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nupemuonorus
JIo6HO-BUCOYHBIE [lereHepanun
(JIBLI) mpencTaBiasoT cobo0il reTe-
POTEHHYIO TPYIIY NPOTrpeccupy-
IOLIMX HelpofjereHepaTUBHbIX 3a-
6onmeBaHMIl C IPeUMYIIeCTBEHHBIM
HOpakKeHMeM JIOOHBIX U/UNK Iie-
PEeIHUX OT/ENOB BUCOYHBIX JONEN
romoBHoro mosra [1-7]. JIB]] sa-
HUMAIOT 4eTBEPTOE MECTO B CIN-
CKe MPUYNH BBIPAKEHHBIX HENpo-
KOTHUTMBHBIX PacCTPOIICTB MOCTIEe
6onesHu AmnblreiiMepa, JeMeHIUN
¢ Tenbuamnu JIeBu u repe6poBacky-
napHoro 3abonesannsa. Cpenn ma-
IIEHTOB NPECEeHNIBHOIO BO3pacTa
(mo 65 ner) JIBJl ycrymartor mo pac-
IPOCTPAHEHHOCT TONBKO OONIe3HN
AnprreriMepa. B nemom, JIBJI Bctpe-
YAIOTCs C 9acTOTOM OT 3 10 26% [8].
3a60/1eBaeMOCTb COCTABIISIET B CPEJ-
HeM 1,6 ciydas Ha 100 000 Hacene-
HYS B TOJ] ¥ 3HAUUTEbHO YBEINYN-
BAeTCsA MEXJY ILITHIM U CEbMBIM
IMeCATUIETUAMM >KU3HM [9)].

Knunnueckue gpopmbl

BbIie/A0T CIeyIolyie OCHOBHbIE KJIN-
Huyeckue BapuanThl JIB]I: noBenenye-
ckad $opMa U CHHPOM IIepPBUYHOI
nporpeccupytomeit agasuu (IIITA).

Cunpgpoum I1ITA B cBorO odepens IOf-
pasfensieTcss Ha arpaMMaTUYeCcKuit
HOJTHII ¥ CEMaHTNYECKYIO I€MEHIINIO.
HexoTopble nccrenoBarenyt OTHOCAT
K 3a6oneBanmsm crexrpa JIB]] Taxoke
KOPTMKO0Oa3a/lbHYI0 HereHepaluio,
IPOrPeCcCUPYIOIINI HaLbsePHBINI
Hapad 1 KOMIUIEKC «00KOBOII aMio-
TPOdUUECKUIT CKITepO3 — JJeMEeHIVIS
no6Horo Tuma» [1-7, 10, 11]. HyxHo
OTMETHUTH, YTO pasfieneHne Ha K-
HIYeckye GOpMBI aKTyaIbHO TOTIBKO
Ha HaYa/IbHBIX CTAVSX 3a00/IeBaHMsL
ITpn mporpeccupoBaHMM MATOIOTH-
YeCKOro IIpOLlecca pas/Indusa MexXy
HJIMJ CTYPAIOTCS, II09TOMY HO30/I0T M-
YeCKMIil AINArHO3 YHAETCs YCTaHOBUTD
JIMIIb C TIOMOIBI0 MOJIEKY/ISIPHO-Te-
HETMYEeCKOTO WM aToMopgosornde-
CKOr'O MccnenoBanus [7].

JIBJI, 06bI4HO He6IOTHpYeT B BO3pacTe
55-65 51eT, OJHAKO OIMCAHDBI CIydau
3abomeBanns B 25 u 89 net [7]. [Ipo-
TO/DKUTEIbHOCTD SKI3HN Y ALMEHTOB
C MOMEHTa IIOCTAHOBKII IMarHo3a 3a-
BUCUT OT KmHM4ecKoit ¢popmbl JIBI:
Han6ornpIuast (CBbILIE IISATY JIeT) IpU
arpammatmdeckort popme IITA v Han-
MeHbl11as1 (OKOJIO TOfIa) TPV COYeTaHUM
JIBJI u 60K0BOro aMnoTpodmaeckoro
ckieposa [12].

