMUCCHUU MeIKaMeHTO03-
HOI1 — He MeHee 1 pasa B rofj; Mpu KIMHUYECKOI peMUCCUN
6e3MeqMKaMEeHTO3HOI — He MeHee 1 pa3a B 2 ropa.

B cTpanax EBporeiickoro cor3sa naiueHTamM paspelie-
HO YIIPABJISITh TPAHCIIOPTHBIMY CPECTBAMMU ITOC/Ie MeAy-
LIMHCKOTO OCBUIETeIbCTBOBAHMS U OILIEHKM PUCKa, KOTOpoe
MPOBOAUTCSI BpauOM-HEBpPOJIOTOM. B maHHYI0 KaTeropuio
BXOJSIT: TMallMeHThl C OTCYTCTBME TIPUIMAIKOB B TeUeHMe
1 roma, coxpaHsolye MpyeM IMPOTUBOCYI0POKHbBIX MTpera-
paToB, MalMeHTbl TObKO C HOUHBIMMU MPUMNAJKaMM U CTa-
GMIbHBIM XapaKTepoM TeueHus 3aboseBaHus (uepes 1 rog
Ha6II0IeHNST), TOJTBbKO (OKaJIbHbIE IPUTTAAKMA C COXPAHHOI

OCO3HAHHOCTbIO (Uepe3 1 rox HabMomeHMsT), TOCIe eaVHNY-
HOTO HECITPOBOIMPOBAHHOIO MpUIIaAKa uyepe3 6 MecsieB
MeIUIMHCKOTO Habmomenus. Vckaouenns: CI1oBeHUS U
Cepb6us (rme nepuop, 6e3 MpUMagKoB AO/DKEH ObITh 2 TO/IA)
u Typuus (5 et 6e3 npunagkos). COracHO COLMOIOTHUYe-
CKMM OTIPOCaM, HECMOTPSI Ha JIOSJIbHOE 3aKOHOAATENIbCTBO,
39% maleHTOB Hapyllao JaHHble orpaHnueHus. CormacHo
MaHHBIM MCCIeI0BaHMi, 39% HallMOHATbHBIX peKOMeH/ 1a-
Mt TpebYyIOT MPOBeAeHus 3/IeKTposHIedanorpadun, a B
61% ciryuaeB pe3y/ibTaThl 37eKTpo3HIIedanorpaduy IuIb
OKa3bIBaeT BAMSHME Ha pe3yabTaThl. B KoponeBctBe Hop-
Berust CylneCcTBYeT CUMMYJISITOP BOXKIEHMSI, KOTOPbIi McC-
MOTB3YIOT [IJIsT OTIpefeseHus] BAUSHUS MHTePUKTATbHOM’
SMMUJIETITUYECKOI aKTMBHOCTU HA CKOPOCTh PEAKIINU IS
ompeneneHusi MPUTOJHOCTU K BOXKIEHUIO TMAIMIEHTOB C
SNuIencuer.

BoIBogbl. DTIMIENTHUYECKIE TIPUTTAIKA WU APYTIe BHe-
3aIHbIe€ HAPYIIEHNSI COCTOSTHMUSI CO3HAHMS IIPeICTaBIISIOT
Cepbe3HYI0 OMAaCHOCTD JIJIs1 6€30MaCHOCTM JOPOKHOTO OB -
SKeHMS, eC/IV OHM BO3HMKAIOT Y JIUIIA, YIIPABJISIOIIEro Mexa-
HUYECKMM TPAHCIIOPTHBIM CpeacTBOM. Bonee 10 et Hasaz,
Pa6ouas rpyrimna 1o rnpaBuaaM BOXKIeHMs MexXIyHapoaHO
[TPOTUBOSMMIEIITUYECKON JINTY OITyOIMKOBaIa peKOMeH/ 1a-
LM J7TSI TIAIMEHTOB C STIVJIETICHEN, IS TTAI[MeHTOB mociie 1
TIpUIIaaKa, C MpUIagKkamMy 6e3 moTepy CO3HaHUSI, KOTOPbIe
JIO CUX TIOp He rapMOHM3MPOBAHbI BO BCEX HAIIVMOHAIbHBIX
MEeTOAUYECKUX PEKOMEeHIAIIMSIX.

Crumynaums bnayxpalouiero Hepsa
nocie pe3eKLMOHHbIX BMeLIaTeibCTB
y nauneHToB ¢ ¢papMaKope3nCTEHTHON InNunencmen

A.E. HEXOPOLLX, 0.0. KOPIOHCKAS'2,
B.A. YKbAHYUKOB" 3, H.A. MOJIYHUHA', 1.B. CEHbKO?,
B.B. KPbl/0B'" >3

1 ThY3 «HayyHo-uccnedoBamenbckul uHCMUMym cKopod noMouwu

um. H.B. Cknugocosckozo [lenapmamerHma 30paBooxpaHexus 2. Mocksbl»
2 OIBY «DedepanbHbil yeHmp Mo32a u HelipomexHonozuli» ®MbBA

3 OIbHY «HayyHbil yeHmp HeBpoo2uU»

Ienb. OuieHUTD 3G HEKTUBHOCTD TPUMEHEHUS CTUMY-
JIAIUY GIIYKAAIoIIero HepBa Iocjae paHee MPOBEAEHHOTO
pe3eKIMOHHOI0 XMPYPruyecKoro JieyeHus MauyeHTam C
apmakopesucTeHTHbIMY (hOPMaMM STTUIETICUA U BbISIBUTh
(akTopsI prcKa 671arONPUSITHBIX CXOI0B.

Marepuanbl 1 meTogbl. B mepuop ¢ 2016 r. 1o 2024 r.
B HMU ckopoit momoutu um. H.B. Ckinmdocosckoro, ®TBY
«@epepanbHbIii LIEHTP MO3ra 1 HelipoTexHonorui» u ®I'BHY

«HayuHblIii IEHTp HEBPOJIOTUM» 74 TIalleHTaM ¢ (papMaKo-
PEe3UCTEHTHO SMUJIeIcreil 6bl1 YCTaHOBIEH CTUMYJISITOD
GITysKIAIoNIero HepBa. PaHee aTUM ke TalyieHTaM 6bUIOo IPo-
BeJIEHO XMUPypPruveckoe jieueHe 0CHOBHOTO 3a60IeBaHusI.
IMocne mpoBeieHHOro Tesie)OHHOTO MHTEPBbIOMPOBAHUS
6GOJTbHBIX ¥ X POACTBEHHMKOB ObIIM OII€HEHBI PE3YJIbTAThI
MCXOMOB CTUMYJISILIUM GITYKAAIOIIEr0 HEPBA ITOCPEICTBOM
MoaubuIMpoBaHHO mKasel . Engel 1 mkasnst ncxoqoB ctm-
MyJISIIy 6myskaatomero Hepsa McHugh Outcome.

PesyabTaTsl. CpenHMii BO3pacT MalMeHTOB COCTa-
B 31,89 roga. Cpenuuii Bo3pacT Havasia 3a00/1€BaHUS —
11,32 net. CpemHsIst IJINTEIbHOCTD 3a601eBanus — 20,4 roaa.

YcremiHo MHTepBbIOMpPOBaHbl 60 maiyueHTOB (81%),
14 manmenToB (19%) oTkaszamuch OT OOIIEHUS VI OLleHKa
UX UCXOHOB He TPOBOAWIACH B CBSI3U C pAaHHUMM CPOKaMU
MOCJIe YCTAHOBKY CTUMYJISITOPA. VICXOIbl CTUMYISILIUY GITy-
KIAI0IIEero HepBa OlleHeHbl yepe3 12, 24, 36, 48 mecsiieB
rocpenctTsoM MoauduiMpoBaHHoi mikasel J. Engel n mika-
JIBI MCXOA0B CTUMYJISIMK Giyxpatoriero Hepsa McHugh
Outcome, npecraBiieHbl B Ta6s1. 1. v Tab. 2.

Tabnuya 1
Hcxonpl cTumyassumumu 6y>Kgaroiero Hepsa uyepes 12, 24, 36, 48 mecsineB o moagudunypoBaHnHoii mkasie J.Engel
Yepes 12 mecsiieB Yepes 24 mecsaua Yepes 36 mecsaueB Yepes 48 mecsaueB
Knace mexona (n = 60) (n = 55) (n = 46) (n=21)
1 5(8,2%) 9 (16,4%) 7 (15,2%) 2(9,5%)
1I 6(9,8) 2 (3,6%) 4(8,7%) 4 (19%)
111 32 (54%) 34 (61,8%) 28 (60,9%) 13 (62%)
v 17 (28%) 10 (18,2%) 7 (15,2%) 2(9,5%)

Tesucol poknagos Xl MexayHapogHoro ¢popyma 3nMnentonoros
ctpaH CHI/EA3C «3nunencus 1 NapoKCu3mManbHble COCTOSHUS»
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Tabnuya 2
IITkaia ucxomoB cTumMynsnyyu 6ayxaaromero Hepsa McHugh Outcome
Knace ucxona ‘Iepe:;l:Z= 1‘\;13)cﬂue3 ‘Iepe?nzil» FI’V;(;Cﬂl.la ‘Iepe:’zg6= lilg)cﬂuen ‘lepe?z ;llii Igf;zfmen
I 20 (32,8%) 21 (38,2%) 17 (36%) 10 (47,7%)
I 19(31,4%) 18 (32,8%) 15 (31,6%) 5(23,8%)
111 18(20,7%) 13(23,6%) 12 (26,1%) 3(14,3%)
I\ 2(3,4%) 2(3,6%) 2 (4,3%) 2(9,5%)
\4 1(1,7%) 1(1,8%) 1(2,2%) 1(4,7%)

Wcxopp! [-11I knacca paciieHeHbI KakK yo0BIE€TBOPUTENIb-
HbIe.

B paHHeM moceonepanoHHOM MePUojie HY Y OTHOTO
MalMeHTa OCJIOKHEHMIT He 6buT0. [Toc/ie JOCTIDKEHUS pa-
604MX MapaMeTPOB CTUMYJISILIVY ObLIV BBISIBIIEHBI CIIETY-
omie mo6ouHbie 3(h¢GeKThl, BOSHMKAIONI[/E HeIIOCPeICT-
BEHHO BO BpeMsI paboThl CTUMYJISITOPA: Kalllelb BO3HUKAIT
y 16 (34,2%) mauyeHTOB, OXPUILIOCTb roioca —y 19 (41,5%),
nuckoMdopt B ropne —y 8 (17,1%), nuckomdopT B obractu
Jinna, meu u rpyau -y 2 (4,9%), ogpiiika -y 2 (4,9), cuib-
Hble IPUCTYTBI YAYIIbS — Y 1 mauyeHTKu (2,4%) (B CBSI3U C
YyeM B HACTOSIIIee BpeMsi CTUMYJ/ISITOP OTK/IIOUEH), HarHoe-
HMMe TTOC/IeoTIepalMOHHO paHbl — Yy 1 (2,4%), mpobyskaeHne
BO BpeMs CHa — Yy 1 (2,4%). Taxk xe 1riociie 36 mecsiLeB Ha-
6momeHns 3aduKCcMpoBaH 1 JieTanbHbIi MCXOI.

