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JNlo6Ho-BMcouHasa gemeHuuna (JIBJ) — BTOpas no yacToTe NpUUYNHA HEMpPOLEereHepaTNBHOMN AeMEHLUN C Havanom 1o 65 neT. Knaccnyeckrmu
KIIMHMYeCcKnMn GeHoTrNaMu 3aboneBaHnA ABNAIOTCA NoBeAeHYeCcKui BapuaHTJIB[l v BapraHTbl C NpenmyLLecTBEHHbIM HapyLLeHeM peun —
nepBuYHas Nporpeccrpyollas adpasua (arpammaTmyeckas, ceMaHTMYecKas v ioroneHmyeckas popmbl). Hepeako knaccmueckne peHoTumnbl
JIB[l MoryT coueTaTtbCa C CUHAPOMaMM aTUMMYHOIO NapKNHCOHM3Ma, TaKUMM KaK KOPTUKO6a3anbHbIN CUHAPOM U MPOrpeccmpyowmin Hagb-
AAEPHbIN Napanuy, 1 60ne3HbI0 BUraTeNlbHOro HelpoHa. 3aboneBaHune ABNAETCA reTePOreHHbIM TakXKe C NaToPpU3NONOrmMiyeckon ToUKN
3peHusA. B ero ocHoBe MOXeT nexaTb OAVH M3 TPEX NaTONIOrMYeCcKMX NPoLeccos, Npu 3Tom Ao 40% cnyyaes MeIOT HaCIeACTBEHHYIO OTSA-
rowéHHOCTb. B HacToALLlee Bpemsa onuncaHbl nopaaka 20 reHOB, MyTaLUK B KOTOPbIX MOTYT 6bITb accoLmpoBaHbl ¢ JIBJl. YuutbiBas 60nb-
Wwoe pa3Hoobpasne KNMHUYECKOWN KapTuHbl, JIB MoxeT ABnsATbCcA GpeHoKonren apyrnx 3aboneBaHuii, YTo 3aTPyAHAET ero AMarHoCTUKY,
ycnoxHsaeT auddepeHUnanbHbI AMarHo3 1 3afiepXKnBaeT NMoCcTaHOBKY NPaBWIbHOrO AvarHo3a Ha HeCcKosbKo JieT. [noxas ocBefoMNEH-
HOCTb 0 3a6051€BaHNM 1 OCOBEHHOCTAX €ro KNMHNYECKOW KapTVHbI CPeAN KITMHULMCTOB ABNAETCA OAHOW 13 NPUYNH OTCYTCTBUA AAHHbIX O
pacnpocTpaHéHHOCTM 3aboneBaHus B Poccuiickont Oepepauun. Kpome Toro, BbiABNeHMe cemeil C reHeTr4eckummn popmamu 3abonesaHus
1 aCMMMTOMHbIX HOCUTESIeN ABNAETCA BaXHbIM 3Tanom GOopMUpPOBaHMA cTpaTerny NOMOLM AaHHON KaTeropuv NauMeHToB Npu NOABEHNN
NoAxof0B naToreHeTNYecKomn Tepanmu. B saHHOM 0630pe nuTepaTypbl OCBeLeHbl COBPEMEHHbIe MPeACTaBIeHUA O KIIMHNYECKON KapTyrHe,
0COBEHHOCTAX ANArHOCTUKM 1 AuddepeHLnanbHOro AnarHosa pasinyHbiX KINMHUYecKrx BapraHTos J1B/l, o noaxoaax kK MeAMKaMeHTO3HOW
1 HeMeAMKaMeHTO3HOW Tepanum.
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Frontotemporal dementia (FTD) is the second most common cause of neurodegenerative dementia affecting patients before 65. The classic
clinical phenotypes of the disease include the behavioral variant of FTD and variants with a predominant speech disorder - primary progressive
aphasia (agrammatic, semantic and logopenic variants). Often, classic FTD phenotypes can be associated with atypical parkinsonism
such as corticobasal syndrome and progressive supranuclear palsy, and motor neuron disease. The disease is also heterogeneous from a
pathophysiological point of view. It may be based on one of three pathological processes, while up to 40% of cases have a hereditary burden.
Currently there have been described mutations in about 20 genes associated with FTD. Given the wide variety of clinical presentation, FTD may
be a phenocopy of other diseases, which makes it difficult to diagnose, complicates the differential diagnosis and delays the correct diagnosis for
several years. Poor awareness of the disease and its clinical features among clinicians is one of the reasons for the lack of data on the prevalence
of the disease in the Russian Federation. In addition, the identification of families with genetic forms of the disease and asymptomatic carriers
is an important step in the formation of a strategy for helping this category of patients when approaches to pathogenetic therapy appear.
This review of the literature presents modern ideas about the clinical picture, features of diagnosis and differential diagnosis of various clinical
variants of FTD. The current understanding of approaches to pharmacological and non-pharmacological therapy is also presented.
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BBepeHune

Jlo6Ho-Bucounas memenumst (JIBJ) — Heitpomere-
HepaTHUBHOE 3a00JIeBaHNE IICHTPAJIbHOW HEPBHOI CHCTE-
MBI, KOTOPOE SIBJISIETCS T€TEPOTCHHBIM C KIMHUYECKOI,
MOP(OJIOTUYECKON M TeHETUYeCKOi TodeK 3peHus [1].
C KIMHWYECKON TOYKM 3pEHUS 3a00JIeBaHKE TIPEICTaBIIC-
HO MOBEACHYCCKUMM U/UJIN PEICBBHIMU PACCTPOICTBAMMU,
KOTOpBIC B psifie CIy9aeB COUYETAIOTCS C IBUTATEIBHBIMU
HapYIICHUSIMU, TAKUMU KaK IMTApKUHCOHM3M WIN 00JIe3Hb
nBurateabHoro HevipoHa [1]. o 40% cinyuaes JIBJI siBisi-
otcsd cemeHbBIMU [2]. C MOp(OJIOTNYeCcKOil TOYKU 3pe-
HUs 3a00JIeBaHKE TIPEACTABISIET COO0M ITPOTEHMHOIIATHIO,
B OCHOBE KOTOPOM MOKET JiexKaTh arperaius OCIKOB Tay,
TDP-43 yvnu FET [3]. B HacTos11Iee BpeMsT ITPOIOJIKAIOT-
CsI MHOTOYMCJICHHBIE TIOIBITKN Pa3padOTKM 0O0JIE3HB-MO-
IUGUIAPYIOIIEH Tepammuu, IIpeaoTBpallalolIeii arpera-
IIUIO U PacIpOCTPaHECHUE MTATOJIOTHIECKUX OCIIKOB.

Onenka pacrpocrpanéaHoctu JIBJ B Poccum 1po-
BOIMJIACH TTO OIIPEACICHUIO JOJIM MAIIEHTOB CPeIy oopa-
TUBIIUXCS HA CIICHMAIM3UPOBAHHBIN IIPUEM: TT0 TaHHBIM
HayuHoro meHTpa ICHUXWYECKOTO 300POBBSI, OHA COCTaB-
nset 3,7%, BTopas 1o 4acToTe IIpUYKMHa OOpalleHui Mmo-
cie 6one3nu AnbireiiMepa (bA) [4], mo maHHBIM J1Tabopa-
Topuu namstTu KinnHuku HepBHBIX 0oJie3Helt uM. A 4. Ko-
JKeBHUKOBA — 7%, TPeThs IO YaCTOTE I1OCJIEe COCYIUCTOMR
nemeHuuu u bA [5].

Hecmotps Ha To, uto JIBJ cunTaercst BTopoi mo ya-
CTOTE IPUINHOI HelipomereHepaTUBHOM IEMEHIINH C paH-
HMM HavajioM [6], e€ IMarHoCTUKa BBI3BIBAET 3HAYMTEIIb-
HbI€ TPYIHOCTU, B OCOOEHHOCTH Y CIIELIMAJIMCTOB MEPBUY-
HOro 3BeHa. JInarHocTuka KIMHU4YecKux BapuaHToB JIBJ]
IIPOBOAUTCA Ha OCHOBAaHWU CYIIECTBYIOIINX MEXIyHa-
POIHBIX TMATHOCTUYCCKUX KPUTEPUEB U, B IIEPBYIO OYe-
penb, OCHOBaHA Ha BBISIBJICHUU TUITMYHOM KIMHUYECKOM
KapTuHbL. OTCYTCTBHE ITOCTYITHBIX OMOMapKepoB 3a00JIe-
BaHUSI, YaCTHINA AEOIOT C MOBEACHYCCKUX M IICUXUATPUIC-
CKHX CHUMIITOMOB, HEIOCTaTOYHAs WH(POPMUPOBAHHOCTH
CIIEIIMAJIUCTOB 00 3TOM 3a00JIeBaHUM SIBIISIIOTCSI OCHOB-
HBIMU IIPUYMHAME 3aI¢PKKHN B IIOCTAHOBKE TTPABIILHOTO
IarHO3a.

