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AdemeHunn no3gHero Bo3pacTta: KJIMHNYeCKNue natrepHbl
nporpeccupoBaHus. Yactp 1
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HAYYHbIX OE30P

Pe3iome

060CHOBaHME: KJIMHNYECKMI OMbIT CBUAETENLCTBYET O TOM, YTO HApaCTAHUE TSHKECTU eMeHL MM B NO34HEM BO3pacTe NPOMCXOAUT
B O[JHUX C/lyyasnx GbICTPO, B APYruX MeANEHHO, YTO HAXOAUT OTPaxeHue B 06LWel AAMTENbHOCTY 3a60N1€BAHUSA U CPOKAX LOKUTUS.
OfHUM W3 acneKToB MCCAe0BaHUA NPOGNEMbl AeMeHUUI ABNSETCA U3YUYeHUe CYLeCTBEHHbIX Pa3Nnyuil B CKOPOCTW NpOrpeccupo-
BaHUs AeMeHuuu. Llenb: 0606WNTL faHHbIE MCCNEL0BAHMII CKOPOCTW NPOTrPECCMpPOBaHUS AEMEHLMI NO3LHero BO3pacTa passiny-
HOTO reHesa, Npexje BCero, BCNeACTBUe 6one3Hn Anblreiimepa v acCOLMMPOBAHHbLIX C HEN paccTpoiicT. MaTepuansl u MeTon:
Mo KNIOYEBbIM CIOBAM MO3HMI BO3PACT», «AEMEHLMAY, «O0ne3Hb AnblLreiimepay, «COCYAUCTAN LEMEHLNA», KTPOrPECCUPOBAHMEY,
«CKOPOCTb NPOTrpeccUpoBaHMAY, KTPAaeKTOpUN 60ne3HNU» 0TOOpaHbl U NpoaHanM3upoBaHsl cTatbu B 6azax MedLine/PubMed c 2000
no 2020 r., a TaKXe peseBaHTHbIe CTaTbM B CMUCKAX NNTEPATYPbl aHANM3MPOBAHHbIX paboT. 3aKaoueHue: B 0630pe HayyHbIX ny-
6nMKauuii npeacTaBieHa UCTOPUSA U3YYEHUS €CTECTBEHHOrO TEYEHMA LEMEHLMNI B NO3LHeM Bo3pacTe. B pesynbrate paspaboTku
MeTOfl0B ONMpe/eNeHns CKOPOCTU NPOrpeccupoBaHus 3a6oneBaHns 060CHOBAHO BbIAENEHNE AEMEHLMIA C BbICTPLIM U MELTIEHHbIM
TEMNOM HapaCTaHWUA TAXKECTU KOTHUTUBHOTO CHUXKEHUS. PacCMOTpEeHbl paboThl, NOCBALEHHbIE U3YYEHMIO YACTOTHI U HO30J0TUYECKON
NPUHAANEXHOCTU LEMEHLMIA C Pa3NNYHOI CKOPOCTbIO MPOrpeccMpoBanus. B cambix nocnefHux uccnefoBaHuax paspabdaTeiBaloTcs
NPOrHOCTUYECKNE MOAENMU C ONPEAeNeHNeM Pa3NUYHbIX TPAEKTOPKII TeueHus 3abonesanuns. MpeacTasnerne o pa3anyHON CKOPOCTH
NporpeccupoBaHns feMeHLMiA, N0 06lWeMy NPU3HAHUIO UCCej0BATENElN, UMEET MPAKTUYECKOe 3HaUYeHMe AN OKa3aHWs NeyebHO-Au-
arHOCTMYeCKOi MOMOLLW U NIAHUPOBAHUSA MEANKO-COLMANbHbIX MeP NOAAEPXKKM 6OMbHLIX feMeHL el U ux cemeil. QuddepeHuymayus
KNUHWYECKUX NaTTEPHOB NPOrpeccMpoBaHMA JEMEHLMN MOXKET ObiTb UCMONb30BaHA 415 GOPMUPOBAHUA CONOCTABMUMbIX Tpynn na-
LIMEHTOB NpK U3y4eHUn 3P PEeKTUBHOCTH HOBLIX METOLOB TEPANUM, @ TAKKe B KIMHUKO-OMONOTUYECKNX UCCeJ0BAHUAX NAaTOreHe3a.

KnioueBble c10Ba: N03AHMI BO3pacT; AemMeHUus; GonesHb AbLreiiMepa; COCYANCTaN LEMEHLUSA; CKOPOCTb MPOrpeccUpoBaHus;
MeANEeHHbIA TUN; OLICTPbLIA TUM.
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Summary

Background: the clinical experience testifies to the fact, that the increase of dementia severity in late age occurs quickly
in some cases and in others it proceeds slowly, which is reflected in the total duration of the disease and survival. One of the
aspects of dementias research is the study of significant differences in dementia progression rates. The objective of the review
was to generalize the obtained data on progression rates of late age dementias of various genesis, first of all due to Alzheimer’s
disease and its associated disorders. Material and methods: papers in MedLine/PubMed bases from1990 to 2020 were selected and
analyzed according to the key words: “old age”, “dementia”, “Alzheimer’s disease”, “vascular dementia”, “progression”, “progression
rate”, “disease trajectories”, as well as relevant papers in the references of the analyzed works. Conclusion: the history of research
of old age dementias natural course was presented in the review of scientific publications. According to the results of development
of progression rates detection methods, singling out of dementias with rapid and slow increase in the severity of cognitive decline
was substantiated. Works devoted to the study of frequency and nosological belonging of dementias with different progression
rates were considered. In the most recent studies prognostic models with detection of various trajectories of the course of the
disease were developed. The concept of various dementias progression rates admittedly has practical meaning for provision of
diagnostic and treatment assistance and planning of medical and social support measures for patients with dementia and their
families. Differentiation of dementia progression clinical patterns during formation of comparable groups of patients seems
appropriate for investigation of new therapy methods, as well as in clinical-biological studies of pathogenesis.
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[lemeHLMM No3aHEr0 BO3pacTa 0THOCATCA K 3abonesa-
HUSAM, KaK NPaBWUI0, HEYKNIOHHO NPOrPECCUPYIOLLNM, O HA-
KO KNMHWYECKWiA ONbIT U pe3yabTaTbl KOFOPTHbIX 06cep-
BaLMOHHBIX UCCNEf0BAHNI CBUAETENbCTBYIOT O TOM, YTO
Y OAHUX BONbHLIX JEMEHLMA NMPOrpeccupyeT MefsieHHo,
Y ApYrux — BbICTPO UM faxe CTPeMUTeNbHO. XOoTs Ba-
puaumam TeMna nporpeccMpoBaHuns feMeHLMit YAenanoch
CPaBHUTENbHO MeHblle BHUMAHUSA, YEM APYrUM acrneKkTam
U3yyeHUs Npobnembl LEMEHLMA, aKTYaAbHOCTb 3TOMN Npo-
6nembl B HacTosiLlee BpEMA NPU3HAETCA eAUHOAYLHO.

Bonpoc 0 ToM, Hackonbko GbicTpo OyaeT nporpeccu-
poBaTb feMeHLNs, NPMBOAALASA K TOTalbHOW HecocTos-
TeNbHOCTU W MOJSIHOM 3aBUCUMOCTU, HAXOAUTCA B (hoKyce
BHUMAHUA NPAKTUKYIOWMUX KIUHULUCTOB, YNEHOB CEMbY
60/IbHbIX AEMEHLMEN W yXaxuBaloWwmux AuL. Takoro poaa
NepCnekTUBHbIA NPOrHO3, flaXe He CaMblil TOYHbIW, UMeeT
3HayeHMWe ANA NNaHNPOBAHMA MeLMKO-COLManbHOM NoMo-
Wy GONbHLIM fEeMeHLMei.

Heo6xoanmocTb yyeTa pas3anyuil B CKOpPOCTH npo-
rpeccMpoBaHWUA AeMeHLUMU aKTyanu3nposanacb B CO-
BPEMEHHbIX UCCIEJ0BAHUAX, MOCBSALEHHbIX pa3paboTke
MEeTOJl0B Tepanuu AeMeHLMA 1 OLleHKe UX pe3ynbTaTos.
PacxoxpeHus B pe3ynbTatax paHAOMU3UPOBAHHbLIX Ku-
HuYeckux uccnegosaHmit (PKN) acdektusHocTn npena-
paToB OTYACTH CBA3bIBAIOTCA C OTOOPOM CJIY4aEB [EMEH-
LMK C pa3HbIM TEMNOM MPOrPecCMpoOBaAHUS.

Llenb HacToswero 0630pa — 0606MNUTL faHHble UC-
CNefloBaHuii CKOPOCTM NPOrpecCUpPOBaHNA leMeHLWel No3a-
Hero BO3pacTa pas/IMYHOro reHesa, Npexae Bcero 60nesHu
Ansbureiimepa (BA) 1 accouMmMpoBaHHbIX C HE PacCTPOICTB.

CnepyeT cpasy MOACHWUTb, YTO B HAcToAWMiA 0630p
He BKJIIOYEHbl UCCNe0BAHMUA, NOCBALLEHHbIE AOAEMEHT-
HOW, MW NPEeKINHNYECKO, CTaANN JEMEHLMUN N KOHBEP-
CWU MATKOTO KOTHUTUBHOTO cHukeHus (MKC) B nemeHuumto.
3T0 HanpaeneHue UCCNefOBaHMI NONYYMN0 NoLpobHoe
ocBelleHNe B NMpoOJeMHbIX CTaTbAX U 0630pax npod.
C.W. TaBpunosoit [1-3].

B HacToswem o630pe paccMOTpeHbl UCCNef0BaAHNS
CKOPOCTU NPOrpeccMpoBaHuns yxe pa3BUBLUENCA JeMeH-
LMK, TO eCTb KIMHUYECKO CTaguu 3aboneBaHus. 06cyx-
[AIOTCA pa3nnyns B TeMne HapacTaHUA KOTHUTUBHOTO
CHUXEHUA U HeCOCTOATENIbHOCTYU NPY AeMeHLNAX No3AHe-
ro BO3pacTa pa3HOW HO30/10rMYeCKOi NPUHAANEXHOCTH.

MaTtepuanbl U MeTOA: ANA COCTaBNEHMA 0630pa nu-
TepaTypbl N0 KJOYEBbIM CNOBAM «MNO3L4HWUIA BO3PACT»,
«heMeHuusa», «b6one3Hb Anblreiimepay, «CoCyamcTas
LAEeMEHLMAY, KNPOrpeccMpoBaHney, KCKOpOCTb Nporpec-
CUPOBAHUSY, KTPAEKTOPUM G0JIe3HU» 0TOOpaHbl U Npoa-
Hanu3nMpoBaHbl cTaTbk B 6azax MedLine/PubMed c 1990
no 2020 r., a TakXe peneBaHTHble CTaTbW B CUCKAX U-
TepaTypbl aHaNM3MPOBaHHbIX paboT.

