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Llenb: BbisBNeHMe 0COBEHHOCTEN CNEKTPA BOCMANMUTENbHBIX MAPKEPOB B KPOBM NaLLMEHTOB C T06HO-BUCOYHOI fieMeHuuei (JIBL).

Martepuan u metoabl: 06cnenosaHo 34 naynentos ¢ JIBJ. Auarto3 JIB[l ycTaHaBaMBancs cornacHo AMarHOCTUYECKUM KpUTepu-
AmM MexayHapoaHoro koHcopunyma 2011 r. KoHTponbHyto rpynny coctaBuau 35 yenoBek, CONOCTaBUMbIX N0 BO3PACTY M NOJY € NaLu-
eHTamu JIBA. [1ns nMMyHONOTMYECKMUX UCCNEL0BAHMNI UCMONb30BAW NNa3My KpoBU. DepMeHTaTUBHYIO aKTUBHOCTb IeKOLMTApHON
anactasbl (J13) u GyHKUMOHANbHYI0 aKTUBHOCTb ol-npoTenHasHoro uHruoutopa (al-M) onpepensnu cnekTpodOTOMETPUYECKUM
MeTOLOM, KOHLEHTpauuio uHTepneikuHa-6 (MJ1-6), C-peaktusHoro 6enka (CPb) u yposeHb ayToaHTuTen K 6enky S100b n ocHoBHOMyY
6enky muenuHa (0BM) onpenensnu ¢ nomoLibio MMMyHO(EPMEHTHOTO aHanu3a.

Pesynbrathi: y nauueHTos c JIBJl BbifsBNEHO 3Hauumoe yBenuyerue aktusHoctu al-MN no cpaBHeHuto c kKoHTponem (p < 0,001).
CpeaHnit ypoBeHb/aKTUBHOCTb APYrUX MCCNE0BAHHbBIX MapKepoB BOCNaNeHWUs JOCTOBEPHO He OTIMYANUCh OT COOTBETCTBYIOWMX
nokasatesieil KOHTPONbHOI FPYNMbl, O4HAKO BbIABIEH 3HAYUTENbHbI Pa30pOC BCEX U3yYaeMbIX NOKa3aTeNeil: Kak NpeBblleHne 3Ha-
YeHWIA, TaK U UX CHUXKEHME NO OTHOLWEHUIO K KOHTPOMIO. Tak, Hanpumep, pa3bpoc akTUBHOCTU J13 Obin OT 127 [0 276,5 HMOb/MUH X
M. Mo ypoBHIO akTMBHOCTH J13 Obi0 BbIAENEHO ABa UMMYyHODeHOTUNA: AnA 47% nauneHTos ¢ JIBJ] xapakTepeH NpoBoCnanuTeNbHblil
uMmyHoteHoTUn (yYBENMYEHNe NoKasaTeneil BOCNanuTeNbHbIX Mapkepos), a Ansa 53% nauneHTos ¢ JIB[] xapakTepeH npoBocnanu-
TeNbHbI UIMMYHO(EHOTUN C HE[OCTATOYHOW aKTUBHOCTbIO HeTpodUNOoB, cxoxUit ¢ 6onesHbio Anbureiimepa (BA).

3akntoueHue: nonyyeHHble AaHHble CBUAETENbCTBYIOT O BOBJEYEHHOCTU BOCMANUTENbHbIX peakunii B passutue JIBJ, a Takxe
0 reTeporeHHOCTW rpynnbl NALUEHTOB MO UMMYHONOTMYECKUM NOKa3aTensM.

KnioueBble cnoBa: N106HO-BUCOYHASA AeMEHLMA, MAPKEPbI BOCNANEHUS; NelKOLMTapHas 31acTasa, UHTepieiikuH-6, ocTpotasHble
oenku.

Nna untuposanua: Avgpocosa JI.B., Muxaitnosa H.M., ®epoposa A.b., 3o3ynsa C.A., KnowHwuk T.M. Mapkepbl BocnaneHus
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KoHgpnukm uHmepecos omcycmsyem

The aim: to identify a number of markers of inflammation in the blood of patients with frontotemporal dementia (FTD).

Material and methods: 34 patients with FTD were examined. The diagnosis of FTD was established according to the diag-
nostic criteria of the International consortium 2011. The control group consisted of 35 people, comparable in age and sex with
patients with FTD. Blood plasma was used for immunological studies. The enzymatic activity of leukocyte elastase (LE) and
the functional activity of al-proteinase inhibitor (a1-PI) were determined by spectrophotometric method, the concentration
of interleukin-6 (IL-6), C-reactive protein (CRP) and the level of autoantibodies to S100b and myelin basic protein (MBP) were
determined by enzyme immunoassay.

Results: patients with FTD showed a significant increase in the activity of a1-PI compared with the control (p < 0,001).
Other indicators did not differ from the control ones. However, a significant variation of all studied parameters was revealed,
both the excess of values and their decrease relative to the control. For example, the scatter of LE activity was from 127 to
276,5 nmol/min x ml. According to the level of LE activity, two immunophenotypes were identified: 47% of patients with FTD are
characterized by a proinflammatory immunophenotype with an increase in inflammatory marker values, and 53% of patients with
FTD are characterized by a proinflammatory immunophenotype with insufficient neutrophil activity, similar to Alzheimer's disease.

Conclusion: the findings indicate the involvement of inflammatory reactions in the development of FTD and the heterogeneity
of this dementia in terms of immunological parameters.
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J-|06H0-BVICO‘4HaH pemenuus (JIBJ}) — cOBOKYNHOCTb
HelipofilereHepaTUBHbIX 3a60N€BaHMUIt U CUHAPOMOB
C HeW3BECTHOW 3TUoNoruei, Ho obwumMmn mopconoruye-
CKMMU NpU3HAKaMU nopaxeHus ronosHoro mosra. Kak
M3BECTHO, BNepBble XapaKTepHble rMcTonaTonoruyeckme
W3MEHEHMUs B MO3TY BblIN BbIABIEHbI U ONUCaHbI APHOb-
gom lMukom B 1892 r., Ha3BaHbl ero UMeHeM (KNeTKU U
Tensua luka), a B nocneaylouem no npepnoxeHuto A.
Anbureitmepa knMHuyeckas cdopma 3aboneBaHus nony-
4una HassaHue 6onesHu Muka.

K HacTosAweMy BpeMeH U BbIAENAIOT TPM TUNA NaToMOp-
tonoruyecknx UsMeHeHuii: Hecneynduyeckue (rnbenb
KNeTOK, CMOHIMO03, F103) B TOOHOW U 0TYACTU BUCOYHOI
0671aCTU; BbIpaXKeHHbIE lereHepaTUBHble U3MEHEHUSA BCEX
cnoeB npedpoHTaNbHOW KOpbl U NepefHeMefnaNbHbIX
OTAEN0B BUCOYHOI KOpbI, NepefHUX OTLEN0B MMNNOKaM-
na Co 3Ha4YMTeNbHbIM CybAYpanbHBIM FN1M030M; Gonblloe
KOAu4YecTBo KneTok W Tenel, [lnka; Tay-no3uTUBHbIE
BKJlOYeHMA B 45-50%, OCTanbHble CBA3aHbl C YOUKBU-
TUH-NO3UTUBHBIMU BKIOYEHUAMU; XapaKTepHO coyeTa-
HMe NOGHO-BMCOYHOW AereHepaLuun C NopaXkeHuem sapa
NOABA3LIYHOrO HEpBa U MOTOHEpPOHOB NEpesHUX poros
CNUHHOro mo3sra [1].

B 1994 r. maHyecTepcKoW rpynnoi uccnegosatenen
Gbina chopmMmUpoBaHa LMArHOCTUYECKAS COBOKYMHOCTb
3aboneBaHuit nop HaspaHueM «JI06HO-BUCOYHASA [EMeH-
LMs», B KOTOpYIO Hapaay ¢ 6onesHbio Muka Obian BKAIO-
YeHbl NepBMYHas nporpeccupyowas adasns, cemaHTu-
yeckas feMeHUNs 1 6one3Hb ABUraTeNbHOrO HENPOHa.
[ns 3Toil rpynnbl 3a6oNeBaHnil XxapakTepHo Helipogere-
HepaTUBHOE NopaeHue NOGHbBIX U BUCOYHBIX J0Neld, a B
KNMHUYECKOW KapTWHe — M3MEHEeHWA NNYHOCTU U nose-
LeHUsA, HapyLWEeHNUs Peymn u LPYrux KOrHUTUBHbBIX DYHKLNNA
«nobHoro» Tuna [2]. BoigeneHo Heckonbko noatunos JIBA,
KNMHUYECKMe pa3nnynus npu KOTOpbIX 3aBUCAT CKopee oT
aHaToOMMYeCKOMN NoKanu3auum nopaxeHus, 4em ot Mopco-
NIOTUYECKOW KapTUHBI. ITU KNMHUYECKME BapUaHTbI yylue
BCEro Pa3/jMyaloTCsA Ha HayasbHbIX CTafUsAX 3aboneBaHus,
Korga naTtonorus orpaHuYeHa KOHKPETHbIMW aHaTOMuYe-
ckumu obnactamu [3].

