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Beenenue

Jlo6Ho-BucouHas nementms (JIB/l) — HeiponerenepatuBHoe 3a00JieBaHIE EHTPATLHON
HEPBHOM CHUCTEMBI, KOTOPOE SIBJIAETCS TE€TEPOTCHHBIM C KIMHUYECKOH, MOP(OJIOTHYECKON |
reHeTuyeckoil Touek 3peHus. C KIMHUYECKON TOUYKM 3peHMsl 3a00JieBaHUE IPEICTaBICHO
MOBEJICHUECKUMH W/WIH PEYEBBIMU PACCTPOMCTBAMHU, KOTOPBIC B PAAE CIIy4aeB COYETAIOTCS C
JBUTaTE€JIbHBIMU HAapyLIEHUSIMU, TAaKUMHM KaK MApKUHCOHU3M WM OOJIe3Hb JBUTaTEIbHOIO
ueiipona. Jlo 40% cnyuaeB JIB]/] sisitorcst cemeitapiMu. C MOPGOJIOTHYECKONW TOUKH 3PEHHS
3a00JieBaHNE MPECTABIIAET COOON MPOTEMHONATHIO, B OCHOBE KOTOPOM MOXKET JIeKATh arperanus
6enkoB Tay, TDP-43 wiu FET. B Hacrosiiee Bpemsi IpoJ0/DKAIOTCSI MHOTOUMCIIEHHBIE TIOTIBITKU
pa3paboTku  00Je3Hb-MOTUMUIIMPYIONIEH  Tepamuu, MPeAOTBpAIIAIONIed arperanmie U
pacnpocTpaHeHue NaToJIOIrMYeCKUX OEJIKOB.

Ouenka pacnpoctpanénHoctn JIBJ[ B Poccum mpoBoawiace Mo OMNpPEeAENICHUIO AOJIH
MAlUMEHTOB Cpeau OOpaTHBIIMXCS Ha CIEUUAIM3UPOBAaHHBIA MpUEM: Mo AaHHBIM HayuHoro
LIEHTPa ICUXUYECKOTO 3710POBbsI, OHA cocTaBisieT 3,7%, BTopas o 4yacToTe MPUYMHA 0OpalieHui
nocie Oone3nu Anpureiimepa (bA), mo maHHbIM jaGopatopun mnamsatd KIMHUKM HEpPBHBIX
6one3neit uMm. A.5l. KoxeBHukoBa — 7%, TpeThs 10 4aCTOTE MOCJE COCYAUCTOM neMeHIH U BA.

Hecmotps nHa TO0, wuyrto JIBJ[ cuumTaercs BTOpOM IO 4YacTOT€ MPUUYUHOU
HEHPOJEreHEPaTUBHON JEMEHIIMY C PAHHUM HA4ajaoM, €€ JUArHOCTUKA BBI3BIBAET 3HAUUTEIIbHBIC
TPYAHOCTH, B OCOOEHHOCTH y CIELHUAIUCTOB NEPBUYHOIO 3BEHA. J[MarHOCTHMKA KIMHUYECKUX
BapuaHToB JIB/] mpoBOIUTCS Ha OCHOBAHUH CYILIECTBYIOIINX MEKyHAPOJHBIX JUArHOCTHYECKUX
KPUTEPUEB U, B IIEPBYI0 OYEPE/b, OCHOBAHA HA BBIABICHUM TUIIMYHOW KIMHUYECKOW KapTUHBL
OTcyrcTBUE JIOCTYNHBIX OMOMapkepoB 3a00J€BaHMSA, 4acTblii HEe0IOT € IMOBEAEHYECKUX U
NICUXUATPUUECKUX CHUMIITOMOB, HEIOCTaTOYHass MH()OPMUPOBAHHOCTh CHELUAINUCTOB 00 3TOM
3a00JI€BaHUH SIBJIIFOTCSI OCHOBHBIMU IPUYMHAMMU 331€P’KKH B TIOCTAHOBKE ITPABUIIBHOTO JMArHO3A.

Baxxnocts cBoeBpemenHoi auarHoctuku JIBJl cBs3aHa co cHKeHUEM (UHAHCOBOU U
IICUXOJIOTUYECKOM Harpy3kud Ha CEMbIO MallMeHTa, CBOEBPEMEHHbIM MH(MOPMUPOBAHUEM CEMbU
NalMeHTa O NOTEHIMAJIbHBIX MpobiieMax B OyAylleM, COCTAaBICHHEM CTPAaTErMH BeJCHHS
namuenta. Kpome 1oro, cymecrByer HEOOXOIUMOCTh BEACHUS PErucTpa TaKUX MalUEHTOB C
LIEJIbI0 TIOHUMaHUS MUCTUHHOM pacnpoCTpaHEHHOCTH JAHHOTO 3a00JIEBAHUS CPEeld POCCHMCKHUX
NAIlMeHTOB W OLEHKH YacTOThl reHeTndeckux (opm. HeoOXoauMocTh BbIAENEHUS TPYIIIbI
MAIMEHTOB C U3BECTHBIMU I€HETUYECKUMU (POpMaMU U aCUMIITOMHBIX HOCUTEJIEH B OTSTOLIEHHBIX
CeMbsIX CBSI3aHa C TEM, YTO 3TO OCHOBHAs TapreTHas rpymnmna ajis Oyayllero naToreHeTH4eckoro

JICUCHHUA.



JAnarnocruka

Juarnoctuka pasnuusbix noAartunoB JIB/] ocHOBaHa Ha BBISBIEHHWM TUIIMYHOTIO KIMHHYECKOTO
CHHJPOMa I10CIIE€ HCKITIOUEHHSI APYTUX IPHYUH, JTy4Ile OOBACHIIONNX KIMHUYECKOE TeueHHe 3a00IeBaHus
(cM. pasnen «JluddepennuanbHblii Tuarno3y»). Ha ocHOBaHMM KIIMHMYECKOW KapTUHBI BBIIACISIOT J1Ba
Kjnaccuueckux knuHW4Yeckux (enoruna JIBJl: moBenenyeckuid BapuanT (mBJIB/) m mepBuuHyto
nporpeccupyronryio agdasuto (I1I1A). B o6oux ciaydasx HomKHBI OBITh YKa3aHUS Ha MOCTEIIEHHOE HAYAII0
U TIporpeccupoBaHme 3a00eBaHus 1O pe3yIbTaTaM HaOMI0ACHHS B JMHAMHKE WM COTJIACHO aHAMHE3Y.

s BepudUKalMu BO3MOXKHOTO KIMHHYECKOro auaruosa neJIBJl HEoOX0IMMO BBISBUTH 3 W3
MEPCUYNCIICHHBIX I'PYIIT CUMIITOMOB:

1) pacTropMoKE€HHOE TIOBEACHUE B TIEPBhIC 3 To/1a 3a00JICBaHUS;

2) pa3BHTHE allaTUW/MHEPTHOCTH B TIEPBBIE 3 To/1a 3a00ICBaHNUS;

3) HapyIeHue SMIaTHH B IEPBEIE 3 TOj1a 3a00JICBaHMS;

4) pa3BUTHE TIEpCceBEPaIIU, CTEPEOTUITHNA, KOMITYJILCUBHOTO, PUTYAJIBHOTO TIOBEICHUS B TIEPBHIC 3
roza 3a00JeBaHusI;

5) HapyIIeHUs MUIIEBOTO TOBEICHUS;

6) XapaKTepHBIN HEMPOIICUXOIOTHYECKUI MPOMUIH C BEAYIIUMH PETYIATOPHBIMUA HAPYIIEHUIMU
MIPH OTHOCHUTEIHHON COXPAHHOCTH MaMSITH U 3pPUTENbHO-TIPOCTPAHCTBEHHBIX (YHKIIHH.