He 6bI10 BBISIBIEHO B3aMMOCBSI3Y MCXOA0B CTUMYJISIIIAN
GTy>KIAIoNIero HepBa ¢ BO3PacTOM, ITOJIOM TaIieHTOB, KO-
JIMYECTBOM TPUCTYIIOB B MeCsIIl, CTOPOHOII TIOpaskeHus U
MpeAlIecTByomieil pesekuunu. OTMeueHO, YTO YCTaHOBKA
CTUMYJIATOPA BITysKIaolIero Hepsa B TeueHue 1 roga mocie
MPOBEIEHHOT0 MHTPAKPAHMATBbHOTO OTIEPATUBHOTO BMe-
IIaTebCTBA SIBJISIETCS GIAarONPUSTHBIM ITPOTHOCTUYECKUM
MIPU3HAKOM.

BoiBogbI. [IpeicTaBieHHbIE HAMY Pe3Yy/IbTaThl ITOKA3bI-
BalOT 3P GHEKTUBHOCTh IPUMEHEHUS CTUMYJISIINM GITysKaa-
IOIIEro HepBa y MalyeHTOoB ¢ papMaKope3UCTeHTHOI SITU-
JIeTICHelt ToC/ie paHee MPOBeIeHHOTO Pe3eKIIMOHHOTO X1-
PYPTMUECKOTO JieueHusi: B 72% ciayuaeB uepes 12 mecsiieB
Habmonenus, B 81,8% — uepes 24 mecsiuia, B 84,8% — uepes
36 mecsitieB 1 B 90,5% — uepes 48 mecsilieB HaOTIOIEHNS.

JInHaMnKa Be,eHN MOHOTeHHbIX 3NuAencuii
W ANUNenTUYecKuX 3Huedanonatui
B COBpPEMEHHOW NpaKTMKe 3NuUenTonoros

0.A. PAXMAHWHA', N.B. BONKOB? T.P. TOMEHKO?®,
0.1 LUECTAKOBAY, 0.K. BOJIKOBA*®, H.H. OMENIbYEHKO’

"®rb0Y BO TomIMY Munzdpasa Poccuu, TromeHb

2000 CubHeiipomed, HoBocubupck

3 Esponelickuti meduyuHckui yeHmp YIMK-3doposbe, Examepunbype

4 @Orb0Y BO 0rMY Mun3zdpasa Poccuu, Omck

> @OIb0Y BO YrMY Munzdpasa Poccuu, Ekamepurbype

8 ['bY3 HCO lopodckas demckas KnuHUYeckas 60abHULA CKOPOU MedUUUHCKOL
nomouwju, HoBocubupck

7 TAY3 TO 06bnacmHoii neyebHo-peabunumayuoxHbIi yeHmp, TioMeHb

AkTyanbHOCTb. He BbI3bIBaeT COMHEHMIA, UTO reHEeTH-
YyecKkoe TeCTUPOBaHMe JODKHO ObITh OSHUM M3 OCHOBHBIX
MUCCIeA0BaHNI B COBPEMEHHO KIMHUYECKON AMarHOCTUKE
SMUIENTUYECKUX CUMHAPOMOB [1, 3]. B Poccun oTmedaeTcs
3HAUMUTeIbHOE yBeIyeHye Yucia reHeTMUeCKUX 1ccIeno-
BaHMII npu snmiencuy. CumMraeTcs, YTO MHTEPIpeTaLus
pes3y/bTaToB AO/KHA TPOBOOUTLCS B COTPYAHUYECTBE C Te-
HeTMKaMU, ecIy TOJIbKO Jleyalllyii HeBpOJIOor He MMeeT J0-
CTAaTOYHOTO ONBITA ¥ TOHMMaHMSI TeHeTUKM [2]. Poccniickas
MpaKTHKa MIOKa3bIBAET, YTO BefleHle STUX alleHTOB, BKIIIO-
yasi BBIOOP M MHTePITPeTaI1I0 TeHeTMUeCKOT0 TeCTUPOBAHMSI,
YaCTo JIOKATCS Ha I/IeUyt HeBPOJIOTOB-3IIMJIEIITONIOTOB [4].

Lens. OmcaTh M CPaBHUTD CIIEKTP BBISIB/ISIEMbIX T€H-
HBIX MYTallMii Y TAIIMEeHTOB C STIMJITICUSIMU U STTUJIeTITH -
yeckumu sHuedanonatusmu (OP3J) 3a mociegume 3 roma
KIMHUYECKO TMPaKTUKM HeBPOJOTrOB-3MUJIENTONIO0r0B,
BKJIIOYAs: aHa/IM3 OMAarHOCTUPOBAHHBIX STIMIEIITUUECKUX
CUHIPOMOB, CPOKOB ITOCTAaHOBKM 3TMOJIOTMUECKOTO AMar-
HO3a, BAPMAHTOB ¥ 3G OEKTUBHOCTY JI€UEHMSI.

Marepuanbl U MeTOonbl. My/IbTUIIEHTPOBOE PETPO-
CMeKTUBHOe ucciaemoBaHue. Kpurepun BKIIOUEHUS: Ma-
LIMEHTHI JTIOO0TO BO3pacTa U IoJia C snujerncueit uiu IPJ
(c 06s13aTe/IbHBIM HAJIMUMEM SIS TUUECKNUX IIPUCTYIIOB)
" BepuGUIIMPOBAHHBIMY T€HHbIMM MyTatsiMu. C60p JaH-
HBIX cTapToBa B 2018 rony. AHaIM3 TaGIUIBI TPOBOIVIICS
o coctostHmio Ha 2020 1 2023 ropsl.

3a TpexJIeTHUI Tepuon, KOJIMYeCTBO, MOCTYNUBILUX B
MccaenoBaHMe JaHHBIX BBIPOCIO 1 coctaBmio 100 1 205 ma-
LIMIeHTOB COOTBETCTBEHHO, 87-90% 113 KOTOPBIX — IETU A0
18 neT.

PesynbTaThl. 3a TpexjaeTHUI epuoA, KOJTUIeCTBO Te-
HOB C MyTalMSIMM BBIPOCIO € 67 70 98 BapuaHTOB. 3Ha-
ynTenbHas yactb myrtauuii (2020 — 44%; 2023 — 34%),
BCTpeYaalch OOHOKpaTHO. Ho, OMHO3HAYHBIM JIMIEPOM
ocraioTcsi myTauuu B reHe SCN1A (14-15% maunueHTOB).
Ha mpakTuke B ABa pasa yBeJIMUMIOCh KOIMUYECTBO Ha-
MpaBJ/ieHM} Ha MOJHO3K30MHO€E CeKBeHMpOoBaHue ¢ 9 10
18,6% (p = 0,026) 1 moJist MALlMEHTOB C MOATBEPXKAEHNEM
MyTaluu cekBeHMpoBaHueMm 1o CaHrepy ¢ 32% mo 50,7%



(p = 0,003). MenuaHa paspbiBa B JMarHOCTHKE OT Ae6ioTa
MIPUCTYIOB 10 o6HapykeHust myTtauu: 2020 - 3 [1; 6] roxa;
2023 -2 [0,8; 5,1] roza (p = 0,899). o 68% mauyeHToB C
MOATBEPKAEHHOV TeHHOM MyTaliyel COCTaBIISIOT NaleH-
ThI C TEM WJIM MHBIM BapuaHTOM JP3D 1 TOAbKO 32% mamu-
€HTBI C Arwiencusimu. Kpome Toro, reHeTUYeCKOMY TeCTH-
POBaHUIO B 3MMJIETITOJIOTMYECKO MPAKTHUKe, KaK MTPaBUIIO,
MOIBEPTaINCh MAIL[MEHTHI C TSKEJIbIM TeueHreM 3a60/eBa-
HMSI: IPAKTUYECKH Y TIOJIOBMHBI MMeIMCh TeHepa30BaH-
HbIe WM GuaTepasbHble TOHUKO-KJIOHUYECKYE TTPUCTY-
ITbI, Y UeTBEPTU CYAOPOKHbBIE SMUIETITUUECKNE CTATYChI,
y 2/3 ouaroBas HeBpOJOrnvyeckas CMMITOMaTUKa U/ W
KOTHUTMBHbIE HAapylIeHus1, 6osiee UeM Yy IMOJIOBMHBI B cOUe-
TaHUM C SMOLMOHAIbHO-TTOBEIeHUeCKMMY HapyILIeHUSIMU.
[Moaxop! K TEpanmu MPOTUBOAMIIENI TUYECKYIMMU TTpernapa-
TaMu 3a 3 rofa He MpeTepriesy 3HAUYMMBbIX U3MEeHEeHU —
rofassioiee 60abIIMHCTBO (70%) MAIMEHTOB MMOMTYYaloT
MOUTEPANNIO POTUBOINMIENITUUECKMMHY TIpernapaTaMu
(TISIT). OgHaKo, HECKOIBKO CHU3MIICS 06'beM aJIbTePHATUB-
HBIX MEeTOJ 0B (TOPMOHAIbHAsI Teparnus, KeTOTeHHasl AueTa
u ee MogMdURALINY, CTUMYISIMS GIYyKIaoNero Hepsa,
pe3eKTUBHAsI XUPYPTHs U mpoune) ¢ 52 no 45% (p = 0,277).
ITpu 3TOM, OTMeEU€eHa TeHAEHIVS K POCTY 3(PGeKTUBHOCTI
Tepanuu (yBeIuMuyeHye IIPOLeHTa MaleHTOB C OTCYTCTBU-
eM TMIPUCTYTIOB C 46 10 54%, p = 0,09). CHMKeHMe YaCcTOThI
npuctymoB Ha 50% u 6onee ormeueHo y 20-21%, a oTcyT-
CTBHUe Kakoro-amb6o saddexra ot Tepanuu — 34% u 25% co-
OTBETCTBEHHO.