JIB[] 3aHMMaeT TpeTbe MeCcTo Mo pacnpoCTPaHEHHO-
CTW cpefu BCex BMAOB [eMeHLUU Mo3[Hero Bo3pacra
M BTOpOE MeCTO CpefW AeMEeHLMA C paHHUM Hayanom,
TO €CTb 70 65 neT [4]. Tpu OCHOBHbIX KAMHUYECKUX TUMNA
JIB[l BkntoyaloT noBefeHYeCKMn BapuaHT, NEPBUYHYIO
nporpeccupylyo aga3uno ¢ HapylweHnem NaaBHOCTY
peun M cemaHTUYecKyto fiemeHuuio [5]. B kayecTBe ac-
coumnpoBaHHbix ¢ JIBLl paccmaTpuBaloT N10roneHnYecKyo
adasuio, KoTopyto 6onee 060CHOBAHHO CYMTATh 6ONE3HbIO
Anbureiimepa, a Takxe Takue HellpofereHepaTuBHble 3a-
GoneBaHus, Kak KOPTUKO-6a3anbHas AereHepauus 1 npo-
rpeccupyowmnin cynpaHyKieapHblii napanuy.

3a nocnepnune 20 net npepctasnenus o JIB[ 3Haum-
TeNIbHO 060raTUANCH B pe3ysbTaTe Kak KIMHUYECKUX, TaK
1 HeMpobMonornyecknx uccnegosanuin [6-7].

Pe3ynbTaThl nocnegHux net CBUAETENbCTBYIOT O PONM
BOCNaNeHWs nNpu HeidpogereHepaTUBHbIX 3a60NeBaHNAX.
WcenepoBaHus nokasanu, 4To akTUBALMA MUKPOTANM (MH-

AWNKATOp HEpOBOCNANEHWA) MOXKET NPUCYTCTBOBATH Ha
PaHHUX CTapuAX NOOHO-BUCOYHON feMeHUMu. MoKasaHo
TaKXe, YTO pa3BUTUE LEMEHLUA CONPOBOXAAETCA aKTU-
BalLMel BocnanuTeNnbHbIX peakumit Ha nepudepum (B cuc-
TEMHOM KPOBSIHOM pyCJie) M U3MEHEHWEM YPOBHS NPOBOC-
NanuTeNbHbIX LUTOKMHOB M pYrMX MapKepoB BOCNaneHus,
aHanoruyHo Habnwopaemsim B Mo3re. Hanbonee usyyeH-
HbiM 3a60neBaHMeM B 3TOM nnaHe sasnserca bA [8-10].

Ponb HeitpoBoCnaneHus u CBA3aHHOrO C HUM CUCTEM-
HOro BOCMaJieHWs B naTtoreHese N0OHO-BUCOYHON fEMeH-
LMK B 3HAYUTENbHO CTeneHn HeusBecTHa. Heilposocna-
NleHne HauyMHaeTca Ha paHHMX 3Tanax natoreHesa JIB[,
XapaKTepu3yeTca peakunaMKU BPOXKAEHHOTO UMMyHUTETA
B NMONYNALUAX UMMYHHBIX KNETOK U LLUTOKUHOB, 00yC0B-
NeHHbIMU BANUAHWEM MyTauuid reHos C9orf72, TBK1 n OPTN,
4TO NPUBOAUT K U3MEHEHUIO TOHYCA BPOXAEHHOTO UMMY-
HuTeTa [11].

XapakTtepHas yepTta 6one3Hu JIB[, — BaxHas ponb re-
HeTuyeckoro dakTopa. YacTtb ciyyaes 3aboneBaHus uMe-
0T cemMenHyto popmy, nepefatoTca no HacnefCcTBy BMecTe
C OAHMM U3 Tpex MyTupoBaHHbIx reHoB: MAPT, GRN unu
C90rf72 [12-13]. MyTauuun BbISBNEHbI B reHe, CBA3aHHOM
c Tay-6enKomM MUKpOTpy6OoYeK, YTO NOATBEPANIO OTHECE-
Hue JIBL k Taynatusm [14-16]. MHTeHCUBHOE pa3BuThe
nosy4nnu reHetuyeckue uccnegosanusa JIBJ, s tom uncne
AEMOHCTPUPYIOLLNE COBMECTHbIN BKNAZ MMMYHHbBIX U reHe-
Tnyeckux daktopos [17].

Llenbto HacToswero uccnefoBaHus fBUIOCL onpe-
[eneHne psfa MapKkepoB BOCMaNeHUs, TaKUX KaK IH3U-
MaTUYeCcKas aKTUBHOCTb NieilKouuTapHoii anacTassl (J13),
(yHKUMOHaNbHAA aKTUBHOCTb anbda-1-npoTenHasHoro
uurubutopa (al-MN), yposeHb C-peakTuBHoro Genka
(CPB), untepneitknHa-6 (MJ1-6) n aytoaHTuten K Heipo-
aHTureHam S100b u ocHoBHOoMy 6enky muenuHa (OBM) B
KPOBM NaLMEHTOB C T06HO-BUCOYHON AeMeHLMei.

JlelikounTapHas anacta3a ABAAETCA OLHUM U3 Map-
KepoB [erpaHynALuoHHON aKTUBHOCTU HENTPO(UOB U3
ceMmeliCTBa CEPMHOBbLIX MPOTEA3 W TOKANM3yeTCsa B a3ypo-
(hunbHLIX rpaHynax HenTpodunbHbIX neitkoLnTos [18-19].
BricBo6ox aeHue 3toro gepmeHTa U3 HeMTpodUIOB BO
BHEKNIETOYHYIO CPefly MPOMCXOAUT NPU BO3JENCTBUM pa3-
JINYHBIX PACTBOPUMBIX arOHUCTOB AerpaHynauum, a Takxe
npu agre3un HeNTPOPUNOB K COCYANUCTON CTEHKE UK KX
rubenu [20-22]. J13 3a cyeT cBoei NPOTEONNTUYECKON aK-
TUBHOCTW MOXET yCUIMBATb COCYAUCTYIO MPOHULAEMOCTb,
a TaKXe 0Ka3biBaTb LUTOTOKCUYECKOE BO3AENCTBME HA IH-
[OTeNnunanbHble KNnetkn [23-24].

Anbda-1-npotenHasHolil uHrubutop (al-fMi), nam
anbda-1-aHTUTPUNCUH, oCTpOdasHblil 6en0K, KOTOpbIil
CUHTe3NpyeTca B OCHOBHOM renatouuTtamu. OH yyacTeyeT
B MHrMOMpOBaHuK J13, a Takxe pafa LpYrux npoTenHas
[25]. 3TOT 6eNOK KOHTPONMPYET NPOTEONIUTUYECKYIO aK-
TUBHOCTb J13, a TaKKe co3/aeT yCNOBUA AN OrpaHnYeHus
oyara BOCnaneHus u JecTpyKumu.

C-peakTtusHblit 6enok (CPB), 6enok octpoit dassl
BOCManeHunsa, CUHTE3MpyeTCA B OCHOBHOM renatounTamu.
NcTounnkom CPB Takke MOryT GbITb HEIPOHBI, MOHOLUTHI
U nuMdounThl [26]. ITOT BENOK KOHTPOAMpPYETCA NPOBOC-
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nanuTeNbHbIMU LLMTOKUHAMK (B ocHoBHOM WJ1-1f3 u UJ1-6)
[27].

WHTepneitkuu-6 (UJ1-6) — npoBocnanuTenbHbIi
LMTOKMH, TIMKONPOTENH, NPOAYLMPYeTCA Kak NuMbona-
HbIMK, TaK U HeAUMbOULHBIMK KneTKamu [28-29]. T- u
B-numcouutsl, 303MHODUALI, TYYHbIE KNETKU, aCTPOLUTHI
M MUKPOF/IMA TaKXe MOryT cekpeTuposats WJ1-6 [30-32].
W-6 perynupyeT cuHTe3 Jpyrux MeanaTopos Bocnasne-
HUA, yyacTByeT B aKTUBaLUW T-TUMPOLUTOB, MHAYLUPYET
CUHTE3 MHOTUX 0CTPOda3Hbix 6enkos: GUOPUHOreHa, anb-
ta-1-aHTUXeMOTPUNCUHA, ranTorno6uHa, CbIBOPOTOYHOIO
amunouga A, CPb u pp.

HopmanbHbIMM KOMNOHEHTaMW UMMYHHOW CUCTEMBI
no60oro 3L0pOBOro YenoBeKa ABNAIOTCA eCTECTBEHHbIE
ayToaHTuTena (aAT) npakTUYeCKW KO BCEM aHTUreHaMm
OpraHu3Ma, B TOM Yucie K 6enkaMm HepBHOI TKaHu. EcTe-
CTBEHHOE cofiepaHue 1 cooTHoweHue aAT B CbIBOPOTKe
KpoBWM Konebnetcs B onpefeneHHbIX NpeAenax, xapakTep-
HbIX A1 KQXXA0r0 BO3PaAcTa, M MOXET Pe3KO U3MEHATHCS
npu pasnuyHbIx 3a6onesaHusx. S100b — Ca?*-cBs3sbiBato-
Wit 6eNoK HEPBHOM TKaHW ABNAETCA TPOPUYECKUM daK-
TOPOM /11 CEPOTOHUHEPTUYECKUX HENPOHOB, €ro ycuieH-
HbI CUHTE3 CBMAETENbCTBYET 06 aKTUBaL MM acTPOLUTOB
B OTBET Ha NOBPEXJEHWE HEPBHON TKaHU Ha doHe runo-
Kcun unm runornukemuu. OBM yyacTByeT B opraHusaumu
COOpPKM U NOALEPKAHUA LLENOCTHOCTU MUENMHA HEPBHBIX
BOJIOKOH.