IIpu 3TOM Ba’kKHO MIOMHHUTB, YTO KOTHUTUBHBIE HAPYILIECHNUS Y JaHHOM KaTErOpuy MallieHTOB MOT'YT
OBbITH COXpaHHBI IIPU BHIIIOJIHEHUH CTAaHAAPTHBIX CKPUHUHIOBBIX TECTOB, TAKUX KaKk MOHpeanbcKas IIKaia
OLICHKM KOTHUTHBHBIX (yHKimid wmm KpaTkas mkajga OIEHKH NMCHXHYECKOrO CTaTyca, OCOOEHHO Ha
HavYaJIbHBIX CTAANAX 3a001eBaHus. boee 4yBCTBUTENBEHBIMY SBIISIOTCS TECTHI, BBISBIISIONINE CIIOCOOHOCTD
[IPUHUMATh PELIEHMS, TUIAHUPOBATh U PACIIO3HABATH IMOLIMH.

Ob6cyxnenne nuarHosa [1ITA BO3MOXKHO MCKIFOUNTENBHO B CUTYalMsIX, B KOTOPBIX adaTUYeCKue
HapYyILICHUs SIBJISIOTCS NEPBBIM M BEAYLIMM CHUMIITOMOM TedeHus 3a00eBaHUs (B OTCYTCTBHE OYaroBBIX
M3MEHEHHWIl 10 JaHHBIM HelpoBW3yanu3anuu). Hammume B KIMHUYECKOH KapTHHE, TTOMHMO PEYeBBIX
HapyLIeHWH, JOMHHUPYIOIIMX IIOBEIEHUYECKHX PACCTPOMCTB, COOTBETCTBYIOLIMX KPUTEPHUSM BBILIE,
npennonaraer auarHo3 neJIBJ[. A nomMuHUpoOBaHHE aMHECTHUECKHX WM 3PUTEIBHO-NPOCTPAHCTBEHHBIX
HapyIIeHu# TpedyeT MCKIIOUeHHs AuarHo3a bA ¢ MCIonb30BaHHEM COOTBETCTBYIOIIMX OHOMapkepoB. B
3aBHUCHMOCTH OT XapaKTepa HapyIIeHni pedn BeInensttoT Tpu BapradTa [111A: arpammarnyeckuii (aBI1I1A),
cemautrueckuit (cBIIITA) u moronenmaeckuit (JIBIIIIA).

Hns aBIIIIA xapakTepHbI BbIpaKeHHBIE HAPYILLIEHUS! MOTOPHOI'O KOMIIOHEHTA PEYeBO MPOAYKINH
B BUJIe Irpy0Oro CHUXKEHUs OETJIOCTH, HAIWYHS arpaMMaTu3MoB (Kak B yCTHOM, TaK U B MUCbMEHHON pedn)
u ampakcuu peur. [locienHss npencraBiieHa HEYBEPEHHBIMU HMCKAXEHHBIMH IOMBITKAMH MPaBHIBLHOTO
MIPOM3HOILEHHS CIIOB C YTPAaTOH MOAYJSIMU pedn. IIpu 3ToM noHnmanue oOpamEéHHON pedn B LeJI0M, Kak
MPaBWJIO, OCTAETCSl COXPAHHBIM, 33 HCKIIOYEHHWEM TpaMMaTHUYECKH CIOXKHBIX KOHCTpykuui. Ilo mepe
MPOrpeccCUpoBaHusl 3a00JIeBaHUS MOTYT NPHUCOSOUHSTHCS IIOBEICHUECKHE pacCTPOMCTBA, a TaKxKe
HapacTaTh BBIPAKEHHOCTh allpaKCHH, KOTOPasi HEPEJKO 3aTparvBaeT JIMIEBBIC MBIIIIBI U KOHEYHOCTH, B

psizie ciy4aeB IPUBOJIS K KIMHUYECKOH KapTHHE KopTukobasaisHoro cuaapoma (KbC)



cBlIITA cunTaercs Hambonee yacTeiM BapuaHToM cpenu I1ITA, ans Hero xapakTepHO pa3BHUTHE
aHOMHMYEeCKOH ada3um (manmMeHT He CHOcOoOCH Ha3BaTh OOBEKT W OMHCaTh €ro MpeAHa3HadYeHHe) U
HapYIIEHWH TTOHUMaHUs OTJEIBHBIX CJIOB OOpaIEHHON peyr MpH €€ COXpaHHBIX OETIOCTH, CHHTAKCUCE U
Menoauu. Ilpu  mporpeccupoBaHMy — 3a0ofieBaHUS, Kak IIPaBUJIO, Pa3BUBAIOTCS  MPHU3HAKU
MYJBTUMOJAIBHON arHO3MH, BBIPAKEHHBIE MOBEJEHUYECKHE PACCTPOICTBA, YTO NMPHUBOJAUT K Pa3BUTHUIO
CEMaHTHYECKOH JeMeHIuu. B HaOmoqaeMoii HaMu Koropre poccuiickux naruenToB cBIIITA BcTpedaercs
3HAUUTENBHO pexe, yeM aBlIIIA.

Jua aslIIITA, kax u quig cBIIIIA, xapakTepHbl HapylIeHHUs HAa3bIBaHU, OJTHAKO MALMEHT CIOCO0EH
omnvcaTh TpenHa3HaueHne oobekra. Kpome Toro, mpu sBIIIIA oTmedaercss cHUKeHHE OErJIOCTH peud,
KOTOpOE B JJAHHOM CIIy4yae CBSI3aHO C May3aMH W 3allMHKaMu JIsl og0opa HeoOXOJUMOro ClIoBa BBUIY
anomuu. [lormmanue oOpamEHHON pedr B JAHHOM CiIydae IMOJTHOCTHIO COXPaHHO (3a HMCKIIOYCHHEM
JUIMHHBIX CJIOKHBIX TpaMMaTH4ecKux KoHCTpykiuii). nBIIIIA sBusercs ogHUM M3 pacmpocTpaHEHHBIX
ATUITMYHBIX BapuaHTOB bBA, TO3TOMYy TpH BBISBICHHW JaHHOTO (eHoTHIa Tpedyercs aHaju3
COOTBETCTBYIOIIIUX OMOMAapKePOB.

s kaxxaoro u3 noarumnos [1ITA B kputepusix M.L. Gorno-Tempini 1 coaBT. npeacTaBjieH Habop
KIIMHUYECKUX XapaKTepPUCTUK HapyIIeHWHd pedd, KOTOpPhIE MOTyT OBITh BBISBIEHBI B pe3yJbTare
oJpOOHOT0 JIOTOMEANYECKOr0 OCMOTPa U TIO3BOJISIOT MPABHIILHO KIAcCH(UIIMPOBATH MOATHITEL. OTHAKO
B pAJIE CIIyYaeB y MalreHTa OTHOBPEMEHHO MOTYT BBIABIIATHCS MIPU3HAKY pa3inyHbIX moaTuroB [1I1A, uto
He JaéT JIOCTOBEPHO MX KIACCH(DUIIUPOBATH B TOT MIIK MHOW TTO/ITHII.