CoBpeMeHHble KOHLeNTyanbHble NOAXOAbI K AMATHO-
CTUKe AEeMeHLMit NnpefyCcMaTpMBAIOT BbIAeIeHNEe MapKe-
POB MAarHOCTUKM U MAPKepOB NporpeccupoBaHus [4-6].
BblgeneHbl TUNUYHbIE KNUHUYECKMe DeHOTUNBI, Npexae
BCEro aMHeCTUYeCKU CUHLPOM TMNNOKaMnanbHOro Tuna,
M aTUNUYHbIE BAPUAHTLI (IOrONEHUYECKNI, T0OHbIN, 3a-
LHAA KopkoBas aTpotus). [narHoctuyeckue 6uomap-
Kepbl ABAAIOTCA NAaTOPU3MONOTMYECKNMU, NPEACTABNAIOT
W3MEHEHUs YPOBHA amuionga v Tay-6enka, umenLmecs
Ha BCEX CTafusX, BKoYas 6ECCUMNTOMHYI0 CTafuio, T.e.
OHU [laNneKo He BCerfa CBA3aHbl C TAXKECTbIO NPOABAEHMIA.
Mapkepbl nporpeccupoBaHus 60Ne3HN onpefensoT TeMN
KOFHUTMBHOTO CHUXEHUA U MOLPa3[eNsTCA Ha TOno-
rpaduyeckue mapkepbl U mapkepbl TeyeHus. OHU moryT
HE UMEeTb MeCTa Ha paHHUX CTaguax, 0603HaYalT BexH
6one3Hn, onpenensioT NoKasaTeau NPorpeccUpoBaHus
aemeHumun. Mano cneuncduyHble HO30N10TMYECKU, OHU
YKa3blBalOT Ha TAXECTb 3ab0JeBaHNUA, TO eCTb ABNAIOTCA
MapKepamu ctaguu 6onesHu.

B cooTBeTCTBUM C COBPEMEHHbLIM MOAXOAOM K U3yye-
HUIO NPOGNEMbl AEMEHUMI C NPUBNEYEHNEM LOCTUKEHMIA
HelipoHayK B OTHOWEHUW U3y4YeHUs BuomapkepoB 3a6o-
NeBaHUN C NPOABNEHUAMU LEMEHLUN HACTOALMI 0630p
BKJIIOYAET JBe YacTu.

B uyactu 1-it 0630pa paccMaTpuUBaOTCs BONPOCH METO-
AOJIOTMN U3YyYeHNUs CKOPOCTW NPOrpeccMpoBaHna feMeH-
LMK, KNUHUYECKME NaTTepHbl NPOrpeccMpoBaHNsA LeMeH-
UMK, Nnpexae scero npu 6onesHn Anblreiimepa.

B yactu 2-it 0630pa NPOBOAMTCA aHaANM3 UCCNeAoBa-
HWiA, MOCBALEHHbIX U3YYEHUIO BAUAHUA HEKOTOPbIX KAU-
HUYeCKMX PaKTOPOB Ha CKOPOCTb NPOrpeccUpoBaHuA.

[laBHO NPM3HaHO, YTO MPOCNEKTUBHASA NOHTUTYAUHAb-
Haf OLEeHKa KOFHUTUBHbLIX U3MEHEHUI ABNAETCA BaXKHOW
4acTbio UCCNEA0BAHMIA PA3IMYHBIX BAPDUAHTOB leMEHLMIA.
Mo NOHATHBEIM NPUYMHAM Haubonee U3yUeHbl KIMHUYECKUE
naTTepHbl NPOrpeccUpoBaHna JEMEHLUM NpU BoNe3HH
Anbureiimepa (bA), camoii pacnpocTpaHeHHOI feMeHuum
no3gHero Bo3pacta [7]. [lpoBogmncs noMcK oTanM4uuil Tpa-
€KTOPUU NPOrpeccUpoBaHNs LEMEHLUN NPU BO3MOKHOI
u BeposTHoi BA [8]. Mpu3HaBanacb manas npepckasye-
MOCTb TeYeHMsA 60e3HM U 6ONbLIAs, YeM NPy pake, pacTs-
HYTOCTb BO BPpEMEHMW TEpPMUHANBHON cTaguu [9].

060CHOBaHWe yyeTa pasnuyuil B TeMne Nporpeccupo-
BaHMA JeMeHUUW JABHO W HACTOWYMBO 3BYYUT B CyXKfe-
HUAX UccnepoBaTteneil B CBA3M C pa3paboTKoil MeToaoB
TepaneBTuyeckoro sMewartensctea [7, 10]. Cuutaercs
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KPUTUYECKM BaXKHBIM YYUTBIBATb CAyYau € ObICTPLIM NPO-
rpeccupoBaHMeM fieMeHLMN npu Habope 6ONbHBIX B KU-
HUYeCKWe UCCNef0BaHUA, A TaK e AN NpefCcKa3aHus Te-
yeHus 3aboneBaHua n guddepeHLnanbHON ANATHOCTUKMY
[11].

CoBpeMeHHble UccnefoBaTeNy 0bpallalnT BHUMaHKWe
Ha TO, YTO, HECMOTPA Ha NMOCTOAAHHOE paclMpeHune 3Ha-
HWIA 0 dakTopax pucka passutua bA, mano m3sectHo
0 BO3MOXHbIX MPUYMHAX /WU YCIIOBUAX CYLLECTBEHHbIX
pasnnuuil B TeMNe NporpeccMpoBaHus yxe pasBusLlelics
aemeHuumn [12-14]. HeobxoanmocTb M3yyeHus hakTopos,
BAMUAIOWMX HA 3HAYUTENbHYIO BApUATUBHOCTb NPOrpeccu-
poBaHus 3aboneBaHNs, 060CHOBLIBAETCA 3HAYEHUEM LIS
NPOrHo3a, AN MHHOPMMPOBAHMA NALMEHTOB U YXaXMBa-
OLWMUX UL, NNIAHUPOBAHUA MEAUKO-COLMANBLHON NOMOLM,
0T60pa NauMeHTOB B PaHAOMWU3UPOBAHHbLIE KAUHUYECKUE
nccneposanus (PKN) u oLeHKM KOHEYHbIX pe3ynbTaTos
BMellaTebCTBa.

B eanHCTBEHHOM, ele ¥ NO3TOMY OPUrMHANBHOM MO
LW3aliHy NCCNefoBaHUM NOKa3aHo, YTo XapakTep nporpec-
cnpoBaHus BA MoXeT 0TnMYaThCcs [axe B 3aBUCMMOCTH
OT perMoHa NpoXxuBaHus GOJNbHbIX, CTABWMX YYaCTHUKA-
Mu PKW [15]. ABTOpbl aHanW3MpoBanu gUHAMUKY NoKa-
3ateneit 5 wkan (Alzheimer Disease Assessment Scale,
ADAS; Activity of Daily Living, ADL; Mini Mental State
Examination, MMSE; Clinical Dementia Rating, CDR;
Neuropsychiatric Inventory, NPI) 3a 76-80 Hepgenb y na-
LMeHTOB B BO3pacTe 55 NeT u cTaplue ¢ MATKOW U yMepeH-
HOM femeHLuel npu BepoaTHOW BA.

WcxopHble nokasaTenu TAXeCTH U Haubonbluee yxya-
WeHWe KOTHUTUBHbLIX U QYHKLMOHANbHbLIX NMOKa3aTene
B JMHaMMKe OKa3anucb Xyxe B cTpaHax BoctouHoi EB-
ponbl n Poccuun, B To Bpems Kak B inoHuu, A3uu u/unm
HOxHoit Amepuke/MeKcHKe NOKa3aHoO HaMMeHbluee Kor-
HUTMBHOE U QYHKLMOHanbHoe yxyalwenue. Mo MHeHUIO
nccnenoBaTesieit, 3T0 BaXHO yYUTHIBATL NpU NPOBeSEHUN
TPaHCHALMOHaNbHbIX MyNbTULEHTPOBBIX UCCNEAOBAHMIA,
NOCKONbKY FeTeporeHHOCTh NoKa3saTeseil nporpeccupo-
BaHUA B MUPe ABNAETCA HOPMANbHOM.

B cTaBweii knaccuyeckoit pabote Heico Braak u Eva
Braak [16] naTtomopdonornyeckne M3MeHeHUs B MO3re
6onbHeIx BA pacnpepeneHsl B 6 CTaauit no KonnyecTsy
aMUNOUAHBIX ONAWEK U HENPODUBPUANAPHBIX Ky6OoY-
KOB B OMpefeNeHHbIX OTAeNax mMo3ra. 3T CTafuu oTpa-
XaloT NporpeccMpoBaHne MaTtoNorMyeckoro npotuecca
B TeyeHue 3abonesaHus. B ogHoit u3 nocnepHux pa6ot
aBTOPOB PacCMOTPeHO BOBJeYyeHUe feOpMUPOBAHHOIO
Tay-npoTenMHa B NPOrpeccMpoBaHne HelnpoaereHepaLnm
npu cnopagunyeckoinn bA, xoTa mexaHW3M ero OTNOXeHus
B HEMpOHax elye HesceH [17].

KnuHuyeckune cTaanm nporpeccMpoBaHus feMeHLuu
npu BA Haubonee yeTko Gbinu BbigeneHsl B. Reisberg
W COaBT. MpPU NPOBEAEHUN MEePBOr0 MPOCMEKTUBHOIO

5-TUNeTHero MccnefoBaHWA €CTECTBEHHOro TeYeHUs
3aboneBaHus [18]. B paspaboTaHHoil aBTOpamu LWKane
GDS (Global Deterioration Scale) BbigeneHo cemb cTapmii
NporpeccMpoBaHuUs KOTHUTUBHOTO CHUMXEHUS. Mo pe3ynb-
TaTam [pyroro UCCnefoBaHWUs TOFO e BpeMeHu, npose-
AeHHoro ¢ ucnonb3oaHnem GDS, yTBepxpaetcs, uto
onpefesieHue TeMna NporpeccupoBaHus 0COOEHHO OTYET-
JIMBO Ha 3Tane C 0YEBUAHLIMU KOTHUTUBHBLIMU, NOBEAEH-
YECKMMM paccTpoiCcTBaMm U hyHKLUOHANBHLIM CHUXEHU-
em. JTa cTagus 60ne3HM, KOTopas MOXET AAUTLCA OT 2
£o 15 net, Haubonee BaxHa 18 BblAeNEHUA BapUaHTOB
nporpeccupoBaHusa. OfHako, No npusHaHuUIO uccnenoBa-
Tenen, 0CTaeTCA HeACHbIM, ABNAGTCA NN NPOrpeccupoBsa-
HUe 0bwWwumM GuUHANOM NaToreHesa, NpeACcTaBAAIOWEro no-
CNefCTBMA Kackaja rubenu HeilpoHOB, UM Pe3yabTaToMm
B3aUMOZeiCTBNSA C HENPONATONOrMYeCKMMU NpoLeccamu,
BIMAIOWMMI HA BbIXXMBAEMOCTb HeilpoHoB [7].