BaxxHocTh cBoeBpeMeHHOI nuarHoctuku JIB/I cBsiza-
Ha CO CHIDKCHHEM (DMHAHCOBOM U IICHXOJIOTMIECKOM Ha-
TPY3KH Ha CEMbIO TALIMEHTa, CBOEBPEMEHHBIM MHDOPMM-
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pOBaHUEM CeMbH MaIlMEeHTa O OTeHIINATLHEBIX ITPObIeMax
B OyayilieM, COCTaBJIeHUEM CTpaTeruu BeAeHUs MallMeHTa.
Kpome Toro, cymecTByeT HCOOXOOUMOCTh BEACHUS PeTH-
CTpa TaKMX IAIIMECHTOB C IIE€JbI0 MOHUMAHWS UCTUHHON
pacIpoCTpaHEHHOCTH JAaHHOTO 3a00JIeBaHUS CPEIN POC-
CUMACKUX MALMEHTOB M OLEHKW YacTOThl F€HETUYECKMX
dopMm. HeobXomnuMocCTh BBIACICHUS TPYMITBI MAllEHTOB
C M3BECTHBIMHU TeHETHMYECKUMM (DOpMaMU U aCUMIITOM-
HBIX HOCHUTEJICH B OTATOIIEHHBIX CEMbSIX CBSI3aHA C TEM,
YTO 3TO OCHOBHAS TapreTHAs IPyMIia I OyIyIIero maTo-
TeHETUYECKOTO JICUCHMSI.

Ilenbto cTaTbu SIBISIETCS 0030p OCOOEHHOCTE aua-
THOCTUKA ¥ O GepeHIIMATFHOTO IUarHo3a pa3InIHbIX
dopMm JIB/I u cyiiecTByIOLIMX CIIOCOOOB UX MEIUKaMEH-
TO3HOM 1 HEMETUKAMEHTO3HOM ITOIIEPKKHA.

AwnarHocTuka

JlvarHocTtuka pasiauuHbiXx noarunoB JIBJl ocHoBaHa
Ha BBISIBJICHMY TUIIMYHOTO KJIMHUYECKOIO CHHIPOMA T10-
CJIe MCKJTIOUEHMST APYTUX MPUYMH, JIyYIlle OObSICHSIOIINX
KJIMHUYECKOe TedeHHue 3abojieBaHus (cM. pasmen «dud-
¢depeHLIMANbHBINA auardHo3»). Ha ocHoBaHMM KIWHHWYE-
CKOM KapTWHBI BBIACIISIIOT IBa KJIACCHMYECKUX KIMHUYE-
ckux penorumna JIB/I: moBeneHuyeckuii BapuaHT (mBJIB/I)
U TIepBUYHYIO TIporpeccupytoinyio agasuo (ITITA). B 060-
HX CIIyJasiX TOJDKHBI OBITh YKa3aHMUS Ha MOCTEIIEHHOE Ha-
4yajio ¥ MpOorpeccCupoBaHue 3a00JIeBaHUS IO Pe3yJIbTaTaM
HaOJIIOMeHUS B IMHAMUKE WJIM COTJIAaCHO aHaAMHE3y.

Jnsa BepuduKalimi BO3MOXHOTO KJIMHUYECKOTO IHa-
rHo3a nBJIB/I Heo6X0aMMO BEISIBUTD 3 M3 TIEPEYNCIEHHBIX
TrpynIl CUMIITOMOB [7]:

1) pacTopMokeHHOe MOBeAecHME B IepBhie 3 Toja 3a-
0oJiIeBaHUS;

2) pa3BUTHE allaTUX/UHEPTHOCTU B IIEPBBIE 3 roaa 3a-
0oJieBaHUs;

3) HapylleHMe 3MIaTUM B MepBble 3 roma 3aboyeBa-
HUS;

4) pa3BUTHE TIepCEBEepALINiA, CTEPECOTUITNI, KOMITYJIb-
CHBHOTO, PUTYaJIbHOTO MOBEACHUS B IepBhIe 3 Toma 3a00-
JICBaHMS,

5) HapyuleHMs IUIIEBOro MOBENEHNUS;

6) XapakTepHBIi HEWPOIICUXOJIOTMYECKUI TTPODUIb
C BeAYIIMMM PEryJISITOPHBIMUA HapYIICHUSIMU IIPU OTHO-
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CHUTEJIbHOI COXpaHHOCTU NaMSITH M 3PUTEIbHO-TIPOCTPaH-
CTBEHHBIX (DYHKIIWIA.

ITpu 3TOM BaXXHO ITOMHUTH, YTO KOTHUTUBHBIC HApy-
IIeHUs] Y TaHHOW KaTerOpUM IAIIMEHTOB MOTYT OBITH CO-
XpaHHbI TIPU BBIMOJIHEHUU CTAHAAPTHBIX CKPUHUHIOBBIX
TECTOB, TaKMX Kak MoOHpeasibcKasl IIKajaa OIEHKN KOTHM-
TUBHBIX (yHKIIMHI mian KpaTkas mikana oleHKH IICUXuJe-
CKOI'0 CTaTyca, OCOOEHHO Ha HayaJlbHBIX CTaausix 3a00-
neBanus [8]. bonee 4yBCTBUTEABLHBIMU SIBJISIIOTCSI TECTHI,
BBISIBJISTIONINAE CITOCOOHOCTH NPUHUMATh PEINeHMS, ITIa-
HUPOBATh M pacIio3HaBaTh SMoLnu [9].

Oo6cyxnenue auarHosa IIITA BO3MOXHO MCKIIIOUM-
TEJIbHO B CUTYalMsIX, B KOTOPHBIX adaTMIecKue Hapyle-
HUS SABJISIIOTCS MEPBBIM U BELYIIMM CUMIITOMOM TE€YEHUS
3a00J1eBaHUs (B OTCYTCTBHE O9aTOBBIX M3MEHEHM 110 TaH-
HBIM HelipoBu3yanuzaunn) [ 10]. Hammane B KmTnHMYECKOM
KapTUHE, TIOMHUMO DPEUYEBBIX HAPYIICHUM, TOMUHUPYIO-
IIUX TIOBEACHYECKUX PACCTPOMCTB, COOTBETCTBYIOIIUX
KpuUTepUsIM BhIlLIEe, TIpeamnoaraet auarHo3 neJIB/I. A mo-
MHHHUPOBAaHUE aMHECTUYCCKUX U 3PUTEIBHO-TIPOCTPaH-
CTBEHHBIX HApYIICHW TpeOyeT MCKIIIOYEHMST IHarHo3a
BA ¢ ucnonb3oBaHMEeM COOTBETCTBYIOIINX OMOMapKepOB.
B 3aBucHMOCTH OT XapaKTepa HapyIIeHU peUn BBIICIISIOT
Tpu BapuaHTa I1I1A: arpammaruyeckuii (aBI1ITA), cemaH-
tnaeckuit (cBITITA) u moronmenmyeckuii (MBITITA) [10].