Ilono>xnrenbHbI ceMeNTHbII aHAMHES
npocnexnbaerca B 30-40% crydaes
JIBJI, ipyt 9T0M (pOPMBI C Ay TOCOMHO-
JIOMVMHAHTHBIM TUIIOM HaC/IeJOBAHA
cocras/sT okomo 15% [9, 13]. Ce-
Meliable cnydan JIB]I, kak mpasuno,
CBA3aHBI C MyTalVAMI B TPeX IeHax:
tay-Oenka (v Tay-0eKka, accoLy-
MPOBAHHOTO C MUKPOTPy6OYKaMMm),
nporpanynuaa 1 C9orf72. Ha gormo
9TUX T'€HOB IIPUXOAUTCA IIOfAB/LAIOIIee
6onpuHCTBO (6ormee 80%) cnydaes
cemeitroit JIB]T [14].
ITaTroMopdonornyeckas KapTuUHA
JIB]I mpencraBieHa aTpoduiecKuMn
M3MEHEHUAMM B JTOOHBIX U BYCOYHBIX
IOJIAX TOIOBHOTO MO3ra. Bo3aMoxHO
TaK)Ke BOBJIeYEHNE B IIaTONOTMYe-
CKMI1 IIPOLIECC TEMEHHON KOPbI, 4ep-
HOI CyOCTaHINY, IIOJIOCAThIX TeIl,
IPYTUX IIOIKOPKOBBIX CTPYKTYP U Iie-
PEeIHUX POTOB CIIMHHOTO MO3Ia, YTO
HAXOZIUT OTpayKeHMe B KIIMHIYECKOI
KapTuHe 3abonesanus. IIpu rucro-
JIoTU4YecKoM uccinemoBanuu B 50%
cry4aes JIBJ] BRIABIAIOTCA BKIIOYE-
nus [JHK-accoummpoBantoro 6enka
(TDP-43), B 40% cny4aeB — Tay-mo-
3UTUBHBIE BK/TIOYEHIS, B HEOOIbIIOM
IIPOLIEHTE C/Iy4aeB — BK/IIOYEHMS OH-
KOI'eHHBIX 0eKOB [15].
[ToBenenyeckas popma JIBII cocras-
nsieT 6oree MOMOBMHBI crydaes JIB]]
U XapaKTepusyeTcs codeTaHmeM Kor-
HUTVBHBIX, IOBeJECHYECKUX Y IMO-
IMOHaIbHO-aPPeKTUBHBIX Hapy-
ureHuii (Tabnuna). HecmoTpst Ha TO
4TO 3MOLMOHAJbHbIE U IOBEJeH-
J4ecKe pacCTPOiiCTBA OTMEYAIOTCA
IIpY MHOTVIX HeJIpOJereHepaTUBHBIX
3a00/I€EBaHMSAX, TIPY [TOBEEHIECKOI
¢dopme JIB]] oHM IpefCcTaBISAOT
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coboit camble paHHMe, Haubosee 3a-
METHBIE U MHBA/IVAV3UPYIOLE IIPO-
apneHnA. CIeKTp HEKOTHUTUBHBIX
CUMIITOMOB IIPU IOBeJeHYECKOI
¢dopme JIB]] 3aBUCUT OT JIOKAJIN-
3alMM MATOJIOTMYECKOro Ipolecca
u craguu 3abonesanus [1-7].
CHIDKeHNMe COLMANbHOTO MHTeTIEK-
Ta OTHOCUTCSA K YMCITY CAMBIX PAHHIX
npusHakos JIB]I u oTpakaeT BoB/eve-
HVI€ B ITATOJIOTMYECKNII ITPOLIECC TOsAC-
HOJT M3BWIVHBL V1 [IEPESHNUX OT/IE/IOB
KOPBI BUCOYHOIT JIOMM TIPEVIMYIIeCT-
BEHHO I1paBoro nonyiapus. Habmro-
TaeTcsA SMOLVIOHA/IbHASA XOIOJHOCTD,
CHYDKEHVIe AMITATII K O/IV3KIM U JIpy-
3bsM, 6e3pasmrdre K YyBCTBaM JAPYTUX
miofieit. TTaI[eHTbl MOTYT OCTaBaThCs
PaBHOYIIHBIMY IIPH [IOTEpe GIM3KOro
YejI0BeKa, HeaJjeKBaTHO pearnpoBaTh
Ha [TOXOPOHBI WM JPYyIVie BaKHbIE
ceMelfHbIe MepONpUATHA. TO JACTO
HPUBOAUT K BHYTPMCEMEITHBIM KOH-
¢dmkram [16].

Amarust - HanGoee pacpoCTpaHeH-
Hblii cumiroM JIBII, pasBuTie KOTOpO-
TO CBA3BIBAIOT C aTpoduell nepeHeit
YJaCTY TIOSICHOI M3BVIVHBL Y TTaIiyieH-
TOB CHIDKAeTCs MOTUBALNS K JII000I1
IeATeNIbHOCTH, OC/IAb/IAeTCA MHTEpeC
K pabote, X060, OOLIEHNIO 1 TUTCHE.
Yacto OHM He MOTYT Ha4aThb MM IIPO-
HO/DKUTD KaKyI0-TO0 MOBCETHEBHYIO
IesATeNbHOCTD 6e3 HATOMIHAHIS, TIOfI-
CKa30K VI IIOCTOAHHOTO PYKOBOJCT-
Ba. [Ipy 3TOM OO/NbHDBIE HE OCO3HAIOT
CBOUI ieeKT, a POJCTBEHHUKY JacTO
BOCIPVHMMAIOT aIIATHIO KaK JICHb M/IN
nerpeccyio [17].