N3yyeHune ecTeCTBEHHOrO TEUEHUS AEMEHLMIA, NPEX e
Bcero BA u Coll, ocTaeTcs aKkTyanbHbIM, 06HApYXUBAET
WwKpokoe pazHoobpasne CKOPOCTU NPOrpeccMpoBaHUs
LemMeHUMn n nokasateneit goxutus (o1 3 go 12 ner).
B o630pe HayuyHbix ny6nuKauuii ucciegoBatensimu us
CuHranypa yKkasslBaeTcs, YTO NPUYUHbLI PACXOXKLEHNIT 06-
YCNOBNEHbI PAa3NUYNUAMU B ANATHOCTUYECKUX KPUTEPUAX,
pa3mepax BbIGOPOK M MecTe MPOBEAEHUsS UCCIeL0BaHMI
[19]. OyeBMAHbIMM NPU3HAHBI pa3nuyus npu bA ¢ Hayanom
[0 75 neT n nocne 75 net, B TO BPEMA KaK pacxofaTca faH-
Hble 0 BAUAHKUM nona. o faHHbIM aBTOPOB, CPeAHAsA LAN-
TeNbHOCTb MATKOI AeMeHLMUKn focTuraeT 5,6 roaa, ymepeH-
HoM — 3,5 ropa, TAXenon gemeHunn — 3,2 roga. [inarvos
CoJl accoumnpoBaH C XyAWMUM NPOrHO30M B OTHOLWEHUU
ocTaBlwmxcs net xu3Hu (o1 3 go 5 ner). MNogyepkuBaetcs
3HAYMMOCTb MOHUMAHUSA PA3NUYUIA B TEHEHUU LEMEHLUU
He TONbKO AAA NALMEHTOB W YXaXUBAKLWMUX UL, HO U ANS
NNaHUPOBAHNSA BbIJENEHUSA HALMOHAbHbIX PEeCYpCOB ANS
npodeccMoHanbHOM NOMOLWM PacTyLeMy KOHTUHTEHTY
00/bHbIX fileMeHL e,

HeobxoanmocTb npepcTaBneHus o pa3Hoobpasuu
€CTeCTBEHHOro TeYeHUs AeMeHLMit No3AHero Bo3pacrta
C YYeTOM «AaNbHEro ropu3oHTa» B KapTUHe 3aboneBa-
HUs 0OCYIKAAETCA B IKOHOMUYECKOM acnekTe B OfLHOI 13
nocnefHux paboT BeLyLMX MUPOBbIX CeuuanucTos [20].
Mo y6exnaeHWo aBTOPOB, TOYHOE 3HAHWE BCEro CrneKTpa
3a601eBaHUN C KAPTUHOI [EMEHLMN CTAHET Heobxoau-
MbIM MpU OnpefeneHnn cCooTHOWeHUs 3QPEKTUBHOCTH
M CTOMMOCTU NOKA elye rmnoTeTuYeckon Ho3omoaupuLm-
pytolen Tepanuu.

B nuoHepckom nccnefosanum R.G. Stern u coasT. 6bina
NpeanpuHATa NOMbITKA U3MEpPEeHUs CKOPOCTU ecTecTBeH-
HOro nporpeccupoBaHua gemeHuuun npu bA [10]. B xone
06cepBaLMOHHOIO KOrOPTHOTO UCCNEA0BAHUA CPABHU-
Ba/sM nokasaTenu KOrHutuBHoro cyb6tecta Alzheimer



MWA’ ISSN1683-8319 (print)’ journalpsychiatry.com DOI 10.30629/2618-6667-2020-18-3-108-120

Disease Assessment Scale (ADAS-cog.) n Tecta namaTu
u BHuMaHus Blessed Dementia Rating Scale (BDRS) uepes
Kaxpable 6 mecsaues B TedeHne 90 mecsaues. lokasatenb
€XXEerofHol CKOpoCTM NPOrpeccMpoBaHns paccynTbiBanu
LeneHnem pasHuLbl Mexzy NepBoi U nocnefHen focTyn-
HOW OLIeHKOM Ha KONWYeCTBO NeT MeXAY ABYMA OLeHKa-
MU. YMeHblieHMe 3TOro nokasartens y 6onbHbix BA oka-
3an0cb bonee MefeHHbIM Ha CTaguUu MATKOW U TAXeNoM
LeMeHLMM, YeM Ha CTaAnuu yMepeHHol aemeHuuu. Torpa
yXe aBTOpamMu OblN0 BbICKA3aHO NMPEANOOXKEHUE, YTO
Manas BbIPaXEHHOCTb KOTHUTUBHbIX U MOBELEHYECKUX
paccTponcTB NpM AOCTAaTOYHO MACCUBHbIX MOpGONOru-
YECKNUX U3MEHEHUAX (YNCNEHHOCTb CEHWUNbHBIX Onslek
W HEpodUOPUNNAPHBIX Y3e/IKOB) MOXET ObiTb OTpaxe-
HMEM KOMMEHCATOPHbIX BO3MOXHOCTEN HEPBHOM CUCTEMBI
Ha CTafWUu MATKOW U YMEPEHHOW CTeneHu TAXECTU Hen-
pPOHaNbHOrO MOBPEXJEHUA, HO Kaxaas nocnepyiol,as
noTeps HeWpPOHOB NPUBOANT K 3HAYUTENbHOMY KOTHUTUB-
HOMY CHUXEHUI0. 3amMefileHne TemMna NporpeccupoBaHus
Ha CTafun TAXENON feMeHLUMK, N0 MHEHWIO aBTOPOB, MO-
KEeT 00bACHATLCA YyTPATO pecypcoB AanbHeillwero yxya-
WeHMUS Ha 3TON CTaguu.

B cepumn mHoronetHux uccnegosaHuii R. Doody u co-
aBT. pa3pabaTbiBaNyM METOLMKW ONpefeneHus CKOpoCTU
MporpeccupoBaHuna AemMeHUMU 1 BbiAeNeHne BapuMaHToOB
BA no 3Tomy npu3Haky. Bo3mMoXHOCTb NMporHo3npoBsaTtb
nporpeccupoBaHue femeHuun y 60nbHbIx BA aBTOpSI
CYMTANM HEOOXO[MMON NMOMOLWbIO KAMHULWUCTAM U UC-
CNefoBaTeNAM ANf YAYYIWEHNUS Banugaumm 6uomapkepos
W Au3aitHa KNMHWUYECKNUX UccnefoBaHuin 3PeKTuBHO-
ctu Tepanuu. C 3Toii Lefblo aBTOpaMu ObiA NpefsIoXKeH
MeToj pacyeTa nokKasaTend, NONyYMUBLIEro Ha3BaHue
Preprogression rate (PPR) [21]. 3HauumbIM NpuM3HaBanoch
KNMHUYECKoe yXyJleHne Npyu YMeHbLEHUN CYMMapHOTo
6anna MMHU-TeCTa KOTHUTUBHBIX yHKLMi (Mini Mental
State Examination, MMSE) Ha 5 6annoB. OueHuBanu
BPEMEHHOI Nepuoja A0 3TOr0 MOMeHTa y 298 60JibHbIX
BA (78% c BeposTHoit BA n 22% c Bo3moxHoit BA; 65%
XEHLWMKH; cpeaHunit BospacT 70 = 8,3 rofa; KatamHes [0
10 net). CpegHUM HOpManbHbLIM NOKa3aTeneM MUHKU-TeCTa
cyntancs 28 (+ 1,4). B M3yyeHHbIX cAyYasx MHULMANbHbIN
MUHU-TeCT Obin paBeH 20 (+ 6,3); nocnegHuin — 12 (£ 8,7).
PPR pns 298 60nbHbIX 6bi1 3 (3,4) B rO4 MO MUHK-TECTY,
W CpefiHee NMpOrpeccMpoBaHue 3a BpeMs KaTaMHe3a 6bio
3 (3,2) 6anna B rog. Mo pasHuue Mexay nokasartenem
MUHU-TECTa MeXAY BU3UTaMW BblfeNeHbl TPU BapuaHTa
CKOPOCTU NPOrpeccMpoBaHNUs JeMEHLUN: MeANeHHBI, TO
ecTb MeHee 2 6annoB B rog (123 cayyas); NpoMexyTouy-
HblA, TO ecTb OT 2 B0 4 6annos B rog (110 HabnofeHUR),
1 BbICTPBIN, TO ecTb 5 1 6osniee 6annos B rog, (65 60MbHbIX).
06HapyeHbl oTpuuaTenbHble koppensauuu PPR ¢ nHmuym-
anbHbIM MUHW-TECTOM W AAUTENbHOCTHIO CUMNTOMOB, YTO,
Mo MHEHWI0 aBTOPOB, OTPaXano HeNUHENHbI XxapakTep
nporpeccupoBaHus. B nocnepylowux pabotax aBTopoB
3TOT METOZ MCMOJ/Ib30BaH Ha 3HAYMTENIbHO BOMbLWKX Bbl-
6opkax 6onbHbIX BA (Lo nonyTopa Teicsy u 6onee) ¢ 6o-
Jlee AJIMTEeNbHbIM CPOKOM KaTaMHETUYeCKOro HabnofeHus
(no 15 net) c npuBNEYEHUEM PE3YNLTATOB HEMPONCUXONO-

rmyeckoro o6ciefoBaHNs, JaHHbIX HEMPOBU3YaNn3aLMK
n APO-E-reHoTunupoBaHus [22—24]. 3Haunmble paznuyus
MEX Y MeANEHHbIM U BbICTPbIM TUNOM NPOTPeCcCUpOBaHNUS
coctaBunun Bmecte 54%. lpu mepneHHOM Tune nporpec-
CUPOBAHMA aHaMHe3 [0 YCTAHOBNEHUs AnarHo3a 6bin 60-
nee [AUTENbHbIM, YEM MPU NPOMEXYTOYHOM UKW GbICTPOM
Tune.

HeckonbKo MHOe pacnpefeneHne no Temny nporpec-
cupoBaHus aemeHuuu npu BA nonydyeHo B pabote fpy-
rux uccneposareneit [25]. CkopocTb nporpeccupoBaHus
paccyuTbiBanacb aBTOpaMu KaK CHUXeHWe nokasaTe-
nA MUHU-TECTa 3a KaxAable nocaepywowme 12 mecsaues.
YMeHblueHMe nokasaTens Ha 0,8 6anna B rog no3Bons/io
OTHECTU BapuaHT TeueHUs 3a60N1eBaHuUs K KaTeropum mep-
NIEHHOTO NPOrpeccupoBaHms, a Gonee BbICOKMe NoKasare-
NN CYMTANUCh NPU3HAKOM ObICTPOro MPOrpeccUpoBaHus
gemeHuuun. B paboTte apyrux uccnegfosateneit U3yyeHo
247 cnyyaes bA pna onpefeneHns CKOpoCcTH nNporpeccu-
POBaHMA Ha NPOTAXEHWUMN Tpex NneT. MNayneHTsl, y KOTOpbIX
NporpeccMpoBaHne MHECTUKO-UHTENIEKTYaNbHOMO CHU-
XeHWs 33 TpW rofia JOCTUIO CTaAUN YMEPEHHOW feMeH-
LW, paccMaTpUBaAUCh KaK Ciiyyau c GbICTpbIM Nporpec-
CMpOBaHMEM, OCTaBaBLINECA HA HAYaNbHOW CTaANN — KakK
MeAneHHble nporpeccopsl. ExxerogHoe CHUXeHWe KorHu-
TUBHOTO MOKa3aTeNs OblJ0, eCTECTBEHHO, 6oNblue B «Obi-
CTpOii» rpynmne, YeM B «MefJIEHHOIY, TaK e Kak Gonee
BbIpaXkKeHHOE exerofHoe obliee yxyalweHue [26].