BriBOOBI:

e B coBpeMeHHOII MpaKTHUKe SMWIENTOJIOTOB OTMeYaeTcs
paciipeHue CrekTpa IMarHoCTUPOBAHHbBIX TeHHBIX MY-
TaluiA.

e lMeeTcst YeTKMIL POCT AOJIM IMOTHOIK30MHOTI'O CEKBEHM -
pOBaHMS B 3TUOIOTMYECKO AMAaTHOCTUKE MOHOTEHHbIX
snunencuii u OPD.

e OT Hauana 3a60eBaHMs IO TeHeTUUEeCKOro AuarHosa
TO-TIpesKHEeMY MTPOXOAST TOLbI.

e Ha mpaxTuke reHeTn4eckoe TeCTMPOBAHME MPOXOOST
IMalMeHThbI C TSXKEJIbIMU, PE3UCTEHTHBIMU K Teparnumn
SMWIENITUYECKUMU SHIeDasonaTusiMu.

e OnHako, aHalIuTHUUYecKass 06paboTKa JAHHBIX M PaCLIy-
peHMe OmbITa B 3TMOJIOTUUECKON NMAarHOCTUKEe MOHO-
TeHHbIX 3MuIericuit u DPJ oTpaxkaeTcs Ha Gosee 1ie-
j1ieBoM 1 3(pheKkTMBHOM IToAdope Teparum B peajlbHOi
KJIMHUYECKO TTPaKTUKE.
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(BepxBbicokopa3peLiaiowee MP-ckaHupoBaHue -
KNI0Y K AUArHOCTMKe CTPYKTYPHOM 3NUNencumn

[.B. PYIEHKO

MeduyuHckul uHcmumym um. bepe3una Cepzes, CaHkm-ITemepbype

Ilens. ITogTBepanTh 3G (PEKTUBHOCTb MPUMEHEHNUS B
KJIMHMYECKO MpaKkTUKe MPOorpaMmMbl CBEpPXBbICOKOpa3pe-
matuero MP-ckaHMPOBAHMS MIPU TTOMCKE CTPYKTYPHBIX
dopm srmtencum.

MaTtepuansl U MeToabl. VccienoBaHuio 6bLIM TOJ-
BepruyThl 707 MAIMEeHTOB C MO03peHeM Ha GOoKaTbHbIe
cTpyKTypHBIe hopMmbl srtmiernicun (2020-2024 1.), B Bo3pa-
cTe OT 2 JieT 1o 43 neT, NpeuMylIeCTBeHHO JeTCKOM BO3-
pacTtHoii rpynibl (85% metu ot 2 et go 11 ner). IIporpam-
Ma CKaHMPOBaHMA BbINOMHSIAch HA ckaHepe MAGNETOM
VIDA 3 T SIEMENS, 64 HanpaB/ieHHOV paauo4yacTOTHOM
KaTyIIKe, C KOMOVHUPOBAHHOJ aHeCTe3Meli ¢ yCTaHOBKO
JIApMHTeaJIbHOM MaCKM ¥ BKITIOYAJIO CAeAYIONIMe TPOTOKO-
sibi: T2 3D tra 0,6 mm, T1 sag 3 D 0,8 mm, T2 SPACE dark
fluid cor 3D 1 mm (anasor Flair), T2 cor 2 mm, Diffusion
mddw 64 ¢ mocTpoeHueM TpakToB 6eyioro BemiecTsa, T2
SWI 1 mm. [Tpy HEOOXOAMMOCTY Bpay J06GABJISI KOHTPACT-
Hoe ycuieHue, ASL, ClIeKTPOCKOMNIO, Ipyrie Heo6Xomm-
Mble TTPOTOKOJIbI.

PesynbTaThl. BHISBISIEMOCTb CTPYKTYPHBIX SIIUJIEIITO-
TeHHBIX 30H Ipyu IpuMeHeHn MP mporpamMMmbl CBepXBbICO-
Kopaspemiawiiero ckaumpoanus (T2 3 D BU ¢ TonmuHOM

Tesucol poknagos Xl MexayHapogHoro ¢popyma 3nMnentonoros
ctpaH CHI/EA3C «3nunencus 1 NapoKCu3mManbHble COCTOSHUS»

cpesa 0,6 mm) coctaBmia 80-90% (mJist cpaBHEHMS IPU UC-
nonb3oBanuu T2 BU ¢ ToMIMHOI cpes3a 4—5 MM BbIsIBIsIe-
MoCTb coctasisieT 30%, T2 BU ¢ TonmuHOI cpe3a 1 MM —
60-70%). OcobeHHYI0 3P (HEKTUBHOCTH ITPOTOKO TTOKa3al
ripu Busyanusaiyy OKJI I tuna, ®KJI nHa 60po3Mbl, CKPbI-
TBhIX YUaCTKaX KOPTUKATBHO ¥ CYOKOPTUKAIBHOI TeTepo-
TOIIMY CEPOTO BEIeCTBa, 30HAX MOIMMUKPOTUPUHA (Taxu-
rUpun), Mayibix (opMax cKaepo3a rUImoKaMIia, BUCOUHBIX
repenHe-HIKHUX MEHMHTO3HIIedastoLere.

BeiBogpi. MP riporpamMmma cBepXBbICOKOpa3peIIaoIero
CKaHMPOBAHMSI IEMCTBUTENIBHO YIyUIlIaeT BU3Yyaan3aInio
30H CTPYKTYPHBIX M3MEHEHMIT KOPbI TIPU CKPBITHIX Cy6-
TWIbHBIX (DOpMaxX SMUIENITOTeHHBIX 3MeHEeHN 110 CpaB-
HEHMIO C [IaKeTOM MeXIyHapOoIHbIX IPOoTOK010B HARNESS
M TIO3BOJISIET M36€KaTh IMATHOCTUYECKUX «JIOBYIIEK», CBSI-
3aHHBIX ¢ apTedakTaMu GU3UOIOTUUECKON TPUPOIBI, apTe-
(hakTamy MarHMTHOTO MOJIST, MHOXKeCTBEHHBIMM BapyaHTa-
MM CTPOEHMSI, HUBEMPYET YaCTUUHbIN 06beMHBIN 3P deKT
cpesa. HanbobIIyo AMarHOCTUUECKYI0 [IEHHOCTh MMEeT
npotokon T2 3 D BU ¢ TonmmHoii cpesa 0,6 mm. [Iporpamma
Ba&)XKHA B CTYyYasiX COMHUTEIbHbIX IV HETATUBHBIX JAHHBIX
npenpiaymux MP-uccienoBaHmii, 17151 IPeXUPyPrudeckoro
06cenoBaHMsI IALMEHTa C LIeblo 60jee TOUHOM BU3YaIn-
3alMy IPaHuIl U pa3MepoB 30H CTPYKTYPHOI MTaTONIOTUM,
TocJie XUPYPTrUUeCKUX BMeLIaTeNbCTB 1JIsI OLLleHKU CTeIleHU
pesexuyu. IIporpamma CIy>kKUT TOIBKO JIJISI CTPYKTYPHOI
BU3yaaM3alui 1 He pelllaeT OCHOBHOI mpo6iembl MP-cka-
HUPOBAHUS MPU STUJIETICUN: SIBASETCS U BbISIBIeHHAS
CTPYKTYpHAsl 30Ha SIMIENITOTeHHOM?
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OnbIT KOppeKLuMK NPOTUBOINUNENTUYECKON Tepanuu
C y4eTOM MHAMBUAYAJIbHBIX 0CObeHHOCTEN
B PeanbHON KJIIMHNYECKON NPaKTUKe

f1.6. CbIYEBA

OrAY3 0[1b, 2. Tomck, Tomckas obnacme

enb. Ouenka 3pGeKTUBHOCTY 1 6€30ITaCHOCTU TIPH-
MEeHEeHMST IAMOTPUIKMHA B KOMOVHVPOBAHHOIT T€paru C
BJILITPOEBOI KUCIOTO MPY Pa3INIHbIX (OpMax STIer-
CUM y IeTeil U TIOAPOCTKOB OT 6 10 18 j1eT, mpu pa3HbIX CXe-
Max Ha3HaueHUsI IpernapaTos.

Marepuanbl 1 MeToabl. Ha6op maieHToB Mpon3BO-
nuics ¢ geka6pst 2022 roga 1o ampenb 2023 roma. B stor
nepuop, 77 mauyeHTaM C IMarHO30M SITMJIeTICHs ObUT Ha-
3HAYeH Mpenapar JaMOTPUIKMH: 50 maiyeHTaM B MOHOTe-
parnuu, 27 naiyeHTaM B KOMOMHMPOBAHHOI Teparmn.

B maHHOM McC/IeoBaHUM Mbl onpenenum 3pdeKTuB-
HOCTb Pa3HBIX CX€M KOMOMHMPOBAHHOI Tepanuu y 27 ma-
LIMEeHTOB.

PacnipeneneHne mo mojsly COCTaBWIO: 6 MAallieHTOB —
MY>KCKOTO To/1a ¥ 21 marueHT — JKeHCKOro rnosia. Pacnpene-
JIeHMe TMalMeHTOB I10 Bo3pacTy 1 kateropus: ¢ 6 o 11 ser,
2 xareropusi: ¢ 12 go 18 net. Pacnipenenenue no Bo3pacry:
13 mauyeHTOoB ¢ 6 0o 11 jeT, u3 HUX 2 Majbuuka 1 11 ge-
BouekK; 14 maiueHTOB B Bo3pacTe OT 12 mo 18 jieT, u3 Hux
4 manbunka 1 10 geBouex.

Pacmipenenenue 1Mo popmam SMUIETICUN: TeHePaTNU30-
BaHHas GopmMa smmIerncum (MaAnonaTuIeckas reHepaanso-
BaHHasl, IOHOIIIeCKast MMOK/IOHMYecKasl, IeTckast abcaHcHasT) —
13 11 mauyueHToB y 2 MaJbUMKOB U 9 neBoUeK; CTPYKTYpHast
snuJIerncusl — u3 7 MauyeHToB y 1 MajibuMKa U 6 IeBOYeK.
®HD - dbokanbHas SNMWIETICHUS C HeYCTAaHOBJIEHHO! 3THUOJIO-
rueit — u3 9 MalyeHToB Y 3 MaJIbUYMKOB U 6 IeBOYEK.

8 maiMeHToB (BCe IeBOYKN) ObLIN TIepeBeeHbI C Mmpe-
napara JamoTpumkuH (JIT) Ha KOMOMHUPOBAHHYIO Tepa-
MU0 € BasibIIpoeBoit Knwiotoii (BK). I3 HMX 6 manueHToB ¢
reHepaJaM30BaHHBIMM (hopMaMu STMIerncun, 1 maryeHT co
CTPYKTYPHOI 3nimytericueit u 1 mauyeHT ¢ poKasibHOI 31IM-
JieTicuelt HeyCTaHOBIEHHOM 3TUOIOTUN.

19 maimeHTOB (6 MaJIBYMKOB 1 13 meBouek) 6bUIM TIepe-
BeJleHbI C BaJIbIIPoeBOi K1caoThl (BK) Ha KOMOMHMPOBAH-
HyI0 Tepanuio ¢ namoTpuixkuaom (JIT). U3 Hux 6 manueH-
TOB CO CTPYKTYPHOI1 (hOpMOit Srmierncum, 5 maunueHToB ¢
reHepaaM30BaHHON (POpMOit sTTMTerncum 1 8 MalyeHTOB C
(hokanbHOII sTTMITIETICHE] HEYCTAaHOBJIEHHO 3TUOIOTUNA.