OtinuneM KIMHUYEeCKON KapTunbl JIBJ] sBisiercs 4yacToe COYETaHHUE IMOBEIACHUYCCKUX H/HIIN
pEUEBBIX PACCTPOMCTB C JABHTaTeIbHBIMU HApYIIEHUSMH, TAKUMUA KakK OOJIe3Hb JBUTATENIFHOTO HEHpOHa
(bAH) n mapKkuHCOHW3M, B TOM YHCIE C CHHIPOMAaMH AaTUIHUYHOTO MApPKUHCOHM3MA, TaKHUMH Kak
nporpeccupyromuii Haabsaaepuberid mapammd (ITHIT) u KbC. Cummnromer bJIH wamie Bcero BcTpedarores
mpu mBJIBl — B 15-30% cayuaes [12], B 18% cmyuaeB npu aBlIlIA, B 5% cnywaeB mpu cBIIIIA [13].
VYuuTeiBasi JOCTaTOYHO BBICOKMH mpoueHT BcTpewaemoctd BJIH cpenu neJIBJl u aBlIlIA, ciemyer
MIPOSBIIATH JIOTIOIHUTENFHYI0 HACTOPOXXEHHOCTh B IUiaHe MaHudectannu bJIH BBHIy oTmmdHOTrO
MPOTOKOJIa BEAEHUS M XYJIIIEr0 MPOrHO3a JaHHOH Kareropuu nauueHToB. CHMITOMBI NAPKUHCOHH3MA
BCTPEYAIOTCs ropa3fo vaie cpeau nanueHToB ¢ JIBJI — mo % ciydaes. Ilpu 9TOM MapKHMHCOHHM3M, Kak
MPaBUJIO, XapaKTEPU3YETCS PA3BUTHEM I'MIIOKMHE3UU B OTCYTCTBUE BBIPa’KEHHOM MBIIIEYHON pUTHIHOCTH
1 Tpemopa (B psAe ciydaeB BCTpEUAeT MOCTYpPaIbHO-KHHETHYECKHH TPEMOpP U JIaXKe TPEMOpP IOKOS) C
OTCYTCTBHEM PEaKIMU Ha NoPaMUHEPTHIeCKyIo Tepanuio [14]. Y HEeKOTOPBIX MalMeHTOB JBUTATEIbHBIC
HapyIleHuss MOryT OBbITh KIacCH(UIMPOBaHBI B (EHOTUN CcHHApoMa PudapacoHa (KoMOWHAIHS
BEPTHUKAIILHOTO HAABAIEPHOrO TIapalinia B30pa ¥ MOCTYPabHBIX HapyeHnid), Tunuaaoro ais [THIT, nmm
B (penorunn KBC (coderanme acHMMETpUYHOTO MApKUHCOHU3MA/IUCTOHUHU C MHOKIOHHSIMH/arpakcuen
KOHEYHOCTH/KOPTUKAIILHBIM CEHCOPHBIM nedurutom/ adasueii). B maHHBIX choydasx MpoOBeAeHUE
JIOCTOBEPHOr'0 KIMHU4YeCKOro muddepenimanpHoro quarunosa mexay JIBJ| u 4R-raymatusmu (KBC un

[THIT) He npeacTaBnsercs BO3SMOKHBIM.



B03M0KHOCTH MaPAKJIUHUYECKON IMATHOCTUKH

CrpykTypHas u (QYHKOMOHaJNbHAasg HEHpOBHM3yaqu3alyss B BHJEC MAarHUTHO-PE3OHAHCHOMN
tomorpapuun  (MPT) romoBHOro Mo3ra WIM  TMO3UTPOHHO-3MHUCCHOHHOW  ToMorpaduu ¢
¢dropaezokcurimoko3oit (IIDT-D/II) MoxkeT OBITH MCIIONB30BAaHA C IIEIbIO MOBBINICHUS AUarno3a neJIB/]
i moboro u3 noarunos [ITA mo ypoBHs «BepostHOroy». [Ipu 3ToM npu nBJIB/I MOXKeT BBISBIISATHCS
no0Hast W/WITY TiepeiHsisl BUcouHas atpodus mo nanabiM MPT wnm runonepdysus Tex e 30H 10 TaHHBIM
[I9T. [laHHble H3MEHEHUS MOTYT HOCUTh KaK CHMMETPHUYHBIH, TaK 1 aCHMMETPUYHBIN xapakTep (puc. 1).
Hns aBIIITA xapakrepHa runotpodust u/uian runonepdysus B 00IacTH 3aJHAX OTACIOB JJOOHOH 0NN H
octpoBka ciiesa; juist CcBIIIIA — rumorpodust W/wiM runomMeradoanu3M B MEPEIHUX OTAeIaX BHCOYHBIX
noneii; gist aBIITA — runorpodus u/vnu runoMeradoIn3M B 001aCTH 3aAHEH NEPUCUITBBUEBOI 30HBI HITH

TEMEHHOH J0JIY IPEUMYILECTBEHHO CIIEBA.

Puc. 1. MartepHbl aTpodumn npu pa3nnyHbix BapuaxTtax JIBA.

A — ne/IB[] (cummeTpuuHas nobHo-BUCOUHO-TeMeHHan aTpodua); B — aelMA (n06bHO-BUCOYHO-TEMEHHAA aTPOPUA C AKUEHTOM Cnesa);
C — c8lMNA (nobHO-BUCOYHO-TEMEHHAA aTPODUA C AKLEHTOM CNeBa, BKNoUana nontoc Bucka); D — nelNA (cummerpuuHas runotpodua
BUCOYHO-TeMeHHOM 0bnacTu); E — ne/IB[], accouymmpoBaHHbIN C SIKCNAHCMEN reKCaHyKNeoTUAHbIX NOBTOPOB B reHe C90rf72 (cummeTpuy-
HaA nobHo-eBucouHas atpodua); F — nelIB/l, accoummpoBaHHbii ¢ MyTayueit 8 reHe GRN (nobHO-BMCOUHO-TEMEHHan aTpodua € aKLeH-
TOM Cnpasa).