Jle3MHrMONIVST — 9acThIil CUMIITOM
JIB]I, KOTOpBIil pa3BUBaeTCs IpU IIpe-
MMYILECTBEHHOM BOBJICYEHWN B Jiere-
HepaTMBHBII Ipolecc opouTodpoH-
TAJIBHOIT KOPBI 1 MEMA/IbHBIX OT/IETIOB
KOPBI BUCOYHOIL {O/IN, KaK IIPABUJIO,
npasoro nonymapys. IlanyenTs! co-
BEpILIAIOT MMITY/IbCUBHbIE MOCTYIIKN
(HanpuMmep, HEOCTOPOXKHbIE TPAThI),
CTAHOBSTCST 6ECTAKTHBIMI, HAPYIIAIOT
IPVHSTBIE B OOIECTBE HOPMBI [TOBe-
meHus. MoryT npefnpyHUMaTh Ipo-
TMBOIIPABHbIE JIENICTBIsI, HAIIPUMep
HEOCTOPOXXKHOE BOXJIEHUE, KPaXIL,
MOYENCITyCKaHMe WIN OOHaKeHMe
cebs B 00IECTBEHHOM MecCTe, Hacl-
mme. Cpeay TUIIMYHBIX IPOSBICHNI
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CYaJIbHYIO HeC/IepKaHHOCTb. B 6071b-
LIMHCTBE CIy4YaeB IAIVIEHThI HeKpH-
TIYHBI K CBOMM ITOCTynKaM [17].
Hapymenne mmieBoro mosefieHNA
XapaKTepusyeTcA M3MeHeHMeM IIVIIle-
BBIX TIPVBBIYEK, HOABJIACTCA MIPUCTPa-
CTMe K CTIQJIKOI ¥ O60raToll yriieBogaMu
MIe, MOXKET PasBUBATHCA OYIUMIUS
C yTparoli 4yBCTBa HacbllleHnA. Tu-
MIMYHBI TaK)XXe UYpe3MepHoe KypeHue
U 37I0ynoTpeb/IeHre CIIMPTHBIMY Ha-
nutkamyu. Ha pasBepHyTBIX cTapm-
ax JIB]l, xak mpaBuiio, HabmopaeTcst
TUIIEPOPAIN3M, TO eCTb IIOCTOSHHOE
JKeJIaHMe YTO-TO >KeBaTh, IPOOOBATH
Ha BKYC BCe BUIVIMBbIE ITPeIMETbI, B TOM
qyicie HechenobHbIe. V3MeHeHMe -
I[eBBIX NPUCTPACTNIl KOppenupyeT
C IereHeparyeil mpaBort OpOUTOPPOH-
TaJbHOM KOPBI, OCTPOBKOBOI KOPBI
U BEHTpa/IbHOrO ryIoTanamyca [18].
CrepeoTuriHoe nosefieHne — JOBOJIb-
HO YacTbIil I PAaHHUI KIVMHUYECKUIL
cumnroMm JIBJI, on xapakTepusyerca
U30BITOYHOI ITIOTPEOHOCTHIO B BBIIION-
HEeHMM O HUX U TeX e JieiicTBuit. [Tpo-
CTO€ CTepPEOTUITHOE NIOBEfIeHIE MOXKET
BKJ/II0YATDh IIOCTYKMBaHMe, KOBBIPSHIIE,
packadnBaHue, HalleBaHMe U OpYyTue
IBUTaTe/bHbIE HAaBA3YMBOCTU. Boree
CTIO)KHBIe KOMITY/IbCYBHBIE (PUTYaIb-
Hble) (GOPMBI TTOBEIEHIA IIPOSIBIIAIOT-
Cs1 HAKONUTEIbCTBOM, OeCCMbICIIeH-
HBIM XO)X[JeHJIeM II0 OFJHUM M TeM XKe
MapuIpyTaM, Ype3MepHbIMI OXOIaMI
B BaHHYIO I «HABEJJEHNEM IIOPANKa».
PasButne crepeoTUITHOrO MOBeIEHNA
CBSI3BIBAIOT C aTPOQUert JOIO/THUTENb-
HOJ MOTOPHOJI KOPbI B IIPaBOM IIO/TY-
mrapun [17].
OMooHaTbHO-apPeKTUBHBIE Hapy-
IIeHV:A B BUJE TPEBOTY U JIeTIPeCCUM
06HAPYXXMBAIOTCA y YeTBEPTH IIALU-
€HTOB ¢ TToBefieHYecKoit Gpopmoit JIBJI,
4acTo B fiebioTe 3abomeBanms. IIpo-
MICXOXJIeH)e TPeBOTU U JIelpeccun
CBA3BIBAIOT C AMCRYHKUMeEI mepef-
HUX OTZE/IOB IIPABOJI BUCOYHOM IO
[19]. V HeKOTOpBIX HAI[MEHTOB, Yalle
y Hocurenelt MyTaryy rena C9orf72,
OIMCAHBI IICHXOTUYECKIE HApYIIEHV
(6pemoBble M Ta/TIOLMHATOPHBIE Pac-

CTPOJICTBA) yXKe B IIPOJPOMA/IbHBIX
cragusx 3abonesanus [20].
KorHuTuBHbBIE HapyIIeHUA IpU MO-
BeneHueckoit popme JIB]I mpencras-
JIeHbI HapYIIEHUAMM YIIPaB/IAOLMINX
706HBIX (QYHKUMII (Ije/Iernonarats,
IUIAHVMPOBaHNA 1 KOHTpoa). OfHaKO
Ha PaHHMX CTafIVAX 3a607IeBaHIA MHO-
Tye TAIMeHThbl XOPOLIO CIIPAB/IAIOTCA
¢ opMajIbHBIMU HEJPOIICYXOTIOTYe-
CKVIMM TecTaMM. ITO CBA3AHO C TEM,
YTO TECTBI UL OLICHKM YIPaB/IAOLINIX
¢dynkumit (barapesi T0OHBIX TECTOB,
BucKOHCMHCKMIT Te€CT COPTUPOBKU
KapTodeK U Jp.) IIABHBIM 00pasom
OLICHMBAIOT (PYHKIIMM OPCOTIaTepaIb-
HBIX OT/IE/IOB IIPEePPOHTAILHON KOPB,
B TO BpeMA KaK M3MEHeHV IMYHOCTH
U TIOBEIEHNUSI CBSA3AHBI C AMCYHKIIN-
eif MefjVa/IbHBIX U OpOUTOPPOHTAID-
HbIX otenos [21]. To aToit mpuynHe
PaHHAA AMATHOCTMKA TTOBEfIeHYeCKON
¢dopwmbl JIB]I B 607bl1Ielt CTeTIeHY OI-
paeTcA Ha JleTa/IM3MPOBAHHbII aHAM-
He3, COOPaHHBII € TOMOLIBIO O/IM3KOrO
PONCTBEHHNKA J/IV MHOTO YeJIOBeKa,
KOTOPBIl XOPOIIO 3HAET IAI[MEeHTa.
TecTs! /151 OLIEHKM COLMANTBLHOTO VH-
TeJUIEKTa, B TOM 4VIC/Ie TeCThbI Ha pac-
no3HaBaHIE 3MONUII M 3MIIATUIO,
MOTYT OBITb 4yBCTBUTETbHBIMM IS
obHapy»xenst JIBJI, HO OHU pefKo BbI-
HOJTHAIOTCA B K/IVHITIECKON ITPAKTHKe
U He BK/IIOYEHBI B COBpeMEHHDIE J/iar-
HocTIdeckue Kpurepun [1, 22].
Becpma xapakrepnsl i JIBJ] Hapyie-
HIA peur B Bujie IIPOrpeccupyromiel
adasym. Ilpu mpenmyiecTBeHHOI
3aMHTEPECOBAHHOCTI JIEBOI 1106-
HOJT [JO/IV HAabJTIOAeTCsT MEeHbIIIeHe
CIIOHTAHHOJM pe4eBOJ aKTMBHOCTMU.
[TaryenTsl KpajiHe HEMHOTOCTIOBHEI,
Ha BOIIPOCHI OTBEYAIOT OffHOC/IOXHO,
CaMOCTOATE/IbHO PasroBOp He Ha4YMHA-
1oT. [Ipu BOBJIeYeHNN B JiereHepaTyB-
HBII1 IIPOLIECC JIEBOV BUCOYHO JJONIN
HapyIIaeTcs IOHMMaHNe 3SHAYeH A Cy-
I[eCTBUTE/IBHBIX B OOPALLIEHHOI pedn
(oray>xpeHMe cMbICTa C/10B). bonpHble
HAuVHAIOT CIpallMBaTh y cOOeceHN-
Ka, YTO 0603HaYaeT TO IV MHOE C/IOBO.
Ha nponBuHYTBIX cTajysax 3abornesa-
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HIsI pedYeBble PACCTPONMCTBA HEPENKO
IIPOTPeCCUPYIOT BIVIOTb O Pa3sBUTHA
MyTusMma [2, 4, 5, 23].