MATEPUAJT U METOAbI

Knunuyeckaa rpynna. B nccnepoBaHune BKIKOYEHb
34 naumnenTa (18 MYXKUYMH W 16 KeHWMH; CPeAHUN BO3-
pacT 62 + 10,1 ropa), Habnopaswmrecs aMmbynaTopHo
B AnbureitmepoBckoM ueHTpe ®TBHY «HayuHbiil LeHTp
NCUXUYECKOro 3[J0pPOBbA» WU HAaXOAMBLIMECH Ha Neye-
HUW B repuaTpuyeckux oTaeneHusx kamuuku HLM3 (3as.
OTENOM repuaTpuyeckon ncuxmatpum — npoceccop
C.W. TaBpunosa).

EnMHCTBEHHBIM KpUTEpUEM BKJIOYEHUS B UCCNEe0Ba-
Hue OblN fMarHo3 N06HO-BUCOYHOW AemeHUnU. [lnarHos
JIB[] ycTaHaBnmBancs cornacHo AUarHoCTUYECKUM KpuTe-
puam MexpayHapoaHoro koHcopuuyma 2011 r. [33].

Kputepuem HeBKIOUYEHUS ObINO HaNWYME KIUHUYE-
CKMX W/unu nabopaToOpHbIX NPU3HAKOB UHGEKLMOHHO
WAM QyTOMMMYHHOW NaTONOrMK Ha MOMEHT 06CnefoBaHNS
WM B TeYeHue 2 Mec. Jo 06CaeoBaHus.

Bce o6cnepnoBaHHble NOANNCHIBAAN UHPOPMUPOBAH-
HOe cornacue Ha yyactue B uccnefoBaHuu. [poeegeHne
“ccnefoBaHUA COOTBETCTBOBANO MONOXKEHUAM W MPUH-
umMnam XenbCUMHKCKOW feknapauuu 1975 r. u ee nepecmo-
TpeHHoro BapuaHTa 2000 r. MiccnenosaHue opobpeHo
JlokanbHbIM 3TYeckum kKomutetom OTBHY HLIM3.

B 6onbwuHcTBe ciyyaes (27-79,4%) 3aboneBaHue
HauyMHanocb B BO3pacTe o 65 neT (cpefHuii Bo3pacT —
58,8 + 8,1 rofia), B 0CcTasbHbIX HabnofeHusx (7-20,6%) —
nocne 65 net (cpepHnii Bo3pact —74,7 + 6,4 ropa). Cpepn-
HAA JaBHOCTb 3abonesaHus coctasuna 4,4 + 3,4 ropa.
Takum o6pa3om, f[MarHo3 NOATBEPKAANCA LOCTATOUYHO

LNUTENbHbIM aHAMHE30M U CpoKamu HabnogeHus. Ha-
CNleCTBEHHAs OTAMOWEHHOCTb NCUXUYECKMMU 3aboneBa-
HUAMM BbisiBNeHa y 11 60nbHbIX U3 34 (32,4%), Npu 3TOM
B 8 HabnopeHnsax u3 11 (72,7 %) — pemeHuuMei No3fHero
BO3pacTa, B 2 chyyasnx (18,2 %) — 3HporeHHbIMU 3abone-
BaHUAMU U B 1 (9,1 %) — 3aBeplIEHHbIM CYULUAOM.

Mo pesynbratam MPT uccneposaHuna rososHoro mo3sra
B 4 HaONIOAEHNAX U3MEHEHUsA Onpefensanuce atpodueil
No6HbIX floNel, ewe y 7 60NbHBIX — B COYETAHWUU C HANu-
YMeM COCYAMCTbIX 04aroB. B apyrux 7 cnyyasx kapTuHa
MPT xapakTepu3oBanacb coyeTaHuem atpohun N0OHbLIX
M BUCOYHBIX monei, y 11 60bHbIX Hapsay C aTpodueil
NOOHBIX U BUCOYHBIX LONEN BbIABAAINCH COCYAUCTHIE
oyaru. B 1 cnyyae otmeyeHa aTpodus TONbKO BUCOYHOIA
obnactu, B 3 HabNOLEHUAX BbISBIEHA aTPOdUA BUCOYHOIA
LOJIN B COYETAHUM C HAlMYMEM COCYAMCTbIX 04aroB U elle
B 1 cnyyae oGHapyKeHbl NPEUMYLLECTBEHHO COCYAMUCTbIE
n3meHeHus B kapTuHe MPT ronosHoro mosra. Takum 06-
pa3oM, KIMHWUYECKMN BbiABIAEMble NCUXUYECKME U KOTHU-
TUBHblE HapyLIeHUs «106HOTO» TUNA NOATBEPXKAANNCH MO-
pa)ieHMeM NOOHLIX Aosielt B NOAABAsAOLEM OONbLIMHCTBE
cnyyaes (29 60abHbIX U3 34; 85,3%).

Cpenn obcnepoBaHHbiX 60nbHbIX JIB[, oka3zanoch
25 NaliMeHTOB C NOBEAEHYECKUM BapUAHTOM 3a00/1eBaHUs
(MNBLO) u 9 6onbHbIX, CTpajaloWux NepBUYHOI Nporpec-
cupyloweii apasuent (MMA). Takoe COOTHOLEHKE COOTBET-
CTBYET NPeACTaBNEHNAM O NOBELEHYECKOM BapMaHTe Kak
0 Hanbonee yacToii popme JIBL. lnarHo3 noBeaeH4ecKo-
ro BapuaHTa JIB[l oTBeuyan mexayHapoAHbIM KpUTEPUAM
AMArHOCTUKK 3Toi hopMbl 3aboneBanus [33].

B nonosuHe 3tux cnyyaes (13 u3 25) ncuxmyeckoe
COCTOsIHME 6OMbHBLIX ONpefensnoch B NepByio oYepesb
OTYET/IMBLIMU U3MEHEHUAMU JIMYHOCTM C ITUYECKUM CHU-
JKEHWEeM, paCTOPMOXEHHbIM NOBeJEeHNEM TaK Ha3blBaeMo-
ro «7106HOro» TMNA NPM OTCYTCTBMM HA HayabHbIX 3Tanax
OTYETAMBLIX MHECTUYECKUX HApYLIEHWIA. ITU NoBEAeHYe-
CKMe NposBAEHUA XapaKTepu30BasuCh B YacTU Ciay4yaes
HecobnoAeHNeM coumnanbHbix HopM (BOPOBCTBO C NpU-
NaBKOB, CEKCyaslbHaf PACTOPMOXEHHOCTb, AypalinBbie
WAN HenpuanyHble WyTkK). 06palanu Ha cebs BHUMAHUe
6eccMbICNEHHas MUMNYNbCMBHOCTL MOCTYNKOB, 3aeBaHue
HE3HAKOMbIX HEYMECTHbIMU BbICKA3bIBAHUAMMU N HA30M-
NMBBIMW COBETaMU, HECOONIOAEHNE ANUCTAHLMUMU, IMOLMO-
HanbHoe obefHeHMe, XOXOT B CUTyaLUW MeyanbHOro
coObITHA, yTpaTa TaKTa U COYYBCTBUSA, HECNOCOBHOCTb
BUYYBCTBOBATHLCA B NepexusaHus paxe 6auskux (theory
of mind) [34]. HenpoayKkTuBHas [eATeNbHOCTb OTAMYa-
nach He3aBepLEHHOCTbID HAYaToOro AeiCcTBUA, Hapylle-
HMEeM MpOorpamMMMpPOBaHUA [eATENbHOCTH, HapacTaloLen
cTepeoTUnMU3aLmnen BbICKa3biBaHUA M MOCTYNKOB, Npu-
B/IEYEHMEM BHUMAHUSA K CNyYaliHbIM pa3fpaXkuTensm, Tak
Ha3blBaeMbl «NOJIEBbIM NOBEAEHWEMY» C AOTParnBaHuem
Wan nepebupaHuem BCero, NonaAatolLero nog pyky unu B
none 3peHus, C HenenbiMM KOMMEHTapuAMKU B apec nNpo-
NCXOAAILEro BOKpYr 6e3 LeNOCTHOW afleKBATHOM OLEHKH
peanbHOCTW. PeyeBble HapylWeHNs Ha HayaNbHbIX 3Tanax
nposBAsANCE 0O6ejHEHNEM peun, TeHAeHLMell K cTepeo-
TUNHOMY NOBTOPEHUIO OLHUX W TeX e BbiCKa3blBaHWIA,
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B pAAe CNyyaeB COMPOBOXAABLWMXCA NOBTOPAOWMNMUCA
LeACTBUAMM, NOAOOHBIMIU HAaBA34YMBLIM PACCTPONCTBAM.

Y mpyrux 12 60nbHbIX C NOBEAEHYECKUM BAapUAHTOM
JIB[] B coCcTOsAHMM C camMoro Hayana 3aboneBaHus npeob-
nafjanu nposBieHWs NacCMBHOCTW U anaTuu Npu OTHO-
CUTENbHOW COXPAHHOCTU NAMATU U OPUEHTUPOBKW. [ins
HUX XapaKTepHbl yTpaTa MHULMATUBLI B LENCTBUAX, Nep-
CeBepaTUBHOCTb B Peyy, BbIpaXeHHOCTb IMOLMOHANTBHOTO
OCKyZeHUs, MaNoNOABUKHOCTL U 6e3[eATeNbHOCTb, Hapy-
WeHWs NULWEBOro NoBeLeHNUs C rTMNepopanbHOCTbIO U Ha-
pacTaHuem npubaBKW Maccel Tena, HecobniofeHne rurue-
Hbl, HEPALWAUBOCTb M HEOMPATHOCTb, yTPaTa CThbIJANBOCTH.
Hapsgy c HapacTaHueM anatuu O0TMeYanocCb HapacTaHue
peyeBbIX HapyLeHWii C BbIpaXeHHbIM 0beHEHUEM peun,
CTEPEOTUNUAMU U NEPCEBEPALMAMU B PEUU U LBUKEHUAX,
TEHZIEHLMel K MoNyaHuio ¢ nocnepyowmm hopMupoBaHu-
eM MyTu3Mma.