IMUNENCHAA U MAPOKCU3MAJIbHBIE COCTOAHNA MO PYKOBOACTBOM B.A. KAPJIOBA | 2024 | N4

[epuop HabmOmeHNS 3a TALMeHTaMM, TIOTyYaoI UMM
KOMOVHUPOBAHHYIO Tepamnui, coctaBui 6omee 10 mecs-
1eB. B cxeMe, rIe TaMOTPUIKMH J0OaBISIICS K BaJIbIIPO-
€BO#1 KICJIOTe, OH IPUMEHSUICS B m03ax oT 50 mo 200 mr B
CYTKM B 2 IIpyieMa, IIeproJi, TUTPOBAHMS 3aHMMAJl He MeHee
8 Hepmesnb, J03a BaJLITPOEBOI KMCJIOTHI CHIKanach Ha 50%
(B HEKOTOPBIX Ciiyyasx Ha 70%). B cxeme, roe BanbIpoeBast
KMCI0Ta No6aBisiach K IMpernapary JaMOTPUIKUH, 1032
BaJIIIPOEBOI KMUCIOTHI BapbypoBaiack ot 300 mo 500 mr B
CYTKM.

PesynpraThbl. DPGhEKTUBHOCTb KOMOMHUPOBAHHOI Te-
panuu olLleHMBaach yepes3 6 MecsleB OT Havyasia Tepanumu
10 M3MEeHEeHMIO YaCTOThI IPUCTYIIOB SMWIENICUM, TIoKa3aTe-
Jism BIIT, rokasaTesistM 6MOXMMMUUECKOTO aHaJM3a KPOBM.
[Tonuelii KOHTpPOAb Hax npuctynamu (100% OoTCyTCTBYIOT
MIPUCTYTIBI B TEUEHME CPOKa HAGMIOfEeHNs) B BO3pacTe OT
6 1o 11 net gocturuyT y 10 maieHTOB, U3 HUX Y 7 Mal[/eH-
TOB ¢ (DOKaTBHOI SMMIIETICYEeli HEYTOUHEHHOV STUOIOTUN,
y 3 MaInMeHTOoB ¢ reHepann30BaHHBIMM (HOpPMaMM SIUIIeTI-
cun; B Bo3pacre oT 12 1o 18 et — y 11 manieHTOB, U3 HUX Y
4 malMeHTOB C reHepaaM30BaHHBIMY GOpMaMy SMUIETICUM,
Y 4 IalMeHTOB CO CTPYKTYPHOI snujercueii U y 3 nauyueH-
TOB C GOKAIbHOI AMIIIericueli HeyTOYHEHHO STUOTOTUMN.

B NMponeHTHOM COOTHOINEHMM IIPpM CXeMe Iepexona
Tepanuy ¢ BaablIpoeBoi kuciaoThl (BK) Ha BanbnpoeByio
kucainoty (BK) u namorpupsxus (JIT) 100% KoHTponb mpu-
CTYTIOB JOCTUTHYT B 73% ciyuasix; Ipu cxeMe Iepexoja
Tepanuu ¢ namorpumxkuHa (JIT) na mamorpuaxun (JIT) n
BasbIipoeByo kucnoty (BK) 100% KOHTpOIb NPUCTYIIOB [10-
CTUTHYT B 87% ciydasx.

IMoka3sarenu BI3T 6e3 3MMaKTUBHOCTHU BO CHE U GOLIPCT-
BOBAHMM TOCTUTHYTHI B 31% ciydasix IpUMMeHEeHMSs CXeMbl
BK niepexon Ha BK + JIT, B 75% ciryuasix IpMMeHEHMsI CXEMBbI
JIT nepexon Ha JIT + BK. [Toka3zaTenn 6MOXUMUUECKIUX UC-
CJlelOBaHMI KpoBU ymydmanch B 100% ciaydasix mpuMeHe-
HUS IBYX CXeM KOMOMHMPOBaHHO Tepanmin.

BeiBoasl. OueHnBast 3pdeKTMBHOCTh KOMOMHMPOBAH-
HOJI Tepanmu, Mbl BUAMM, 4TO CXeMa Iepexoza € JaMOTPpU -
sxnHa (JIT) Ha namotpumxuH (JIT) 1 BaIbIIpOeBYIO KUCIOTY
(BK) 60mee acbdexTuBHA 1 6e30macHa ¥ B IJIaHE KOHTPOJIS
MIPUCTYTIOB, U KOppekuyy BI3T, u crabunmsanmm 61MoXumMu-
YeCKMx Iokasaresneit KpoBu. KoOMOMHMPOBAaHHAS Teparust
MOpO¥t HeoOXomyIMa JJ1sl Ty JIIeH /s KaueCcTBa SKU3HY Maly-
€HTa C SMIeTICYell U, 3Hast 0COOEHHOCTY MPUMEeHEeHNS TeX
VIJIV VIHBIX CX€M, MBI MOYKeM JOCTUYb JTYYILIero KIMHNYECKO-
ro ¥ Heltpo(U3MONOTMYECKOTO KOHTPOIIS, CIOCOGCTBOBATh
60Jsiee paHHEMY pa3penieHnI0 SIMUIIETICUMN.

MyTtaumsa rena CACNATA - paHHMIA NAPKMHCOHU3M
n 3nunencusa. Knuuuka. TapreTHasa Tepanus

H.M. TYMWYUBAEBA, K.P. TYBANYINHA

Tawkenmckas MeduyuHckaa Akademus, Tawkenm, Y36ekucman

AxkTtyanbHOoCcTb. CACNA1A - 3TO OGUIMCTPOHHBIN I'eH,
KOIMPYIOLINi Kak aybda-1 (alA) cyobeAVHNUITY KaTbIMeBO-
ro KaHaJIa, Takke 13BecTHOro Kak Cav2.1 [1]. Knuanveckne
niposiBnenyst myrauuii CACNA1A BapbMpyIOTCS: OT XOPOLIO

M3YUEeHHBIX, TAKMX KaK STMUJIENITUYeCKast SHIehasonaTus
M atakcus [2], 4O MOUYTU eOMHUYHBIX CIy4YaeB, TAKMUX KaK
COUeTaHue dNUIENCUN ¢ MapKUMHCOHM3MOM [3] M MHCY/IBT
[4]. TeHeTMYeCcKMe aCIeKTHI SIWIETICUY, aCCOLMVPOBAHHOM
C MapKMHCOHUYECKUMMU TIPU3HAKAMU U aTakCueil, HUKOT-
Ila He M3YJYaINCh Cpeay y36eKCKOTO HaceaeHus, Y JaHHbI
KIVMHWYEeCKUIA cTydaii SIB/sieTCs] YHUMKAIbHBIM 7151 Halllero
pervoHa, pecTaBiisist co60it puMep HeUCCIeAOBaHHOTO
reHeTmueckoro JaHamadra lleHTpanbHO! A3Un.
Marepuasnsl M MeToabl. [lanineHT, 12-1eTHUIT MaJib-
YUK, CTpajaeT SMWIENITUYECKO sHIedanonaTueiil ¢ To-



HUUYEeCKVMMU NPUCTYIIaMM, CONTPOBOXKIAIOIIMMMUCS OTKIIO-
HeHMeM B30pa BJI€BO U KJIOHUUECKMMU aCUHXPOHHBIMU
cymoporaMu ¢ 06emx CTOPOH Tejla C OTKIOHEHVEM T'OJIOBbI
U 11a3 BIIpaBo. Takke MPUCYTCTBYIOT paHHSIS pedpakTep-
Hasl aTaKCusl, reMuIiapes ¥ I0BeHWIbHbINM MapKMHCOHU3M.
Ha ocHOBaHUM KIMHMUYECKUX TAHHBIX GbUIM BBITTOTHEHDI
BUAeo0-I3-mouutopuur, MPT ronoBHOro mo3ra u mojiHoe
9K30MHoOe cekBeHupoBaHue (WES). BoisiBiieHHble reHeTHYe-
CKM€e BapyaHThI ObLIY TPOBEPEHBI B COOTBETCTBUM CO CTAH-
napramu ACMG [5] ¢ mocienyooumum noaTBepXKIeHeM Me-
TOIOM CeKBeHMpoBaHMs CoHrepa y mpobaHaa 1 poauTeNeit.

PesynbTaTsl. Buaeo-33-MOHUTOPUHT MOKa3al MexX-
MMPUCTYITHYI0 MY/IbTU(GOKAIbHYIO aKTUBHOCTh C OCTPbI-
MM BOJIHAMMU B JIEBOI LIEHTPAJIbHOJ, IPaBOJi LIeHTPalb-
HOI, TIpaBOii TeMeHHO-BMCOUYHOJ U JIeBOJ BUCOYHOI
o6mactssx. MPT roJloBHOTO MO3Ta BBISIBUJIO CKIEPO3 TUII-
IOoKaMmIla crpaBa (MOBbILIeHHbII MP-curxHam), a takke
JIOKa/IM30BaHHbIE YYaCTKY Ha JaTepajabHO 3aThIIOUYHO-
BUCOYHOV M3BUJMHE C MpaBoii CTOpoHbl. B xome WES-
a”anusa 6bUTM OOHapyskeHbI ABa BapuaHTa CACNAILA:
CACNA1A:c.4174G>A - nmarorenusiii (PM2, PM5, PM1,
PP2, PP3, PP5) u CACNA1A:c.4371G>A — BepOSITHO [10-
6pokavecTBeHHbIl BapuaHT (PM2, BP7, BP6). Metogom
cekBeHMpoBaHus CoHrepa ObLI MOATBEPKAEH cTaTyc de
novo g BapuaHTa CACNA1A:c.4174G>A, a BapuaHT
CACNA1A:c.4371G>A 6b1 OGHapYKeH Y MaTepu mpobaH-
I1a, KOTOpasi KIMHUYeCK! 310pOBa, ¥ IOTOMY JaHHBI Ba-
pUaHT KaaccuUIMpoBaH Kak Jo6pokauecTBeHHbI (PM2,

BP7, BP6, BS4). B Tepanuio 6butM fo6aBieHbl QIyHAPU3UH
u L-TpunirodaH ¢ He3HAYUTETbHBIM TOJIOKUTETbHBIM 3(-
(exrom. IMonroga Ha3ay y malMeHTa MPOM30IIesT UIlleMIYe-
CKMIT MIHCY/IBT B ITyOMHE JIeBOI BMCOYHOI SOIN, UTO GbIIO
noaTeep>kaeHo Ha MPT.