Ha Hava/IbHBIX CTafMAX 3a007IeBaHN
TaK1ie KOTHUTYBHbIE (PYHKLINI, KaK I1a-
MATD, IPAKCHC, THO3VIC VI CYET, OTHOCH-
Te/IbHO coxpaHHbL. Ho mpu riporpeccn-
POBaHMY IATONIOTMYECKOTO Ipolecca
BO3MOYKHO PasBUTIE 3PUTETHHO-IIPO-
CTPAHCTBEHHBIX PacCTPOIICTB M HApy-
IIIEHNIT TTaMATH [2, 24].

B psape cnyuaes JIBJl pebrotupyer
C pedeBbIX PacCTPOIICTB P OTHOCHU-
TENbHOJ COXPAHHOCTM APYIUX KOT-
HUTUBHBIX (PYHKIMII I HOPMaIbHOM
MOBeIleHNN TanueHTa. Juarnoctide-
CKMM KpUTEpMEeM CUHIpPOMa IIepBIY-
HOJI IIporpeccupyroleit adasum cum-
TAIOTCs1 IOCTENIEHHO HapacTaromiye 6es
BUIIMOJ IPUYMHBI IycdasidecKie
PaccTpoiicTBa B OTCYTCTBUE WV TIPK
MMHJMA/IbHOJ BBIPQKEHHOCTH Hapy-
IIeHMIT TAMATU U OPYTUX KOTHUTUB-
HbIX (PYHKI[III B Te4eHNe ABYX 1 6oree
ner [5, 10, 11].

IIpy arpaMMaTH4ecKOM BapMaHTe
IIITA xknuHMYecKas KapTMHa Hamo-
MJHA€eT TPaHCKOPTUKATbHYIO MOTOP-
HyI0 ahasuio (AVHAMIIeCKyIo aasuio
1o A.P. Jlypun). CHIDKaeTCA CIIOHTaH-
Hasl pedeBas aKTVBHOCTD, MALIMEHTHI
TOBOPSAT IPOCTHIMY TIPENIOKEHNAMMI
win (ppasamMu ¢ MUHYMAIbHBIM KOJIN-
4ecTBOM C/10B. HapyIeHn rpammaTn-
YeCKUIT CTpOil (HeBepHbIe OKOHYAHVIA
CJI0B, HEIIpaBM/IbHOE yIOTpebyeHe
IIPEJJIOrOB, Ma/IeXKHBIX KOHCTPYKLIMI
U [ip.) KaK B CIIOHTAHHOJ1, TaK 11 IUCh-
MeHHOI peurt. OTHOBpEMEHHO MOYKET
HaOJII0aTbCA OpajibHasg allpaKCUA.
B o0 e BpeMs OHMMaHMe 06pallieH-
HOJI peun He HapyueHo. [Ipu nporpec-
crpoBaHMHU 3a00/IeBaHNs CTpafjaeT
MIOBTOPHAs Pedb, MOTYT OTMEYaTbCs
9XOJIaNNM, pedeBble CTepeOoTUIINN.
B Hanboree TAKEBIX CTydasx pasBi-
BaeTCs MyTU3M.

Ins cemantmueckoit opmer ITITA
XapaKTepHbl TaKle KIMHMYECKNe
IIPM3HAKM, KaK HapyIleHMe Ha3blBa-
HIIS TIPEeRMeTOB (aHOMMS) ¥ TPYRHO-
CTM NIOHMMAHVsI CJIOB B OOpallleHHOI
YCTHOI My mucbMeHHoI peun. Co6-
CTBEHHAs peyb IalJieHTa COXpaHsdeT
NIpaBU/IbHBI IPaMMATNYeCKIIL CTPOIA,
HO MOTYT OBbITb 3aMEHBI OfJHUX CyIIje-
CTBUTENbHBIX [PYIUMHU, ONMU3KMMU
0 3HavYeHno (BepbanpHble mapada-
3UM), WIN MECTOMMEHUAMU («3TO»,
«oHa»). Ha IpoaBUHYTHIX cTafVsX 3a-
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6oneBaHis ALIMEHT HE TOIBKO HE CII0-
cobeH Ha3BaTh TOT VJIU MHOM [IPEJIMET,
HO 1 He MOXKET OOBSCHUTD €ro Hpef-
Ha3HA4YeHMe, OH TOJIBKO OIMCBHIBAET,
uto BuAnT. IIpu 3arHTEpeCOBAHHOCTI
IIPaBOro MOJIYIIApYUA MHOIA HaOIIIo-
JaeTcs IpO30IarHo3usaA (HapylleHye
y3HaBauus1 /) [5, 10, 11].

Kak mpaBuo, CycTst HECKOIBKO JIET
ot febrora cunapoma I1ITA x pede-
BBIM PacCTPOICTBaM IPUCOEIVHSIOT-
sl Apyrye KOTHUTVIBHbIE U TTOBEfEH-
Yeckue HapyueHys. Takum obpasom,
Ha OIIpeJielIeHHON cTafuy 3abomeBa-
HISL Pas/Iiyst MEX/Y KINHIIeCKN-
mu Bapuantamu JIBJl ctupatorcs [9,
25-27].