Kak yxe 6bi10 cka3aHo, y 9 06cnesoBaHHbIX 60NbHbIX
VXKe Ha HayasbHbIX 3Tanax 3abonesaHus npeobnafanu
peyeBble paccTponMCcTBa M AMATHOCTUPOBANICA BTOPOM
BapwuaHT JIB[J, HocAwWwMIA Ha3BaHMe MepBUYHON Mporpec-
cupytoweit adasum (MMA). B 8 cnyyasx npeobnaganu
HapyleHUA NIABHOCTW peyun, HednyeHTHas, UM arpam-
maTuyeckas, dopma MMA. CHuxeHne peyeBoii aKTUBHO-
CTW COMPOBOXJAANOCh OCKYAEHWEM peyu, HapyleHnem
(hpa3oBOro NOCTPOEHMUSA, BbIpaXKeHHOCTbI0 napadasnit n
HapyLeHUs Ha3blBaHWUA NpeJMeToB NPW COXPAHHOCTM No-
HUMaHWUA UX HA3HAYeHUs, YTO MOXKeT ObiTb 0OHAPYKEHO
B MOMbITKAax [laBaTb onucaTesbHble xapakTepucTuku. Ada-
TUYeCKMe pacCTPONCTBA BbIABNANNCE B YTEHUU U NUCbMe.
B 37y e rpynny MNMA Bowen 1 cnyyai cemaHTUMYeCKOW fe-
MEHUMMU, K NPOABAEHUAM KOTOPOW OTHOCUTCA HapyleHne
MOHMMAHMWSA CMbICA CNIOB U HA3HAYeHUsA NpeMEeTOB U Aeil-
CTBMiA. ITW HapyLWEeHNs CONPOBOXAAIOTCA PaCCTPOACTBOM
(yHKLUM THO3MC], TO eCTb Y3HaBaHUA 0OBEKTOB M NNl
n3 banxkaiiwero okpyxeHus. Ouarnos MMA cTaBunca Ha
OCHOBaHWU KpuTepues, pa3paboTaHHeix M. Gorno-Tempini
u coasT. [35].

Takum o6pa3om, cpesyn 06CcnefoBaHHbIX UMMYHOJIO-
FMYECKUM MeTOJO0M 0Ka3anoCb BO3MOXHbLIM BbIAeNNUTb
4Be rpynnbl 60NbHbIX NOOHO-BUCOYHOW feMeHUMneln —
C NpenMyLLecTBEHHO NOBEJEHYECKUMM PacCTPOCTBaAMY
M C NpenmMylecTBEHHO aaTUYECKUMUN HapyLWeHUAMN
(NNA).

16 nauyueHToB (47%) c JIBLL 6biam 06cnenoBaHsl Ha
3Tane MArKOM JemMeHLUMW, NnokasaTtenb MUHU-TECTA NCU-
Xuyeckoro coctosiHus (MMSE) y HUX Ha MOMEHT B3ATUS
006pasLioB KPOBYU ANl UMMYHONOTUYECKOTO UCCNEL0BAHMSA
cocTaBsan ot 21 go 29 6annos. Y 11 nayneHtos (32,4%)
AeMeHUMA BocTurana CTafnn YMEpPeHHO BblpaXKeHHON,
Npu OLEHKE KOTHUTUBHBIX YHKLMIA CyMMapHblii 6ann
MMSE coctasnsn ot 11 go 21 6annos. B 7 HaGnogeHmnax
(20,6%) cocTosiHWe 6OMbHBIX XapaKTepu30BaaoCh TAXe-
noit lemeHUmMeit, cymmapHblil 6ann MMSE He npesbiwan
12 6annos. CpeaHss ANUTENBHOCTb 3TANa MArKOW AeMeH-
LM B U3YYeHHbIX Clyyasx coctasnana 3 ropa (Me 2 ropa),
NpW LOCTUXEHUW 3Tana yMEpeHHO BbIPAaXEHHOI feMeH-
LUK ero NMpPOAOIKUTENbHOCTL OblNa paBHoit 1,8 rogam

(Me 1,5 ropa). nuTenbHOCTb 3Tana YMEPEHHO TAXENO
AemeHuumn He npesbiwana 1 ropa (Me 0,5 roaa).

B koHTponbHyto rpynny Bowau 35 yenosek (14 Myx4uH
n 21 xeHwmHa) B Bo3pacTe 60,8 + 4,9 roga, npoweaLwnx
AWcnaHcepHoe obcnefoBaHne U He 0OHAPYXMBLINX NpU-
3HAKOB NCUXMYECKUX PACCTPOICTB, 060CTPEHUS COMATU-
YecKUx 3ab0NeBaHUN UAN CUMNTOMOB OCTPO MHGbEKL UM,
Mo Bo3pacTy uccnepyemblie rpynnbl (MALUEHTbI—KOHTPOb)
He oTanyanuce Apyr ot apyra (p = 0,47756).

UmmyHonoruyeckue mokasatesu onpepensanu
B nia3me nepucepnyeckon KpoBu, B3ATON W3 BEHbI, UC-
nosb3ys BakyTelHepsl ¢ HanbineHnem ITA (K3E K3EDTA).
Mocne B3aTUA KpoBU ee LeHTpudyruposanu npu 7509
B TeyeHue 15 muH npu 22 °C 1 oTOGMpanu nnasmy, KotTopas
M Mcnonb3oBanach ANs aHanusa. lnasma KpoBu mMoxeT
XpaHuTbCA npu +2-8 °C B TeYeHUe CYTOK WU B 3aMOpO-
KEeHHOM cOoCTOsAHMM npu TemnepaType o1 =18 °C go -24 °C
B TEYEHWe MecsLa 10 NPoBefieHNs aHanu3a.

Onpegensanuch chnepyrolme UMMyHOBUOXUMUYECKME
noKasaTenu: 3H3MMaTUyecKas akTUBHOCTb J13, PyHKuMO-
HanbHaa aktusHocTb al-MW, koHueHTpauun CPB n UJ1-6
1 ypoBeHb ayToaHTUTen kK S100b 1 OBM.

JH3MMaTMUYECKUI MeTop onpefesieHUA aKTUBHOCTH
J13. InacTasHyto aKTUBHOCTb Na3Mbl KPOBU, 06YCI0BNEH-
Hyto Ha 90% npucyTCTBUEM B Heil KOMMAEKCa 3NnacTasbl
HenTpodunos (J13) ¢ al-NMN, onpepensnu depmeHTa-
TUBHbIM CNEKTPO(OTOMETPUYECKUM METOAOM C UCMOJb-
30BaHMeM cneundunyeckoro XpoMoreHHoro cybcrpara
N-TepT-6yTOKCUKApOOHUA-L-anaHMH-NapaHuTpodeHuno-
Boro 3¢mpa (BOC-Ala-ONp) (ICN Biomedical Inc.) u Bbi-
paxanu B HMONMb/MUH x MJ1. YyBCTBUTENbHOCTL METOAA
40 HMONb/MUH X MA1 [36].

MeTtop onpepeneHus YHKLUOHANBHON aKTUBHO-
ctu ol-MU. N3mepeHne PyHKLMOHANBHON aKTUBHOCTM
o1-MW B nnasme KpoBM NPOBOLMAM C MOMOLLbIO CNEKTPO-
thoTomeTpuyeckoro metoaa [37] u OUEHUBANN B UHTU-
OuTOpHbIX eAunHuuax Ha mn (ME/mn). YyBCTBUTENBHOCTD
metoga 5 UE/mn.

KoxuyeHmpayuwo WJi1-6 (nr/mn) u CP6 (mr/n) onpepe-
nsan ¢ nomouwbto MDA (BEKTOP-BECT, Poccus), 4yBCTBU-
TeNbHOCTb MeToAa — 0,5 nr/ma u 1 Mr/n COOTBETCTBEHHO.
OnpepeneHue ypoBHa aAT B o6pasuax nna3mbl KPOBM K
S$100b 1 OBM npoBoamiM MeTOfOM CTaHAAPTHOFO TBEP-
AohasHoro MMMyHo(epMeHTHOro aHann3a u Bbipaxanu
B efiMHMLax onTuyeckoit nnotHocTu (OM).

Cmamucmuyeckas o6pabomka LaHHbIX BbIMOAHANACH
C ucnonb3oBaHMeM HenapameTpuyeckoro U-kpuTepus
MaHHa-YUTHW ANs CpaBHEHWA ABYX HE3aBUCUMBIX Tpynn.
[aHHble npepcTaBneHsl kak meguaHa [Q1; Q3] (veanaHa
[25-11, 75-11 nepueHTUNb]). Wcnonb3oBancs foBepuTENb-
HbI ypoBeHb p < 0,05.