Jng aBITTTA xapakTtepHBl BhIpaXK€HHBIE HapyIIEHUS
MOTOPHOTO KOMITOHEHTa PEYeBOi MPOAYKIMH B BUIE
rpyooro CHuKe€HMs OErJIOCTU, HaJIMYUsI arpaMMaTU3MOB
(kKak B yCTHOH, TaK M B MIMCHbMEHHON pedn) W alpaKCUM
peun [10]. ITocnegHsisgs npencTaBieHa HEYyBEpEHHBIMU HC-
KaX€HHBIMUA TIOMBITKAMYU IIPAaBUJILHOTO MPOM3HOIICHUS
CJIOB ¢ yTpaToii Momyisiuuu peud. [Ipy aTOM moHMMaHue
0o0Opal€HHOM peyd B LIeJIOM, KaK MpaBUJIO, OCTAETCS CO-
XpaHHBIM, 3a MCKIIOYCHHEM TI'pPaMMAaTUYECKU CIIOXHBIX
KoHcTpykuuii. [To mepe nporpeccrupoBaHus 3a00J1eBaHUS
MOTYT TIPUCOCIMHSTHCS ITIOBEICHUYECKHME DPACCTPOMCTBA,
a TakKe HapacTaTh BBIPAXXECHHOCTH arpakCuu, KOTOpas
HEepeIKO 3aTparmBaeT JIMIIEBBIC MBI U KOHEYHOCTH,
B psie cayJaeB IIPUBOIS K KIMHUISCKON KapTUHE KOPTH-
ko6a3zanpHoro cuHapoma (KBC) [9]

cBIIITA cuuTtaeTcst HauboJiee YaCThIM BapUaHTOM Cpe-
o T1IIA, nist Hero xapakTepHO pa3BUTUE aHOMUYECKOM
acda3uu (IMarMeHT He CITOCO0eH Ha3BaTh OOBEKT 1 OIUCATh
ero mpenIHa3HAYCHKE) M HAPYIICHWI TIOHMMAaHUS OTIEb-
HBIX CJIOB 00palllEHHON peuy IpU €€ COXpPaHHbBIX 0ETI0CTH,
cuHTakcuce u menoauu [1, 10]. IIpu mporpeccupoBaHum
3a00JieBaHUsI, KaK TIPaBWJIO, pPa3BUBAIOTCS IIPU3HAKU
MYJIBTUMONAJIBHOI arHO3WMM, BBIPAaXKEHHBIC IOBEHCHYEC-
CKME pPacCTpOMCTBA, YTO NMPUBOIMT K Pa3BUTUIO CEMaH-
THyeckou nemeHuuu [11]. B HaGnogaemMoit HaMu Koropre
poccuiickux mauueHToB cBITITA BcTpeuaeTcst 3HAYUTENb-
Ho pexe, uem aBI1ITA.

Jna nBITITA, xak u mns cBIIITA, xapakTepHBbl Hapy-
IIeHUsI Ha3bIBaHUsI, OMHAKO MALIMEHT CIIOCOOEH ONMCATh
npenHasHayeHue oobekTa. Kpome Toro, mpu asIIITA ot-
MeJaeTcsl CHIKEHHME OCTJIOCTH pedyH, KOTOpoe B JaHHOM
ciaydyae CBSI3aHO C Tay3aMM M 3allMHKaMH IS ITOA00pa
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HeoOXoaumoro cjaoBa BBuay aHomMuu. [loHuMaHue 006-
paIgHHON peur B JaHHOM CJIydae ITOJHOCTBIO COXPAaHHO
(3a UCKITIOYEHWEM JUIMHHBIX CIIOXHBIX IPAMMAaTHYECKHX
koHcTpykumii) [10]. nBITTIA gBisieTcss OMHUM U3 pacIpo-
CTpaHEHHBIX ATUIIMYHBIX BapuaHTOB BA, mostomy mpu
BBISIBJICHUM JAaHHOTO (peHOTHUIA TpeOyeTcsl aHaIu3 COOT-
BETCTBYIOIINX OMOMapKepoB [9].

Hnsi xaxpgoro u3 mnoarunos IIIIA B kpurepusix
M.L. Gorno-Tempini 1 coaBT. TIpeacTaBieH HAOOP KIMHU-
YeCKHX XapaKTePUCTUK HAPYIICHUI peur, KOTOPBIC MOTYT
OBITh BBISBJIICHBI B Pe3yJbTaTe MOAPOOHOTO JIOTOIEANIC-
CKOT'0 OCMOTpPA M TIO3BOJISIIOT TPAaBWIHHO KJIaCCU(PUITIPO-
BaThb noaTunsl [10]. OgHako B psime cliydaeB y MallMeHTa
OIMHOBPEMEHHO MOTYT BBISIBIISITHCS TIPU3HAKHU Pa3TMIHBIX
nonturioB ITITA, yTo He Haé€T TOCTOBEPHO UX Kiaccudu-
LIMPOBATh B TOT WJIM MHOM TTOATHIL.

OtnmuuneM KiIvuHWYeckKoil kKaptuHbl JIBI sgBisercs
4acToe COYeTaHWe IMOBEICHYECKUX M/WIM pedYeBHIX pac-
CTPOMCTB ¢ ABUTATCIBHBIMU HAPYIICHUSIMU, TAKUMU KaK
6one3Hb apuratenbHoro Heiipona (BJIH) m mapkmHco-
HHU3M, B TOM YHUCJIE C CHHAPOMAMU aTUIIMIHOTO MapKUH-
COHM3MAa, TAKMMHU KaK IIPOrpPEeCCUPYIOIINU HAaTbsIAePHBIA
mapanuy (ITHIT) u KBC. Cumnromsr BJIH warme Bce-
ro Bcrpevarorcd npu nBJIB — B 15—30% cay4yaes [12],
B 18% cnyuaeB npu aBlIlIIA, B 5% cnydaeB npu cBIIITA
[13]. YuuTbIBast JOCTaTOYHO BBICOKMIA IIPOLIEHT BCTpeUae-
moctu B/IH cpenu nsJIB/I u aBIIIIA, cnenyeT nposiBiasiTh
TOTIOJTHUTEIBHYIO HACTOPOKEHHOCTh B IIaHE MaHUdecTa-
uuu b/IH BBUIY OTJIMUHOTO MPOTOKOJIA BEACHUS U XY/I1LIE-
rO IMPOTHO3a TAaHHON KaTeropyuy NMamueHTOB. CHUMITTOMBI
IMApKMHCOHM3Ma BCTPEUYAIOTCS TOPA3I0 Jallle Cpeau Malln-
eHToB ¢ JIBI — no % ciyudaes. [1pu 3TOM NapKUHCOHU3M,
KaK TIpaBUJIO, XapaKTepH3yeTcs pa3BUTHEM TUIIOKWHE-
3UU B OTCYTCTBUE BBIPAKEHHOI MBIIICYHON PUTUIHOCTHU
1 TpeMopa (B pse CIyJIaeB BCTpedaeT IMTOCTypaTbHO-KIUHE-
TUYECKUI TPEMOp U axe TPEMOp ITOKOST) C OTCYTCTBHUEM
peakuu Ha gopaMuHeprudeckyro repamnuio [14]. Y Heko-
TOPBIX MALIMEHTOB ABUTATCIbHBIC HAPYIIEHUS MOTYT OBIThH
KjaccupuuMpoBaHbl B (DEHOTUIT CMHApOMa PuuapacoHa
(KoMOMHAIIUST BEPTUKAIBHOTO HAIbSIICPHOTO I1apajiy-
Yya B30pa M IOCTYpaJbHBIX HAPYIICHHUI), TUITMYHOTO IS
ITHII, umm B benorunn KbC (coueTaHre acMMMETPUYHOTO
MApKWHCOHU3MAa/IUCTOHUN C MUOKJIOHUSIMU/aTIpakcueit
KOHEYHOCTH/KOPTUKATbHBIM CEHCOPHBIM JIe(UIIUTOM/
acdasueii). B maHHBIX cIydasx IMpoOBeAcHHUE TOCTOBEPHO-
ro KJIMHUYEeCKOro nuddepeHINaIbHOTO TMarHo3a MEXIy
JIB u 4R-taymatusimu (KBC u ITHIT) He nipencrasmsiet-
Csl BO3MOXKHBIM.

Bo3MOXXHOCTN NapaKNNHN4YECKON ANAarHoCTUKN

CTpykTypHasg M (QyHKUMOHAJIbHAS HEWpOBU3yaIu-
3alMsI B BUIE MAarHUTHO-PE30HAHCHON ToMorpaduu
(MPT) rosoBHOrO MO3ra WM TMO3UTPOHHO-IMUCCUOH-
Hoii Tomorpaduu ¢ dpropaezokcuraokosoin (IDT-OIT)
MOXKET OBITh MCIOJIb30BaHA C IIEJIbIO0 MOBBIIICHMS THA-
rHo3za neJIBJl wiu mo6oro u3 noarumnos I1ITA go ypos-
Hs «BeposiTHOro» [10, 15]. ITpu atom npu nsJIBJI MoxkeT
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BBISIBJISITBCSI JIOOHAsI Y/WIW TIEPEmHSISI BUCOYHAsl aTpo-
¢us no manneiM MPT wnm runonepdys3us Tex Xe 30H
nmo maHHbIM [IDT. [JaHHBIE M3MEHEHUS MOTYT HOCHUTH
KaK CHMMETPUYHBINA, TaK M aCMMMETPUYHBIA XapakTep
(puc. 1) [15]. dna aBITITA xapakTtepHa THnoTpohus 1/ Win
runonepdy3usi B 00JIaCTU 3aJHUX OTIEIOB JTOOHOI nonau
u octpoBka cieBa; misd cBIIITA — runorpodust u/wnm ru-
IMOMeTa00JIM3M B IIEPEIHUX OTAeTaX BUCOIHBIX JOJICH; IUIsT
nBIIITA — runorpodus u/vumu runoMeTadoan3M B 00JIa-
CTU 3adHEl IEPUCUILBUEBOM 30HBI WJIM TEMEHHOM HOJIU
MpenuMylIecTBeHHO cieBa [10].