B HeBponornueckom craryce y 60m1b-
HIVHCTBA ManueHTtoB ¢ JIB]l cum-
IITOMBI OTCYTCTBYIOT, HO MOTYT OBITh
MTOJIOXKUTE/IbHBIE CMIITOMBI Opasib-
HOTO aBTOMaTy3Ma, (eHOMeH Ipo-
TUBOJEPXKAHNS, XBaTaTe/IbHBIIT ped-
nieKkc. Y HeOOMbILOI YacTH MAIIEHTOB
¢ pasHbiMu popmamu JIB]] Hapany
C KOTHUTUBHBIMU U SMOLIMOHAIbHO-
IIOBeJIeHYeCKIMIL PacCTPOICTBAMMU
MOTYT Pa3BUBATbCS IPU3HAKYU KOPTH-
K06a3a/bHOTO CMHAPOMA, CHHPOMA
IIPOrPEeCCUPYIOLIEr0 HaLbANEPHOTO
mapanmya M CUMIITOMbI TIOPaXKeHNs
BepXHEro M HIDKHETO MOTOHeJpOHa
[26, 28].

IvarHoctuka

IIpu>xnsHenHas puarHoctuka JIBJL
BKJIIOYaeT KOMIIJIEKCHBII aHalus3
aHAMHECTUYEeCKMX, KIMHUIECKUX
U HeIIPOBM3Ya/IN3ALVIOHHBIX [JAHHBIX.
MarHnTHO-pe30HaHCHasT TOMOrpaduist
y IAI[VIeHTOB C TIOBeJeHYeCKoil (hop-
moit JIBJT 06bI4HO BbIsABIAET aTpoduio
JIOOHBIX 1/VTH TIEPETHIX OT/ENOB BI-
COYHBIX JIO/IE}T TOTIOBHOTO MO3T4, 4aCTO
aCUMMETPUYHYIO, a TAKKe B psfie
cTydaeB aTpo(UI0 TeMEHHBIX JOTIel
¥ TIORKOPKOBBIX siftep [29]. IIpu mar-
HUTHO-PE30HAHCHOI TOoMOTpadun
FOJIOBHOTO MO3Ta IALVIEHTOB C arpaM-
marydeckoit ¢popmoit ITITA obnapy-
XKMBaeTCs aTpodus JOMMHAHTHOTO
HOTyLIAPYs, C TIPEUMYIeCTBEHHBIM
BOBJIeUeHNeM 100HOIT fomu. IIpu ce-
MaHTIT9ecKot gopme IIITA passusa-
eTCsI aCKMMeTPUYHas aTpodVst BUCOY-
HBIX JI0JIeT, Yale c1esa [11].

OnHOMOTOHHAS 9MICCHOHHAs KOM-
IIBIOTEPHAs Y TO3UTPOHHO-IMIUCCHOH-
Hasi ToMOrpa¢uy, 9yBCTBUTENBHOCTD
KOTODBIX BBIIIE, YeM MarHUTHO-pe-

30HAHCHON ToMorpadui, I03BOJLAIOT
YCTaHOBUTD JIOOHYIO U/VIIV BUCOYHYIO
runonepdy3nio U rnnoMeTabomnsM.
OnHaKO B CBA3Y C BBICOKOJT CTOMMO-
CTBIO M MAJoll HOCTYIHOCTBIO 9TH
MeTOJbI PENKO IPUMEHSAIOT B KINHM-
YeCKOJI IpaKTHKe.

Crennduyeckne O6roMapKeppl Ia-
To/I0orM4YecKoro npouecca npu JIBJL
He YCTaHOBJIEHBL.

B cooTBeTCTBMY C KpUTEPHAMY, IIPel-
JIOXKEHHDBIMY MEXXIYHAPOIHON IPpyI-
TOJ1 SKCIIEPTOB, IMATHO3 BO3MOXKHOI
noBeneH4eckoit popmet JIB]] ycranas-
JIMBAeTCsl, €C/IM €CTh IO KpailHell Mepe
TpY IIPY3HAKA U3 CIEAYIOIMX: JIe3UH-
rMOUIMA, amaTus, SMOIVIOHATbHOE
6espasmuuie, CTepPeOTUITHOE TOBefie-
HIe, M3MeHeHe [INILEBOTO IOBEfeHILS,
HapylleHye YIPaB/LAIMX QyHKINIL
[IJ11 BepOATHOro AMarHosa IOMUMO
BBIIIENIEPEYNCIEHHOTO Heo6X0MMO
Ha/In4lie 3HAYUTETbHOTO HAPYIICHNS
MIOBCEHEBHOI [IeATEIPHOCTY 1 Xa-
PaKTepHBIX V3MEHEHMII 110 JaHHbIM
HelfpoBusyamusanyy. OTpesieneHHblit
[IMarHO3 CTaBMUTCA IIPU BBIABICHUN
TUIMNYHBIX aTOMOPQONTOINIECKIX
M3MEHEHNIT VIV M3BECTHBIX TeHeTIYe-
CKux MyTanmi [1].

InddepeHumanbHas suarHoCcTuKa

«JIobHast» CMMIITOMATHKA U HEKOT-
HUTVMBHBIE HEPBHO-IICUXUYECKIUE
HapyuieHys o6yC/IOBINBAIOT HeoO6-
xopuMocTb auddepeHIaTbHO Jyar-
Hoctvku JIBJ] ¢ mpyruMu HeBposoru-
YeCKVIMII, a TAKOKe IICUXIATPUIeCKIMI
3a607TeBaHVAMIL.