O6cykgenmne. Bapuant CACNA1A:c.4174G>A acco-
LIMMUPOBAH C 3MWIENITUYECKON dHIedanonaTueit, paHHein
aTakcuei, OBEHMIbHBIM MapKMHCOHU3MOM U MHCYIbTOM,
u TpebyeT JajbHemmX QYHKIVMOHATbHbBIX UCCIeNOBAHMIA,
a Taxke aHaIM3a IPYTUX IMOJOOHBIX CJTyYaeB cpeny y36ek-
CKOJ1 9THMYECKOI TPYIIIBI.
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KorHutuBHble HapyLweHNs Npu CTPYKTYpPHOM
nunencum y petei

H.B. YEBAHEHKO
®rb0oY A0 PMAHI0 Mun3dpasa Poccuu

KorHuTuBHbBIE HapylIeHUS Y IeTel C SMUIeIcueii BbiCo-
KO pacripocTpaHeHsl. [Ipo6eMbl ¢ 06yueHreM, B OCHOBHOM
¢ HeBepOabHBIM, UCIIBITHIBAIOT 43% HeTeil C SMUIeTICUElt.
Ienpeccueii cTpamatoT 59,8% meTeii ¢ anuIercuei.
IMo3HaBaTeNbHAs AeATEIbHOCTbh peOeHKa HauMHAeTCsI
Ha MepBOM T'OJly KU3HU C BOCIIPUSITUS, TAMSITU U MPAKCU-
ca. K 6-7 romam bopmupyroTcs peub, MpinieHue. Haubomee
CI0KHBbIE DYHKIINMY, TaKMe KaK 00yueHue, UCTIOTHUTETbHbIe
yHKLIMM, cOManbHOE MMO3HaHMe HAUYMHAKOT Pa3BUBATHCS K
12-15 romam ¥ MOTYT COBEPILIEHCTBOBATLCS B TEUeHME BCeit
skv3HU. CaMasi BbICIIAs KOTHUTUBHAST GYHKIIMS — 9TO Pery-
JISIUMS LieJieHaTIpaBaeHHOM AesiTebHOCTY U TUIAaHUPOBAHMeE.
Ha dbopmurpoBaHme KOTHUTUBHBIX (PYHKLINI 110 JAHHBIM
JINTepaTyphl y AeTeil ¢ smuiercueit BauseT MHOXKeCTBO
(akTopoB: sanmenTudopMHast aKTMBHOCTb, CTPYKTYPHbIE
wi GYHKIVOHAIbHbIE M3MEHEeHMS HEeIPOHHBIX CBSI3eit
Mo3Ta, mpoTuBocynoposkHbie nperapatsl ([1CIT), reHeTu-
yecknit poH (IQ pomutesneit ypoBeHb 06pa30BaHUS POIN-
Tejiei, COLUMaIbHO-9KOIOTMUEeCKe U COILMOKYIbTypHbIE
(akTOpBI BHYTPU ¥ BHE CEMbBU), XUPYPTHUSI STTUIIETICUMN.
JleTeli ¢ KOTHUTUBHBIMM HapyUIEHUSIMU OKMOAIOT 3a-
TpyIHEHME CaMOOGCTYKMBAHUSI, TPYAHOCTY LIKOJIbHOTO
o06yueHMs1, coluaabHas Ae3afanTaiiusi, MHOTAA JAeBUaH-

Tesucol poknagos Xl MexayHapogHoro ¢popyma 3nMnentonoros
ctpaH CHI/EA3C «3nunencus 1 NapoKCu3mManbHble COCTOSHUS»

THOe MoBeJleHle ¥ HEBO3MOKHOCTD MOC/IeIyIOIIero Tpymo-
ycTpoiicTBa. KOrHUTMBHBIE HapyllleHUs y pebeHKa ¢ 3Iu-
JIeTicyeit 3HAaUMTeIbHO 6ojiee OTSTOIAI0T KaueCTBO SKU3HU
CeMbli, UeM JBUTATeIbHbIEe PACCTPOIICTBA U MIPUCTYIIHI.

Hanuune KOTHUTUBHBIX HAPYIIeHUI U UX CTeTleHb Ts-
SKeCTM BasKHO BBISIBUTH KaK MOKHO paHblile. [Ijist 9Toro cy-
1eCTBYeT OIPOMHOE KOJMYECTBO IIKAJI U CIIelMaIbHbIX I~
arHOCTUYECKMX METOIMK. Y3Ke C 2,5 jieT MOXKHO MPYMEeHUTh
MeTOAMKY aJalTUPOBAHHOTO IO/ BO3pacT TecTa Bekciepa.
C 4,5 neT mpuUMeHSIIOT KpaTKuit BapuaHT Tecta PaBeHa. s
MJIaZIIero MKOIbHOTO BO3pacTa — TeCT MHTe/JIeKTa AMTXa-
y3pa, TeCThI LIKOJIbHOM 3PeIOCTH, HeMPOIICUXOJIOTUUECKOe
obcenoBanye 1o T.B. AXyTUHOVA.

KorHUTUBHbBIe HapyIlIeHUsI IPU CTPYKTYPHOI dMuUen-
CUU Y [eTel CBI3aHbl C STUOJIOTHEN U CUIION BO3LENCTBUS
MOBpeXIaIero Gakropa, Co CTENeHbI0 OHTOTEHETHYe-
CKOJi He3peJIOCTY TOJIOBHOTO MO3Ta B MOMEHT [IeViCTBUS
ToBpeXaaroiero ¢pakropa u ¢ JIOKaau3aluei CTpyKTypHOTO
nedekra. YacTbie (pokasbHbIe TPUCTYIIBI TPU BUCOUHOI U
JIOGHOVA SMTUJIETICUSIX YMEHbBIIAI0T 06beM TUITIIOKAMIIA.

Jlo6Hast smmiencust o6ycaaBaMBaeT HapyLIIeHUs TIaHK-
POBaHUSI, OPTaHM3AIMI, BHUMAHMS U peIleHne mpobiem —
3TO NMPUBOIUT K UCTIOTHUTENBHOM TUCHYHKINNA.

Haunbosee BbIpaskeHHbIE KOTHUTYBHbIE HAPYIIEHUS TTPU
BUCOYHOI STTAJIETICUM, OCOOEHHO €CJI OHY BbI3BaHbI Me3U-
QJIbHBIM BMCOUHBIM CKJIEPO30M, BKJIOUAIOT SMIU30MU€eCKIIA
neduuT mamsaT 13-3a BOBJIeUEHMe IMMONYECKUX CTPYK-
TYyp B yKpeIleHMe naMsTu. Kak MenuanbHble, Tak U jaTe-
pasibHble BUCOYHbIE STIMIETICUM MOTYT BbI3bIBATh IIMPOKO
pacIpoCTpaHeHHbIe HapYIIEHUS HEIPOHHO CeTU, MOXKET
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Ha6TIOAATHCS UCITOMHUTEbHAS AUCHYHKINS M HEBHMMA-
TeJIbHOCTb. EC/TM MopakeHO TOMMHAHTHOE ToJTyIlapue, TO
BO3HMKAIOT HAPYLIEHUS PEeUn.

OCHOBHBIM (PaKTOPOM, CITOCOGCTBYIONIMM KOTHUTUB-
HBbIM HapylIeHusIM mpy GOKaIbHO KOPKOBOI AUCIIIA3UK
(®KI), cunTaroTcs jeskaliye B MX OCHOBE MO3TOBbIE Cy6-
CcTpaThl. VI3BeCTHO, UTO MIMPOKO PacClpoCTpaHeHHbIe U3-
MeHEeHMSI C HapyllleH/eM KOPTUKAJIbHOTO TOPMOKEHUS U
MTOC/IEIYIONIETO YCUIIEHMST BO3OYKIEHMSI, a TAK)Ke HapyIIeH-
Hble KOTHUTVIBHBIE CETH ITPU AVCILIACTUIECKMX ITOPAKEHN -
sx. [Tpu ®K]JI 1 TMIa KOTHUTUBHbBIE HapyIIeHUsT HabToma-
1orcs B 50-80%. Y 60nbHbIX @K I THIIa yalie Ha6/II0gaI0TCs
BbIpaskeHHbIe KOTHUTYBHbBIE 1 TTOBeJleHUecKye pacCTpoiCT-
Ba, BKJIIOYAsT ayTUCTUKOMIONO6HOE TTOBeeHNeE.

[TpyuMHAMM TSDKENIbIX HapYIIeHU TIPU CTPYKTYPHBIX
SMWIETICUSIX SIBJISTIOTCSI: paHHee BHYTPUYTPOOHOE OHTO-
reHeTMYecKoe MopakeHue ¢ GoOpMUPOBAHMEM CTOIKOTO
SIWJIENITOTEHHOTO OYara; paHHMi Je60T SMUIeTTUYECKUX
MIPYCTYTIOB; TOBTOPHbIE 3MMM30AbI STMJIENITUUECKOTO CTa-
Tyca; MOCTOSIHHOE BO3eiCTBMe Ha MO3T MPOAOIKEHHON
anuienTUOPMHOI aKTUBHOCTU Kak Auddys3HOI, Tak U
permoHanbHOIi; GeHOMeH BTOPUYHO 61iaTepaabHO CUH-
xpoHusanuu. Kpome Toro, yactbie poKaabHbIE SITUIEIITH-
YyecKye MPUCTYIIbI ITPU CTPYKTYPHOI STIMJIETICUM YMeHbIlla-
10T 00'beM I'uIroKamiia. HermpaBuibHO ITogo06paHHast Tepa-
MMsI — TIOJIUTEPATTNSI POTUBOSIMUIIENI TUYECKIX TTPerapaToB
MOKET YCYTYOISITh Y3Ke CYIIeCTBYIONe KOTHUTUBHBIE Ha-
pylIeHus.

Lenpio peabuanTanyy KOTHUTUBHBIX HAPYIIEHUI Y
TeTei co CTPYKTYPHO amuierncuein sspisieTcss GopMmpo-
BaHMe MCUXUYECKUX QYHKIUIT U CIIOCOOHOCTEI, TO3BO-
JISIOIMUX PeOeHKY yCBaMBaTh U BBIMOJHSATH pa3MuHbIe
collMaibHbI€ POJIN, afallITUPOBAThCS B OOIECTBE, TO €CTh
HaITpaBJeHHBIX HA BOCCTAHOBIEHME MEXaHM3MOB COIIV-
aJIbHOJ MHTerpalun.

Koppexkiust chopMrUpOBaHHBIX KOTHUTUBHBIX HapyIle-
HUI BKJIIOUAeT KOMIIIEKC ICUXOJI0r0-Tiegarornyeckoin u
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coumanbHOM peabunuranuu. Hanbonee BaskHbIe U3 HUX:
TTOCTOSIHHBIE 3aHSITUS C TICUXOJOTOM, 1e(heKTOIIOrOM, JIO-
romeoMm I0 cIiel[MadbHbIM MeTOAMKaM; JeueHe COMmyT-
CTBYIOIIETO HapyleHus oBegeHns 1 ahdeKTUBHBIX pac-
cTpoiicTB. [IpOIPMOIEeNTUBHbIE METOBI PeaOMINTALIMM TaK
K€ CTUMY/IMPYIOT KOTHUTUBHbBIE QYHKINMA.

[MTo maHHBIM pPaHIOMM3MPOBAHHBIX UCC/IEJOBAHMIA, MHO-
rue TICIT yXyauamT KOTHATUBHbIE PYHKIVM, OCOOEHHO 3TO
KacaeTcs TonMpamara, peHobapourana, penuTonHa. s
KOHTPOJISI 6€30T1aCHOCTH JIeueHMsI He0OX0aMMO CITpaliy-
BaTb poauTeseli 06 u3MeHeHu! y pebeHKa MaMsITV, BHUMA-
HUSI, YXYIILEeHUS peun U TP MOSBJIeHUY 3TUX HapylleHUit
HeoOXOAMMO 3aMeHUTD Tpenapat. Havnydmmmii mpoduib
BJAUSTHUS HA KOTHUTWBHbBIE QYHKIMM MMEIOT GpuBaparie-
TaMm, JieBeTHpaleTaM, JaKoOCaMUI, PETUTAOVH, TaMOTPU/I-
SKUH, TIepaMITaHet.