Hcnonb3oBanue [1DT-OAT y mauuenTos ¢ JIB ¢ 1e-
JIbIO TIpOBeleHUs auddepeHIabHOrO AMarHo3a ¢ apy-
TMMH YaCTBIMM JIEMEHIIMSIMU, TAKUMHU Kak BA u memeH-
ums ¢ Teapiamu Jlesn (JITJI), umeer cBom HioaHChI [16].
Hanpumep, B pekomeHpanusix EBporieiickoii akageMuu
HEBPOJIOTMM HAa OCHOBAHWM SMITMPUYECKON OLICHKU HC-
CJICIIOBAHUIA IO 3TOMY BOIIPOCY OBLJIO ITOKA3aHO, YTO C IO~
MOILBIO JAHHOIO METOJA <«XOPOIIO» MOXKHO ITPOBOIMTH
mnddepeHIMaNbHBIA IuarHo3 Tonbko Mexny bA u I TJI,
torma kak mexny JIBJL m BA manHbIif MeTom Imomoraer
«yIOBJIETBOPUTEJIBHO» U <«IIJIOXO» ITOMOTAeT B CIIydasix
aTUNUYHBIX BapuaHToB BA [16]. JlaHHBIE O TTOJE3HOCTH
HCIIONIB30BaHMSI JAaHHOIO MeToja B nuddepeHInanIbHOM
nmunarnose JIBJ ¢ ATJI orcyrerBytor [16]. Takum o6pasom,
B cllydae HeOoOXOOMMOCTH TpoBeneHUs AuddepeHIalb-
Horo auarHo3a ciydaeB JIBI u BA cienyer ncrnosib3oBaTh
METOIbl «30JI0TOr0 CTaHAapTa» MOCTAHOBKM IMarHo3a
BA Ha ocHoBaHMU GMOMapKepoB — OeTa-amwiounaa 1-42

D E

Puc. 1. MatTepHbl aTpodum npu pasnnyHbix BapuaHTax JIBA.
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n pochopuarpoBaHHOro Tay B nukBope uiau I19T ¢ nn-
raHgamu K amuiaouny v tay [17].

B cinyyasix ¢ OTSTOLIEHHBIM CEMEMHBIM aHAMHE30M
BBITIOJIHEHHE TEHETUIECKOTO TECTa MOXKET MCITOJIb30BaTh-
csl B BHUIE OOCTYITHOTO B HACTOsIIEe BpeMsl OMoMapKepa
JIBJI BBUAY TOro, YTO BBISIBJIEHME MATOT€HHOW MyTallvu,
KaK " Bepu(dpUKaIus MaToJIOTHISCKOTO TIpoliecca Mo TaH-
HBIM MOP()OJIOTMIECKOT0 MCCASIOBAHUS, COTIACHO MME-
IOLLIMMCS KPUTEPUSIM, TTOBBILLIAET TOUHOCTD auarHo3a JIBJ]
1o noctoBepHoro [10, 15]. I[Tpu aToM mox OTITOIMIEHHBIM
CeMeTHBIM aHAMHE30M ITOIPa3yMeBaeTCsI BBISIBICHUE CITy-
yaeB OeMEHIINM, ada3uM, MOBEICHYCCKUX HapPYIICHUIA,
ncuxuaTpudyeckux 3aboseBaHui, mapkuHconusma u bJIH
cpenu POACTBEHHMKOB TIEpBOI cTereHu ponctBa [18].
Cremyer MIOMHUTH O TOM, YTO C BO3PAacTOM ITOBBIIIACTCS
BEPOSITHOCTb KOTHUTUBHBIX U JIBUTATEJIBHBIX HaPYIICHUI
Pa3IMYHON STUOJIOTUU, TTOITOMY MPU OTCYTCTBUU TOKY-
MEHTAJIbHO MOATBEPKIEHHBIX CIIydacB 3a00JIeBaHUN POI-
CTBEHHHUKOB OTATOIIEHHOCTb CEMEITHOTO aHaMHe3a CIIeIy-
eT OLICHMBATh KpUTHIECKU. B HacTosIIIee BpeMs OIMcaHO
0O0JIBIIIOE KOJIMYECTBO MyTallHil, HAanboJIee YaCTIMU 13 KO-
TOPBIX SABJISTIOTCS MyTauuu B TeHax CY9orf72, GRN u MAPT
[19]. Anst poccuiickoit KOrOpThI MAIIMEHTOB HamboJIee Ja-
CTO BCTpeYaeMbIMHU SIBJISIOTCS MepBbie 1Ba BapuaHTa [20].
IIpu 3TOM BaXHO MOMHMTB, YTO KIMHUYECCKUN (DEHOTHIT
MaIMeHTOB ¢ MyTanuei B reHe CYorf72 HepelKo BKIIIOYaeT
CcoYeTaHME TTOBEICHUECKNX W/MJIA PEUYEBBIX PACCTPOICTB
¢ cumntoMamu b/IH, a cama Myranusi mpeacrasisieT Co-
00lf KCIAaHCUI0 TEeKCAHYKJICOTHIHBIX ITOBTOPOB, KOTO-

A — neJIB[] (cummeTpryHasa N06HO-BNCOYHO-TeMeHHasA aTpodus); B — aBlMIMA (n06HO-BUCOUYHO-TEMEHHas aTpodUs C aKLEHTOM CeBa);
C — cBIMMA (no6HO-BUCOUYHO-TEMEHHAA aTpodurA C aKLLEHTOM CNeBa, BKYas nostoc Bucka); D — nelMMA (cummeTpuyHaa runotpodus
BMCOYHO-TEeMeHHO obnacTn); E— neJIB], accounmpoBaHHbIli C 3KCNAHCUEN reKCaHyKNeoTUAHbIX NOBTOPOB B reHe C9orf72 (cummeTpuu-
Han NobHo-BMcoyHas atpodua); F — neJIB[, accoummpoBaHHbIi ¢ MyTauumeit B reHe GRN (no6HO-BMCOYHO-TEMEHHaA aTpoduaA C akLieH-

TOM CrpaBa).

Fig.1. Atrophy patterns in different variants of FTD.

A — bvFTD (symmetrical frontal-temporal-parietal atrophy); B - avPPA (frontal-temporal-parietal atrophy with an accent on the left);

C — svPPA (frontal-temporal-parietal atrophy with an accent on the left, including the temporal pole); D — IvPPA (symmetric hypotrophy
of the temporo-parietal region); E— bvFTD associated with expansion of hexanucleotide repeats in the C90rf72 gene (symmetric
frontotemporal atrophy); F — bvFTD associated with a mutation in the GRN gene (frontotemporal-parietal atrophy with an accent on the

right).
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pas He BBISIBIISIETCSI METOIaMU MacCOBOTO ITapaJlIeIbHOTO
CEKBEHUPOBAHUS U TPEeOYeT OTAETBHOTO aHAIN3a METOIOM
¢dparMeHTHOro aHanu3a [21]. Myrauun B reHe GRN, Kak
MPaBUJIO, TPEACTABIISIIOT COO0M OTHOHYKJICOTHUIHBIC 3a-
MEHBI WIN IeJIeUWH/IyTumKaiuy [22], KOTOpble MOTYT
OBITh BepU(DUIIMPOBAaHBI CeKBeHUpOBaHUEM 10 CaHTEepy
WJIN METOIAaMM MAacCOBOTO IapajuIeIbHOTO CEKBEHMPOBA-
HUsI, OJHAKO OMHUCAaHbI U 0oJiee KPYIHBIE MEPECTPONKH,
WISHTU(DUIIMPYEMBIE ¢ TIOMOIIBIO METOIA MYJIBTHILICKC-
HOM aMITTU(UKALIY IMTUPOBAHHBIX 30HIOB [23].