PE3YJIbTATbI

Pe3ynbTaThl OnpepeneHna BOCNaaUTeNbHbIX MapKepoB
B KpoBuW nauueHToB ¢ JIB[] npusefeHbl B mab. 1.

Kak BugHOo 13 Tabn. 1, B o6weit rpynne naymeHTos
¢ JIBl cTaTucTnyeCcKM 3Ha4MMbIM OKa3anoCb TONbKO yBe-
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Tabnuua 1/Table 1

MMMyHO6MOXMMW-IECKMe NoKa3aTeJin y nauneHToB C No6HO-BUCOYHOW AEMeHLI,Meﬁ ne KOHTpOﬂbHOﬁ rpynne
(Me [Q1;Q3])/Immunobiochemical indicators in patients with frontotemporal dementia and in the control
group (Me [Q1; Q3])

WUccnepyembie rpynnbl/Experimental groups

Nokazarenu/ NBJA (Bca rpynna)/ | Msrkas gemenuus/ | YmepeHHas aemeHuus/ | Taxenas pemeHuus/
Variables analysed KOHT]Z:Jlbég;)I’mal Whole FTD group Mild dementia Moderate dementia Severe dementia
- (n =34) (n,=16) (np=11) (ny=17)
73/LE 2138 218,6 2255 239,8* 192,7
HMOIb/MUH x M [1976; 2203] [1953; 245,8] [202,8; 245,2] [212,1; 248,2] [1388; 218.2]
181-235,9 127 -2765 179,3-276,5 175 -269,5 127 -219,1
39,2 46,6%** 44,5* 49,4%* 48,6
ﬁé}?ﬂ?/al_PI, [34,3; 41,6] [41,0; 51,3] [41,6; 49,4] [41,0; 55,3] [32,8;52,6]
24-489 15,6-672 22,7-56,8 15,6-67,2 31,0-54,4
293 b 3,2 53 74
CPB/CRP, mr/n [1,15; 6,7] [18; 95] [0,53; 6,9] [18; 121] [41; 11,6]
012-134 0,20-23,8 0,20-12,7 046-17,9 25-2338
3,73 39 38 38 5,5
ff/fn/ e [2.94; 4,4] [34; 50] [34; 47] [32; 45] [4,0; 184]
0-595 26-31,1 2,6-84 2,8-104 26-31,1
070 0,70 075 0,64 0,66 =
S100b, 0N [0,60; 0,78] [0,62; 0,86] [0,66; 0,90] [051; 0,79] [0,59; 0,75] =
04-1,1 044-1,25 061-1,1 044-1,16 055-1,25 =
©
0,72 072 074 073 0,66 s
0BM (MBP), O [0,64; 0,80] [0,63; 0,85] [0,65; 0,85] [0,48; 0,77] [0,62; 0,88] s
055-093 044-1,06 06-10 044-1,06 053-091 &
* p<0,01; ** p<0,001; *** p <0,0001. S
=2
O
(0]
nnyeHne aktueHocTn ol-MN Ha Bcex cTaausax 3aboneBa-  TBEPXK/AAET HE TOJIbKO KIUHWUYECKYIO, HO U NaToreHeTnye- Z
HUs NO CpaBHeHUIO € KOHTposieM (p < 0,0001). OcTanbHble  CKYI 0BWHOCTb HEMpOJEereHepaTMBHOW NaTONOTUK MpH &
noKasaTenu, TakMe Kak 3H3MMaTudeckasi aKTUBHOCTb J13,  paHHMX W no3gHMx GopMax 3TOro 3aboneBaHus. =
ypoBHU CPB 1 UJ1-6, a Takxe ypoBeHb aAT k S-100b u 0bM B cBA3M ¢ pa3HoHanpaeieHHbIMU (MO CPaBHEHMIO 5
Ha AaHHOI BbIGOpPKe MaLMEHTOB He OTIMYANUCL OT KOH-  C KOHTPONEM) U3MEHeHUAMU akTUBHOCTM J13 obwas =
Tpond. BoiAaBneHa TeHAEHLUMA K CHUXKEHUI0 akTUBHOCTH J13 rpynna nauyueHToB c JIB[L 6bina pasfeneHa Ha fjBe ’§
(p = 0,09) u nosbiweHuto yposHs CPb n UJ1-6 (p = 0,087 MMMyHOMOTMYeCKUe NoArpynnbl (MMMYHOGEHOTUMbI) =
. . o 9]
u p = 0,082 cOOTBETCTBEHHO) NpU TAXeNon gemeHuun.  (maba. 2): nogrpynna A — 16 yenosek (47%), y Ko- 5
o o oS
OTcyTCTBME CTAaTUCTMYECKM 3HAYMMBIX PA3NMuYMii NpU  TOPbIX aKTUBHOCTb J13 BbIXOAMAA 3@ Npefenbl BepxHen T
o b
KOHCTaTauuu OTYETAUBON TEHAEHLUN U3MEHEHWUS MOKA-  TPpaHULbl KOHTPONLHOTO 3HayeHus; nopgrpynna B — =
&2

3atesieit Npu TAXeoi AeMeHLNK, No-BuLUMOMY, CBA3AHO
C Masioi BbIOOPKOII nalMeHTOB B 3TOW rpynne. B obuweil
rpynne nayMeHTOB BbisiBJeHa 06paTHas KOPpensLuoHHas
cBA3b mexpay 13 u yposHem CPb (r = —0,365764), nogob-
Has CBA3b OblNa BbIfBAEHA y NauneHToB ¢ BA [8].

B rpynne naunenTos c JIB[]l BbiABNEH 3HAYUTENbHLIN
pa3bpoc Bcex M3yyaemblx nokasateneit (cm. Tabn. 1), T.e.
HabNo4aNoCk Kak NpeBbllEeHNe 3HAYeHU, TaK U UX CHUXKE-
HUME MO OTHOWEHMI0 K KOHTpOJI0. Tak, Hanpumep, pas3bpoc
akTuBHOCTM J13 6bIn 0T 127 0 276,5 HMOJIb/MUH X MJ1. PaHee
npu UCCNefoBaHUM NauueHToB C 6onesHblo Anbureiimepa
(BA) 6bI10 MOKa3aHO CHUXeHWe akTUBHOCTK J13, cBA3aHHOe
C TAXKECTbIO AeMEHLMN U CTeneHblo KOTHUTUBHOTO CHUXeE-
Hus [8]. B To e BpeMs NoBblilWeHWe akTUBHOCTY J13 GbIno
XapaKTepHO L8 NalLWeHTOB NO3/Hero Bo3pacTa C NCUxo-
3amu [38]. B kpoBM BCex nauMeHTOB NO3JHEro Bo3pacta
C AEMeHLMAMU BbiABNEHA NOBbIWeEHHAA QYHKLMOHANbHAA
aKTUBHOCTb ocTpodasHoro 6enka al-MA, cempetenscray-
folwas 06 aKTMBALLMM BOCMANUTENbHbIX PEAKLM.

Moka3aHo OTCYTCTBME PA3NMYMUIA U3YUYEHHbIX NOKa3a-
Tenen B 3aBUCMMOCTYM OT Bo3pacTta Hayana JIB[, yto nog-

18 nauuneHToB (53%), y KOTOpPbIX aKTUBHOCTb JI3 BbI-
X0[UNa 3a nNpefenbl HUKHeR rpaHnLbl MM HaxoLuNach
B NpeAenax KOHTPONbHOro funanasoHa. Kak BnaHo u3
ma6a. 2, pns 0b6enx NOArpynn xapakTepHO NoBbllWeHne
(yHKUMOHANbHOW akTuBHOCTM al-MW no cpaBHeHuWO
C KOHTpoOJeM.

[lanee 6bina npefnpuHATA NOMbITKA BbISABJEHUA BO3-
MOXHOW B3aUMOCBA3N MEXAY BbIj€NeHHbIMU UMMYHO-
theHoTunamm u kauHuyeckumu dopmamu J1BL (maba. 3).

MpuBeneHHble B Tabn. 3 faHHble CBUAETENLCTBYIOT,
YTO B pPaMKax Ka)[oW U3 KNMHUYECKMX MOArpynn nauu-
€HTOB BCTpeyvalTcs 06a BbleNeHHbIX UMMYHODEHOTH-
na. ¥ 10 nauueHTOoB C noBefeHYecKum BapuaHtom JIBJ]
(NNBL) My 6 NaLMeHTOB C NEPBUYHO-NPOrpeccupyoLLet
tdopmoii (MMA) BoisiBneH deHoTun A, T.e. ¢ npeobnaga-
HMEeM B Nna3Me KPOBM BbICOKMX MOKa3aTesiell akTUBHOCTH
J13 (40 v 66,7% COOTBETCTBEHHO), YTO XapaKTEpPHO ANSA
NauMeHTOB C HAOFEHHbIMM ncuxo3amm [38]. MmmyHode-
HoOTUN B, xapakTepHbiit Ans nauneHToB ¢ bA [8-10], o6Ha-
pyxeH y 60% nauuneHToB ¢ noBefeH4yeckon dopmoii JIB[,
ny 33,3% naymentos c MMA.