ITpodunakTKa KOTHUTUBHBIX HapyIIEHUI TIPU CTPYK-
TYPHBIX STIMJIEIICUSX IIPeLyCcMaTPUBaeT paHHee XUPypru-
Yyeckoe BMelllaTe/NbCTBO. Hanmpumep, paHHee (Ha 1-m rogy
SKM3HM) Helipoxupyprudeckoe sedeHre OKJI momHOCThIO
COXpaHsIeT KOTHUTKUBHbIe QyHKUUM neteir, a mpu OKII
1 TMIa BO MHOTUX CTy4yasix MO3BOJISIET CYL[eCTBEHHO CHU-
3UTh PUCK BBIPKEHHOM YMCTBEHHOV OTCTAJIOCTU U HApy-
IIIEHW1 IOBEIEHNS Y TTAI[MEeHTOB. BO-BTOPbIX, HEO6XOAMMA
MpaBWIbHAS MPOTUBOCYIOPOKHAS Teparusl, B psifie CJTyyaeB
COBMECTHO C TOPMOHAJIBHOM U (hepMeHTO3aMeCTUTETbHO
Tepanue.

3akaruyeHue. JTUOJOTUS SMUIENICUMU UTPAEeT IaB-
HYIO POJIb B BO3HMKHOBEHMY KOTHUTUBHBIX HapYIIEHU,
a He yacToTa MpUCTynoB. [eTsam Henb3sl HazHauaTh [1CII,
CHIDKAMOIIMEe KOTHUTUBHbIE GyHKIMK. Heobxoaumo mpu-
meHsAThb [ICIT HeliTpanbHO BAMSIIONIME HA MHTEJIEKTyalb-
HOe pa3BUTHMeE JieTell, a B HeKOTOPBIX CJIyyasix Iperaparsl,
yIydmianye KOTHUTUBHbIe QyHKIMuU. [TpoduaakTmka
KOTHUTMBHBIX HAPYIIEHU ITPU CTPYKTYPHBIX SMMUIIETICUSIX
3aK/I0YaeTcs B paHHeM XMPYpPruueckOM BMeIlaTelbCTBe,
YTO MTOJIHOCTHIO COXpaHsieT KOTHUTUBHOE pa3BUTHE JeTelt.
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AnAa nYyenUKALUKN B HAYYHO-MPAKTUYECKOM e epipress
XYPHANE «3MUNENCAA U NAPOKCU3MAIBHbBIE
COCTOAHMA NOoA PYKOBOACTBOM B.A. KAPJIOBA»

1. ITpm moAroTOBKE PYKOMMCH aBTOPaM CllelyeT NpUAepKuBaThcsl PekoMeHa-
1I1Ji TI0 TPOBEIEHUI0, OMMUCAHUIO, PEIAKTUPOBAHUIO U TYOIUKAIIUY PE3YILTATOB
Hay4YHO paboThl B MEAUIIMHCKUX KYpHaIax MeXXTyHapOAHOTO KOMUTETA PelaK-
TOPOB MeAUUVHCKUX XypHanoB (ICMJE).

IIpy paccMOTpeHUM CTaThbM penakiys MPOBOAUT MPOBEPKY IPUCIAHHO-
ro MaTepuasia Ha IUlaruart, IpU 3TOM aBTOPbI MOTI'YT CAMOCTOSITE/IbHO CeaTh
9TO C TIOMOIIbIO0 CUCTEMBI AHTUILIArUAT. [JOMTYyCTUMBIN TOPOT YHUKAJTBHOCTU —
75%.

2. K cTaThsIM JOJIKHO TIpMIaraThest MUChbMO C TTPOCch060ii 0 myoaukaiuu. Cra-
ThS JOJIKHA GBITH TTOATIICAHA BCEMYM aBTOpaMM MM OOHUM U3 HUX, KOTOPbIi
6epeT Ha ce6st OTBETCTBEHHOCTDb M CTABUT MOATIMCD C IPUTIMCKOI «COTJIACOBAHO
CO BCEMU COaBTOpaMu» (HaTlpaBjieHle U TOAMMCY aBTOPOB CAeAyeT MPUChIATh
OTCKaHMPOBAHHBIMM). O6SI3aTENbHO CIefyeT yKa3aTh GaMUINIO, UM, OTUECT-
BO aBTOPAa, C KOTOPBIM pefakius OymeT BeCTU MePenycKy U ero 3JIeKTPOHHbI
azpec, a Tak)ke KOHTAaKTHbBIN TesedoH. Pemakiius He Tpe6yeT, UTOOBI BCe aB-
TOPbI PYKOTIMCH TTOAIMCHIBAIN MUCbMO-TIpeICTaBIeHe UIU CaMy PYKOTIUCh.
TMogaua B KypHaJI MOJpasyMeBaeT, YTO BCe MepeuncieHHble aBTOPbI COTIacu-
JIKCh CO BCEM COfiepyKaHMeM, BKIIoUasi CIICOK aBTOPOB M 3asIBJIEHNMS O BKJIaje
aBTOPOB. ABTOp, TTOJaIOIINiT MaTepuas (OTBETCTBEHHBIN 3a MepernncKky), HeceT
OTBETCTBEHHOCTH 3a NOCTVIKeHMe COTIAIIeHNs] CO BCeMM aBTOpaMM, Kak U 3a
BeJleHMe Tepencky MeXIY SKypHaJIOM M BCEMM COABTOPaMU OT X JIMIA 10 U
rocsie My6auKaIun.

3. IIpu oTIIpaBKe CTaTbM TPEOYeTCs TIOATOTOBUTD Ciienyrolue haiisbl:

— Tekcrt cratby B popmate Microsoft Word (daiin docx);

— PucyHKM oTHebHbIMY (aiiiaMu (IOITyCKaeTCsT OTIIPaBKa BCEX PUCYHKOB ap-
XMBHOI ManKoit zip muiu rar);

— IMuchmo ¢ mPocb60oii O MyGIMKAINA.

4. CtaTtby cienyeT oopMIISITH CIEAYIONMM 06pa3oM:
1. Ha3Banue craTteu
2. anumanel n pamunusi(u) aBTopa(oB)
3. YupeskneHus (pacKpbITh IMOTHOCTBIO), afipec ¢ MHAEKCOM
4. Pesome
5. KimoueBble cioBa
6. Uudopmaiiys 06 aBTopax
7. ABTOD, OTBETCTBEHHBIII 3a MTEPENUCKY
8. TexkcT cTaTbu
9. lndopmairust 0 KOHGIMKTe MHTepecoB / VIcTOUHMKYM pMHAHCHMPOBAHMUS
(TIpy HamM4un)
10. Bubnuorpadust

Paspensl 1-7 n 10 mpuBOASATCS CHavaaa Ha PyCCKOM $I3bIKe, 3aTeM Ha aHITINi-
CKOM SI3bIKeE.

IMocie Ha3BaHMS CTaThyM YKa3bIBAIOTCS (haMMINM BCEX aBTOPOB, a TAaKKe Ipa-
BWIbHOE Ha3BaHMeE YUPEKAEHNs, B KOTOPOM OHA OblIa BbITIOTHEHA, HA PYCCKOM U
AHITIMIICKOM SI3bIKax (B MOCJIEIHEM CTyyae 1aeTcst opuimMasbHoe Ha3BaHMe yupe-
SKIEHMsI, @ He BOJIbHBIN ITePEeBO.).

Iyt o6ecrieueHnst TOUHOCTY IIUTUPOBaHMSI, aBTOPbI JO/DKHBI 1aBaTh (GaMUINU
Y VHULIMAJIBI B TOYHOM aHIJIMIICKOM IepeBojie. 3a MpaBUIbHOCTh HammMcaHus ¢a-
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Iy,

MU Y HAa3BaHU yUpeXXAeHMI Ha PyCCKOM M aHITIUIACKOM
SI3bIKaX OTBETCTBEHHOCTb HECYT aBTOPBHI. [IJisT KOPPEKTHO-
CTY TIPefoCTaB/IsIeMbIX CBEAeHNI Mbl PpEKOMeHyeM aBTO-
paMm MpoBePSITh aHIVIOSI3bIUHOE HallMCaHMe Ha3BaHUs yupe-
SKOEHMsS Ha caiite https://grid.ac.

O6s13aTenbHO yKa3biBaTh upeHTuduKarop ORCID mjist
Kaxxporo aBropa cratbu. [Ipm orcyrersumu Homepa ORCID
€ro Heo6XOIVIMO MOMYUNTh, 3aPETUCTPUPOBABIINCE Ha Caii-
Te https://orcid.org/.

O6beM OPUTMHAIBHON CTATbU HE JOJIKEH IMTPEBIIIATD
10 crpanu (1800 3HAKOB ¢ mpobenaMy Ha CTpaHuIle, 06-
30pHBIX CcTaTeit U Jekuui — 15 crpanui). [Ipu HaGope cTa-
Teil HeoOGXOAMMO UCITIOMb30BATh YIIOTPe6MMbIe MIPUQTHI:
Arial, Times New Roman, Kerib 12 TyHKTOB, MEXAYCTPOY-
HbIl MHTEpBaNI — 1,5 (TMOMYTOPHBII), C TIOJIMU He MeHee
20 MM. Bce cTpaHMIIbI JOKHBI OBITH MTOCTEN0BATEIBHO
MIPOHYMEPOBAHBI.

Pe3rome/Abstract mpuBOJATCS HA PYCCKOM UM aHIJINIA-
CKOM s13bIKax, 00beM 200-250 coB, B Hauajge KOTOPOTo
ceyeT MOMHOCTBIO TOBTOPUTh pamMuminy aBTOPOB 1 Ha3Ba-
HMe. Pycckoe 1 aHIVINIACKOe pe3loMe NOJIKHbBI COLepKaTh B
KOHIIE TeKCTa KItoUeBble cioBa (0T 5 110 8).

A66peBMaTypbl, KpOMe OOIIENPUHSITHIX COKpAIeHMIA,
MIPY IePBOM YIIOMUHAHMM TOJKHBI ObITh PACKPBITHI.

Ta6muiIbl JOKHBI OBITh TOCTPOEHBI HATJISIIHO, UMETh
Ha3BaHMe, X 3aT0JIOBKY — TOUHO COOTBETCTBOBATD COZEP-
skaHuio rpad. Bee mudpbl, UTOTM U IPOLIEHTHI B TAGIMIIAX
TIOJIKHBI OBITh TIIATEIHHO BHIBEPEHBI aBTOPOM U COOTBET-
CTBOBATD IMpaM B TeKkcTe. TabIuIIbl He TOKHBI Ty6IMpo-
BaThb IMGPOBbIE JaHHbIE, TPUBOAVIMBbIE B TEKCTE.