Haubonpimme CI0XKHOCTM BO3HU-
KaloT npu puddepeHnnanbHON
nuarHoctuke JIB]Il ¢ aTunmmuHbIMU
dopmamu 6onesuu AnbureriMepa.
PasBepHyTOll KIMHMYECKO KapTUHE
6ore3Hy AJbLireiiMepa MOXeT IIpefi-
IIeCTBOBATD JIOTOIIEHNYecKas GpopMa
cunppoma IIITA, xoTopasd mposABiA-
eTCsl TPYAHOCTSIMIU C TTOfO0POM CIIOB
B CIIOHTAQHHOJ! pedy! U ITpY Ha3bIBaHUN
(ToromeHs1), HapylLIeHNEM IIOBTOpe-
HuA ¢pas u mpepnoxenuit. OngHa-
KO B OT/IMYNME OT arpaMMaTI4YecKol
¢dopmer IIITA mpu JI0roneHn4ecKoi
dbopme coxpaHeH rpaMMaTHYeCKUit
CTpOI1 peun 11 B OT/INYNE OT CEMAHTH-
veckoit ¢popmer IITIA He 3aTpoHyTO
nornmManue peun [30]. Exge mpobema-
Ti4Hee oTIMIuThb JIBII oT «106HOI»
dbopmbr 6onesun Anpureiimepa, mst
KOTOpOIt, Kak 1 iy JIB]I, XxapakTepHbI
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HapylleHye YIIPAB/LAIOMX QyHKLNI,
HOBefleHYeCcKle pacCTPOCTBA U TIpe-
CEeHWIbHBIIT BO3pacT jiebrora 3abore-
BaHWsA. B aTOM CrTydae oMot B iyc-
(epeHIMaNTbHOI IMATHOCTHKE MOXKET
OKasaTb MCCIefoBaHMe OIOMapKepOB
6omesHu AsblireiiMepa (OLieHKa ypoB-
Hell OeTa-amuionza, obero u ¢oc-
¢dbopunMpoBaHHOTO Tay-IpPOTEMHA
B IIepeOPOCIMHATIBHON XULKOCTIH,
O3 TPOHHO-3MICCHOHHAs TOMOTpa-
¢buA ¢ muTTCcOypreKoit cybcTanImeit)
[31,32].

B Hacrosee BpeMs B OTCYyTCTBlE Ha-
IeXHbIX 6momapkepoB JIB]] ocHOBHBIE
KIMHITYECKNE 3aTPYIHEHNS BbI3bIBAaeT
nuddepeHManbHas OMAarHOCTUKA
JIBII ¢ mcuxmatpudeckumu 3aboseBa-
HUAMM. B mccnefoBanum ¢ ydactueM
252 6OJIBHBIX HEIIPOfiereHePATUBHBI-
MU 3a00JIeBaHUAMMY, HAO/IOfaBILINX-
€A B CHELVANM3MPOBAHHON K/IVHIIKE,
OIIVOOYHBII AMATHO3 IICHUXMATPUYe-
cxoro 3abo/eBaHust ObUT YCTAaHOBJIEH
60ree uem 50% mauyenTos ¢ JIBIT [33].
Hamrune ipu JIB]I crepeoTuHoro no-
BeJIeHNsA IPUBOJUT K HENPABIUIbHOMY
IMATHOCTUPOBAHMUIO 06CECCHBHO-KOM-
Iy/IbCMBHOTO PacCTpoiicTBa. Takue
cumnToMbl JIB]I, KaK me3MHrmOnmnms
Y MMITYJIbCUBHOCTD, MOTYT OBbITH He-
BEPHO OTHECEHBI K NPOSBICHNUAM OM-
HOJIAAPHOro paccrpoiictBa. OpHaKo
B OT/ITYNE OT OUIIO/ISIPHOTO PACcCTPOIi-
CTBa JIe3MHIVOUIVA IIpY HOBEJeH-
yeckoit ¢popme JIB]I mporpeccupyer
U He BCeTJja pearnpyer Ha ¢apMako-
Tepanuio. Anarus, noTeps MHUIMA-
TUBBI, SMOL[MOHATbHOE Ge3pasntndne
U CHVDKEHNE SMITAaTVI Ha paHHMX CTa-
yax JIBIL MoryT ObITh IPUHATHI 3a
JENpeccuIo, XOTs MmauueHTsl ¢ JIB]]
YacTO He MIMEIOT JPYTUX CUMIITOMOB,
TUIIMYHBIX /IS JEIPeccun, 1 0ObId-
HO He >KaJIyI0TCA Ha YyBCTBO II€YaIIL.
Hammme ncuxoTnyecknx cMMIOTOMOB
B fie6rote JIB/I y HOCuTeelt MyTaLmm
rera C9orf72 ToXXe 4acTo He HO3BOIA-
eT oT/manTh JIBJI OT mepBUYHbIX IICK-
XMaTpUYeCKuX puan 33, 34].

Jleyenne

Borblioe 3HaueHMe B BEEHUI HALN-
eHToB ¢ JIBJl numeer nudopmMupoBan-
HOCTb POJICTBEHHVIKOB 1 yXaXKIBAIO-
IUX L. BaKHO MpefocTaBUTh UM
HOJIHYIO U TOfPOOHYI0 MHGOPMALINIO
0 IMarHose, CyTu 3ab0jIeBaHIs, VIMe-
IOIUXCST U OKM/IAeMBIX B OyfyIeM
cnmaromax. Creyer 0OBsICHUTD, KaK

Hesponorna u ncuxmatpusd

Tema Homepa «KOTHUTUBHbIE HapyLLeH

BeCTH CebsI C MAIMEHTOM B PA3/IMIHBIX
CUTYAIVAX, KAK OTHOCUTDBCA K TEM VTN
VHBIM IIpOsiBIeHMsAM 6onesHn. Hanpu-
Mep, peKOMeHIyeTCsl MOfiiep>KUBaTh
TEeI/IBI/I 3MOILIMOHAIbHBIN KAMMAT
B CeMbe, MOOLPSITH TOOPOXKeIaTeNb-
HOe OTHOLIeHMe H0TIBHOTO K OKpy»Ka-
IOIIMM, €r0 PasyMHYI0 aKTMBHOCTD
B COLMaNbHON U OBITOBON cdepax.
BynyT monesHbIMu CTUMY/IALMA yM-
CTBEHHOJ IeATEebHOCTI U KOTHUTVIB-
HbI TpeHMHT [35].