Bonpochkl ncnmxonaTtonoruu,



NcuxmaTpma 17(2)20I19

N NCuxmaTpuun

6buonormnyecko

KJIMHNYECKOUN U

Bonpochkbl ncmxonaTtonoruu,

Tabnuua 2/ Table 2

UmmMyHOoGUOXMMUYECKUE NoKa3aTenu Y 6onbHbIx JIB]] c BbigeneHHbIMU UMMYyHOteHoTMNamu A u B
(B cpaBHeHUu ¢ KoHTponem)/Immunobiochemical parameters in patients with FTD with isolated
immunophenotypes A and B (in comparison with the control)

WUccnepyembie rpynnbi/Experimental groups

'?0“33375““/ Koutpons/Normal BonbHbie JIBJ] c uMMyHOdeHoTUnOM A/ BonbHble JIBJ] c uMMyHodeHoTUnOM B/
Variables analysed (n = 35) FTD patients with immunophenotype A FTD patients with immunophenotype B
(n,= 16) (n,= 18)
N3/LE, 213,8 246,4%**# 1970**
HMOb/MUH X MJI [1976; 220,3] [235,4; 257,0] [188,0; 209,5]
al-MN/al-PL, 39,2 48,6%** 45,0%
WNE/mn [34,3; 41,6] [42,5; 55,8] [36,2; 49,4]
CPB/CRP, mr/n 2,93 57
[1,15; 6,7] [0.39; 6,8] [3,6; 11,6]
3,73 4,0
VN-6/1L-6, nr/mn [2.94; 4,4] [3.4; 47] [31; 5,6]
0,70 0,70
5100b, 0N [0,60; 0,78] [062; 0,82] [061; 0,89]
0,72 0,72
0BM/MBP, O [0,64: 0,80] [0,64; 076] [0,62; 0,86]

[locToBepHble pa3nuymMa No CPaBHEHUIO C KOHTPONbHOW rpynnoi: * p < 0,05, ** p < 0,001, *** p <0,0001.

Otnnyne deHotuna A ot B: # p < 0,00001.
Ta6bnuua 3/Table 3

Pacnpepenenue ummyHoteHoTunoB A u B npu pasHbix KnuHuyeckux Bapuanrtax JIB/The distribution of
immunophenotypes A and B in different clinical variants of FTD

Knunuueckue tunel JIBJ/FTD clinical types

UmmyHodeHoTUNBI nosesieH4yeckuii BapuanT (MJIBA)/
Behavioural variant (behavFTD)
n,=25
A 10 (40%)
15 (60%)

MpepBapuTenbHble faHHble NOAYYEHbl NMPU paccmo-
TPEHUU NMPeACcTaBNEHHOCTU pa3inyHbIX deHoTunos (A u
B) npu knuHuyecku otnmyawwmxca noprunax JIB. Kak
OblI0 MOKa3aHO B KJMHUYECKON XapaKTepucTuke obcne-
LOBaHHbIX 60nbHbIX JIBL, noBefeHYeCcKuii BapuMaHT BKAIO-
yan fBa NOATUNA paccTpoicTs. NpeobnagaHue pactopmo-
KEHHOT0 NoBefeHUs 0TMeYeHo Yy 13 13 25 60bHbIX C 3TUM
BapuaHToM JIB[l, y ocTanbHbix 12 6O/bHbIX NCUXMYECKOE
COCTOAHME OMpeAenanocb NpenMylleCcTBEHHO anaTuei
W acMOHTaHHOCTbI0. 9 60NbHLIX U3 obwel rpynnbl JIBL
OTHECEHbl K PeYeBOMY BAapMUaAHTY, U3 HUX Y 8 ANATHOCTU-
poBaHa nepeuyHas nporpeccupytowas adasus (MMA) u B
1 cnyyae — cemanTuyeckas gemenuus (CO). Mpw pacnpe-
JeneHun UMMYHO(EHOTUMNOB 0Ka3anoch, 4TO UMMyHOde-
HoTun A 06HapyxeH y 3 6onbHbIX (18,8%) C anaTuyeckum
NOATUNOM NoBeAeH4Yeckoro BapuaHta JIBL, y 7 601bHbIX
(43,8%) c pacTOpMOXeHHbIM NOBeJEHYECKUM BapUAHTOM W
y 6 6051bHbIX (37,5%) C NpenMyLLeCTBEHHO peyeBbIMI pac-
cTpoiictBamu (Bce c MMA). B cBoto o4epefib UMMyHOdEHO-
TUN B BbifBNEH Yy 6 60AbHBIX (33,3%) C PACTOPMOMKEHHBIM
nofTMNOM noBeaeHdYeckoro Bapuanta JIBL uy 10 60nbHbIX
(55,6%) ¢ npeobnafaHuem anatuu, B TO BpeMs Kak npw
LOMUHUPOBaHMK achaTUYECKUX PACCTPOIMCTB 3TOT UMMYHO-
teHoTun Habnogancs y 2 60nbHbIX (11,1%). MpuHUMas Bo

nepsu4Has nporpeccupymowas acdasua (MMNA)/
Primary progressive aphasia (PPA)
n,=9
6 (66,7%)

3 (33,3%)

BHUMaHWe 6M30CTb NOKa3aTenen npu uMMyHodeHoTUNE
A, 06HapyX1BaeMbIM NPU IHAOTEHHON NCUXMYECKON naTo-
JIOTUW, U, HANPOTUB, 6ONbLUEE CXOACTBO UMMYHODEHOTHUNA
B ¢ UMMYHOBMOXMMUYECKUMU NOKA3ATENAMU NPY BONE3HN
Anbureimepa, Takoe pacnpepeneHne MMMyHOHeHOTUNOB
npu JIBJ, oTcbinaeT K M3BeCTHbIM TPYAHOCTAM AnddepeH-
LnanbHoi guarHocTuku JIBL c sHaOreHHbIMU 3a00N1€BaHU-
AMU, 0COOGEHHO Ha HayaslbHbIX 3Tanax HeipofereHepaTus-
Horo 3abonesaHus. M3sectHo, yto auarHo3s JIB panexo
He BCerfa yCTaHaBAWBAeTCA Cpa3y, KOrfa xapaKTepHble
pna JIB[l noBepfeHyeckne paccTpoicTBa HanoMuHalOT
CMMNTOMbl MAaHWUU NPU NPOSBNEHUAX PACTOPMOXEHHOCTH,
anatus W acNOHTAHHOCTb 06HapyxuBalT thopmabHoe
CXO[CTBO C NPOSABIEHUAMU Oe3pa3nuyns n oTCyTCTBUSA
noGyXAeHW Npu Aenpeccuu, a NPU3HAKWU IMOLMUOHANb-
HOro 06efjHeHUs HACTOPaXKMBAET B OTHOWEHUN fedulimn-
TapHbIX PacCTPOMCTB NpU WHU30PPeHUH.

OBCY)XAEHWUE U 3AKJIOYEHUE

B pe3synbtaTe npoBefeHHOro McciefoBaHUA NoKasa-
Ha BOBJIEYEHHOCTb BOCNANIUTENbHbIX peaKkuuii B pa3Bu-
Tue JIB[l, npu 3TOM BbiiBNEHA reTeporeHHOCTb AAHHOrO
BMAA AEMEHUMM MO UMMYHONOTMYECKUM MOKa3aTensm
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(ummyHodeHoTUNAM). 47% nauueHToB ¢ JIBl umetot npo-
BOCMANUTENbHbIA MMMYHOMDEHOTUN, XapaKTepHbIN [NS
nayMeHTOB C 3HAOreHHbIMM ncuxo3amu [38]. B To xe
Bpems 53% nayueHToB ¢ JIB[] umetoT nmmyHodeHoTun,
XapaKTepHbl ana nauueHtoB ¢ bA, otnnumtenbHomn yep-
TOWN KOTOPOro ABNAETCA AOCTOBEPHOE CHUXEeHWE 3IH3M-
MaTWU4ecKoil akTUBHOCTU J13, UTO MOXET GbITb CBA3AHO C
M3MEeHeHUeM AerpaHyaaLMOHHON aKTUBHOCTU HelTpodu-
JI0B, BaXHEMNLWEro KJeTOYHOTO 3/IeMEHTA BPOXAEHHOrO
MMMYHWUTETA, yYaCTHWKA peanusauuu BocnaneHus u cda-
rounTo3a. Hactosuiee nccnepoBaHue ABNAETCA MUAOTHBIM
W MMeeT BMOJIHE OYEBUAHbIE OrpaHnyeHus. Hebonbuwoii
pa3mep obuieit BbIGOPKM, MaTOYUCNEHHOCTb OTHOCUTENb-
HO OAHOPOAHbLIX MO KNIMHUYECKUM MPOSBNEHUAM CNyyaeB
JIB[] 3aTpyAHAIOT NpoBefieHne NONHOLEHHOr0 CpaBHeHMA
KNMHUYECKUX M UMMYHOOMOXUMUYECKUX MOKa3aTenei ans
NoNyYeHUs CTaTUCTUYECKM 3Hauumbix pe3ynbraTtos. Op-
Hako paboTa MMeeT HECOMHEHHblE NPEUMyILECTBA B CUIY
MeTOMYECKOro OCHaleHUs NabopaTopHOro UccnenoBa-
HUS HECKOJIbKUX UMMYHOOMOXMMUYECKUX MOKa3aTenei,
L0Ka3bIBAKIWMX BOBNEYEHHOCTb HEMPOBOCNAEHUSA B Na-

JINTEPATYPA/REFERENCES

1. Emenun AR, Jlo63un BHO, Bopo6bés CB. KorHutus-
Hble HapyleHnA: PYKOBOACTBO ANs Bpayeil. MockBga.
2019;416. [Emelin AYu, Lobzin VYu, Vorobyov SV.
Cognitive impairment: a quide for doctors. Moscow.
2019;416. (In Russ.)].