HasBaHue TaGuul, ¥ MpMMeYaHMUi K HUM, KaK U
MOJINCH K PUCYHKaM 0GSI3aTe/IbHO MPeI0CTaBIISIIOTCS
Ha PyCCKOM M aHIJIMIICKOM SI3bIKax!

Yncto WUTIOCTPALMiA JOKHO ObITh MUHMMATbHO HEOO-
XomUMbIM. KaskIbIit pUCYHOK JO/IKEH ObITh TPOHYMEPOBaH;
B TEKCTe HeO06XOAMMO yKa3aTh MECTO PUCYHKA U €0 MOPSII-
KOBBIN HOMep. [Toanmcy K WUTIOCTPauysiM pa3MelalTCst
B TEKCTe CTaThy, PSIAOM C YKa3zaHMeM HOoMepa PUCYHKA.
B mogmnucsax mpuBOOUTCS OObSICHEHME 3HAUEHMS BCEX JIN-
HUIA, GYKB, IMGP ¥ APYTUX YCUIOBHBIX 0603HAUEHMIA.

IMprHMMaeMble BUABI My6aMKamuii: OpurnHaabHbIe
cratby, O630pHbIe cTaThy, Jlekuuu, KnuHuyeckne caydan
1 KopoTkue coob1eHus.

ITpu oopmiieHUM OPUTMHAIBHBIX CTaTei, comepyka-
IUX pe3yJbTaTbl COOCTBEHHBIX MCCIEIOBAHUI, ClleyeT
NIPUEPKUBATHCS ClIeyI0lleli CTPYKTYpbI: CaM TEKCT CTa-
ThU U pe3iome (aGCTPaKT) JODKHBI COMepsKaTh MATh pas-
IeJIoB: «AKTyanbHOCTb» uau «BBemeHnme», «Ilenb», «Ma-
Tepuaibl U MeTOAbI», «Pe3yabTaThbl», «3aKIIOUeHNe» UJIN
«O6CyKkIeHme».

5. Ciucok autepatypbl. CIIMCOK JIUTEPATYPHI AO/DKEH
ObITh HATleyaTaH Ha OTAEIbHOM JICTe, ohopMIeHe B CO-
oTBeTcTBUM ¢ TpeboBaHusimu I'OCT P 7.0.5-2008 (pyccko-
sI3pIYHAsT Bepcusi), a Takke co cranmaprom NISO (National
Information Standards Organization), B aganrtaiuu Ha-
LIMOHaAbHOM MeaunyHckoi bubnuoreku (NLM) ais 6a3s
nanHbeix PubMed/Medline (https://www.ncbi.nlm.nih.gov/
books/NBK7256/). 9T0 06ecieuuT J0/IKHOe MHIEeKCUPOBa-
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Hle MaTepyuasoB B MEXKIYHAPOIHBIX 6a3ax JaHHbBIX. B crin-
CKe TIePeUMCISTIOTCS CChIJIKY B IMTOPSIAKE UX IUTUPOBAHMS B
TeKkcTe. Bubnuorpaduyeckne cChIKM B TEKCTE CTaTby Ja-
IOTCSI B KB PaTHbIX CKOOKAaX HOMepaMi B COOTBETCTBUM CO
CITMCKOM JINTepaTypbl. KomnmuecTBO IMTepaTypHbIX MUCTOY-
HMKOB [IJIsS1 0030pHOIi CTaThby He AO/DKHO mpeBbIiaTth 100,
IJ1s1 OCTaJIbHBIX cTaTeit — 30.

Bub6nanorpadpmnueckue crmcku (References) cocras-
JISIIOT AHIVIOSI3BIYHBIN OJIOK CTaThM, JAIOTCS MepeBoe
B JIaTMHMUIIE (POMAHCKUM ajidaBuUTOM).

AHTIOS3bIYHAS YaCTh 6GMGIMOTpadmUecKoro omuca-
HUSI CCBUTKY TOJKHA HAXOAUTHCS HEIIOCPEICTBEHHO T0CTe
DPYCCKOSI3BIYHOI YaCTy B KBaIPATHBIX CKOOKaX ([...]). Econ
uuTHUpyeMas crathsl umeet mHmekc DOI (digital object
identifier, yuukanpHbIit 1IMDPOBOIT MAEHTUGUKATOP CTa-
TbU B cucteMme CrossRef), Heo6xXoaMo yKa3aTh €ro B KOHIIE
6ubMorpadMUecKoro onucaHms (3a KBaapaTHOM CKOOKOIT).
TMouck DOI Bo3MokeH Ha caiite http://search.crossref.org/
(HY>KHO BBECTM B IIOVICKOBYIO CTPOKY Ha3BaHMe CTAaThy Ha
AQHIVIMICKOM $13bIKe). B caMOM KOHIIe aHIJIOSI3bIYHON YacTu
6mubnmnorpadnueckoro ONMcaHus B KPyribie CKOOKM IoMe-
IIAI0T yKa3aHMe Ha MCXOMHbIN S3BIK MTyOGIMKALIN.

CchlIKM Ha 3apy6eskHbIe ICTOUHUKM OCTAI0TCsT 6e3 13-
MeHeHUI.

Hampumep:

Jluteparypa/References

1. Mensegnes B.1., Cionatokosa E.I., Camrenkos C.JI. [InaueHTapHas K-
CIIpeccust SPUTPOIIOITMHA TIPU MPesKIaMIICuu. Pocculickull 6eCMHUK
axywepa-eunexonoza. 2015; 15 (1): 4-8. [Medvedev BI, Syundyukova EG,
Sashenkov SL. Placental expression of erythropoietin in preeclampsia.
Rossiiskii vestnik akushera-ginekologa. 2015; 15 (1): 4-8. (In Russ.).]
https://doi.org/10.17116/rosakush20151514-8

2. Matsumoto K, Nakamaru M, Obara H, Hayashi S, Harada H, Kitajima M,
Shirasugi N, Nouga K. Surgical Strategy for Abdominal Aortic Aneurysm
with Concurrent Symptomatic Malignancy. World Journal of Surgery.
1999; 23 (3): 248-251. https://doi.org/10.1007/pl00013189

Bce ccbUIKM Ha KypHa/IbHble TTyOIMKAIMU JOJIKHBI
comepxkatb DOI (Digital Object Identifier, yHuKanbHbI
undpoBoit uageHTUGUKATOp cTaTh B cuctemMe CrossRef).
ITpoBepsiTh Hanmuue DOI craThy cienyet Ha caiite http://
search.crossref.org/ unu https://www.citethisforme.com.
Ins momyyennst DOI HY)KHO BBECTM B TIOMCKOBYIO CTPOKY
Ha3BaHMe CTaThyM Ha aHIJIUIICKOM si3bike. [locemHMit CaiiT,
nomumo DOI, aBToMaTuyecku reHepupyeT MPaBUIBHO
odbopmieHHOe 6ubaMorpaduUeckoe HaIMCaHWe CTaThby Ha
AQHITINIICKOM $13bIKe B cTuiie nuTupoBanusi AMA. ITogasinsi-
Iolee OGOBIIMHCTBO 3apy6eKHBIX KYpHAIbHbBIX CTaTei U
MHOTME PYCCKOSI3bIUHBIE CTATbU, OITyOIMKOBAHHbBIE TTOCITE
2013 ropa 3aperucTpupoBaHbl B cucreMe CrossRef u umeroT
yHUKanbHbI DOL.

IIpaBmia moAroToBKM 6mMoOAMOrpadmMIecKux Omm-
canmit (References) pycCKOsI3bIYHBIX MICTOYHUKOB IJISI
BBITPY3KIM B MEeKAYHaAPOAHbI€ MHAEKCHI IUTUPOBAHUS.

1. J)KypHanbHble CTaTbU.
daMuIny U MHUIMAbI BCeX aBTOPOB Ha JAaTUHUIE U
Ha3BaHMe CTAaTbM HA aHIIMIICKOM SI3bIKE CIeyeT MPUBO-



IUTHb TaK, KAK OHY JaHbl B OPUTMHAIbHOI MyGIMKAIMA.
Hanee cienyeT Ha3BaHME PYCCKOSI3BIYHOTO SKypHAasia B
TPaHUIUTEPAIMHM (TPAHCIUTEPALINS — TIepeava PyCcCKOTO
c10Ba GyKBaMM JIaTMHCKOTO ajidaBuTa) B craHgapTe BSI
(BbI MOsKeTe BOCIIOIb30BaThCSI JTIOOBIM YIOOHBIM CaiiTOM —
http://ru.translit.net/?account=bsi, https://antropophob.ru
translit-bsi, http://translit.tsymbal.su/ nau uHbIiMM), fanee
CJIeYIOT BBIXOIHbBIE JAHHbIE — [OJI, TOM, HOMED, CTPaHUIIbI.
B xpyr/ble CKOOKM TIOMeLIAIOT sI3bIK my6nukauyy (In Russ.).
B koHI1e 6M6aMorpaduueckoro om1canus 3a KBagpaTHbIMU
ckob6kamu nmomeniaioT DOI cTaTby, eciv TaKOBOI MMeeTCs.
Harmnpumep:

... [Belaia Z, Rozhinskaia L, Mel’nichenko G, Sitkin I, Dzeranova L,
Marova E, Vaks V, Vorontsov A, I'in A, Kolesnikova G, Dedov I. The
role of prolactin gradient and normalized ACTH/prolactin ratio in the
improvement of sensitivity and specificity of selective blood sampling
from inferior petrosal sinuses for differential diagnostics of ACTH-
dependent hypercorticism.Problemy endokrinologii. 2013; 59 (4): 3-10.
(In Russ.).] https://doi.org/10.14341/probl20135943-10

He cnedyem ccolnamucs Ha 3CypHAIbHble Camoll, ny-
O6nuUKayuU Komopslx He codepxcam nepeeoda HA36aHUS HA
aHzautickuil a3sIK.

He donyckaromcs ccoLiku Ha duccepmauuu, agmope-
depamet u mamepuasnst, ony6IUKOBAHHbIE 8 PA3TUUHBIX
cOopHUKax KoHGpepeHyLili, cee3006 u m.o.

2. Bce ocTanbHble MCTOYHUKY IIPUBOASTCS Ha JTaTUHU-
1le C MCIIOAb30BaHKeM TpaHCIUTepaluu B ctaHgapre BSI
C COXpaHeHMeM CTUJIeBOro 0pOopMIIEHMS PYCCKOSI3BIYHOTO
MCTOUHMKA. B KpyIible CKOOKY TTOMEUIAIOT SI3bIK My6/IN-
kauuu (In Russ.). Hampumep: Gilyarevskii S.R. Miokardity:
sovremennye podkhody k diagnostike i lecheniyu. M.: Media
Sfera; 2008. (In Russ.).

Ecu McTOYHMK GBI ITepeBefieH Ha aHIVIMIACKUIA SI3bIK,
TO YKa3bIBAETCS NIEPEBOI, & He TPAHC/IUTEPALIMSL.