B ciryyae Hanmumsa «kKpacHBIX ¢jiaroB» (OBICTpoe Te-
yeHre 3a00JIeBaHUsI, SIUJICTICUS B KIMHUIECKON KapTH-
He, BocnaJiuTeJibHble U3MeHeHUs 1o AaHHbIM MPT wnu
B JIMKBOPE), aTUMTUYHBIX CUMIITOMOB B KIIMHUYECKOM Kap-
THHE ¥ HEOOXOTMMOCTH HCKIIOUECHUS ayTOMMMYHHOTO
9HIIe(haTUTa MOXET ITOTPeOOBaThCSl aHATIM3 KPOBU U/WJIN
epeOpPOCITMHAIBHOM XXMIKOCTH Ha aHTUTe A (HarmpuMmep,
aaTu-NMDA u np.). B 1TaHHOM KOHTEKCTe TaKKe MOJIE3HO
IJ1s TIpoBeaeHUs tuddepeHINaTBLHOTO AUAarHO3a PYTUHHO
BBITIOJIHSITh JAHHBIM TIAIIMEHTaM 3JIEKTpO3HIIedazorpa-
U0 ¢ 1Henablo BepuduKaLU SNUIenTU(GOPMHON aKTUB-
HOCTH, XapaKTepHOM, B YAaCTHOCTH, IJIT ayTOMMMYHHBIX
9HIIe(ATUTOB, WX TUITMIHBIX M3MEHEHUM, XapaKTePHBIX
IUIST TIPUOHHBIX 3a00ieBaHmit [24].

OndPepeHumnanbHbIl AUArHos

JduddepeHuManbHbI IUarHo3 TpedyeTcs MTPOBOINUTD
CO BTOPMYHBIMM MNPUYMHAMU KOTHUTUBHBIX HapYIIEHUMA
U JPYTMMMU HeWpoAereHepaTUBHbBIMU 3a00JIEBAaHUSIMU.

B xauecTBe BTOPMYHBIX IPUYMH MOBEACHYCCKUX, PEUCBBIX
pPacCTPOMCTB M U3MEHEHMST IMYHOCTH, XapaKTEePHBIX IS
nauueHToB ¢ JIB/I, MOryT BBICTYIATh pa3iMyHbIe CTPYK-
TypHBIC U3MEHEHMS (PHC. 2), ayTOUMMYHHBIE SHIIehanm-
THI, IeTIpeCcCUsi, HOpMOTeH3UBHas runporedanus. Cremy-
€T YIUTBHIBATh, YTO MOCJICTHSSI HEPEIKO COYETACTCS C pa3-
JINYHBIMU HeHpoIereHepaTUBHBIMM 3a00JIEBAHUSIMU, UTO
MOXKET CHMKATh 3(D(EKTUBHOCTD ONIEPATUBHOTO JICUCHUS
B OTCYTCTBUE BhIPaXKEHHBIX ABUTATEILHBIX PO0JIeM [25].
AYTOMMMYHHBIE 32HIE(DaIUTEl MOTYT BCTPEYaThCS
HE TOJIbKO CPeIr MOJIOIBIX TTAlIMeHTOB. TakK B OMHOM U3 Ha-
LIMOHAJIPHBIX KOTOPTHBIX HAOIIONATEIbHBIX UCCICIOBAHMI
B Hupepnanmax ObLIO IMOKa3aHO, YTO Cpedy MalMeHTOB
C ayTOMMMYHHBIMHM 3HIIeaTuTaMu 00J1ee TTOJIOBUHBI OBLITH
B Bo3pacrte cTapiiie 45 jieT, u3 Hux 38 % yaoBIeTBOPSLIN KpU-
TEPUSIM IEMEHIUM 0e3 SIBHBIX SMUJICTITUICCKUX COOBITUIA
B Hauase 3a0oseBanus [26]. IIpy 3TOM y MTOJTOBUHBI 3THX
MMAlIMEHTOB OTMEYAJIOCh MENJICHHOE TeUeHMe 3a00IeBaHMUs,
y psiia M3 HUX OTCYTCTBOBAJIM BOCITAJIUTEIbHBIE NU3MEHEHMS
Ha MPT u B uepeGpocnmMHaIbHON XUAKOCTU, TUMTUYHbIS
snwIenTudOpPMHBIE W3MEHEHUs Ha 3JIeKTPO3HIedaIo-
rpaMMe; y HEKOTOPBIX OTMEYAIUCh TUITMYHbBIE U3MEHEHUS
OMOMapKepoB JIMKBOpa, TaKMX Kak Oerta-amuioun 1-42,
dochopmpoBaHHbIi Tay OeoK 1 6eok 14-3-3 [26]. Beé
3TO TOBOPUT O TOM, YTO TECTUPOBAHUE Ha CIELIM(UYHBIC
aHTUTEIa MOXET ObITh HEOOXOOMMBIM JaXe Y ITallMeHTOB
C BIIEPBBIC PA3BUBIIMMKCS KOTHUTUBHBIMU HapYIICHUSIMU
OoJtee cTapiiero Bo3pacra (crapiie 45 jeT), 0COOeHHO eClIu
UMEIOTCS «KpacHbIe yiarn» (OBICTPOE TTPOrpecCUPOBAHUE,

Puc. 2. MPT ronoBHOro Mo3ra nauveHTKku 58 net ¢ KnmHnyeckum peHotmnom neJIB[, cumnToMbl KOTOPOI NMPOrpeccrpoBany B Teye-
HVe rofa Ao NONIHOro HapyleHUA camoob6cnyxusaHus. Mo pesynsbratam 6uoncnn BepuduLmpoBaHa rnmodnacToma.

A,B—T2,C—T2 Flair.

Boiagnatorca Y4YaCTKN TMNEPUHTEHCUBHOIO CrHana B 061acTn MO30/INCTOrO Tena, B BUCOYHbIX OONAX, 6a3anbHbIX oTgenax NOGHbIX no-

Nen, oyar B rofioBKe XBOCTaToro Ajpa cne.a.

Fig. 2. Brain MRI of a 58-year-old female patient with a clinical phenotype of bvFTD, whose symptoms progressed over a year to a
complete impairment of self-care. Based on the results of the biopsy, glioblastoma was verified.

A,B—T2,C—T2 Flair.

Hyperintense signal areas a detected in the area of the corpus callosum, temporal lobes, the basal parts of the frontal lobes, and a focus

in the head of the caudate nucleus on the left.
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OTKJIOHEHMSI 110 JaHHBIM MTHCTPYMEHTAIBHBIX 1 Tab0opaTop-
HBIX MUCCICI0BAHNM, IONO3PEHME HA STIMJICNTUYECKUIA CUH-
IIPOM), BBUIY XOPOIIEro OTBETa JAaHHOW KaTeTOpUM ITaIly-
€HTOB Ha MMMYHoTepanuio [26]. I1Ipu 3ToM rmoBeneHYecKe
U peueBble paccTpoiicTBa, TunuuHbie 1is1 JIB/, Haubomee
xapakTepHbl 1t NMDA-sHuedanura [26].

OTOeNpHYI0 CIOXHOCTD IIPEACTABIISIET IIPOBEACHMUE
mnddepenumnansHoro nuardHo3a nsJIB/I ¢ mepBUYHO nicu-
XUATPUIECKUMM PACCTPOMCTBAMM, a TaKXKe BBIACICHUE
rpynribl MalUMeHTOB C HavyaJlbHbIMU cTaausmMu neJIBJ
B BUIE IICUXUATPUUCCKMX CUMNTOMOB. [1lo maHHBIM JIn-
teparypbl, 10 50% ciayyaeB nBJIBJ] uMMeOT mepBUYHbBII
MCUXUATPUUECKUI OMArHO3, 3a CUET Yero 3aAepXkKKa B MO-
craHoBke nuarHosa nsJIB/I cocrasmsieT mo 5—6 ner [27].
Mg puddepeHMalbHOIO AMAarHo3a IpeajaraeTcs UC-
noab3oBaHue cTpyKTypHoii MPT B pexxume T1 1151 BbIsSIB-
JIeHUusI aTpodUIeCKUX M3MEHEHUI, OLIeHKA ITOTEHIINATb-
HO pOJIM TOBBILIEHNS CONEPKAHUS JIETKUX LIETIel HEMPO-
(bumaMeHTOB B 1IepeOPOCTIMHATIBLHOM XKUIKOCTH, a TaAKXKe
MIPOBEICHNE TEHETUYECKOTO TECTUPOBAaHUS (B OCOOCHHO-
CTU BBISIBJIeHHE MyTanuii B reHe C%orf72 BBUOY 9aCTOM MX
BCTPEYaEMOCTH KaK CpeIr CEMEWHBIX, TaK U CPEIU CIIopa-
IAYECKUX ciaydaeB) [28].