UcnonszoBanme [IDT-OAI" y nammentoB ¢ JIBJ[ ¢ menpio mpoBenenns mnddepeHnnamIsHOro
MaTHO3a C IPYTHMHE YaCThIMA AEMEHITUSAME, TakuMu Kak BA u nemennus ¢ tensiiamu Jlesu (JITJI), umeer
CBOM HroaHchl. Hampumep, B pexkomeHaanusx EBpomeiickod akaJeMUW HEBPOJIOTMM Ha OCHOBaHHUU
SMIMPHUUYECKON OLIEHKM HCCIEAOBAaHUM IO 3TOMY BOIPOCY OBLIO IOKa3aHO, YTO C MOMOLIBIO JaHHOTO
METOJIa «XOPOIII0» MOXHO IMPOBOANTH AuQepeHITNaIbHbIA AnarHo3 Toinbko Mexay bA u JITJI, Torma kak
mexay JIBJ u BA agaHHBIM METOI MOMOraeT «yIOBJIETBOPUTEIBHO» M «IUIOXO0» IOMOIAeT B CIydasx
aTUIIMYHBIX BapuaHToB bBA. J[laHHbIE O TIOJIE3HOCTH UCIONB30BAHUS [JAHHOTO MeETona B
muddepenmansaom auarnose JIBJ[ ¢ JITJI orcyrcrByror. Takum oOpa3oM, B ciy4ae HEOOXOIUMOCTH
npoBeneHns auddepenuuansHoro amartosa ciayuaes JIBJl m BA crmemyer umcmonp3oBaTh METOABI
«30JIOTOT0 CTaHIapTa» MOCTAHOBKH AnarHo3a BA Ha ocHoBaHMu OnomapkepoB — Oera-amuionza 1-42 u
¢docdopunupoBanHoro Tay B auksope wiu [19T ¢ nuranzamu kK aMuIonay u tay.

B ciyyasix ¢ OTArOmIEHHBIM CEMEWHBIM aHAMHE30M BBIIIOJIHEHUE I'€HETHYECKOrO TECTa MOXKET
HCIIOJIB30BAaThCSl B BUJIE AOCTYIIHOIO B Hacrosuiee Bpems Ouomapkepa JIBl BBUIYy TOro, 4TO BBHISBICHHE
MATOreHHOM MyTallMM, KaK U Bepu(UKaIys NaToJIOrHYECKOro mpomecca no JaHHBIM MOP(OIOrHIecKoro
HCCJIEZIOBAHMS, COTJIACHO UMEIOIUMCS KPUTEPHSIM, TTOBBIIIAET TOYHOCTH auarHosa JIBJL 1o nocroBepHoro.

HpI/I OTOM IIOJ OTAr OH_[éHHLIM CEMCHHBIM aHAMHE30M moApasyMeBacTCA BBISIBJICHUC CIIYy4da€B JCMCHI WU,



ada3uy, MOBEICHUECKUX HapYIICHHUH, TICUXUATPUIECKUX 3aboneBaHuid, mapkunconnsMa u bBJIH cpenn
POICTBEHHHMKOB IEpBOM cTemneHu poacTBa. CieayeT MOMHHUTH O TOM, YTO C BO3pPACTOM IOBBIIIAETCS
BEPOSTHOCTh KOTHUTHUBHBIX M JBHUTATENLHBIX HApYHIEHWH pPa3MTU4HONW O3THOJOTHH, MOITOMY IIpH
OTCYTCTBHHU JIOKYMEHTAJBHO MOJATBEPKAEHHBIX CiIydacB 3a00JEBaHUN POJCTBEHHHKOB OTSTOLIEHHOCTH
CEeMEeWHOro aHaMHe3a CIeAyeT OLEHUBATh KPUTUYECKU.

B caywsae Hanmmuus «kpacHbIX (uaroB» (ObicTpoe TeueHHe 3a00jieBaHUs, SMUJICIICUA B
KIIMHUYECKON KapTHUHE, BOCHAIUTENbHBIC U3MEHEHHS M0 JaHHBIM MPT unu B JHKBOpE), aTUNMAYHBIX
CHMIITOMOB B KIIMHUYECKOW KapTHHE U HEOOXOJMMOCTH UCKITIOUCHHUST ayTOMMMYHHOT'O SHIIEPaTuTa MOXKET
noTpedOBaThCA aHAIM3 KPOBH H/WJM 1epeOpPOCTIMHANBHOW >KUAKOCTH HA aHTHTena (Harmpumep, aHTH-
NMDA u mp.). B 1aHHOM KOHTEKCTE TaKXe MOJIEe3HO JiIs mpoBeaeHus nuddepeHnaabHOro AuarHos3a
PYTHHHO BBITIONHATh JaHHBIM TIAlIMEHTaM d3JeKTpodHIedanorpaduio ¢ 1elbl0  BepuUKan
MMIENTH(OPMHON aKTUBHOCTH, XapaKTEPHOH, B YaCTHOCTH, JUIi ayTOMMMYHHBIX SHIE(ATUTOB, HIIH
TUTIUYHBIX U3MEHEHH, XapaKTEePHBIX JUIS IPUOHHBIX 3200JIEBaHUH.

JAu¢pepeHnuaibHbIi AUATHO3

Huddepennmanbuplii fuardo3 TpedyeTcs MPOBOIUTH CO BTOPUYHBIME MPUYUHAMH KOTHHATHBHBIX
HapylIeHu# W APYrUMH HEHpo/ereHepaTHBHBIMU 3a00J7eBaHUSAMH. B KadecTBE BTOPWUYHBIX MPHUNH
MOBEJICHYECKUX, PEYEBBIX PACCTPOMCTB U M3MEHEHHUS JTUYHOCTH, XapaKTepHbIX Jyisl namueHToB ¢ JIBJI,
MOTYT BBICTYNIAaTh pa3W4YHBIE CTPYKTYpHBIE W3MEHEHHS, ayTONMMYHHBIE OSHIIEe(aTUTHI, IETPEecCus,
HOPMOTEH3WBHas rujponedanus. Creayer YYWTHIBaTh, 4YTO TIOCIEMHSS HEPEJKO CcoYeTaercs ¢
pa3IMYHBIMH  HEUpPOJIEreHEPATUBHBIMUA  3200JICBaHUSIMHM, YTO MOXET CHIDKaTh J(PPEKTUBHOCTD
OIEPATHUBHOTO JICYCHHUSI B OTCYTCTBUE BBIPAXKEHHBIX JIBUTATEIBHBIX TPOOIIEM.