Ha maTepuane 4-netHero HabnwogeHus 324 cnyyaes
BA c TecToBbIM 06CNEAOBAHUEM KOFHUTUBHBIX YHKLMIA
Kaxfble 6 MECALEB U3yYanu NPeanKTOpsl BbICTPOro npo-
rpeccupoBanus [27]. Cpenu o6cnefoBaHHbIX 0Ka3anoch
62 60/bHbIX C BLICTPBIM MporpeccupoBaHnem (YMeHb-
WweHne cymMMapHoro 6ania MUHMU-TeCTa Ha = 5 Ganios
3a nep.blit rog), 37 60bHbIX C MPOMEXKYTOUHBIM TEMMOM
nporpeccupoBaHus (YMeHblIEHWe CyMMapHOro 6anna mu-
HU-TecTa Ha = 5 6annos 3a nocnegylowme 18 mecaues),
oCTaNbHble 225 6ONbHbIX — C MEANEHHbIM MPOrpeccu-
poBaHueM. [peanKTOpLI TMNA NPOTrPeCCUpPOBaHNA He 00-
HapyKeHbl, TONIbKO WCXOAHbI MOKa3aTenb MUHU-TeCTa
< 14 yKasbiBan Ha NJoOXoW MPOrHo3. Takoi pesynbrar,
N0 MHEHMWIO aBTOPOB, CBUAETENLCTBYET O HEONpeaeneH-
HOCTU NOHATUSA «ObICTPOE» NPOrpeccupoBaHue u Tpedyet
YTOUHEHUA pa3nnunit Mexay 6onbHbIMU BA ¢ 6bICTPbIM
M MeAJIEHHbIM MPOrpeccMpoBaHNEeM.

Onpepgenanu, Kak ypoBeHb GYHKLWUOHANbHOW 33aBUCU-
MOCTW OT YXaXMBAKOLWMX UL, MOXET ObITb UCMNONb30BaAH
Npu YyCTaHOBNEHUU OCHOBHbIX Bex MPOrpeccUpoBaHus
bA [28]. B npocnekTuBHOE 06CEpBALMOHHOE MYAbTULLEH-
TPOBOE MUCCNefoBaHue ObiM BKAOYeHbl 1495 nauneHToB
B BO3pacTe 55 ieT u CTaplue C AUArHO30M BeposaTHOM BA.
Tpynnbl GONbHLIX BbIAKM CTPAaTUDULUPOBAHBI MO CTEMNEHN
TAXECTU C UCNONb30BaHMEM MOKa3aTensa MMHU-TecTa. Pe-
3ynbTathl 18-MecayHOro KataMHesa no3BONUAN pa3AenuThb
60/IbHbIX HA «MPOrPeccopoBy, TO €CTb C YXYALIEHUEM CO-
CTOSIHUU, U KHE-NPOrPECcCOPOB», TO eCTb 6e3 U3MeHeHMU
B COCTOsIHMU. V13 971 naumeHTa ¢ HaiMymnem UCXOAHOro 06-
cnefoBaHus yepes 18 mecsues y 408 (42%) 3aboneBaHue
nporpeccupoBano, y 563 (58%) He nporpeccupoBano 3a
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3TOT NepUOA. ITU BapuaHThl TEYEHUS MOFNIM ObITh MPU BCEX
TPex UCXOAHbIX NOKa3aTenax MuHu-TecTa (21-26; 15-20;
<15), COOTBETCTBYIOWMUX MATKON, yMEPEHHON UIN TAXKENOM
aemeHumun. B kaxpon rpynne okasanocb 40-45% «npo-
rpeccopoB» u 55-60% «He-nporpeccopos». He 6bino
pasnnynin No YPOBHIO KOTHUTUBHBIX MU NOBEAEHYECKUX
CMMNTOMOB, XOTA B rpynne NMpPorpeccopoB CPOKM ycTa-
HOBJNIEHUs AMarHo3a OGblIM KOPOYe U XYXKe nokasaTenu
NOBCEAHEBHOW aKTUBHOCTU. VICXOLHbIMW NpefUKTOpamMu
(hyHKLMOHANBHOTO CHUXEHUSA Yepe3 18 mecsues 6bin 60-
nee BbIPaXEHHOE KOTHUTUBHOE CHUXXEHWe, NPOXUBaHMe
C kem-116o, Hanuune Gonee YeM OJHOTO YXaXKMBAKOLLETO
nuua. OgHako 6onee BbICOKMIA UCXOLHbIN YPOBEHb 3aBUCH-
MOCTW KOppenupoBan C MeHbWMUM PUCKOM MPOrpeccupo-
BaHMsA 3aBUCMMOCTU. Pa3BuTHE 3aBUCMMOCTH, MO MHEHUIO
aBTOPOB, MOXET PacCMaTpMBaTLCA KaK NMPOMEXYTOUHbINA
3Tan NporpeccUpoBaHUs AEMEHLUN.

OCHOBbIBAsAiCb Ha 3HAYUTENbHBIX MEXWUHAMBULYANb-
HbIX pa3nnyuax B TeyeHun bA, HopBexcKkune nccneposa-
TeNn U3yyannm CKOPOCTb MPOrpeccUpoBaHUA AeMeHL UK
y 282 naumMeHToB Tpex KAUHWUK NamaTh B XOLe JIOHTUTY-
LMHanbHoro obcepBaLMoHHOro uccnegosanus. Cpoku
HabnoaeHns coctasnsam ot 16 fo 37 mecsues (B cpen-
HeM 24 mecsua). B 46,8% cnyyaeB nporpeccupoBaHue
OLEHEHO KaK MeAsleHHOe C exerofHeiM yeenuyernem CDR
MeHee YeM Ha 1 6ann. McxopHble nokasaTenn KOrHUTMB-
HOro DYHKUMOHMpPOBaHUS W fpyrue GakTopbl 00bACHANN
ToNbKO 17% BapbUPOBAHWUS CKOPOCTU NPOrpeccMpoBaHus
[29].

[lpyroit NoaxoA K M3y4YeHUto eCTeCTBEHHOrO Nporpec-
cuposaHua femeHumun npu bA peanusosaH npu oueHke
TeuyeHus 3aboneBaHus y 6OMbHbIX, NONyYaBWKX Nnae-
60, B paHLOMU3MPOBAHHBIX KIMHUYECKUX MCCNenoBa-
Husax (PKWN) acddekTBHOCTM HOBLIX METOLOB Tepanuu.
B mynbtuueHtposom npoekte ADNI (Alzheimer’s Disease
Neurovisualisaion Initiative) ¢ ouyeHb 6onbwKM Konnye-
CTBOM YYaCTHUKOB JMHAMMKa COCTOSHMA OLEeHUBanach
Kaxble Tpu mecsaua B TeyeHue 18 mecsues [30; 31].
B cnekTpe 3ab6oneBaHuit C pa3HbiM TEMNOM €CTECTBEHHOTO
NpOrpeccUpoBaHNUs AeMeHLMUU 3HAYMMOCTb KOppennsuui
KOTHUTUBHOTO U (YHKLMOHANBHOIO CHUXEHUA BapbUpO-
Banach, HO OTYETNIMBO YBENMYMUBANACh NPU NPOrpPeccupo-
BaHWM A0 CTafMM YMepPeHHON AeMeHUNn. KOrHUTuBHbIE
paccTpoicTBa NMPU3HAHBI MPefUKTOPOM (YHKLMOHANBHO-
ro CHUXeHus.

3HayeHWe He TONIbKO KOTHUTUBHOIO, HO U (yHKLMO-
HaNbHOTO CHUXEHUA KaK NnokasaTens NporpeccupoBaHus
LAEeMeHLMM NOKa3aHo B UCCNeA0BaHNM C UCMONb30BaHNEM
komnnekcHoi wkansl Capturing Changes in Cognition
(Catch-Cog), oueHuBalowWeEN N KOTHUTUBHbBIE U3MEHEHMUS,
M U3MeHeHUs QYHKLMOHANbHOTO cTaTyca 6oabHbIX [32].
AsTopbl 06cnenoBanu 350 nauuenTos ¢ MKC u msarkoit BA
McxogHo, yepes 3, 6 n 12 mecsAues KatamHesa. Pe3synb-
TaTbl UCCNEAO0BAHUA NOATBEPANIN LEenecoobpasHOCTb
NPUMEHeHNA 3TOW KOMNNEKCHOW WKanbl ANA yyUeHus
MOHMTOPUHTa nporpeccuposanusa bA.

MpepcTtaBneHns o pasnnyumax B Temne nporpeccu-
pOBaHWA LEeMeHLUA B JanbHellweMm Noay4yuau passutue

B HanpaB/iieHWM UCCNefoBaHUil No pa3paboTke Moaeneil
nporpeccuposanus bA [7; 33; 34]. AHanu3 10 ctatuctuye-
CKMX Mofenelt nokasa, YTo 7 U3 HUX NPOrHO3UPYIOT Npo-
rpeccupoBaHue Npu M3MepeHUM KOTHUTUBHbIX YyHKLUA,
HO TaKMX XapaKTepUCTUK NpOrpeccMpoBaHmMs OKa3biBaeT-
cA HegocTaTo4yHo. B mogenuposanuu BA npusHaetca He-
06X0AMMbIM MYILTUBAPUAHTHbIN NOAXOA B OLieHKe haKTo-
POB, UMEILMX OTHOLWEHME K MPOrPeccupoBaHuto 6onesHu
BO BpeMeHU. 1A npefcka3aHusa CKOPOCTU KOTHUTUBHOTO
CHUXEHMUA M NOUCKA KOPPEenaLmMi Mexay couuanbHo-ge-
MorpaduyeckumMn U KIMHWYECKUMU napameTpamu npu-
MEHANCA MyNbTUHOMUANBHBLIA NOTUCTUYECKUI perpec-
CUOHHBIA aHanu3 [12]. Tpu mogenn nporpeccUpoBaHuns
BemMeHuMn chopMMpOBaHbLI MO U3MEHEHUID NMOKa3aTens
MUHU-TeCTa 3a 12 mecsueB katamHe3a. K «megneHHoMy»
BapMaHTy OTHeCeHbl Clyyan C U3MeHeHUeM MUHU-TecTa
Ha < 1 6ann, K «NpoOMeXyTo4HOMY» — Ha 2-5 6ansos
U K «GblcTpOMYy» — Ha = 5 6annos. 13 1005 cnyyaes 60-
Nlee YyeM B nonoBuHe HabnofeHuii (52%) onpegensancs
«MefIeHHbIN» TUM NPOrpeccMpoBaHus.