TeTeporeHHOCTb MOPQONIOrNIECKO-
TO U MOJIEKY/IIPHOrO cybcTpara mpu
JIB]] cy11ecTBEHHO 3aTpy[HAET MOMCK
apdextuBnot tepanum. JIBJ], xak
U JIpyrue HelpojiereHepaTuBHbIe 3a-
00/eBaHNs, XapaKTePUSYIOTCS MHO-
>K€CTBEHHON HENIPOTPaHCMUTTEPHON
HEe[JOCTAaTOYHOCTbI0. B HEKOTOpBIX
nccnenoBanuAx npu JIBJl mokasana
HEeJJOCTaTOYHOCTb CepOTOHMHEprIye-
CKOII CHCTeMBI (CHIDKEeHNe YuCia ce-
POTOHIHOBBIX PELeNTOPOB 1 rubenb
HeIPOHOB sifipa 11Ba) [36]. B cooTBeT-
CTBUM C STVIMU JJAHHBIMI OIIPaBJaHHO
IpUMeHeHNe VMHIMOUTOpPOB obpar-
HOTO 3aXBaTa CepOTOHMHA. JIx moso-
JKUTENbHBI 9P (eKT B OTHOLICHNU
Haubosee pacIpOCTPaHEHHBIX He-
KOTHUTUBHBIX HEPBHO-TICUXIYECKUX
cumnTomos JIBJI, B ToM 4nmcre crepe-
OTHIINIL, Ie3MHTUONLINY, HAPYIICHVIST
MIIIEBOTO MOBENEHNUA U CeKCyalb-
HOJl HeCIep>)KaHHOCTH, ObUI OTMeYeH
B OTHE/IbHBIX IUIalie60KOHTPOIUpye-
MBIX MCCIIEloBaHUAX. B TO >ke BpemA
CepOTOHMHEPIUYEeCKNe Iperaparsl
He B/INSIIOT Ha KOTHUTVBHBIE (PYHKIUI
1 QYHKIVIOHAJIBHBIN CTaTYC IalJieH-
TOB [37-39].

KoHTponupyeMbIx nccnegoBanmit a¢-
(eKTUBHOCTY aHTUIICUXOTUYECKUX
IIPeTapaToB /I KOPPEeKLI IIOBEIeH-
Yyeckux cumnromMos npu JIBJ ve npo-
BozI/IOCh. TeM He MeHee 9T CpeficTBa
He PeKOMEHAYIOTCA U3-3a BBICOKOTO
PUCKa SKCTPATIMPAMUHBIX TOOOUHBIX
9 PeKToB, K KOTOPHIM Mal[MeHTHI
¢ JIB]] ocobenHo ysa3Bumel [40].

B omimune ot 6one3Hu Anbireiivepa
n cocypucron meMmeHuun npu JIBIL
HedUUNT aleTUIXOMNHEePIIUIeCKO
CIICTEeMBI BbIPaKeH HE3HAYNMTE/TbHO
[36]. HecmoTpst Ha TO 9TO MHIMOUTO-
PBI ALl TMIIXONIMHICTEPashl Headek-
tuBHbI Ipu JIBJI, B psAfe cnydaes ux
PEKOMEHTYIOT IPYMEHATD B KadeCTBe
IIpOOHOI! Tepanuy U3-3a 3HAYUTeNb-
HOJI KJIMHUYECKOIl BapuabenbHOCTI

6orme3Hu AbLrefiMepa 1 HEBO3MOX-
HOCTM TOYHO AnddepeHIpPOBaTD ee
¢ JIB]I [41]. MeMaHTIH TaK>Ke He I10-
Kasza/l IMOJOXUTENbHOTO BIUSHUS
Ha KOTHUTVBHBIE U IIOBEfjeHIeCKIe
byHKIMY, 110 pe3y/IbTaTaM ABYX IUIa-
11e60KOHTPONMMPYEMBIX UCCIIEL0BA-
HMIA, IPOBE/IeHHBIX Ha CPAaBHUTENHHO
HeOO/IBIIIO TPYIIIIE MAI[VIEHTOB C Pas-
HbiMu popmamn JIB]T [42].
BorbIuoit MHTEpeC BHI3BIBAOT IIpe-
IIapaThl C HEMIPOIIPOTEKTVBHBIM JIEIi-
crBreM. Ilepe6ponusuH npepacras-
steT 060l HaTypasIbHbIIT Iperapar,
IIO/TyYEHHBINI 13 TOJIOBHOTO MO3Ta
CBUHEIT, COlePIKALIIIT OVIOTOTIeCKN
aKTVBHBIE TONUIIENITU/B ¥ aMUHO-
KHUCIIOTBL. B 9KcreprMeHTe MOKa3aHo,
4TO aKTMBHBIe BellectBa Llepe6po-
JIM3MHA AHA/JIOTUYHBI 110 AEICTBUIO
Ha HeJ[POHBI FOJIOBHOTO MO3ra (ax-
TOpPY pocTa HepBoB. IIpn ncnonb3o-
Baunu llepebponnsnHa yBemndnBa-
I0TCsI HeIPOHA/IbHAS [IACTUYHOCTD
U YUCIO HEeHAPUTOB, 06pasyloTCA
HOBBIE CUHAICHI, AKTUBUPYIOTCS
BHYTPMHEIPOHAIbHBIN MeTabomm3M
U HeifporeHes, GOPMUPYIOTCsT HOBbIE
COCY/bI I YTy 4IIaeTCsE KpOBOCHAOKe-
HIe TOTOBHOTO Mo3ra [43]. B CIITA
LlepebponusnH ofo6peH B KauecTBe
MHHOBAIMIOHHOTO IIperapara, paspe-
IIEHO ero M3y4YeHe TIPU HEKOTOPBIX
opdaHHBIX 3a00/I€BaHUAX, B TOM
yycie JIB]T [44].

MHOro4nucieHHble KIMHUYECKIE
UCCTIeoBaHNs yOeqUTeNnbHO Mpofie-
MoHcTpupoBanu 3¢ dexTnBHOCTD Le-
pebpormmsuHa pu 6071e3HN AJIbITeri-
Mepa, YeperHO-MO3rOBOIl TpPaBMe,
COCYIVICTBIX KOTHUTUBHBIX PacCTpOii-
CTBaX, @ TAK)XXe B OCTPOIl CTAfIVIM VIH-
cynbra [45].