AyTOMMMYyHHBIE 2HIIE()ATNTHI MOTYT BCTPEYAThCSA HE TOIBKO CPEIH MOJOIBIX IMamreHToB. Tak B
OHOM W3 HAIIMOHAIBHBIX KOTOPTHHIX HAOMIOMATENbHBIX HcceqoBannii B Hupepmanaax ObIIO MOKa3aHO,
YTO Cpeay MAlMeHTOB ¢ ayTOMMMYHHBIMH 3HIIe(aInTaMu Oojee MOIOBHHBI OBUTH B BO3pacTe crapiie 45
nier, n3 HUX 38% YIOBIETBOPSIIN KPUTEPHUSIM AEMEHITNH 0e3 SBHBIX SIMICITHIECKAX COOBITHII B Hadae
3a0omeBanus. [Ipr 3TOM y MTOOBHHBI 3TUX MAIIMEHTOB OTMEYAJIOCh MEUIEHHOE TeUueHue 3a00IeBaHus, Y
psAda U3 HUX OTCYTCTBOBAIM BOCHANUTENbHBIE m3MeHeHns Ha MPT u B niepeOpocimHaIbHON KU AKOCTH,
TUTIUYHBIE SIIICNTH(QOPMHBIE M3MEHEHUS Ha JJEKTPOdHIe(alorpaMMe; y HEKOTOPBIX OTMEYalliCh
TUTTUYHBIE H3MEHEHUsT OMOMapKepoB JINKBOPA, TAKUX Kak Oera-ammiouny 1-42, dhochopunmpoBaHHbIi Tay
6enok u 6enmok 14-3-3. Bc€ 3T0 TOBOPHUT 0 TOM, YTO TECTHPOBAHHE HA CTIEU()UIHBIC AaHTUTETA MOXKET OBITH
HEOOXOAMMBIM JIa)K€ y TAIMEeHTOB C BIIEPBBIE Pa3BHBIIMMUCS KOTHUTHBHBIMH HapYIIEHUSIMU Ooiee
cTapmiero Bo3pacta (ctapmie 45 ner), OcoOSHHO eclli HWMEIOTCS «KpacHble (iaru» (ObICTpoe
MPOrPECCHPOBAHME, OTKJIOHEHUS MO JaHHBIM WHCTPYMEHTAIBHBIX W JIA0OPATOPHBIX HCCIEIOBAHMIA,
MOJIO3PEHNE HA SIS THYECKUI CHHIIPOM), BBH]Ly XOPOIIIErOo OTBETA JaHHOW KATEropyuy MaleHTOB Ha
umMmyHoTepanuio. [Ipu 3ToM noBeaeHUYecKue U pedeBble paccTporicTBa, TunnyHble it JIB/I, nanbonee
xapakrepusl 11t NMDA-sHnedanura.

OTnensHyI0 CIOKHOCTH TNpEACTaBisieT mpoBeneHue anddepeHnmnansHoro nuarno3a nsJIBI c

MNEPBUYHO IMMCUXUATPUUICCKUMU paCCTpOfICTBaMPI, a TAKXKXC BBIACICHUEC I'PYHIIbI [TANUCHTOB C HaYaJIbHBIMU



cragusmu nBJIB/l B Bule ncuxuarpuyeckux cuMnToMoB. Ilo manHeiM jutepaTypsl, 10 50% ciaydaeB
nBJIB/[ UMEIOT NIEpBUYHBIN ICUXUATPUUECKUM JUArHO3, 32 CYET Yero 3aJep:KKa B IIOCTAHOBKE AMATHO3a
nBJIB/] cocraBusier mo 5-6 ner. Jns muddepeHnnanbHOro auarHo3a Mpeniaraercsl MCIOoiIb30BaHHUE
crpykrypaoit MPT B pexume T1 mist BeIsiBIeHUS! aTpo)UUECKUX M3MECHEHHH, OLIEHKA MOTEHIIUATBHON
POJIM TIOBBILICHUSI COJEpKaHUA JIETKUX Tened HeWpo(uiIaMeHTOB B 1epeOpOCTUHANBLHON KHUIKOCTH, a
TaKXe MPOBEJCHNE TeHETHYECKOT0 TeCTUPOBaHMs (B 0OCOOCHHOCTH BhISBICHHE MyTanuii B rene C9orf72
BBH/Iy YaCTOM MX BCTPEUaEMOCTH KaK CpeJld CeMENHBIX, TaK U CPEH CIIOPaJUUECKUX CIydaeB).

Emgé Oonee cnoxHbIM sBIsieTCs MpoBeacHue auddepennuansuoro auarno3a JIBJ ¢ mpyrumu
HeHpoJiereHepaTUBHBIMU 3200JIEBaHUSIMU BBHJLy YacTOr0 MEpeKphIBaHUsS (EHOTUIIOB WU OTCYTCTBHS
JOCTOBEPHBIX pa3rpaHMYMBAIONINX OHOMAapKepOB B KIMHWUYECKOH mpakTuke. B HacTosmiee Bpems
JOCTYITHO JIOCTOBEpHOE TpoBeacHue auddepeHnanbHoro JAuarHo3a ¢ aTHIAYHBIM TTOBEJEHYECKHM
BapHaHTOM DA Ha OCHOBaHWH OIICHKH OMOMapKepOB IepeOPOCITMHAIBLHON JKUAKOCTH (Oera-aMuIIon,
dbochopunuporanHbiii Tay 0enok) wiu [19T ¢ uranaoM k aMuiIonty/Tay Oenky (mocieaHee B HaCTOsIIee
BpeMsi He nocTynmHo B Poccum). IlpoBeneHne e JOCTOBEPHOrO KIMHUYECKOro IU(¢epeHIHaIbHOro
JIMarHo3a MeXAy KoptukobazampHOW aereHeparuii m [THII ¢ moBemeHueCKMMH pacCTpOMCTBAMH U
cirygasmu JIBJl ¢ cumnromamu ITHIT u KbC B Hacrosiiee Bpemsi He TPEACTABISIETCS BO3SMOXKHBIM T10
MIPUYMHE OTCYTCTBHSI TUITMYHBIX OMOMapKepoB JTAaHHBIX 3a00JIeBaHMA.

IIposeacuue muddepeHinaibHOro auardosa ¢ Oomesnbio Kpehitidensara—SIkoda BO3MOKHO
myTéM BBIMOIHEHUSI PYTHHHOM 3j1eKTpodHIedanorpadun, aHanu3a nzodpaxkenuii MPT B pexxume JIBU,
FCHETUYECKOI0 TECTHUPOBAaHMs Ha Hajauuue myrtanuu B reHe PRNP B ciydae cemeliHbix (opM, a Takke
aHaJM3a JIMKBOpAa Ha HAJIMYMe MaTojJormdeckoro Oeika 14-3-3 (mociemHee B HACTOAIICE BPEMS HE
nocTymHo B Poccum).