B nccnepgosanun ADNI ¢ ucnonb3oBaHuem maccuBa
3NUAEMUONOTMYECKUX JaHHbIX Pa3paboTaHO YeTbIpexcTy-
neHyaToe MoAeNMpoBaHue NPOrpeccupoBaHma feMEHL N
[35]. Ha nepBoii cTyneHu onpefensieTcs UHAUBUAYATbHbINA
«YrOJN CHUXEHUAY» U OCHOBHbIE XapaKTepPUCTUKMN TPAeKTo-
pUKN yXYALWEHUA, Ha BTOPOA — BBOAUTCA YYeT BbifABAEH-
HbIX KOppenauuit 3TuX nokasaTesieil, Ha TpeTbei n yet-
BEPTON CTyNeHAX OCYWEeCTBAAETCA MHTErpauns LaHHbIX
NEPBMYHOTO M [ONTOBPEMEHHOTO HABIOAEHNS U KOHCTpY-
MpOBaHMeE TPAEKTOpPUM NporpeccupoBaHus. B pesynbrate
noflyyeHa CUrMOBUIHAA TPAEKTOPMSA NPOrpeccupoBaHms,
no3BO/IAKOLWAA NPOrHO3UPOBATb CKOPOCTb NPOrpeccupo-
BaHWA [leMeHLUN, UCXOLA U3 LAHHbIX NEepPBOHAYaNbHOIO
KpaTKOBpPEMEHHOro KaTaMHe3a. Bo3amMoxHoCTH npefickasa-
HUA CKOPOCTW NporpeccMpoBaHuns femeHuuu npu bA npu
MOJIEINPOBAHMN C UCMONb30OBAHUEM MALIMHHOMO 0byye-
HUs Bonee HafleXKHO ONpefieneHbl ANs cnopaguyeckoil bA
B COMOCTABNIEHUM C HACNEACTBEHHO OTAroweHHoM bA [36].

B kauecTBe UTOra paccMoTpeHus UccnefoBaHUMN B 3TOM
tparmeHTe 0630pa ciefyeT OTMETUTb, YTO, HECMOTPSA HA
pasnuuns B KONMYECTBEHHbIX NOKa3aTeNsax CKOpoOCTH Npo-
rpeccupoBaHusa AEMEHLUN, NPU3HAETCA CYLWEeCTBOBaHME
ObICTPOrO M MEANIEHHOTO HAPACTaHUA TAKECTU JEMEH LN
¥ NpeAnpUHUMAIOTCA NOMbITKU MOAENNPOBAHUA TPAEKTO-
puu 3abonesaHus.

lMepBOHaYaNbHO MOWUCK KAMHUYECKUX Pa3anNymii NbiTa-
JINCb NPOBOAUTbL NPK CPaBHEHUM GONbHBIX C BEPOATHON
1 BO3MOXHOMN fiemeHLmeit npu bA [8]. Y 640 60n1bHbIX (432
C BepoATHOM 1 208 ¢ BO3MOXHOM bA) cpaBHMBaNM TeueHmne
3aboneBaHNA No Tpem NoKasaTensim NporpeccupoBaHus
AEMEeHLMN: HapacTaHue TAXEeCTU AeMEeHUUM, nomeleHune
B OTAeNeHMA no yxofy u HactynneHue cmepti. CooTHO-
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WweHWe CTaAniA No WKane KNMHUYECKON OLIEHKU TAXKECTH
pemerumn (Clinical Dementia Rating, CDR) He 06Hapyu-
710 3HaYMMbIX pasnnuuit (nokasatenu 0,5 u 1 coctaBuim
npu BeposTHON gemeHuun 39 1 61%, npyu BO3MOXHON —
42 1 58%). CpefHAs CKOPOCTb KOTHUTUBHOTO CHUKEHUS
Obl1a CXOLHOW NpY BEPOATHOM M BO3MOXHOM BA. ABTOpa-
MU CAEeNaH BbIBOJ O TOM, YTO CKOPOCTb MPOrpecCcUpoBaHus
onpeAenseTcs He OTHECEHUEM K MAarHOCTUYECKOMY Bapu-
aHTy BEpOATHON MM BO3MOXHOW LeMeHLUK, a nexalen
B 0CcHOBe 3ab0/eBaHuMsa anblLreiiMepoBCKoi Natonoruein.

MpepcrasneHne o CXOACTBE W pasanyumax B Npo-
ABneHnax gemeHuuun npu bA ¢ paHHuM Hayanom u BA
C MO3AHUM HayanoM 060CHOBbIBAETCA HabAOAEHNAMY
B MPaKTUKe U AAHHBIMU KIWHWYECKUX, TEHETUYeCKuX, de-
HOMEHOJIOTMYeCcKMx uccnepoBanuim [37-40]. KnuHuuuctsl
U UccnepoBaTenn YBepeHHO OTHOCAT bA ¢ paHHUM Haya-
JIoM, TO eCTb B BO3pacTe [0 65 neT, K CaMbIM YacCTbiM fe-
MeHLMAM C ObICTPLIM NpOrpeccupoBaHuem. BospacT Hava-
Na paccMaTpuBaeTCA He TONbKO KaK BaXKHeWwWunii dpakTop
pucka bA, Ho 1 Kak Knto4yeBoi MOANUKATOP NPOSBAEHU
60/1€3HM 1 NPOrpeccupoBaHus AemeHuum. Xots 3abonesa-
HUe ¢ ObICTPLIM NPOTrPeCCMPOBAHMEM MOXKET NOPAXaTh BCE
BO3pACTHbIE Tpynmbl, B GONbIWMHCTBE CBOEM UMEET MECTO
B MOJIOJIOM BO3pacTe.

B HeMHOrMx NOHrUTYAMHANBHBIX UCCNEf0BAHUAX W3-
yyasncs natTepH ObicTporo mporpeccupoBaHus npu bA
C paHHWM HayanoM. Mo faHHbLIM HefaBHero o63opa ya-
ctoTta bA c paHHMM Hayanom okasanachb Boiwe (6,1%), yem
6b110 NpUHATO cunTaTh (1-2%) [41]. beicTpoe HapacTaHue
TAXECTU ileMeHUMm, 06Hapy)KeHHoe y 60NbHbIX BA ¢ paH-
HUM HayanoMm, CBA3bIBAETCA C Pa3NNYUAMM B XapaKTepe
He KOrHUTWUBHBIX CUMNTOMOB. Takue pacCcTpoMCTBa, Kak
BO30yXKAeHue, 3iidopus, anaTus, pacTOPMONKEHHOCTb,
pa3apaXuTenbHoCTb M NOBefeHYecKne fBUraTenbHble
paccTpoicTsa, cxogHbl npu BA ¢ paHHUM M NO3[HUM Ha-
yanom. HanpoTtus, ranniounHauum, genpeccus u Tpesora
06HapyXMBaeT pa3MyHble naTtTepHsl npu BA ¢ paHHUM
Havyanom [42]. Pe3ynbTaThl MCCNefOBaHUA, B KOTOpPOE
Obinn BKIOYEHbl 288 60MbHLIX BA ¢ paHHMM Hadanom,
noKasann exerofHoe yMeHblleHWe CYMMapHOro 6an-
N2 MUHU-TecTa Ha 1,54 6anna, yBenuyeHue nokasatens
WKanel noBceAHeBHoii akTuBHocTM (IADL) Ha 3,46 Ganna
1 yBenuyeHue cymmel 6annos no CDR Ha 1,15, uTo cBUfe-
TeNbCTBOBAN0O O BbICOKOW CKOPOCTW MPOrpeccupoBaHmns
LeMeHLMMN B 3TUX ciyyvasx [43].

OTMeyas oTCyTCTBME KOHCEHCYCA B OTHOWEHWUM npe-
AMKTOPOB ObICTPOrO MPOrpeccMpoBaHmA KOFHUTUBHOIO
CHUXEHUS U PefKoCTb paboT, NOCBALWEHHBIX CKOPOCTU
nporpeccupoBaHua gemeHumu npu BA ¢ no3gHuMm Hauva-
JI0OM, aBTOPbI BKAOYMAN B uccneposanme 130 nauneHTos
KJIVHUKKU NamaTu ¢ guardHo3om bA ¢ no3gHum Hayanom
(cpepHuii Bo3pacT 82 rofia) U UCXOLHBIM 3HAYEHUEM MU-
HU-TecTa 23 6anna. bbicTpbiM NporpeccupoBaHnemM cyu-
Tanoch yxypleHue MuHU-TecTa Gonee Yem Ha 3 6anna
3a nepeble 6 Mec. HabnoaeHns [44].

B amcTeppamckoit koropTe GOMbHbIX LeMeHUuel
129 cnyyaeB ¢ GbLICTPLIM NporpeccupoBaHnemM (CpegHMuil
Bo3pacTt 72 + 10 net; 55% MmyxuuH; MMSE 20 + 5) co-

ctaBunn 13%. B rpynny cpaBHeHMs BOWAN OCTasbHble
892 cnyyas (cpepHuit Bo3pacT 68 + 9; 56% myxumnH; MMSE
22 + 5) c MeaneHHbIM NMPOrpeccMpoBaHUEM ieMeHLUH.
Cpepy cnyvaeB c GbICTPbIM NpOrpeccupoBaHuem 6bino
Gonblue 60NbHLIX C fMarHo3om bA, HO ux Jons HamHOro
MeHblUe, YemM B rpynne cpaBHeHus. B To xe Bpemsa gons
LPYruX cly4aeB fieMeHL MM C GbICTPLIM MPOrpeccupoBaHi-
eMm, BkNtovas bonesHs Kpeiiudensara—fkoba (bKA), cocy-
anctyto pemerumio (Coll) u N06GHO-BUCOYHYIO AEMEHLMIO
(IBL), B ocHOBHOW rpynne 6Gblna 3HaYMMO 6Gosblue, Yem
B rpynne cpaBHeHus [45].

B HaunmoHanbHOM KOOpAMHAUMOHHOM anblremmepos-
ckom ueHTpe (CLUA) B KoropTe cnyyaes BA ¢ GbICTpbIM
NporpeccMpoBaHNeM M MaToNoro-aHaTOMUYECKUM MOf-
TBEpXAeHMeM oka3anocb MeHbwe 10%. Mx cpaBHuu
co cnyyasmu bA n3 koropTsl HaunoHanbHOro LeHTpa npu-
OHOBBbIX 3a60/1eBaHNI. Y 60NbHbIX BA 13 KOrOpThI LEeHTpa
NPUOHOBLIX Gone3Heil ANUTENBHOCTH CUMNTOMOB Obina
kopoue (11,6 mec. npoTuB 60,4 Mec.), 3T1 60JbHbIE GblN
MosioXe Ha MomeHT cmepTu (60 net npoTtus 81,8), exe-
roflHOe YMeHblIeHWe NoKa3aTens MUHU-TeCTA COCTABAN0
6 6annos npotus 2,5 6annos [46].