2. Teichmann M, Daigmorte C, Funkiewiez A et al. Moral
emotions in frontotemporal dementia. J. Alzheimers
Dis. 2019;69(3):887-896. D0I:10.3233/JAD-180991.

3. Blass DM. B kH.: lcuxumatpuyeckue acneKTbl HEBPOO-
rmyeckux 3abonesaHuii: Moaxopbl K BefeHMto 60Nb-
Hbix. Moa pen. KI Jluketcoca, MNB PabuHca, [xP Jun-
cu, ®P. CnasHu: nep. ¢ avrn. nop pea. HH fAxHo.
2-e u3p. M.: ME[lnpecc-undopm, 2019;328 [Blass DM.
V kn.: Psixiatricheskie aspekty™ nevrologicheskix
zabolevanij: Podxody™ k vedeniyu bol ny x. pod red.
KG Liketsosa, PV Rabinsa, DzhR Lipsi, FR Sle’vni: per.
s angl. pod red. NN Yaxno. 2-e izd. M.: MEDpress-in-
form, 2019;328].

4. Bang J, Spina S, Miller BL. Frontotemporal demen-
tia. Lancet. 2015;386:1672-82. DOI: http://dx.DOI.
0rg/10.1016/50140-6736(15)00461-4.

5. Rosness TA, Engedal K, Chemali Z. Frontotempo-
ral dementia: An Updated Clinician’s Guide. J.
Geriatr. Psychiatry Neurol. 2016;29(5):271-280.
DO0I:10.1177/089198871665498.

6. Hodges JR, Piguet 0. Progress and challenges in fron-
totemporal dementia research: a 20-year review. J.
Alzheimers Dis. 2018;62(3):1467-1480. D0I1:10.3233/
JAD-171087.

7. Gil MJ, Manzano MS, Cuadrado ML et al. Frontotem-
poral lobar degeneration: Study of a clinicopatho-
logical cohort. J. Clin. Neurosci. 2018;58:172-180.
D0I:10.1016/j.jocn.2018.10.024.

ToreHes JIB[l. MonyyeHHble B HacToAWel paboTe AaHHble
He TOJIbKO MOATBEPKAAOT pe3ynbrathl UCCNefoBaHUN,
paHee NpoBefeHHbIX NPU APYrux HempopereHepaTUBHbIX
3aboneBaHusx. Cnegyert npu3HaTh, YT0 paboTkl, KacawLm-
€Cs U3y4YeHUs pasnyHbIX acnekToB npobaemsl JIB[, kak B
0TEeYeCTBEHHOW, TaK U 3apyOeXHOl HayKe BeCbMa HEMHO-
FOYMCAEHHBI M TONLKO NONYYaloT pa3sutue. HecoMHeHHy10
HOBM3HY NMpPeACTaBAAIOT NOJYYEHHbIE B JaHHOI paboTe
npeacTaBieHna 0 BapMaTUBHOCTM NPOBOCAANUTENbHBIX
ummyHodeHoTunos (A v B). [Juxotomus ummyHodbeHoTH-
nos A n B coBnagaer ¢ KAMHUYECKUMU NpeACcTaBNEHUAMU
o reteporeHHocTu JIB[} v 6/11M30CTU MHULUANBHBIX KTUHU-
YyeCKUX NposBAEHUN npu pasHblx BapuaHTax JIBM, B oa-
HUX cnyyasx — ¢ 6onesHblo AnbureiiMepa, B Apyrux —
C 3HAOTEHHbIMKU 3a00/eBaHMAMU, YTO B CBOK OYepeab
MOXET OTpa)aTb 0COOEHHOCTU HACNe[CTBEHHON OTATO-
WEeHHOCTN. 3TN NpeABapuUTeNbHbIe AAHHBIE HYXAAKTCA
B NpoBepKe Ha 6oNee MHOTOYMCIEHHbIX U OLHOPOAHbIX
BbIOOPKaXx, HO OMpPEefEeNeHHO NPEACTABAAIT UHTEPEC ANA
MCNoib30BaHWA B paHHen [MArHoCTUKe W ANA faNbHel-
KX nccnepoBaHuii natoreHesa JIBM.

8. AHnppocosa JIB, Muxainnosa HM, 3o3yna CA u ap.
NMMyHOOUOXMMUYECKME MApKepbl BOCMANEHNS MpK
LEMEHLMsX, acCOLMMPOBAHHBIX C BO3PACTOM. Pe3ynb-
TaTbl OPUTMHANBHOrO UCCNefoBaHusA. Pocculickuli ncu-
xuampuyeckud xypHas. 2017;4:61-66. [Androsova LV,
Mikhaylova NM, Zozulya SA i dr. Immunobiokhimich-
eskie markery vospaleniya pri dementsiyakh, assot-
siirovannykh s vozrastom. Rossiiskii psikhiatricheskii
zhurnal. 2017;4:61-66. (In Russ.)].

9. KnwowHuk TM, AHgpocosa JIB, Muxaitnosa HM u gp.
CucTemMHble BOCMANMTENbHLIE MapKepbl Npu BO3pacT-
HOM KOTHUTUBHOM CHUXEHUMW 1 6one3Hn Anblreiimepa
MypHan Hesponoauu u ncuxuampuu um. C.C. Kopcako-
8a. 2017;117(7):74-79. https: //D0I.org/10.17116/
jnevro20171177174-79. [Klyushnik TP, Androsova LV,
Mikhaylova NM i dr. Systemic inflammatory markers in
age-associated cognitive impairment and Alzheimer’s
disease. Zhurnal nevrologii i psihiatrii im. S.S. Korsako-
va. 2017;117(7):74-79. https: //D0I.org/10.17116/
jnevro20171177174-79. (In Russ.)].

10. Androsova L, Mikhaylova N, Zozulya S, Dupin A, Kly-
ushnik T. A comparative study of innate immunity
markers in Alzheimer's disease, Mixed dementia and
Vascular dementia. International Journal of Clini-
cal Neurosciences and Mental Health. 2016;3(Sup-
pl.1):S03. DOI: http://dx.doi.org/10.21035/ijcn-
mh.2016.3(Suppl.1).S03.

11. McCauley ME, Baloh RH. Inflammation in ALS/FTD
pathogenesis. Acta Neuropathol. 2019:137(5);715-
730. D0I:10.1007/s00401-018-1933-9.

12. Oijerstedt L, Chiang HH, Bjorkstrém J, Forsell C, Lili-
us L, Lindstrém AK, Thonberg H, Graff C. Confirmation
of high frequency of C9orf72 mutations in patients
with frontotemporal dementia from Sweden Neurobi-

N nNCuxmnaTpuun

6bunonormnyecko

KJIMHNYECKOUN U

Bonpochkl ncnmxonaTtonoruu,



NcvxmaTpus 17272019 |

N NCuxmaTpuun

6buonormnyecko

KJIMHNYECKOUN U

Bonpochkbl ncmxonaTtonoruu,

13.

14.

15.

16.

17.

18.

19.

20.

21.

22.

23.

24.

ol Aging. 2019;Mar 27. pii: S0197-4580(19)30087-9.
DO0I:10.1016/j.neurobiolaging.2019.03.

Galimberti D, Scarpini E. Genetics and biology of Alz-
heimer's disease and frontotemporal lobar degenera-
tion. Int. J. Clin. Exp. Med. 2010;3(2):129-143.
Foiani MS, Woollacott I0, Heller C et al. Plasma tau is
increased in frontotemporal dementia. J. Neurol. Neu-
rosurg. Psychiatry. 2018;89(8):804-807. D0I:10.1136/
jnnp-2017-317260.

Logroscino G, Imbimbo BP, Lozupone M et al. Prom-
ising therapies for the treatment of frontotemporal
dementia clinical phenotypes: from symptomatic to
disease-modifying drugs. Expert Opin. Pharmacother.
2019;(4)19:1-17. D0I:10.1080/14656566.2019.15983
77.

Foiani MS, Cicognola C, Ermann N et al. Searching for
novel cerebrospinal fluid biomarkers of tau patholo-
gy in frontotemporal dementia: an elusive quest. J.
Neurol. Neurosurg. Psychiatry. 2019;90(7):740-746.
DOI:10.1136/jnnp-2018-319266.

Broce I, Karch CM, Wen N et al. Immune-related ge-
netic enrichment in frontotemporal dementia: An
analysis of genome-wide association studies PLoS
Med. 2018;15(1):1002487. D0I:10.1371/journal.
pmed.1002487.

Baugh RJ, Travis J. Human leukocyte granule elas-
tase: rapid isolation and characterization. Biochem-
istry. 1976;15(4):836-841.

Thake CD, Mian T, Garnham AW, Mian R. Leukocyte
counts and neutrophil activity during 4 h of hypo-
capnic hypoxia equivalent to 4000 m. Aviat Space
Environ Med. 2004;75(9):811-817.