MeaukaMeHTO3HOe H HeMeaukaMeHTO3Hoe Jedenue JIBJI

CornacHo «TOKCHYECKOH TEOPUH» OCHOBHBIM 3TAalloOM Pa3BUTHUS HEHPOAEreHepaTUBHOIO IIpoLiecca
mipu JIB/] aBnsieTcsa BHYTpHUKIIETOUHAS aKKyMYJISIIIUS Pa3nnyHbIX OenkoB, Takux kak TDP-43, tay u FET.
OnHako, HECMOTPST HA HECKOJBKO JECSATKOB IPOAOJDKAIOIIMXCS KIMHUYECKUX HCCIEIOBaHUM,
3¢ heKTUBHON TOCTYIMHON O0ONE3HB-MOMUGHUITUPYIOMIEH Teparuy TSl JaHHOW KaTeTOPHH TMAIlMeHTOB HE
cymectByer. JlocTymHass Ha JaHHBIE MOMEHT (apMmakojormueckas tepamusi mnanueHToB ¢ JIBJ]
COCPEAOTOYEHA HA KOHTPOJIE KIMHUYECKUX CHUMIITOMOB 3a00NIeBaHMS C LEIbI0 YIYy4YILICHUs KauecTBa
JKU3HU MALMEHTOB. YUUTHIBas, YTO B HACTOALIEE BPEMs OTCYTCTBYIOT KIMHUYECKHE PEKOMEHIALUHN IS
nmedeHuss manueHToB ¢ JIBJI, B HamucaHMM [aHHOTO pasjena Mbl BOCHOIB30BAJIHCH aHAIU30M
CHCTEMAaTHYECKHX 0030POB, KAaCAIOLIMXCS 3TOr0 BONPOcCa.

O¢dexTuBHOCTE (apMaKOIOrHYeCKUX BO3AeWCTBUMM Ha cumntombl JIBJ[ ouennBanace B 4
cucreMaTtudeckux o03opax 3a 2010-2020 rr. HauOGompmmii wWHTEpeC TMpencTaBisieTr CcoOon
cucreMatniyeckuii 063op 3a 2020 r., BBHIY TOro, 4ro OH SBIAETCS HanOoliee MONHBIM M OLEHKa
3¢ (GEKTUBHOCTH MNPOBOAMIACH JUIS KaKIOr0 CHMITOMAa TeKymux KpurepueB mnsJIBJ[: amatuu,
pPacTOPMOXKEHHOCTH, HApyIIEHWs CHUMIATHM WJIA OMIATUH, THIEPOPAIBHOCTH, CTEPEOTHUIIHH,

PETYJISTOPHBIX HAPYLIEHUH U Jieripeccut (YUUThIBas €€ BHICOKYIO PaCIPOCTPaHEHHOCTD CPEAr NalMeHTOB



c JIBH). [anublii cuctemMaTHueckuii 0030p OcHOBaH Ha 11 paHIOMH3HPOBAaHHBIX KOHTPOIHUPYEMBIX
uccnenopanusax (PKU), 8 oTkpeITBIX uccnepoBaHusix, | HMcclaegoBaHMM TPOBEPKH KOHLENLIUU H 3
OIMUCAHUAX CEPUU KIIMHUYECKUX ClydaeB (IIpOaHaIM3UPOBaHbI JaHHbIE 573 MalyeHToB 3a mnocieanue 15
JIeT).

CornacHO MMEIOIIMMCS JaHHBIM JIJIs JICUCHUS anathuu y nainueHtoB ¢ nBJIBJ moryr OBITh
a¢exTuBHBI 6 TpenapaTtoB, KOTOpbIe IOKa3aidu cBolo 3¢ddexkruBHocth B 4 PKU (aromenatus,
JekcTpoaMeTaMiH M OKCUTOIMH), | OTKpPBITOM HcclenoBaHWM (HOKyKaHCaH — CMeECh TpaB,
WCTIONb3yeMasi B TPAAUIIMOHHOH SIMTOHCKOM TpaBHOM MeAULIMHE) U | McCIe0BaHUH MTPOBEPKU KOHIESTIIIUU
(cyBeHeitn — numieBas jpobaBka, mpeacTaBisiomas coboll cMech BATAMHHOB, MUHEPAJIOB U Pa3IMYHBIX
MPEAMIECTBEHHUKOB MeTa0onuToB). [IpM 3TOM aBTOphl OTMEYAlOT, 4YTO BBHIY BapuaOelbHOCTH
MPOJIOJDKUTENTFHOCTH MCCIIEJIOBAHUSI U OTCYTCTBHS JAaHHBIX O CHEIMU(PHUECKAX HCXOJaX HEBO3MOXKHO
cIenaTh BEIBOJ O TOM, KAaKOE€ M3 BO3JECHCTBMHM OKa3bIBA€T HAWOOJLIIEE BIMSHME Ha amathio. B 3
HCCIIEIOBAHMX MTOKA3aHO OTCYTCTBUE 3 deKTa MEMaHTHHA B JieueHUU cuMiitomMoB BJIB/I, ipu 3Tom B 2
WCCIIEIOBAHUSX MTOKA3aHO yXYIIEHNE TIOBEICHYECKIUX CUMIITOMOB Ha )OHE ero rnpuéma.

YMeHbIIIeHHEe BBIPAKEHHOCTH PACTOPMOXKEHHOCTH BBISIBJIGHO B pe3ylbTare IMPHUMEHEHUS 5
npenapatoB  (AekctpoamderamMuHa, OKCHUTOIMHA, TPa30/J0HA, TMAapoOKCeTHHA, MeTwideHuaaTa),
3¢ deKTUBHOCTh KOTOpBIX oreHuBanack B PKU. Kpome Toro, nmokazana 3eKTHBHOCTD 3 TIpernaparoB
(umranornpama, HOKyKaHCaHa W PUBACTUTMUHA), KOTOPHIE OIIEHWBAJMCH B OTKPBITHIX HCCIENoBaHUAXK; 1
npenapata (cyBeHelaa), 3pHeKTHBHOCTh KOTOPOTO OIICHUBAIACH B UCCIIEIOBAHUY MTPOBEPKU KOHIICMIIHH,
1 2 mpenapaToB (penaparsl JUTHS U MEMaHTHHA), Y()(HEKTHBHOCTh KOTOPBIX OICHUBAJIACh HA OIMCAHHH
cepuu ciaydaeB. OIHAKO Tak e UMEIOTCS JaHHBIE O TOM, YTO OKCUTOIIMH MOXKET YCHIIUBAThH MPOSBICHUS
TUIIEPCEKCYaTIbHOCTH y nanueHToB ¢ nBJIB/I.

B 2 PKHM coobmraercs 06 3¢ dekre mpuémMa MHTpaHA3UTHPHOIO OKCHUTOIIMHA W MApOKCETHHA Ha
TIOBBIIIIEHWE YPOBHS OMITATHU M TIO3UTUBHOTO COITMATBHOTO MOBEICHHUS. B HECKONBKUX HCCIIeOBAHMSIX
mokazaHa 3(G(EKTHBHOCTh PAa3IMYHBIX IIPENapaToB Ha BBIPAKCHHOCTh THIIEPOPATBHOCTH: 3(hdexT
OKCHTOIIMHA, TPa3ojoHa u mapokcernHa oreHuBancs B PKU; addexr dmyBokcamnHa, HOKykaHCcaHa U
pUBACTUTMHUHA — B OTKPBITBIX HCCIEAOBAaHUAX. D(P(HEKTUBHOCTH (PapMaKOIOTHIECKOH KOPPEKIHUU
CTEPEOTHUITHOTO TTOBEICHUS TMOKa3aHa I KIOMHUIIpaMiHa, ()IIyBOKCAMUHA U HOKYKaHCaHa B 2 OTKPBITHIX
nccrnenoBannusx U 1 cepum cimydaeB. Hu B omHOM W3 BKITIOYEHHBIX B JAHHBIH CHCTEMATHUYECKH 0030p
WCCIIEJIOBAaHUN HE MTOKA3aHO YITyYIICHUs PETYISATOPHBIX GYHKIHN Ha QOHE Teparvu.