Eé 6omee caoXHBIM SABISETCS MpoBeneHue nudde-
peHuuanbHOro auarHosa JIBJl ¢ npyrumu HeiiponereHe-
pPaTUBHBIMM 3a00JICBAHUSIMU BBUOY YacTOIO IIEPEKPHI-
BaHUS (DEHOTHUIIOB U OTCYTCTBUSI MOCTOBEPHBIX pa3rpa-
HUYHMBAOIINX OMOMapKepOB B KIMHMYECKOW ITPAKTHKE.
B Hacrosiiee BpeMsi TOCTYITHO JOCTOBEPHOE ITPOBEICHIE
nudbepeHIIMaTbHOTO JUAarHo3a ¢ aTUITMYHBIM TTOBEICH-
yecKUM BapuaHTOM BA Ha oCHOBaHUU OLIEHKU OHOMap-
KepOB IHepeOpPOCTIMHAIBHON KUAKOCTH (OeTa-aMUIOn,
dbochoprmpoBaHHbIil Tay 6eok) wim [19T ¢ muranmom
K aMujIouay/Tay Oenky (IocjeaHee B HACTOSIIEE BpeMsi
He moctymHo B Poccun). IIpoBeneHue ke 1OCTOBEpPHOTO
KIMHUYEeCKOro nudhepeHINaJIbHOTO IHAarHo3a MEXIY
KopTtukobOa3anbHoOi nereHepauuii u ITHII ¢ moBeneHue-
CKUMU paccTpoiicTBaMu U ciaydasimu JIBII ¢ cumnromamu
ITHIT u KBC B HacTos11Iee BpeMs He IPeICTaBIsSIeTCs BO3-
MOXKHBIM I10 TIPUYUHE OTCYTCTBUSI TUITMIHBIX OMOMapKe-
POB JaHHBIX 3a001€BaHMIA.

ITpoBenenre nudpdepeHIMaTLHOTO JUarHo3a ¢ 60Je3-
Hblo KpeitTidenbara—AxKo6a BO3MOXKHO MYTEM BbITIOTHE-
HUS PYTMHHOWN 3JeKTposHuUedanorpadum [24], aHanmza
nzoopaxkenuiit MPT B pexume IBU, reHeTnyeckoro te-
CTUPOBAHUS Ha HaMuue MyTtaluu B reHe PRNP B ciyvae
ceMeiHbBIX (bopM, a TakKe aHaaM3a JIMKBOpAa Ha HaJIWdIue
nmaToyiornueckoro oenka 14-3-3 (mmociegHee B HacTosIIee
BpeMsI He TocTyITHO B Poccun).

MeaunkameHTO3HOE N HEMeANKAMEeHTO3Hoe

neueHne JIB

ComnTacHO «TOKCHUYECKON TeOpHH» OCHOBHBIM 3TAallOM
pa3BUTUS HelpoaereHepaTUBHOTO Mpoluecca mpu JIBJI sB-
JIIETCSl BHYTPUKJICTOYHAST aKKyMYJISILIMSI pa3IMYHbIX Oell-
KoB, Takux kKak TDP-43, ray u FET [3]. OnHako, HecMOTps
Ha HECKOJIbKO JECITKOB MPOMOIKAIOIIMXCS KIMHUYECKUX
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nccienoBanuii, 3pHeKTUBHON JOCTYITHOI 001e3Hb-MOIN-
dunMpyoonei Tepanuu I JaHHOM KaTeTOPUHY MallueHTOB
He cymiecTByerT. JlocTymmHas Ha JaHHBIM MOMEHT (hapMaKo-
Joruueckas Teparnus nauueHToB ¢ JIB/] cocpenoroueHa Ha
KOHTPOJIC KIIMHUYECKUX CUMIITOMOB 3a00JI€BaHUSI C LIETBIO
VIYYIIeHUs KavyecTBa XXM3HM IMAIlMEHTOB. YUMTHIBAsI, YTO
B HACTOSIIIEe BPEMsI OTCYTCTBYIOT KIIMHUYECKUE PEKOMEH-
nauuu a1t JedeHus: nauueHTos ¢ JIB/I, B HamucaHuu naH-
HOTO pa3/esa Mbl BOCIIOIb30BAIMCh aHAJIM30M CUCTEMAaTH -
JeCKMX 0030pOB, KacaloIIUXCs 3TOT0 BOIIpOCa.

DPPeKTUBHOCTD (hapMaKOIOTMYECKNUX BO3IEICTBUI
Ha cumnrtoMbl JIBJl onenuBaiacek B 4 cucreMatuye-
ckmx o63opax 3a 2010—2020 rr. [29—32]. Haubonpimmit
MHTEpeC TIpeacTaBisieT CO0OKM cucTeMaTuyeckKuil o0-
30p 3a 2020 r., BBUOY TOTO, YTO OH SIBISIETCS Hauboee
IOJIHBIM M OIleHKa 3(POEeKTUBHOCTH HPOBOAUIIACH IS
KaXOaoro cuMnroma TeKyliux kputepueB nsJIB: ama-
THU, PACTOPMOKEHHOCTH, HApYyIICHWS CHUMIIATUU WU
SMITATUU, TUTIEPOPATBLHOCTH, CTEPEOTUIIUU, PETYIISITOP-
HBIX HapyIICHWH U ACNpeccruM (YIUTHIBAasT €€ BBICOKYIO
pacripocTpaHEHHOCTh cpeau mauueHToB ¢ JIBH) [32].
JlaHHBII cUcTeMaTH4YeCKUii 0030p ocHOBaH Ha 11 paH-
MIOMHU3UPOBAHHBIX KOHTPOJMPYEMBIX MCCIEIOBAaHUSIX
(PKH), 8 OTKpHITBIX McCIAeqoBaHUSgX, | MCCIeqOBaHUMN
MMPOBEPKU KOHLETWN W 3 ONMMCAHUSIX CEPUU KIMHNYIC-
CKUX cliydaeB (ITpoaHaIM3upPOBaHbI JaHHBIE 573 mamueH-
TOB 3a TocyienHue 15 ner).

CornacHO UMEIOIIMMCS JAHHBIM UIS JICUSHUS araTuu
y nmateHToB ¢ BJIBJI, MoryT GbITh 3 GheKTUBHEI 6 Iperna-
paToB, KOTOpHIE TTOKa3au cBolo 3¢ dekTnBHOCTL B 4 PKU
(aroMmesiaTuH, AeKCTpoaMdeTaMrH 1 OKCUTOLIMH) [33—36],
1 OTKPBITOM MCClIeIOBaHUM (MIOKyKaHCaH — CMECh TpaB,
WCIIOJIb3yeMasi B TPAOAULIMOHHOM SIIIOHCKOW TPpaBHOM Me-
muuuHe) [37] 1 1 uccnenoBaHUM MPOBEPKU KOHLIETILIMKA
(cyBeHelin — nuiIeBast 1o6aBKa, MpeacTaBlsionias coooi
CMeCh BUTAMUHOB, MUHEPAJIOB M Pa3IMYHBIX IIpEdIIe-
CcTBeHHUKOB MeTabonutoB) [38]. IIpu 3TOM aBTOPHI OT-
MEUal0T, YTO BBUAY BapuaOEIbHOCTH ITPOIOJLKUTEIBHO-
CTH MCCJIEIOBAaHUS M OTCYTCTBMS JAHHBIX O crielrduye-
CKMX MCXOJIaX HEBO3MOXHO ClieaTh BBIBOI O TOM, KaKoe
W3 BO3ICHCTBUIT OKa3bIBaeT HAaMOOJIbIIICE BIUSIHIE Ha ara-
ti10. B 3 ncciaenoBaHusx rmoka3aHo oTcyTcTBue 3¢ deKra
MeMaHTHHA B JiedeHnu cumnTomoB nBJIB/I [39—41], npu
5TOM B 2 UCCJICIOBAHMSIX TTIOKA3aHO YXYIIIIEHUE TTIOBEICH-
YeCKHUX CUMIITOMOB Ha (hoHe ero mpuéma [39, 42].