B npyrom nccnenoBaHum npoBefieH peTpoCneKTUBHbIN
aHanu3 187 cnyyaes C ObICTPLIM NPOrpeccUpoBaHueM ae-
MeHuun (MHgus; 2008-2016 rr.). Bcex 6onbHbIX pa3ge-
JIMAK Ha TPU Tpynnbl: 1) ¢ BTOPUYHON 0OpaTUMON AeMeH-
umen; 2) c npuoHoBoit 6onesHbio (BKA); 3) HenpuoHoBoit
HelipofereHepaTUBHOW AeMeHLMEeN U COCYLUCTON LeMeH-
uueit. B nepBoii rpynne 0oCHOBHbIMU NPUYMHAMU BTOPUY-
HOW JeMeHLUM C GbICTPLIM NMPOrpeccupoBaHneM U 00-
paTUMOCTbio Gbinu UHGeKLUn (Helipocudunuc B 17,9%,
MyAbTU(OKaNbHaA NelikosHuedanonatusa B 15,3%), um-
MYHHBIIA 3HLedanuT B 18,1%, HoBooOpa3oBaHus. Hellpo-
JereHepaTuBHas JeMEHLMA OKa3anach Ha TpeTbeM MecTe,
LUTENbHOCTb CMMNTOMOB B 3TUX Cilyyasx Gbina Gosble
6 mecsAueB, TOraa Kak Npyu HeonnacTUYeCKON AeMeHLuu
MeHble 6 mecaues [47].

B rpynny c cambiM GbICTPbIM MPOrpeccMpoBaHuUeEM Jie-
MEHL MW OTHOCAT CJIy4au C HACTyNieHUeM CMEPTU B Teye-
Hue 1-2 neT nocne yCTaHOBNEHUS AMArHo3a [45, 47-49].

CTpemuTenbHO nporpeccupyiolas LeMeHLms accoum-
npoBaHa c 6osesHbio Kpeliygpensoma-Akoba (bKA) c ne-
TajbHbIM UCXOAOM. 3TO 3aboneBaHue cuyMTaeTcs NpoTo-
TUMOM CBEPXBbLICTPOro NPOrpeccupoBaHns AeMeHLUU, HO
penKoCTb 3TOro 3aboneBaHns 00bACHAET TO, YTO B MpPO-
theccmoHanbHoO Kapbepe Bpaya 00bIYHO Mano TaKUX Ciy-
Yaes, a Ny6NMKALUM KACAKTCA KAa3yUCTUKM.

Mo gaHHbIM 6Pa3nIbLCKOro UccnefoBaHus, cpean 1648
60JIbHbIX HEBPOIOTMYECKOTO FrOCNMUTaNS 33 TPU rofia OKa-
3ancs 61 cnyyait (3,7%) ¢ 6bICTPbIM NPOrpeccupoBaHuem
LEeMeHLMN 0T HeCcKoNbKux mecaues fo 2 net. CpegHuii
BO3pacT 3TUX BOJbHbIX 48 NET, CpefiHee BpeMs nporpec-
CUpoBaHua 6,4 mecaua. [inarHos bKS 6bin ycTaHoB/EH
B 11,5%, HENPUOHOBLIE HelipofereHepaTUBHbIe 3aboneBa-
HUA QMArHoCcTUupoBaHbl B 8,2%, UMMyHOONOCpef0BaHHbIE
3aboneBaHus — B 45,9%. OTHocuTenbHO Gonee 6naro-
NpUATHLIA Ucxod B 59% (36 u3 61 cayyasn) ¢ GbICTPbIM
nporpeccupoBaHuem femeHumn u B 89,3% (28 u3 31)
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B MMMYHOOMOCPEOBaHHbIX CNyyasx Obi acCcoLuMpoBaH
c 6onee KOPOTKMM BpeMeHEM YCTAaHOBNEHUA AMarHosa
1 06HapyKeHMEM ANArHOCTUYECKM 3HAYUMBIX OTKJIOHEHUIA
B NukBope. o 3aK/ioYeHN0 aBTOPOB, NoCNefHUe JOCTU-
KEHWA B NOHUMAHUU UMMYHOOMOCPE0BaHHbIX 3a60neBa-
HWit MO3BOAAIOT MAarHOCTUPOBATL NpeXAe Hepacno3HaH-
Hble BbICTPO NpOrpeccupyoLine LeMeHL UM, Nofexalue
neyenuto [50].

TonbKo ofjHO McCNefoBaHue KacaeTcs 96 ambynaTtop-
HbIX NALMEHTOB KAMHWUKM NAaMATU MeAULMHCKON WKonbl Ba-
WWHTTOHCKOro yH1BepcuteTta 3a nepuog ¢ 2006 no 2016 r.
[lnarHoCcTMYeCKUIA KOHCEHCYC JOCTUranca NpuBneyeHu-
eM ABYX cneuuanucto. Y 67 60nbHbIx (70%) CKOpOCTb
nporpeccupoBaHus Gbina Gosblie OXUAaemMol 3a 2 rofa
nocne nosiBNeHMss cuMnToMoB. Cpefin HUX XEHWMUH OKa-
3anocb 63%, cpepHuit Bospact 68 net (ot 45,4 o 89,6),
ypoBeHb 06pa3oBaHusa 12 net (0T 6 fo 14), aTMnuyHble
NposiBNeHNUs oTMedeHbl B 90% caydaes C GbICTPLIM Npo-
rpeccupoBaHuem. bonee cTapwuit Bo3pacT Gbln Npeauk-
TOPOM aMHecTU4yecKon pemeHuumn npu BA, cumnToMmbl
NapKUHCOHMU3MA MW 3pUTENIbHbIE KOPKOBbIE AUChYHKLMUN
onpeaensanu KNMHUYECKYIO KapTUHY APYTUX HeltpofereHe-
paTMBHbLIX 3a60NeBaHUi C GbICTPLIM NPOrpeccUpoBaHUEM,
BKJItouas cnopaanyeckyto bKA [51].

CoobueHus B AUTEpaType 0O rOCMUTANbHbLIX CyYasnx
ObICTPOro NPOrpeccUpoBaHnA AeMeHLUN 0BbIYHO UCXO-
OAT U3 aKafeMUYeCcKUX UHCTUTYTOB W LIEHTPOB NMPUOHO-
Bbix GonesHeil. B KaX[oM M3 HUX oTMeyvarTca ocobas
KNMHUYECKas KapTWUHA, HanpuMmep 3NUCTaTyc M BbICTPO
nporpeccupylowas AemeHums [52], pa3sutue femeHumUu
3a 5 mecsAUeB y MYyXUYUHbI 66 NeT n u3MepeHna B TUKBOpPeE
RT-QuIC (ckopocTu KoHBepCcUM Genka B NaToNornyeckuii)
npu oTpuyatenbHom 14-3-3 u T Tay-6enka [53]. B gpyrom
c/iyyae GbICTPOro NPOrpeccupoBaHus AeMEHLUM 0BHapy-
eHO coyeTaHue mopdonoruyeckux npusHakos bKA, AT/,
XPOHWNYECKON NOAKOPKOBOW COCYAMUCTOI HUetdanonaTum
U MEHUHTUOMBI [54].

ABTOpbI OHOTO U3 MUCCNeAoBaHWUI 06palaloT BHU-
MaHMEe Ha BO3MOXHOCTb BbIPAXEHHOTO PACXOXLeHUs
JaHHbIX HepOBM3yann3aunum C KIMHUYECKON KAPTUHOWA.
Mono3peHne Ha Hanuume meTactasa B MO3ry 0CHOBaHO
006bIYHO Ha FONOBHbIX 6ONIAX, BHYTPUYEPENHON rMNepTeH-
31K, CYAOPOKHBIX PACCTPOCTBAX U U3MEHEHUAX YYBCTBU-
TeNbHOCTU, YTO, KaK NPaBMNIO, HAXOAUT NOATBEPXAEHME
Npu HelipoBMU3yanM3auum, HoO 3TO He BceobLiee NpaBuo.
B kauecTBe npumepa npusogutca cayyah bKA y myxun-
Hbl 50 f1eT ¢ BbICTPO NporpeccupytoLeil 3abbIBYNBOCTbIO
M ayTONCUIAHON BepudmKaLMen AnarHo3a, B To BpeMs Kak
B KapTuHe MPT 6binu npusHaku nepudoKanbHOro 0Teka
M MacCUBHbIX U3MEHEHUN B OKpYyKalowmux obnactsax [55].

B npyrom cnyyae pegkoro 3a6oseBaHus ¢ hatanbHbIM
MCXOLOM VY XEeHLWMHbI 73 neT B TeyeHue 2 HefleNb pas-
BMNOCb COCTOAHME CMYTAHHOCTH, YeMy NpejlecTBoBay
nepexuBaHua nocne HefasHei yTpatsl cynpyra [56]. Cpe-
AV CUMMTOMOB OTMEYEeHbl MOBeJleHYeCKne pacCcTpoiCTBa,
3puUTeNbHbIe rafioLnHaL MK, TON0BOKPYKEeHNe 1 NafeHNs,
B HEBPOJIOrNYECKOM CTAaTyce — MOBLIWEHNE pedneKkcos
CNeBa, NOX0AKa C WWUPOKO PacCTaBNEHHbIMU HOraMM, UH-

TEHLMOHHbIA Tpemop B NeBON pyke. B nepBoHayanbHbix
aHanusax kposu u Ha KT/MPT nameHeHuil 06HapyxeHo He
6b1n0. C HapacTaHMeM MacCUBHOI HEBPOIOTUYECKOI CUM-
NTOMaTMKM BO3HMKNO nogo3peHue Ha BKA. Uccnegosanune
JINKBOPa 00HapyXuno 14-3-3-6eNokK, NoBbILWEHHOE COAep-
aHue s-100b-6enka, Ha I3 gBYyCcTOpOHHME TpextasHble
nepuoanYecKmne BOHbI C 3aMeANeHNemM OCHOBHOTO pUTMa,
uTo nogTBepauno auarto3 bKA. Mo mHeHuio aBTopoB ny-
61MKauum cnyyas, LenecoobpasHblM CYNTAETCA NPoBefe-
Hue auddysnoHHoin MPT.

Mpu3HaeTCA BO3MOXHOCTL 06PAaTUMOCTM GbICTPO NPO-
rpeccupytowen emeHLnmn, KOTopas MOXeT MaCKMpOBaThb-
s nop, NPUOHOBYIO 60NE3Hb, YTO HEOOXOAMMO paccMaTpu-
BaTb B AuddepeHumanbHoit guarHoctuke [57]. NMomumo
NpUOHOBOI 6onesHu, Haubonee YacTo GbICTPO Nporpec-
CUPYIOT CAyYan C aTUMUYHLIMU NPOSBNEHUAMU APYrUX
HelipofiereHepaTuMBHbLIX 3aboneBaHunii, KypabenbHble
ayTOMMMyHHble 3HUedanonaTnmn, HekoTopele MHBEKL UK
1 HoBOOOPa30BaHMsA. ApTepMoBeHO3Hble PUCTYIIbI B TBEP-
[0V MO3roBoOi 060/104Ke TaKXKe MHOTAA MOTYT Bbi3BaThb
ObICTPO NPOrpeccupylolLyio feMeHLMI0. YKa3biBaeTcs, 4To
clyyan ¢ GbICTPLIM NPOrpeccMpoBaHUEM — OT HECKOJb-
KMX HeZeNb 4O HECKONMbKUX MecsALeB — TpebyloT Apyroil
anddepeHLnanbHON [MArHOCTUKK, YeM MefJIeHHO Npo-
rpeccupyiowme feMeHLNI, HO TOXKe 3a Manoe KONM4YecTBo
neT. YpreHTHas OLEHKa C UCNONb30BaHNEM UHTEHCUBHOTO
TECTUPOBAHUA U TWATENbHOrO 06CNef0BaHNSA CYMTaeTCA
B 3TUX CJy4asx 06s3aTebHON.