IMpu Hanmuumuy URL MCTOUHUK O0GDOPMIISIETCS CIIeIyI0-
1M 06pasom:

ABpoB M.B. KauecTBO »X13HM MalleHTOB ¢ XPOHMYECKOJ MIilleMueit ro-
JIOBHOTO MO3Ta. JKypHan Heeponozuu u ncuxuampuu um. C.C. Kopcakosa.
2017; 117 (4): 56-58. Ccpinka aktvBHa Ha 06.06.2017. [Avrov MV. Quality
of life of patients with chronic cerebral ischemia. Zhurnal nevrologii i
psikhiatrii imeni S.S. Korsakova. 2017; 117 (4): 56—58. Accessed June 6,
2017. (In Russ.).] https://mediasphera.ru/issues/zhurnal-nevrologii-i-
psikhiatrii-im-s-s-korsakova/2017/4/1199772982017041056

Odopmnenne 6ubnanorpaduy Kak pocCUiiCKMX, TaK U
3apyOeXHBIX MCTOYHMKOB JOJDKHO ObITh OCHOBAaHO Ha BaH-
KyBepcKoM ctuiie B Bepcuy AMA (AMA style, http:/www.
amamanualofstyle.com).

[Tpocum 06paTUTh BHMMAaHMe Ha €AUMHCTBEHHO ITpa-
BUIbHOE oopmteHne ccbiky doi:

ITpumep: https://doi.org/10.5468/0gs.2016.59.1.1

He momycKkaeTcsl UCIIONMb30BaHMe BAPUAHTOB C «doi:»,
«dx.doi.org» " T.M. B Tene CCbUIKM UCIIONb3YeTCSI TONbKO
3HaK geduca.

[Mocne ccpuiku DOI u URL (http) He cTaBuTCS TOUKA!

6. Bce cTaThy, MOCTYNUBILIME B XKypHAaJ AJIS TyO/IMKa-
LIV, PELleH3UPYIOTCs. PelleH3eHThl paboTaloT CO CTaTheld,

A
lpaBuna ans aBTOPOB N0 NOArOTOBKM CTaTe Ans nybnukauum B XypHane

CTpOro co6sTIoast MpaBo aBTOpa Ha HepasmialieHue 0 Mmy-
GIMKALVM COMepPsKaIMXCsI B CTaThe CBeIeHuii. Pemmenne o
MyoaAMKauumu (U OTKIOHEHUM) CTaTby IMIPUHMMAETCS Ha
3acelaHMsIX peaKoyierny. PegKoserusi OCTaBisieT 3a Co-
60i1 IpaBO COKPAIATh U VUCIIPABJISITh CTATbN.

7. lpu IpeiCTaBIEHNY PYKOTVCH aBTOPbI HECYT OTBET-
CTBEHHOCTb 32 PAaCKpPbITHE CBOUX (DMHAHCOBBIX U APYTUX
KOHQUIMKTHBIX MHTEPECOB, CIIOCOOHBIX 0Ka3aTh BJIMSHME
Ha uX pabory. [Ipy HaIMYUM CIIOHCOPOB aBTOPbI TOKHBI
YKa3aTh X POJb B OTIPeAeIeHUN CTPYKTYPbI ICC/IETOBAHMSI,
c6ope, aHa/IM3€e U MHTEPIIPETALNY JAaHHbBIX, a TAKXKe TPU-
HSITUM PeIIeHUs OMyOIMKOBATh MOTyYeHHbIE Pe3Y/IbTaThI.

Cratbu, ohopMIIEHHbIE HE B COOTBETCTBUM C YKa3aHHbI-
MM TTpaBMIaMi, BO3BPAIIAIOTCS aBTOpPaM 6€3 pacCMOTPEHMsL.

8. Ilepenava aBTOPCKUX IpaB Accouuanum Cruenmuaam-
CTOB B 00/1aCTV STIMJIENITOJIOTUM U MTAPOKCU3MaJIbHbBIX CO-
crosiHuii «Poccuiickasi mpoTuBosnmienTuieckas Jimrar.

Hampassis cTaThio B pefakiivio, aBTOp nopydyaeT Ac-
couManuy B JuIle pedaKkuuu XypHasa o6HapogoBaTh ee
MTOCPeICTBOM OMYyGIMKOBAHMS B MevaTu. Pemakuus mo-
TBEPKAaeT BO3MOKHOCTb MyOIMKAIMM TOTHKO MMOCTE 03-
HAKOMJIEHUS C COfep kaHNeM Ipe i CTaBIeHHON PYKOMNUCH,
ornpeJeseHeM ero yHMKaIbHOCTH. [IpencTaBisist pyKOnuch,
aBTOp COIVIAIIaeTCsI C TeM, UTO B CJyyae, eCiv OHa GymeT
MIPUHSTA K ITy6IMKauy, aBTOPCKME MpaBa Ha Hee Tepeii-
YT K U3TATEITI0 U pefaKiius 6yaeT 061a1aTh MCKITIOUNUTETb-
HBIMM MMYIIIECTBEHHBIMM MIPaBaMM Ha UCIIOIb30BaHME PYy-
KOTMCH, B TOM 4MCJie aBTOPCKUX (poTorpaduii, pUCyHKOB,
cXeM, TabJInI ¥ APYTUX OXPaHSIEMbIX 00bEKTOB aBTOPCKOTO
paBa B ee COCTaBe, eCiu yCa0BUsIMM JJoroBopa He Ipenyc-
MOTpPEeHO MHoe. YKa3aHHbIe B JloroBope IpaBa aBTop repe-
JaeT peJakuuy 6e3 orpaHMueHMst CPoKa UX JeMCTBUS U Ha
TeppUTOpPUM BCexX CTpaH Mupa. [IpaBa Ha PyKOMMUCh CUUTA-
I0TCSI IepelaHHbIMM aBTOPOM PefaKiuy C MOMEeHTa ITOATIN-
caHus obermu ctopoHamu JloroBopa. Pemakiins Brpase me-
peyCcTynuTb IOTydeHHbIe OT aBTOpa IpaBa TPeTbUM JINLAM,
a paBHO 3aIIPeTUTh TPETHMM JIKIIAM JI000€ MCIIOIb30BaHMe
OIMy6IMKOBAHHBIX B JKypHaJie MaTepuaaoB. ABTOp rapaHTH-
pyeT Hajiuue y Hero MCKIKUYMUTEIbHBIX PaB Ha MUCIIOb-
30BaHMe NlepefaBaeMoro pegakiumu matepuania. [Ipu Hapy-
LIeHUY TaHHOV TapaHTUM U TIPeIbSIBI€HUN, B CBSI3U C 9TUM
MpeTeH3uii K peJaKkiuy aBTOP 00SI3yeTCsT CAMOCTOSITEIbHO
1 32 CBOJL CUeT ypeTyIupoBaTh Bce npeTeH3un. Pemaxiins He
HeceT OTBeTCTBEHHOCTH Tiepe[] TPeTbUMMU JIULIaMU 32 Hapy-
1IeHe JaHHbIX aBTOPOM rapaHTuii. 3a aBTOPOM COXpaHsI-
€TCsI TPaBo MCII0b30BaTh CBO¥ OMY6GIMKOBAHHbI MaTep-
aJl B JIMYHBIX, B TOM YMCJIe HAYYHBIX, IPENOAaBaTelbCKIX,
LesIX.

IMepemeyaTka MaTepuasoB, OMYOIMKOBAHHBIX B JKyp-
HaJie, IpYyTruMy QU3MUEeCKUMU U PUAMUECKUMU TULIaMU
BO3MOKHA TOJIBKO C IMMCbMEHHOTO COTIacusl pefakiuum, mpu
00s13aTeIbHOM YKa3aHMM CChIIKM Ha TIEPBOMCTOUYHMK, YKa-
3aHHOI B KOHIIe Kaxknoi cratbu (PO aBTOpOB, Ha3BaHUe
CTaTh!, Ha3BaHMe KypHaJIa, TOA, BbIITyCKa KypHaia, HoMmep,
CTpPaHULIbI).

Penmakiiyus He HECET OTBETCTBEHHOCTD 3a JOCTOBEPHOCTh
uHGOpMaLNy, MPUBOAMMOII aBTOpaMu. MHEHMe peqakiuu
MOJXKET He COBITaJaTh C MHEHMEM aBTOPOB.
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RLAE™ ™ | MEPOMNMPUATUSA ‘2025

NPOTUBOIMMUNENTUYECKON JIUTK

KOHOEPEHL N

12 pespang Bcepoccmitckas HayyHO-NpaKTMYeCKas KOHpepeHuus
«JInunencua u NnapoKcM3mMarsbHbie COCTOAHUA
KaK MeXxauncumnnanmHapHasa npobnema»

26 pepana VI Hay4HO-MpaKTMYeCKas KOHPepeHLus
«"Peakue"” n "He pepkue" 601€3HN HEPBHOM
CUCTEMbI»

15 Maq XXIV Bcepoccuinckag HayyHo-NpakTuyecKas
KoHpepeHumns «MoCKOBCKas HeBpONOrmsa»

24 centabpa XIV MexayHaponHbit Gopym 3nnienTonoros
ctpaH CHI/EA3C «Inunencus n napoKCcM3Manb-
Hble COCTOSAHUSA»

20 pekabpsa ExXerogHas Hay4YHO-NpaKTUYECKas
KoHdepeHuma «llepcoHann3upoBaHHoe fleyeHue
HeBponoruyeckux 3abonesaHnny

BEBWUHAPbI

BebuHapbl B pamkax npoekta «MoCKOBCKasi HeBPONOrus: BebuHapbl no HeBponoruu «lepcoHannsnpo-
NpUMeHeHne B NPAKTUKe KIMHNYECKNX PeKOMeHAALMIA No BaHHas Tepanus AeMUeNUHU3NPYIOLNX
AMArHocTuKe U neyeHunio 3aboneBaHunin HepBHOM CMCTeMbl» | 3aboneBaHuin» NO NCNONb30BAHMIO B NPAKTUKE
KNWHUYECKNX PEKOMEHALMIA N0 ANArHOCTUKE

05 Mapra 26 Mas JiReCe A RN N neyeHnio 3aboneBaHNin HEPBHON CUCTEMBI
12 mapta 11 nious 01 okTabpa 0 6 :
02 anpens | 25 uioHs 05 Hosbps anpens OKTA6pS

18 ceHtabpa 13 Hos6ps

23 anpensa | 03 ceHtabpsa 19 Hosbpa

rexwnseckun neoswinee  P@IUCTPALYMA M yYacTUe B MeponpuaTuax — becnnatHble

w |\ UHTETPUTHU
UEKTP MERUMHCKOTO © 20T1-2024, LleHTp MeAMLMHCKOrO MapKeTUHIa N KOMMYHUKaLM «NHTerpuTn»
www.med-marketing.ru [porpammbl meponpuaThii u perucrpaums: www.med-marketing.ru noura: info@med-marketing.ru
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