B MeTaaHa/M3e 11eCTH MCCIEROBAHNMIL,
HOCBALIECHHBIX OIleHKe 3¢ (eKTuB-
Hocty IepebponusyHa mpy 60e3Hn
AnplreiiMepa (IIperapaT HasHavasl-
ca B gose ot 10 mo 60 M1 B TedeHne
ILITY [{HEVl B HEEe/I0 Ha [IPOTSDKEHN
YeTbIpex Heflerb), ObUIO TI0Ka3aHo 10-
CTOBEpPHOE IOTIOXKUTENbHOE JIeVICTBIE
Hpernapara Ha KOTHUTUBHBIE (PYHKINN
1 6e30IIaCHOCTD €ro MCIIOIb30BAHMS,
B TOM YJC/Ie y IIOKIIBIX MAI[VIEHTOB
[46]. YcTaHOBIEHO, YTO IPMMEHEHNE
Llepe6ponusuna y maunueHToB ¢ 60-
7Ie3HBI0 AJIbIreiiMepa MOBBIIIAIO
cofiepKaHIe LiepebpaIbHOTO Hepo-
Tpoduyeckoro ¢pakTopa, 4YTo MOXKET
3aMeJINTh IIPOrpeccupoBaHe 3a60-

33
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JIEBaHVISI Y TeMIIbI KOTHUTMBHOTO CHU-
>kenus [47].

KoxpertHoBckuit 0630p (2013), ocHo-
BAHHBII Ha pe3y/IbTaTax ILeCTy VCCIle-
mosaHmii (n = 597), moxTBEpAIII IIOMIO-
>KuTenbHoe BsiHve [epebponmsnHa
B fo3ax 15-30 M Ha KOTHUTUBHbBIE
YHKLMM Y TALMEHTOB C COCYANCTOM
memennen [48].

Hasnauenne Ilepe6ponmauna B oCT-
periiieM Iepuozie MHCY/IbTa O/Iaromnpy-
SITHO BO3JIEVICTBOBA/IO Ha CKOPOCTb
U MOJTHOTY BOCCTAQHOBJIEHVS JBMIa-

Nvreparypa

d HOMEPd «KOTHUTWBHbIE HAPYLIEHNAY»

TeJIbHBIX HAPYIIEHMII ¥ yMEHbIIAIO
BBIPQ)KEHHOCTb KOTHUTMBHBIX pac-
CTpOJICTB. MeTaaHanmus feBATH ABOII-
HBIX CJIETIBIX PAaHJOMM3UPOBAHHBIX
IUTa1ie6 OKOHTPO/IMPYEMbIX JMCCIIEf0Ba-
HUIT, B KOTOPBIX lepeGponmsun BBO-
IMIICA eXKeHEBHO B fo3e 30-50 mii/cyT
B TeyeHue 10-21 HA ¢ MepBbIX Tpex
CYTOK MIIEMIYeCKOT0 MHCYIbTA, MPo-
JE€MOHCTPMPOBAJI JOCTOBEPHOE YMEHD-
LI€HJEe BBIPAYKEHHOCTY HEBPOJIOTIYE-
CKMX HapylleHuii B IpyIIe MpenapaTa
TI0 CPaBHEHMIO C IPYTIIION riae6o [49].

3aKniouenue

TujatenpbHas OljeHKa IIOBeIeHYEe-
CKMX HapyIIeHNI ¥ 9MOLVOHA/b-
Holl cdeprl y manuenTos ¢ JIBJ
nMmeeT 6ONbIIOE 3HAYEHUE [
muddepeHIMPOBAHHOTO IO/IX0/
K JIeYeHUI0 U 60jiee TOYHOTO OIpe-
Ie/leHNus IPOTHO3a 3abomeBaHMA.
[IpencraBinsieTcs 1emecoobpas-
HBIM INIpOBefieHMe KIMHUYIECKNX
uccuegoBaHuit 3P PeKTUBHOCTH
npumeneHnuss llepebponusuna

npu JIBJI.
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uepeﬁponusuﬁj

BO3BPALLAET K XKW3HW, BOCCOEMHAA HEAPOHbI

Peknama

o leyqu.laeT asuratenbHble U KOTHUTUBHbIE (I)YHKLlVII/I
nocsie NHCynbTa n l-Ie[.)eI'IHO-MO3FOBOIZ TpaBMbI1'5

O YnyuwaeT KOrHUTUBHbIE GYHKLMN NPY COCYANCTbIX
N HeMpogpereHepaTUBHbIX 3a60/1€BaHNAX FONOBHOrO Mo3ras’

o CHmkaet 4acToTy pa3BnUTUA I'IOCTVIHC)/J'IbTHOVI }Zl,GI'IpECCVIVI1

Llepe6ponuzun® (Cerebrolysin®) PETMUCTPALIMOHHBIA HOMEP: 1 N013827/01 Pactgop ans uHbekuuii. COCTAB: 1 Mn BOAHOIO pacTBopa NpenapaTa COpepuT 215,2 Mr KOHLeHTpaTa
LepebponusrHa (Komnnekc nenTuaoBs, NOSlyYeHHbIX U3 ronoBHOro mosra cBuHby). MOKA3AHUA: 6onesHb AnbureiiMepa; CUHAPOM AeMEHLMU Pas3fIMYHOrO reHesa; XPOoHMYecKas
LepebpoBackynApHas He[OCTaTOUYHOCTb; NWEMUYECKNA NHCYNbT; TPaBMaTUYECKe NOBPEXAEHNA FONI0BHOMO M CMMHHOMO MO3ra; 3aAepKka YMCTBEHHOIO PasBUTUA Y AeTeil;
rMNepakTMBHOCTb 1 AepUUMT BHUMAHWA y [eTell; SHAOreHHas Aenpeccus, Pe3nCTeHTHasA K aHTuaenpeccaHTam (B cocTaBe KomnnekcHow Tepanuv). MPOTUBOMOKA3AHUA: Taxenas
noyeyHasa HeJOCTaTOYHOCTb; IMUNENTUYECKUIA CTaTyC; MHAMBUAYaNbHaA HenepeHocmocTb. C OCTOPOXKHOCTDIO nprMeHsIOT Npenapat Npw annepruyeckmx guartesax u 3aboneBaHuAx
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The article deals with epidemiology, main clinical manifestations, principles of diagnosis, differential diagnosis
and treatment of frontotemporal degeneration. It is noted the necessity to conduct clinical studies of the effectiveness
of the use of Cerebrolysin in this group of diseases.
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