Btopoe mecto nocne bKS B rpynne gemeHuuit c 6bi-
CTPbIM NPOrpPeccpoBaHNEM NOYTU €AUHOAYLWHO OTBOLMUT-
s 106Ho-8ucoyHol demerHyuu (JIBL) u, npexpe Bcero, ee
noBefeH4YeckoMy BapuaHTy [58-62]. OgHako uccneposa-
TeNn Npu3HaloT, 4To Bepudukauua guartosa JIB[ Hepegko
CNefyeT 3a AMArHO30M MCUXMUYECKOro 3ab0sieBaHus, YTO
MCKaXaeT NpeAcTaBieHne 0 CKOPOCTU NPOrPeccUpoBaHum
6onesHu [58, 63].

MpocnekTMBHbIE M KaTaMHeCTUYeCKue nccnepoBa-
HUA TpaekTopuu 3abonesaHus npu JIBLL obHapyxuBaioT
3HAYMMOCTb NOGHON (hEHOKONMUM CUHAPOMA AeMEeHLUH
AN ObICTPOro NporpeccupoBaHus, HecMoTps Ha 6Gonee
MefNIeHHOe Pa3BUTUE MHECTUYECKUX PacCTPOMCTB U OT-
CYTCTBME W3MEHEHWUI B KapTUHE HEeMpOBM3yanu3aLummn Ha
HayanbHbIX 3Tanax [63]. CemeitHbIil aHaMHe3, 0COOEHHO-
CTW MHECTUYECKMX PACCTPOWCTB W Apyrue KiuHu4Yeckune
XapaKTEPUCTUKM MPU3HAIOTCA 3HAYMMbIMU A/ MPOTrHO3a
nporpeccupoBaHus JIBL. CpaBHMBanu natTepHbl Kor-
HUTUBHOTO CHWXEHUA WM HEeWpOonCUXMaTpUYeCcKux pac-
cTpoiicTB y 204 GONbHLIX NOBELEHYECKUM BApMAHTOM
tpoHTOTEMNOpanbHOM gemerumn (PTI) n conocTaBumoit
rpynnoit 674 6onbHbix BA [58]. Pe3aynbtathl nokasanu,
4TO Ha paHHeit ctaguu (CDR 0,5) y GonbHbix BT 6onee
BblpaXXeHbl HeliponcuxuaTpuyeckne paccTponcTea, He-
YyBCTBUTENbHOCTb K OWMOKAM, 3aMeANEHHbIe peakuuy,
nnoxoe BbIMONHEHME TecTa Ha3biBaHUA, B TO BpeMs Kak
BHMMaHWe, NaMATb U Y3HaBaHWe NNL, C Ha3blBaHWEM Bonee
0TYETNBO HapyleHbl y 6oabHbIX BA. Mokasatenu TecToB
Ha NpOrpeccupoBaHne KOTHUTUBHOTO CHUXEeHUs (BOCNpO-
“3BeLeHNe B NaMATHU, 3pUTENIbHO-NPOCTPAHCTBEHHbIE CMO-
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COOHOCTH, OTCYTCTBUE KPUTUKU, CEMAHTUYECKas GernocTs,
6ernocTb B An3aiiHe, y3HaBaHUEe IMOLMIA, CYET, Ha3biBaHUE
MPOTMBOMNONIOXKHOFO, CUHTAKCUYECKOE NMOCTPOEHUE peyn,
Bep6asibHble cNocobHOCTH) Ha No3[HMX cTaguax OT] 3Ha-
YMMO OTAMYANWUCb OT FPYNMbl CPaBHEHUA. ITW pa3nuyus
HaxXoAAT NOATBEPIKAEHWE B APYruX uccnefosannsax [60].
Mo MHEHUID aBTOPOB, OHU OTPaXkaloT GOMbLYI0 CKOPOCTh
BO MHOrOM ecTeCTBeHHOro nporpeccupoBaHus JIBJ B co-
nocTaeneHuu ¢ bA. flehmuut 6ernocTv nucbMeHHoi peyn
u Gonee BbIpaXKeHHas aTpodus B LBUraTeNbHbIX OTAENAX
KOpbl TaKye paccMaTpuBalOTCA B KayecTBe NpejUKTOpPOB
GbicTporo nporpeccuposanus JIBL [62].

B npyrom uccnepoBaHuu usyyanu TpaekTopuio 3a-
OoneBaHus (CpepHuit cpok kaTamHesa 3 roga) npwu JIB[
B CpaBHeHWU C Apyrumu 3abonesaHusmu [61]. Cpean
06cnenoBaHHbiX 34 60nbHbIX OT[l, 28 — ApyruMU Heii-
poaereHepaTUBHbIMW 3a60N€BAHUAMU U 43 — C NEPBUY-
HbIMW NCUXUYECKUMU 3a6oneBaHUAMU. Y BCexX GONMbHbIX
B MO34HeM Bo3pacTe (45-75 NeT) MaHUdecTUpoBan nN06-
Hbll cuHapom. Onpepenanu, Kak OTAMYAIOTCA U3MEHe-
HUS KNUHUYECKUX CUMNTOMOB IOGHOTO M CTEPEOTUMHOTO
nosegeHus, oblwme u No6GHbIE KOTHUTUBHbIE HAPYLEHNS
W coumanbHas KorHuums. JloGHble noBefeHYecKue CUH-
APOMbI (PaCTOPMOXKEHHOCTb, anatus) HapacTtanu npu JIBJ,
YNyULanMCch NpU NCUXMYECKUX 3a00NeBaHUAX U OCTaBa-
JINCb CTABUABHBIMU MPU APYTUX HENPOAEreHepaTUBHbIX
3abonesaHuax. 06wme u noGHbIE CUMNTOMbI KOFHUTUB-
HOTO CHUWXeHUsa Habnoganucs npu JIBL u apyrux Heiipo-
AereHepaTuBHbIX 3a60N1eBaHUAX, HO HE MPU NCUXNYECKUX
3aboneBaHusx. Mo MHEHUIO aBTOPOB, TPAEKTOPMSA NOBHBIX
noBefeHYeCKNX CUHAPOMOB U JIOOHbBIX KOTHUTUBHbBIX CUMII-
TOMOB MOXET OTrpaHM4yuBaTb NOBELEHYECKUA BapuUaHT
JIBL, ot apyrux 3abonesaHuit.

B nutepatype npuBosmMTCA KasyuMcTUKa aHOManbHOro
ans JIB[l temna nporpeccupoBaHus 3abonesanus. OnucaH
cnyyait hayKkTyMpylowero Tederus v ctardauuu JIBL [64].
[pyroi cnyyain KacaeTca MefleHHOro NporpeccMpoBa-
Hus JIBL y eHwWwmHbl 86 neT, [Ba 6pata KOTOpoi ymepau
B COCTOAAHUM JeMeHUMK, a y Hee camoin B 55 net pa3su-
Nachk fenpeccus u NUYHOCTHbIE U3MEHEHUS, B nocniegy-
fowemM B TeyeHne 30 NneT HapacTano yxyflieHue KOrHu-
uMn 1 QyHKLMOHaNbHOE CHUXeHWe [65]. AHanu3bl Kposy
1 MPT He yKa3blBanu Ha BTOPUYHBIA XapaKTep fAeMeHL .
Cnyyait oTBeYan KpuTepuaM NOBeAEHYECKOro BapuaHTta
OT[], c megneHHbIM NporpeccupoBaHmnem. fleHeTnyeckoe
uccnefoBaHue NnoaTeepanno Hanuuue mytauumu C9ORF72,
CLLenaB 3TOT CNlyyaii wecTeiM B NuTepaType. Heliponato-
NorMYyecKas 0CHOBA 3TOr0 COCTOAHWA HAa MOMEHT ny6nau-
Kauuu HeuspecTHa.

Hemenyua ¢ mensyamu Jlesu (ATJ) oTnnyaetca ot
AeMmeHuuu npu 6onesuun Mapkuucona (bMNA) Gonee Gbl-
CTPbIM MPOrpeccupoBaHUeEM, YTO CBA3bIBAIOT C HAaNUUU-
eM HapyleHuii $hasbl CHa € ObLICTPLIMU ABUKEHUAMMK TNa3
B NPOAPOManbHOI cTapum 6onesHu [66, 67]. Hanuune
NPOAPOMaNbHbIX CUMNTOMOB, TaKUX KaK BEretatusHble
HapyleHus, 3puTenbHble AUCHYHKLMUM U NoBeAeHYeckmne/
NCUXMYECKME CUMNTOMBI, UM JAHHBIX O runonepdysuu/
runometabonusmMe nomoraeT NPOrHO3MpoBaTh natodu-

3nonoruyeckuii npouecc. flononHutensHoe nposefe-
HWe HeMpoBM3yanu3aunu, KapauanbHOW CUMHTUrPaduu
1 HeMpOoBM3yanu3aLnmu nepeHocuYmKka gothamMmmHa nomoxer
YTOYHEHWIO NPEACTABIEHN O Pa3HO006pa3nNmN KNUHNYe-
ckoro Teyenusa AT,

[OTN1 paccmatpuBaeTcs Kak reteporeHHoe 3aborne-
BaHMe ¢ 60NbWKUM pa3HOOOpPa3ueM KIMHUYECKUX MPO-
ABNIEHUN, CUMNTOMOB U TeyeHusa. M3yyenne 81 cnyyas
C KNuHnyeckum puartHosom AT/ no3BONMNO BbIAENUTH
TPU rpynnbl 60JbHLIX C Pa3MYHbIMU NPOABIEHUAMMU Ha
MHULManbHol ctagum [68]. B nocnepyowem y HUX Ha-
6ntofanuck TpU pas3HbIX BapuaHTa NPOrpeccMpoBaHus
3aboneBaHus. B nepBom knactepe okasanocb 46 60Jb-
HbIX C Npeo6aagaHneM KOrHUTUBHbIX cMMNTOMOB (B 95,7%
CNlyyaeB) Ha MHULMANBHOM 3Tane U Gonee JAUTENbHbIM
TeyeHuem 3aboneBaHus, yem y 6OAbHbLIX U3 LpYrux Kia-
cTtepoB. Bo BTopom knactepe — 22 60NbHbIX C Npeob-
najaHueM HeiponcuxmaTpuyeckux cumntomos (B 77,3%
c/lyyaes) v 6osiee KOPOTKOI AIMTENbHOCTbIO 3a601eBaHUS
OT Hayana rannLMHATOPHbIX PaccTpoicTB. B TpeTbem
knactepe — 13 60/bHbIX C NpeobnagaHnemM CUMNTOMOB
NapKUHCOHM3Ma W KOPOTKUM Nepuof, oT Hayana cMMNTo-
MOB NMAapKUHCOHM3Ma 0 AeMeHUMU. TeyeHne 3aboneBaHNs
y 60/1bHbIX BTOPOTO U TPETLETO KIACTEPOB XapaKTepn3o-
BaNoCh ObICTPbIM PA3BUTUEM AEMEHLMN.