VYMeHbIIeHWEe  BBHIPAXXEHHOCTH  PacTOPMOXKEHHO-
CTU BBISIBJICHO B PE3yJIbTaTe IMPUMEHEHMS 5 IperapaToB
(mexctpoamperamMrHa, OKCUTOLIMHA, TPA30I0HA, MApOK-
ceTrHa, MeTWI(heHnnara), 3hhHeKTUBHOCTh KOTOPBIX OIie-
nuBaigack B PKU [35, 36, 43—45]. KpoMe Toro, mokasaHa
3¢ GeKTUBHOCTD 3 TIperaparoB (LIUTaloMpaMa, HOKyKaH-
caHa ¥ PUBACTUTMHHA), KOTOPBIC OIICHUBAIMCH B OTKPBI-
TBhIX UcciienoBaHusix [37, 46, 47]; 1 npenapata (cyBeHeiina),
3((HEKTUBHOCTh KOTOPOTO OLIEHMBAIACh B UCCICAOBAHUM
MpoBepku KoHuenuuu [38], n 2 npemnapaToB (TperapaThbl
JINTUST 1 MEMaHTUHA), 3G GEKTUBHOCTD KOTOPHIX OIIEHM-
BaJIach Ha OTIMCAHUM cepuM ciaydaeB [48, 49]. OnHako Tak-
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K€ UMEIOTCSI TaHHBIC O TOM, YTO OKCUTOIIMH MOXKET yCH-
JINBaTh TIPOSIBICHUSI TUIIEPCEKCYAIIbHOCTH Y ITaIllMeHTOB
c neJIBJ [34].

B 2 PKHM coob6iaercss 06 adpdexre mpuémMa MHTpa-
Ha3aJIbHOTO OKCHUTOILIMHA M MMApOKCETUHA Ha TTOBBILICHUE
YPOBHS 3MITATHM U TTO3UTMBHOIO COIMAIIBHOTO ITOBEIEC-
Hu [34, 44]. B HeCKOBKMX MCCIeAOBaHUSX TTOKa3aHa 3(-
(EeKTUBHOCTD Pa3IMYHBIX TIPEIapaToB Ha BHIPAXKCHHOCTD
TUNEPOPATBbHOCTH: 3(P(PEKT OKCUTOLIMHA, TPa30J0HAa U TTa-
pokcetnHa oueHuBaicsa B PKU [36, 43, 44]; adpdexT diy-
BOKCaMWHa, HOKyKaHCaHa W pUBACTUTMUHA — B OTKPBI-
TeIX uccnenoBanusx [37, 47, 50]. DddexkTuBHOCTL hap-
MAaKOJIOTMYECKOM KOPPEKIIMU CTEPEOTUITHOTO TTOBEACHUS
MoKa3aHa IS KJIOMUIIpaMuHa, (hIyBOKCaMMHA M HOKY-
KaHCaHa B 2 OTKPBITHIX UCCIEN0BAHUSIX U | cepuu ciydaes
[37, 50, 51]. Hu B omHOM M3 BKITIOUEHHBIX B JAHHBIN CHUCTE-
MaTUYECKU 0030p UCCeIOBaHUI HE MOKAa3aHO yIydlle-
HUsI peryJIITOpPHBIX GYHKLMI Ha poHe Teparnnu [39, 42].

Pe3romupysi, aBTOpHI caemaiy BEIBOA O TOM, YTO HaM-
0oJiee IMPOKUM CITEKTPOM BO3IEICTBUSI Ha MOBEACHYEC-
CKME CUMIITOMBI 00JIafnaloT 4 Ipernapara: Tpa3oaoH, pruBa-
CTUTMMH, HOKYKaHCcaH U cyBeHeua. [1pu aToM Hanydinui
a3 dexT (corimacHo cTeneH U3MeHeHUsT Oajia HeMpOoTICh-
XHMATPUIECKOTO ONPOCHMKA) OKA3bIBAIOT TPA30IOH, pPHBa-
CTUTMMH U IIATajgonpam [32].

CucreMatTndeckKuii 0030p IO HeMeIMKaMEHTO3HBIM
crocobaM KOppeKIUu MmoBeaeHuYecKux cumiTomMoB JIB]]
IToKa3aJj, YTo aJeKBaTHasl JoKa3aTeIbHas 6a3a 1o JaHHO-
My Bompocy otcyrcTByeT [52]. Hemoctatok PKM moxer
OBITh CBSI3aH C PEIKOCTHIO 3a001€BaHNST, TPYAHOCTSIMU 110~
CTAaHOBKM NIHMAarHo3a, KOHTPOJISI MCXOMOB BMEIIATEILCTBA
BBUIY OTCYTCTBUS TOIXOMSIINX WHCTPYMEHTOB (CIICIIM-
aJM3MPOBAaHHBIX ITKaJI), KOHTPOJISI 32 MHOTMMM COIIYyT-
CTBYIOIIUMU (haKTOpaMu (COLIMATBHO-TICUXOJIOTMYecKast
cpena mauMeHTa, B3aMMOOTHOIICHMST YXaXKMBAIOIINX JIMIT
¢ maneHTaMu). EcTb Tuiib HeOOJIBIIOE YMCIO OTKPBITHIX
HCCIIeIOBaHUM, B KOTOPBIX ITOKA3aHO, YTO CTPATeTUH Ha-
MpaBJICHUS TTIOBEICHUS TTAIIMEHTOB M CHIKEHUE TUCTPEC-
ca yXaXXMBaIOUIUX JIUIL MOTYT ObITh 3(P(PEKTUBHBIMU [52].

VYuuteiBasi, utro cumnTomsl JIB/I, Kak mpaBuio, pas-
BUBAIOTCSI B MOJIOAOM BO3pacTe, OHU CUJIBHO BIIUSIOT
HE TOJBKO Ha (PU3UYECKU U COLIMATIBHO aKTUBHBIX Mallv-
€HTOB, HO 1 Ha UX OJM3KMX. YXaXuBalollye 3a MaluueHTa-
mu ¢ JIB/I cooO1iator, 4To HauboNbIIUN TUCTPECC BbI3bI-
BaeT 3a7eprkKa C IOCTAHOBKOM BepHOTro AuarHosa [53, 54].

K OCHOBHBIM TpPYyIHOCTSIM yxoda 3a IallMeHTaMUu
¢ JIBJI otHOCHT:

1) cymecTBytoniee npeayoexneHue, 4To JeMeHIST —
9TO 3a00JIeBaHME TTOKMJIBIX JIIOIEH, B CBSI3M C YEM OTPaHM-
YyeHa MoaIepxKa nmpocecCMoHaILHOTO COODIIEeCTBa;

2) BBICOKasl 4acTOTa M3HAYaJIbHO OIIMOOYHOTO Jua-
THO3a, YTO MPUBOAMUT K HEaIeKBATHOMY JICUCHHUIO;

3) oTcyTCTBME 3HAHUI U TTOATOTOBKYU YXaXKMBAIOILIETO
K TTOBEACHYECKM CUMITTOMAaM MallueHTa;

4) HemocraToyHOE (hMHAHCHUpoBaHUE [55—57].

Bo MHOrmx mcciemoBaHusIX ObLIO ITOKA3aHO, YTO Ha-
rpy3Ka Ha yxaxkuarollux 3a nauueHtamu ¢ JIBI HamHOro
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oosbie, yeMm npu BA [53]. MHorue yxaxupalolye oTMe-
YaloT, YTO HEe YIOBJIETBOPEHBI UMEIOIIeiics MH(popMaLmeit
0 3a00JIeBaHNM, KOHCYJIbTAIIMSIMU CIICIIUAINICTOB M PEKO-
MeHAALUSAMU IO IoceayoieMy HabaoneHuo [56]. Ta-
KMM 00pa3oM, coLMajbHasl MojaepxKa JIui, odecreurBa-
IOINX YXOI, BaXXHA M BKJIIOYAET IOMIEPXKKY CO CTOPOHBI
KaK CEMbM U JIpY3€H, TaK U CHELMAIMCTOB 3paBOOXpaHe-
HMSI, BKITIOYAsT Bpaueit, MeICeCTEP ¥ MOMOIIHMKOB I10 YXOIY
Ha nomy. I'pynnbl NOANEPKKY C IPYTUMU YXaKUBAIOILIMMU
3a nanueHTamu ¢ JIBJ MoryT ObITh TT0J1e3HBI [52]. Taxske
K MOIIEPXKKE YXaKWBAIOIIUX OTHOCHUTCS MEIUKO-TeHETH-
YECKOe KOHCYIbTHPOBAHUE YICHOB CEMbU U3 TPYIIIBI PH-
cKa, KOTOpOe CJIeIyeT MMPOBOINUTD B3BEIICHHO.