MasHckuin AH. Jlekuun no ummyHonorun. N3g-so
Huxeropoackon roc. mepn. akagemuun. 2003;272.
[Majanskij A.N. Lekcii po immunologii. Izd-vo Nizhe-
gorodskoj gos. med. akademii. 2003;272. (In Russ.)].
Ionescu CV, Cepinskas G, Savickiene J, Sandig M, Kvi-
etys PR. Neutrophils induce sequential focal changes
in endothelial adherens junction components: role of
elastase. Microcirculation. 2003;10(2):205-220.
Topham MK, Carveth HJ, McIntyre TM et al. Human
endothelial cells requlate polymorphonuclear leu-
kocyte degranulation. FASEB J. 1998;12(9):733-746.
fiposas TA, Jouenko BJl, Hewkosa EA. MMatorenetu-
yeckasa posib neiiKounTapHom anacTtasbl. HoBbIN cnek-
Tpo(OTOMETPUYECKUIA METOL, ee ONpeaeeHuns B Naas-
Me KpoBW YenoBeka. MHpopmayuoHHbIl GronnemeHs.
Mockea. 1995;1:16-18. [Jarovaja GA, Docenko VL,
Neshkova EA. Patogeneticheskaja rol' lejkocitarnoj
jelastazy. Novyj spektrofotometricheskij metod ee
opredelenija v plazme krovi cheloveka. Informa-
cionnyj bjulleten'. Moskva. 1995;1:16-18. (In Russ.)].
fiposas TA. buoperynupyowme byHKLUM K naTo-
reHeTMyeckas posb npoteonusa. JlabopamopHas
meduyuHa. 2000;(3):19-22. [Jarovaja GA. Bioreg-
ulirujushhie funkcii i patogeneticheskaja rol' pro-
teoliza. Laboratornaja medicina. 2000;(3):19-22.
(In Russ.)].

25.

26.

27.

28.

29.

30.

31.

32.

33.

34.

35.

36.

37.

Stockley RA. Alpha-1-antitrypsin review. Clin.
Chest. Med. 2014;35(1):39-50. D0I:10.1016/j.
ccm.2013.10.001.

Kuta AE, Baum LL. C-reactive protein is produced by
a small number of normal human peripheral blood
lymphocytes. J. Ex. Med. 1986;164(1):321-326.
Kushner I, Jiang SL, Zhang D et al. Do post-transcrip-
tional mechanisms participate in induction of C-re-
active protein and serum amyloid A by IL-6 and IL-1?
Ann. N. Y. Acad. Sci. 1995;762(1):102-107.

Coil J, Tam E, Waterfield JD. Proinflammatory cy-
tokine profiles in pulp fibroblasts stimulated with
lipopolysaccharide and methyl mercaptan. J. Endod.
2004;30:(2):88-91.

Soderquist B, Kallman J, Holmberg H et al. Secretion of
IL-6, IL-8 and G-CSF by human endothelial cells in vi-
troin response to Staphylococcus aureus and staphy-
lococcal exotoxins. APMIS. 1998;106(12):1157-1164.
Azzolina A, Bongiovanni A, Lampiasi N. Substance P
induces TNF-alpha and IL-6 production through NF
kappa B in peritoneal mast cells. Biochim. Biophys.
Acta. 2003;1643(1-3):75-83.

Hoenstein R., Admon D., Solomon A. et al. Interleu-
kin-2 activates human peripheral blood eosinophils.
Cell. Immunol. 2001;210(2):116-124.

Inoue K. Microglial activation by purines and pyrim-
idines. Glia. 2002;40(2):156-163.

Rascovsky K, Hodges JR, Knopman D et al. Sensitivity
of diagnostic criteria in autopsy-confirmed patients
with behavioural variant frontotemporal dementia.
(by FTD). First Report of the International by FTD
Criteria Consortium (FTDC), Neurology. 2011;76:262-
263.

Teichmann M, Daigmorte C, Funkiewiez A et al. Moral
Emotions in Frontotemporal Dementia. J. Alzheimers
Dis. 2019;69(3):887-896. D0I:10.3233/JAD-180991.
Gorno-Tempini ML, Hillis AE. Weintraub S. et al.
Classification of primary progressive aphasia and
its variants. Neurology. 2011;76(11):1006-1014.
D0I:10.1212/WNL.0b013e31821103e6.

JoueHko BJI, Hewkosa EA, Aposas lA. BriasneHue
NelKOLMTApHOM 3/1acTasbl YeoBEKa U3 KOMNIeKca ¢
nnasMmeHHbIM o.1-NpOTEMHA3HbIM UHTUOUTOPOM Mo eé
3H3MMATUYECKON aKTUBHOCTMU C CUHTETUYECKUM Cyb-
cTpatoM. Bonp. med. xum. 1994;40(3):20-25. [Dotsen-
ko VL, Neshkova EA, Yarovaya GA. Detection of leuko-
cyte elastase from complex with plasma a1-protease
inhibitor by it enzymatic activity with a synthetic
substrate. Vopr. med. khim.1994;40(3):20-25. (In
Russ.)].

HapTukosa B®, Macxuna TC. YHUbMUMPOBAHHDIA Me-
TO4 OnpefeneHns akTMBHOCTM anbta-1-aHTUTpUnCMHa
u anba-2-makpornobynanHa B CbIBOPOTKe (nnasme)
KpoBMW Yenoseka. Bonp. med. xum. 1979;25(4):494—
499. [Nartikova VF, Paskhina TS. A unified method for
assay of alpha-1-antitrypsin and alpha-2-macroglob-
ulin activity in human serum (plasma). Vopr. med.
khim. 1979;25(4):494-499. (In Russ)].



NcnxmaTpma 17(2)20I19

3

8. 3o3ynsa CA, Oneitunk UB, Angpocosa JIB v gp. Mo- Androsova L.V. i dr. Monitoring techenija jendog-
HUTOPUHT TeYEHUA IHAOTEHHbIX MCMXO30B MO UM- ennyh psihozov po immunologicheskim pokaza-
MyHONOrMYeCKUM nokasatensam. [lcuxuyeckoe 300- teljam. Psihicheskoe zdorov'e . 2017;1:11-18. (In
posbe. 2017;1:11-18. [Zozulja S.A., Olejchik I.V., Russ.)].

A

Ungopmayus 06 asmopax

AHOpocosa Jlio608b BacunbesHa, KaHgMAAT OMOOrNYECKUX HAYK, BeAyLWMI HAayUHbI COTPYAHUK NabopaTopuu
HelipoummyHonorum ®reHY «HayuHbI LeHTP Ncuxmuyeckoro 340poBbaA», Mocksa, Poccus

E-mail: androsL@mail.ru

Muxaiinosa Hamanus MuxalinosHa, [OKTOP MEAULMHCKMX HayK, BeLYWNIN HAy4YHbIA COTPYLHUK OTAENa repua-
Tpuyeckoit ncuxmatpum ®IBHY «HayuHbli LeHTp ncuxuyeckoro 3n0poBbsay, Mockea, Poccus

E-mail: mikhaylovanm@yandex.ru

®edoposa fHa bopucosHa, KaHAMAAT MEAULMHCKUX HAyK, CTApPLMIA HAYYHbI COTPYAHUK OTAENa repuatpuye-
CKOil MCUXMaTpuu oTaeneHus 6onesHu AnblLreimepa U accoLMMpoBaHHbIX € Hell paccTpoicte PIBEHY «HayuHbiil
LIeHTP NCUXMYECKOro 340poBba», MockBa, Poccus

E-mail: yfedorova@yandex.ru

3o03yns CeemnaHa AnekcaHOposHaA, KAHLUAAT GUONOTUYECKUX HAVK, BEAYLLMIA HAYYHBbII COTPYAHUK labopaTopum
HelipoummyHonorum ®reHY «HayuHbI LeHTp ncuxmuyeckoro 340poBbaA», Mocksa, Poccus

E-mail: s.ermakova@mail.ru

KnowHuk TamssHa llagnosHa, aupektop ®IBHY «HayuHbIi LEHTp Ncuxmyeckoro 350poBbsy, npodeccop, fOK-
TOP MeAMLMHCKUX HayK, pyKOBOAWTENb NabopaTopun HelipoummyHonoruu. Mocksa, Poccus

E-mail: klushnik2004@mail.ru

Information about the authors

Lyubov V. Androsova, Cand. of Sci. (Biol.), leading researcher at the laboratory of neuroimmunology, FSBSI
«Mental Health Research Centrex», Moscow, Russia

E-mail: androsL@mail.ru

Natalia M. Mikhaylova, Dr. of Sci. (Med.), leading researcher, geriatric psychiatry department, FSBSI «Mental
Health Research Centre», Moscow, Russia

E-mail: mikhaylovanm@yandex.ru

Yana B. Fyodorova, Cand. of Sci. (Med.), senior researcher, geriatric psychiatry department, department of
Alzheimer's disease and associated disorders, FSBSI «Mental Health Research Centre», Moscow, Russia

E-mail: yfedorova@yandex.ru

Svetlana A. Zozulya, Cand. of Sci. (Biol.), Leading Researcher at the Laboratory of Neuroimmunology, FSBSI
«Mental Health Research Centre», Moscow, Russia

E-mail: s.ermakova@mail.ru

Tatyana P. Klyushnik, director of FSBSI «Mental Health Research Centre», professor, Dr. of Sci. (Med.), head of
the laboratory of neuroimmunology, FSBSI «Mental Health Research Centre», Moscow, Russia

E-mail: klushnik2004@mail.ru

Asmop ona koppecnondenyuu/Corresponding author
AHOpocosa Jlioboss BacunvesHa/Lyubov V. Androsova
E-mail: androsL@mail.ru

J

[lata noctynnenuns 04.04.2019

[ata npunatus 23.04.2019
Date of receipt 04.04.2019 Accepted for publication 23.04.2019

N nNCuxmnaTpuun

6bunonormnyecko

KJIMHNYECKOUN U

Bonpochkl ncnmxonaTtonoruu,