TeyeHue cocyducmoli demeryuu (Coll) B uenom 06-
HapyXXWBAeT 3HauyuUTeNbHO Gosibliee KNMHMYECKoe pas-
HooGpa3sue, Yem bA u gpyrve BUAbI LEMEHLMIA NO3[HEro
BO3pacTa. ITO KacaeTcsa W CKOPOCTU NpOrpeccupoBaHus
nemeHuuu [69]. Mpu Coll Bo3MOXHA AuTeNbHAsA cTabunu-
3aLMA KOTHUTUBHOTO CHUXEHWUA HA OJHOM YPOBHE W faxe
BPEMEHHOe yAyyLIeHNe KOTHUTUBHbIX QYHKLMIA. YCTORYMBO
npencTaBieHne o GAYKTYUPYIOLLEM N3MEHEHWUU CTeneHN
BbIPAXXEHHOCTM U CTYNEeHYaToOM HapacTaHuu femeHuuu. 0pa-
HAKO OCTAeTCH HEACHBIM, OTAIMYAOTCS I CUMNTOMbI MATKOW
COCYAMCTON [leMeHLMMN B Cyyasx AanbHeiilero nporpec-
CMPOBAHUA UNU CTAOMAM3ALUM NPOABNEHUIA, TAK e Kak HeT
€AMHCTBA B NOHUMAHWUM reHe3a CUMNTOMOB feMeHUun [70].

Mpu nccneposanum guHammkn npossnennin Coll yawe
BCEro NPOBOAAT COMOCTABJEHUE C TeyeHUeM GonesHu
Anbureiimepa. lMpu Coll oTMeyaeTca MeHbWUit aeduumnt
namsTW B Hayane 3aboneBaHus, HO 6onee BbICTPOE NpPo-
rpeccMpoBaHMe HApYLEHUS CMOCOBHOCTU K CYETY, YeM
npu BA n cmewaHHo pemeHumun. B panbHeliwem ctaHo-
BATCA 3HAYMMbIMW PA3NUYMUA B TeMNe HapacTaHUW pac-
CTpONCTB NamATn npu BA 1 Tak Ha3biBaeMON CMeLWaHHOM
gemerunn (bA ¢ uepebpanbHO-COCYAUCTHIM MOPAXEHN-
€M), aHaNorUYHbIE TEHAEHLMU OTMEYEHBl U B OTHOLIEHWUU
paccTpoicTs npakcuca [71]. B coBpeMeHHbIX uccnefosa-
HUAX OTMEYAeTCs, YTO CTyNneHYaToe HapacTaHue LeMeH-
UMM Gonee xapakTepHO Ans MynbTUMHGapkToHoi Cofl,
B TO BpeMs Kak NocTeneHHoe nporpeccupoBaHue Gonee
TMNUYHO Ans noakopkosoi Cofl [72]. ABTopbl obGpalia-
0T BHUMAHME Ha TO, YTO B CAy4asax, BKAOYeHHbIX B PKU,
ckopocTb nporpeccupoBanus Coll Huxe BCnefCTBUE HAR-
nexalen KoppeKLnmn cocyamncTbiX PaKTOpPoB pucka, B TO
BPeMA KaK B HaTypasIMCTUYECKUX UCCNeL0BAHUAX 0OHapy-
XuBaeT cxoacTBo ¢ bA. HeyknoHHoe nporpeccupoBaHue
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COCYANCTOI ieMEHL MM, N0 06LLEMY MHEHMIO, 06YCNOBNEHO
COYETAHMEM C aNbLiIreiMepOBCKUM HeNpOoJereHepaTUBHbLIM
nopaxeHuem mosra [73, 74].

B 0630pe HayyHbIX Ny6aMKaLuit pacCMOTpeHbl 0CHOB-
Hble HaNpaBeHNUs KNMHUYECKUX UCCNefOBAHUI Pa3Nnyuil
B CKOPOCTW NPOrpeccMpoBaHUs AE€MEHLN NO34HEro BO3-
pacTa. MNMonyyeHHble faHHble hOpMUPYIOT 06LWee npea-
CTaB/IeHWE O BApUabBenbHOCTU KNMHUYECKUX MATTEPHOB
NporpeccMpoBaHua 3aboneBaHUsxX Npu LEMEHLMUAX pa3-
JINYHON HO30NI0TUYECKO MPUHAANEKHOCTH, NPeXae Bce-
ro HelpogereHepaTMBHOro reHesa. M3noxeHa ucropus
BbIl€NIEHNA TaK HA3bIBAEMOTr0 «ObICTPOro» U «MeANeHHO-
ro» NPOrpeccUpoBaHnA 1 pa3paboTKN METOAUK OTHECEHNS
K 3TUM TUNaMm TeyeHus 6onesHun. HecmoTps Ha meToanYe-
CKMe pa3/inyns B KONMYECTBEHHbIX MOKA3aTeNsaxX CKOPOCTH
NpOrpeccMpoBaHus LEMEHLUM, CYLLECTBOBAHME GbICTPOro
M Me[lJIeHHOTO HAapaCTaHUsA TAXECTU AeMeHLUM NPU3HAEeT-
CA NPAaKTUYECKM BCEMU UCCnefoBaTensiMu. beictpoe npo-
rpeccupoBaHue fieMeHLUN He ABNAETCA PeKOCTbI0 U Ha-
61t0faeTCA NpU BCEX HO30/10TMYECKUX PAa3HOBUAHOCTAX
AeMeHuuu, Ho yalle npu 6onesuun Kpeiudbensara—Akoba,
6one3Hu Anblreiimepa ¢ paHHUM Ha4yanoM, 106HO-BUCOY-
HOW JeMeHUMH, LeMeHLUMK C TenbLamu JIeBU 1 HEKOTOPbIX
tdhopmax cocynuctoi gemeHuun. KnuHuyeckune npepcras-
NeHNs 0 naTTepHax NpPoOrpeccMpoBaHUA AeMeHLUn He-
06XOAMMBl L1l COBEPLWEHCTBOBAHUA ANATHOCTUYECKUX
KpUTEPUEB M MPOTHOCTUYECKUX OPUEHTUPOB, @ TAKXKeE AN
AnddepeHumanbHoit AMarHoCTUKM 3ab0NeBaHunii ¢ KapTu-
HOWM peMeHUnn.

HayuyHas 3HAYMMOCTb pe3ynbTaToOB WU3y4YeHUs Kiu-
HUYECKMX NAaTTEPHOB CKOPOCTU NPOrpeccMpoBaHus fe-
MEHLUMWN onpefensetcs TeM, YTO OHW MOATBEpKAatoT
rMnoTesy O pasjMyuax NaToreHeTUYeCKUX MexaHWU3MoB,
OTBETCTBEHHbIX 33 CKOPOCTb HapacTaHUs KOTHUTUBHOTO
CHUXEHMA 1 YHKLMOHANbHOW HecocToATenbHoCcTH [75].

MpeanpuHATLIE B COBPEMEHHBIX UCCEL0BAHUAX NOMbIT-
KW MoZenupoBaHue TpaekTopuu 3aboneBaHus C UCMONb-
30BaHWEM TaK Ha3blBaeMbix «60blWKX AaHHbIX» (big data)
Cnoco6CTBYIOT BbIENEHUIO Pa3HbIX BAPUAHTOB NPOrpec-
CUPOBAHUS JEMEHLMU, YTO MOXKET ObITb MCMONb3OBAHO NPY
pa3paboTke AM3aiiHa UCCNeLOBaHMIA, TpebyoLWMX Ccono-
CTaBJIEHUA KANHUYECKUX U BUMONOTUYECKUX JaHHbIX [76].

Bonee BaxHbIM NpeACTaBNAETCH KOHCEHCYC B NPU3Ha-
HUW HAyuYHOW M NpaKTUYEeCKOW BaXHOCTW WU3YYeHUsA pas-
NNYKiA B Te4eHUn 3a60eBaHUSA, U3MEHUTb XOf, KOTOPOro
noKa He NpepCcTaBAAETCA BO3MOXHbLIM. YKe B CaMOM Ha-
yane (OpMUPOBAHMUA 3TOrO HanpaBNeHUA UCCNef0BaHMIA
YKa3blBaNoCh, YTO 3TU Pas3nMynUs N0 TeMNY NPOrpeccupo-
BaHWA LEMEHLMM MOTYT 00BACHATbL 6OMbLIYIO JONI0 HOHpE-
cnoHaepos B PKW B neyeGHOM rpynne, Kak y noayvatoimux
nnaue6o. YUer 3Tux faHHbIX NPU3HAH KPUTUYECKM BAXKHbIM
OS5 LOCTUXXEHUS COMOCTABMMOCTU CpPaBHUBAEMbIX Fpynn
[10, 75]. NMpepnoxeHo paxe nepep BkaoyeHuem B PKU
npefBapuTeNnsHoe 6-MecsyHoe HabnaeHne ons onpege-
NeHUs CKOPOCTU NPOrpeccMpoBaHus femeHuuun [77].

He TpebyeT cneunanbHblX NOACHEHWI TO, YTO Npef-
CTaBfeHMs 0 pa3HOOOpasuM Temna NPorpeccUpoBaHus
AEMEHUMN HEOOXOANMBI KaK AN UHAMBUAYAIbHOTO Npo-
rHO3a, TaK M /1A NaHUPOBaHKUA 06beMa U BULOB MEAUKO-
COLMANbHOI NOMOLLM BObHBIM AEMEHLMEN U UX CEMbSAM,
a TaKXe rpynnam puUcKa B HaceNeHuu CTapuinx Bo3pacT-
HbIX Tpynm.

B yactu 2 0630pa GyAyT paccMOTpeHbl MCCNefoBaHNS
POJIU PA3UYHBIX KIUHUYECKUX (DAKTOPOB, TMNOTETUYECKM
BAUSAIOWMX HA CKOPOCTb MPOrPeCcCMpPOBAHUA AeMEHLMH,
M acCOUMMUPOBAHHbLIX C HUMU XapaKTepUCTUK 3aboneBa-
HUS.

OTmenbHblit 0630p NpeanonaraeTcs NOCBATUTL pac-
CMOTPEHMIO Hay4HbIX UCCNeAoBaHMii No npobaeme npo-
THOCTUYECKOW 3HAYMMOCTU OMONOTUYECKMX MApKepoB
NPOrpeccMpoBaHus fEMeHL M.
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