Crparteruu (popMUPOBAHUS MPABUILHOTO OKPYKEHUS
OCHOBaHBI HA MHEHUSIX SKCIIEPTOB 1 BKIIIOYAIOT KOHTPOJIb
0e30IMaCHOCTH, KOHTPOJIh 32 CUMIITOMaMHU TUIIEPOPATIEHO-
CTU U HapyLISHWI1 TJIOTaHUS, 32 CEeMEMHBIMU (DPMHAHCAMU
1 6e30macHBIM BOXIeHHeM aBToMoOwms [52]. Hampumep,
CUMTAETCsA, YTO HEeoOXomMMa WHAWBHIYyaJbHasI OLIEHKa
M3MEHEHMI TTOBEIeHMS MallMeHTa C IeJIbI0 00eCTIeUeHUSI
¢dusnyeckoii Ge3omacHOCTU AoMa (Hampumep, Ha Kyx-
HEe ¥ BaHHOW KOMHATE) M B MyOJMYHBIX MeCTax (HaIIpH-
Mep, u3beraTb TPUITEPOB HEIPHUCTONHOTO TOBEHCHUS).
Jnst 6onpiiuHCTBa MauueHToB ¢ JIBI aist KoHTposst mo-
BEICHUYECKNX HAPYIICHUI IOJIE3HO CTAOMIBHOE M CTPYK-
TYpUPOBAaHHOE OKpYXEHUE C eIMHOOOpa3HOU ITHEBHOM
PYTUHOI M OTCYTCTBHEM IlepeMelleHUusT TIpeaMeToB [58],
ITOATOMY HaXOXICHNE B TOMAIITHEt 00CTaHOBKE IJIST TAKUX
MaLeHTOB MOXET ObITh O0Jiee pallMOHAIBHO, YeM B JOMaX
o yxomy [59]. OcoOblii akIIeHT OeraeTcsl Ha BO3MOXKHBIX
¢uHaHCOBBIX MpobyieMax ceMbM BBUIY AeOloTa 3a00Jie-
BaHUS B MOJIOOOM TPYIOCIIOCOOHOM Bo3pacte. ITommmo
TOTO, YTO B CEMBSIX TAaKMX MALIMEHTOB HEPEIKO MMEIOTCS
HECOBEPIICHHOJICTHUE IETH, CHIDKACTCS JOXO CEMBH M3-
3a IOTEPHU TPYAOCIIOCOOHOCTH MAIlMeHTa M TTOBBIIIAOTCS
pacxombl Ha OUATHOCTUKY M JiedeHme. [loBemeHueckue
HapylieHus1 y naudeHToB ¢ JIBJI MoryT ObITh TPUUMHON
WTHOPUPOBAaHUS OILIATHI CYETOB, WMMITYJIbCUBHBIX TpaT
1 BCTYIUIEHUSI B COMHUTENbHBIE caenku [52]. [Tpobdiembr
C BOXIEHHEM YacTO BO3HUKAIOT I10 MIPUYMHE CIICIMDUI-
Hbix 111 JIBJ1 HapylueHUi Cy>XaeHUsI 1 aHTUCOLIMATbHBIX
MMOBEICHUYCCKNX HAPYIICHWI U TIPOSBISIOTCS IIPEBBIIIC-
HHEM CKOPOCTH, UMITYJbCUBHBIMHU OEHCTBUSIMU W UTHO-
pUPOBaHMEM MPABUJI JOPOXKHOTO ABIXKeHUs [60].

HccnenoBaHus o BIUSIHUIO KOTHUTUBHOTO TPEHWHTA
Ha cumntombl JIB/] He MpoBOAUIMCH, OTHAKO U3-3a OTCYT-
CTBUSI TIPOTEKTUBHOTO 3¢ddeKTa ypoBHS 0Opa3oBaHMST Ha
ne6rot cumnToMoB JIB/I, mo cpaBHeHuto ¢ BA, mpexaronara-
eTcsl OTCYTCTBUE 3(p(eKTa OT JaHHOTO BMEIIATEILCTBRA [52].
KorHuTuBHBIN TPEHUHT B BUAE peueBOi 1 (DYHKIIMOHATb-
HOI Tepariu py pa3anuHbIX BapuaHTax [T1TTA MoxeT ObITh
¢ dexTuBHBIM [61], OZHAKO KOJIMYECTBO TPEICTABIEHHbIX
B JINTepaType UCCIIeI0BaHW HeBeJIMKO. D peKTUBHA TaK-
Ke MOXET ObITb KOMOMHALIMS peueBOii Tepaluu ¢ MeToAa-
MM TPaHCKPaHUATbHON MAarHUTHOM CTUMYJISILIMM [62].

CuuraeTtcst, yTo (pu3NYeCcKue YIpakKHeHUSI MOTYT OKa-
3bIBaTh ITOJOXUTEJIPHOE BIMSIHIE HAa HACTPOCHUE, KOTHM -
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TUBHBIC (DYHKIIMHU M 00IIIee COCTOSTHUE 3MOPOBbS Y TaIlM-
€HTOB C JeMeHLMeNR [63], 0QHAKO 3TO MPEUMYIIECTBEHHO
nmoxkasaHo 11 BA u cocynucToil neMeHUUM, B MEHbIIEe
crertenn — st JIBJI [64]. PusmyecKyo Teparuio peko-
MEHIOBAaHO BKJIIOYATh B MHOTOIUIAHOBYIO CTPaTEeTUIO Jie-
yeHus nauueHToB ¢ JIBJI, ocobeHHO 115 malueHTOB C CO-
MYTCTBYIOLLIMM CUHIPOMOM MapKMHCOHW3Ma, YTO MOXET
CHU3WUTL pUCKM maaeHuii [52]. B otnmuue oT 60JBIIOTO
KOJIMYECTBA JAHHBIX O TOM, YTO OCOOEHHOCTU TUETHI U TTH-
TaHUSI MOTYT CHU3UTb PUCKU DA 1 1pyrux NpyuyuH neMeH-
LIMM, TAKUX JaHHBIX B oTHOLIeHuu JIB/I HeT.

3aknueHmne

B mpencraBieHHOM 0030pe pe3lOMUPOBAHBI TaHHBIC
O COBPEMEHHBIX aJITOPUTMAaX AUArHOCTUKU, TuddepeHIIn-
aJTBbHOTO JMArHO3a U CYIIECTBYIOIIMX ITOAXOMAX JICUCHUS
pa3nuuHbIX BapuaHToB U cumnToMoB JIBJI. B Hacrosiee
BpeMs HE CYIIIECTBYET MEIMKAMEHTO3HBIX M1 HEMEeIUKAMEH-
TO3HBIX CITOCOOOB 3aMeIJINTh TeueHUE 3a00J1eBaHMSsI, a TP/ -
CTaBJICHHBIC JaHHBIE KAacaTeJIbHO KOPPEKIIMU CUMIITOMOB
MMEIOT OTPaHWYECHHYIO JOKAa3aTeIbHyI0 0a3y 1o IMpUIMHE
HEOOJIBIIIOTO KOJIMYECTBA TaKUX HCCICIOBAHUI, MaJleHb-
KUX WCCIeMyeMBbIX TPYIII, OTCYTCTBHMSI €IWHOTO OW3aifHa
1 aneKBaTHBIX MHCTPYMEHTOB OLIEHKU 3(PdeKTUBHOCTU
crioco6a Bo3meicTBUs. Bc€ 310 muKTyeT HeoOXOMMMOCTH
MpOBeNeHNsT 0ojiee KAYeCTBEHHBIX UCCICIOBAHMI KaK Me-
IVUKAMEHTO3HOM, TaK YU HEMENUKAMEHTO3HOW CUMIITOMA-
TUYECKOM KOPpPEeKLMM pa3IudHbiXx HapyweHuit ripu JIB/I.
JanbHelinasg pa3paboTka u uccieaoBaHue 3G@PeKTUBHO-
CTU HO30MOIUGUILIMPYIOIIEH Tepartiy COXPaHSIOT HAIEXKITY
Ha MpOMWIAKTUKY U 3aMeIJICHUE Pa3BUTHS JAHHOTO BBICO-
KOVHBaJIMAU3UPYIOLIETO 3a001€BaHUS B OYAyIIEM.
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