Pesromupysi, aBTOPHI ClleNaiy BRIBOM O TOM, YTO HAUOOIIee MMUPOKUM CIIEKTPOM BO3JICHCTBUS Ha
MOBEIEHYECKHE CUMIITOMBI 00JIafaroT 4 Impenapara: Tpa3oJ0H, PUBACTUTMHH, HOKYKaHCAaH U CyBEHEHI.
[Ipu »ToM Hamnmyumuit 3ddekr (corimacHo cTeneHw W3MEHeHHd Oailla HeWpOICUXHATPHUYECKOTO
OIIPOCHWKA) OKa3bIBAIOT TPA30/I0H, PUBACTUTMUH ¥ IUTAIOIPAM.

Cucremarnuecknii 0030p TO HEMEIWKAMEHTO3HBIM CIIOCO0aM KOPPEKIUU TTOBEIEHYECKIX
cumnromoB JIBJl mokazan, yTo ajekBaTHas jJoKasaTelbHas 0a3a 1O JAaHHOMY BOIIPOCY OTCYTCTBYET.
Henocratox PKU Moxer ObITh CBSi3aH ¢ peIKOCThIO 3a00J1€BaHNs, TPYIHOCTSMHU IOCTAaHOBKH JMArHo3a,

KOHTPOJIA HCXo0a0B BMCIIATCIIBCTBA BBULY OTCYTCTBHA IOAX OO X HWHCTPYMCHTOB



(crienManM3MpOBaHHBIX MIKal), KOHTPOJNS 32 MHOTHMH COIYTCTBYIOUIMMHU (hakTopamu (COIHMAaIbHO-
MICUXOJIOTWYeCcKas cpena MalyueHTa, B3aMMOOTHOILICHUS YXaKUBAIOIIUX JIMI ¢ auueHTamu). EcTs mumb
HEOOJBIIOE YHCIO OTKPBITHIX HCCIIECIOBAHMN, B KOTOPBIX IOKa3aHO, YTO CTpaTerMH HaIpaBICHUS
MOBCACHUA MAIUCHTOB Y CHMXKCHUE AUCTPECCA YXAXKUBAIOUINUX JIMIT MOT'YT 6I)ITI> 3(1)(1)6KTI/IBHLIMI/I.

VYuursiBas, uro cumntomsl JIBJl, kak npaBuiio, pa3BUBalOTCs B MOJIOAOM BO3PAacTe€, OHU CHJIBHO
BJIUAKOT HE TOJIBKO Ha (I)I/ISI/I‘ICCKI/I 1 COIMAJIBHO aKTHBHBIX IMAIIMCHTOB, HO 1 HA UX 6J'II/I3KI/IX. YxamMBa}oume
3a manueHTamu ¢ JIBJ] cooOmator, 4To HauOONBIIMK AMCTPECC BBI3BIBAET 3aJEPiKKa C MOCTaHOBKOM
BEPHOI'0 IMarHo3a.

K ocHOBHBIM TpyAHOCTSM yxo/a 3a nanuentamu c¢ JIBJl otHocsT:

1) cymiecTByoIIee MpenyOekAeHHE, YTO JSMEHIIUS — 3TO 3a00JIEBaHUE MTOKUJIBIX JTFOJICH, B CBA3U
C YeM OrpaHHUYCHA MOJIePIKKa MPO(ECCHOHATBHOI0 COOOIIIECTRA;

2) BbICOKas 4YacTOTa M3HAYAJIbHO OIIMOOYHOTO [UAarHo3a, 4YTO NPHUBOJUT K HEaJEeKBaTHOMY
JICUEHUIO;

3) OTCYTCTBHE 3HAHWH M IMOATOTOBKH YXa)KHBAIOIIETO K MTOBEICHYESCKUM CUMIITOMAM TIAIFEeHTA;

4) HemoctatouHoe (PMHAHCHPOBAHUE.

Bo mHOrHNX HUCCIICAJOBAHHUAX OBLIO IMOKa3aHO, YTO Harpy3kKka Ha yXaXUuBalOUIUX 3a Manu€HTaMu C
JIBJ wamuoro Oomeine, yem mpu bA. MHOrme yxaXXMBAIOIIME€ OTMEYAIOT, YTO HE YIOBJIETBOPEHBI
umeronierics uHdopmanueil o 3a00yeBaHUM, KOHCYJIBTAlMSIMU CHELHUAIUCTOB U PEKOMEHIALMSAMU IO
nocneayromemy HabmoaeHuo. TakuMm oOpa3oM, conuaibHas MOANEP)KKA JIMI, 00ECICUMBAIOIUX YXO/,
BayKHA U BKJIOYAET MOAEPKKY CO CTOPOHBI KaK CEMBH U JpPy3€H, TaK U CIELHAINCTOB 31paBOOXPAHEHMUS,
BKJIIOYAs Bpaued, MeIcecTép M IMOMOIIHMKOB IO YXOAY Ha JOMy. ['pynmbl NOIAEPKKU C JIPYTUMH
yXaxuBarommMu 3a nanueHTamu ¢ JIBJl moryr ObITh moine3Hbl. Takke K MOJIEpKKE YXaKWBarOIIUX
OTHOCHUTCSI MEIUKO-TCHETHYECKOe KOHCYIbTUPOBAHUE WICHOB CEMbU U3 I'PYIIIBI PUCKA, KOTOPOE CIEAYET
MIPOBOAUTH B3BEILIEHHO.

Crparerun (QopMHUpPOBaHUS NPABUIBHOIO OKPYKEHHMS OCHOBAHbI HAa MHEHHUSX JKCIIEPTOB U
BKJIIOYAOT KOHTPOJIb 0€30aCHOCTH, KOHTPOJIb 32 CHMIITOMaMH THIIEPOPAIbHOCTU U HAPYILIEHUH ITIOTaHUs,
3a ceMeWHbIMU (puHaHCcamMu u Oe30macHbBIM BOXKAEHHEM aBToMoOMIsl. Hampumep, cumraercs, 4to
HeoOXoO¥Ma WHIMBHIyaJbHasi OLEHKA HM3MEHEHHMH IIOBEICHUS MAaIlMEeHTa C LEeNbl0 00ecredeHus
(m3mueckoil Oe3omacHOCTH AoMa (HampuMmep, Ha KyXHE W BaHHOM KOMHATE) W B ITyOJUYHBIX MECTax
(mammpumep, n30eraTh TPUTTEPOB HENTPUCTOWHOTO ToBeneHus). [ OonpmmHCcTBa manueHToB ¢ JIB/] nis
KOHTPOJISA TIOBEIEHYECKHX HAPYIICHUH I0JIe3HO CTaOWIBHOE U CTPYKTYPHUPOBAHHOE OKpPYKEHHE C
€IMHOOOpPa3HOW JHEBHOM PYTHHOW M OTCYTCTBHEM II€pEMEIlEHUs MPEIMETOB, IO3TOMY HAaXOXICHHE B
JoMarrHed 0OCTaHOBKE sl TAKMX MAalluEeHTOB MOXKET ObITh OoJiee palOHAIBHO, YeM B JJOMax IO YXOIYy.
OcoOblii aKIeHT Jenaercss Ha BO3MOXKHBIX (PMHAHCOBBIX MPOOJIEMax ceMbH BBHIY 1e0I0Ta 3a00€BaHNUs B
MOJIOAOM TpyZnocnocoOHOM Bo3pacte. IloMMMO TOro, 4To B CeMbAX TaKUX MALlMEHTOB HEPEAKO HUMEIOTCS
HECOBEPIICHHOIETHUE JIETH, CHIKAETCS IO0XOJ CEMbH H3-3a2 IOTEPU TPYAOCHOCOOHOCTH MAalMeHTa U
MOBBIIIAIOTCA PAacXObl HA JUAarHOCTUKY M jeueHue. [loBeneHdyeckue HapylleHus y nanueHToB ¢ JIB/I

MOr'yT OBITH HpH‘lHHOﬁ WUIHOPUPOBAHUA OIUIATBI CYCTOB, HMITYJIBCUBHBIX TpAaT W BCTYIUJICHUSA B



COMHUTEIbHBIC CACTKU. [Ipo0iIeMbl ¢ BOXKICHHEM YaCcTO BO3HUKAOT MO MPUYKHE crielupudHbIX 1 JIB/]
HapylIeHU#N CYXJICHUS U aHTUCOLMAIBHBIX MOBEACHUYECCKIUX HAPYIICHUNU U MPOSBIISIIOTCS MPEBBIIICHUEM
CKOPOCTH, UMITYJILCUBHBIMU JEUCTBUSIMU U UTHOPUPOBAHUEM MIPABUI IOPOXKHOTO JBUKCHHUSI.
HccnenoBanuss 1mo BIMSHUIO KOTHUTUBHOTO TpeHMHra Ha cumntoMbl JIB/[ He mpoBoawsucCh,
OJTHAKO M3-3a OTCYTCTBUS MPOTEKTUBHOrO 3((hekra ypoBHS 00pazoBaHus Ha AeO0T cumnrTomoB JIB/I, mo
cpaBHeHUIO ¢ BA, mpeamonaraercss orcyrcTBue 3(ddekTa oT JaHHOrO BMEIIATENbCTBa. KOTHUTHBHBIN
TPEHUHT B BHJIE PEUYEBOW M (YHKIMOHAIBHON Tepamuu Npu pa3nuuHbiX Bapuantax I[TITA moxer ObITh
3¢ ()EKTUBHBIM, OJHAKO KOJUYECTBO TMPEACTABICHHBIX B JIUTEPAType WUCCICAOBAHUN HEBEIUKO.
D¢ ¢dexTHBHA TaKKe MOXKET ObITh KOMOMHAILIMS pPEUeBOM Tepanud C METOAaMH TpPaHCKpaHWAIbHOM
MarHuTHOM CTUMYJIAIUU. CUUTAETCs, YTO (PU3NYCCKUEC YIPAXKHEHUS MOTYT OKa3bIBATh IMOJIOKHUTEIBHOC
BJIMSIHUE HA HACTPOEHHE, KOTHUTHUBHBIE (DYHKITHH ¥ 00I11€€ COCTOSHHE 3710POBbs Y MAIUEHTOB C JICMEHIIHEH,
OJTHAKO 3TO MPEUMYIIECTBEHHO MMOKa3aHo s BA U coCyauCTOl eMEHITMN, B MEHBIIICH CTEIeHN — JJIs
JIBJI. ®u3nueckyro Tepanui0 PEKOMEHJOBAHO BKJIKOYaTh B MHOTOIUJIAHOBYIO CTPATETHIO0 JIEUEHUS
marneHToB ¢ JIB/I, 0coOeHHO 11715 MAITMEHTOB C COMMYTCTBYIONTUM CHHAPOMOM IMTAPKUHCOHU3MA, YTO MOXKET
CHHU3UTh PUCKH TajieHu#. B oTiinume oT OOJIBIIOro KOJIMYECTBA JaHHBIX O TOM, YTO OCOOCHHOCTH JUETHI U

MIATaHWS] MOTYT CHU3UTH pUCKK BA M Ipyrux mpu4uH NeMeHINH, TaKUX JaHHBIX B oTHomeHnu JIB/ Her.

3akJrouenue
B npexncraBienHOM 0030pe pe3fOMHUPOBAHBI JAHHBIC O COBPEMEHHBIX allTOPUTMAX AUATHOCTHKH,

muddepeHuanbHOr0 AUardo3a W CyMIECTBYIONIMX TIOAXOAAX JICYEHHUS pPa3INYHBIX BapHAHTOB U
cumnromoB JIB/I. B HacTosmee BpeMmsi HE CyLIECTBYET MEIUMKAMEHTO3HBIX M HEMEIUKaMEHTO3HBIX
CHocOo0OB 3aMemINTh Te4YeHHWE 3a00JeBaHUsS, a MPEICTAaBICHHBIE JaHHbIE KacaTelbHO KOPPEKIHUU
CHMIITOMOB MMEIOT OTPaHMYEHHYIO JOKA3aTeNbHYI0 0a3y I0 MPUYHHE HEOOJBIIOr0 KOIWYECTBA TAKUX
WCCIIEJIOBAaHUN, MAJIEHPKUX WCCIEMyeMbIX TpYII, OTCYTCTBHA €IWHOTO [W3aifHa W aJeKBaTHBIX
WHCTPYMEHTOB OLEHKH J(PQEeKTHBHOCTH crocoba BozmeicTBus. Bcé€ 3To mukTyer HEoOXO0IMMOCTh
mpoBeZieHns Ooliee KadeCTBEHHBIX HCCIIEOBAHWN KaK MEIUMKaMeEHTO3HOW, TaK W HeMeTUKaMEHTO3HOM
CUMITOMATHYECKOW KOPPEeKIUHM pasznuyHbix Hapymenudt npu JIBJ[. [lameneitmas paspaboTka u
rccienoBanne 3PPEeKTUBHOCTH HO30MOIU(DUIIUPYIOIIEH TeparTuyl COXPAHSIOT HAISK Ty Ha MPO(QUIAKTHKY

Y 3aMeJIeHIe Pa3BUTHS JAHHOTO BHICOKOMHBAIIMM3NPYIOIIETro 3a00eBaHus B OyIyIemM
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