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CHHanTU4eCKUH TPYHUHT SBISETCS (PU3MOJOTHUECKUM MEXaHHU3MOM HEHpPOIUIACTUYHOCTH, KOTOPBIH pPEryaupyeTcs
4yepe3 CHHTE3 POCTOBBIX MOJUICTITHIHBIX COSAUHEHHI — HEHPOTPOGHHOB. BBUTO MPOBEICHO KIMHUKO-IKCIIEPUMEHTAIbHOEC
MCCIIeI0BaHNEe 0 M3YyYSHUIO PONH HEHPOTPOQUHOB B MEXaHHW3ME CHHANTHYECKOTO MPYTHHTA y OOJNBHBIX HACIEICTBEHHON
[aToJIOTHel nepudepuyeckoro IBUraTeIbHOTO HEHpoHA. BBIABIEHO, 4TO Y OOJIBHBIX HMEET MECTO MOBBHIIICHHBIH YPOBEHb
PETYISTOPHBIX POCTOBBIX IOJUNENTUAHBIX COSIUHEHUH, KOTOPBIN NPUBOAUT K MHTUOUPYIOIIEMY POCT HEHPUTOB 3 deKTy
B OpPraHOTUIMYECKOW KyNbType TKaHH. TakuM 00pa3oM, THIEPIKCIPECCUI0 HEHpPOTPOPHHOB MOXKHO paccMaTpuBarh
Kak (haKTop, MPETATCTBYIONIHI CHHAITHIECKOMY NIPYTHHTY H CIIOCOOCTBYIOIIUI TaJIbHEHIIEMY TIpOLiecCy HefpoereHepan
B HEPBHOW TKaHH y OOJIbHBIX C HACJIEACTBEHHOH MATONOTHEH nepueprIecKoro ABUraTeIbHOTO HeWpoHa.
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BBEJEHUE

OgHMM H3  OCHOBOMNOJATaIIUX  IPUHIIMIIOB
HEWPOIIaCTUYHOCTH SIBJISAETCS (DEHOMEH CHHAIITHYECKOTO
npynunra: B [IHC nocrosHHO uaer npouecc pa3pyuieHus
U CO3JaHMUS COECOUHEHUH Mexay HedpoHaMu. OgHUM
W3 MEXaHHW3MOB, DETYIHPYIOIUX IaHHBIH MpoIecc,
SIBJISIETCSI CHHTE3 PETYIIITOPHBIX POCTOBBIX MOMUIENTHIHBIX
coenuHeHnit — HedporpodpunoB (HTD) [1]. Hamm
Obula TpEeNnpHHATA TMOMbBITKA OLEHUTh COCTOSHUE
HEHPOIUIACTUYHOCTH Yy OOJBHBIX HACJIEJICTBEHHOMH
MaToJNIOTHEN TTepr(epHIecKOro IBUraTeIbHOTO HEfpoHa:
cruHaimpHas MelmedHas arpodus I tuma m Il Tmma
U HACIEACTBEHHas MOTOCCHCOPHAsT  HEBPOIATHUS
I u Il Tuma. OTm 3a0o0neBaHUS OTHOCATCA K PEAKUM
Helipo/ereHepaTuBHBIM ~ 3a0o0JieBaHUsIM Yy  JIeTeH,
XapaKTEepU3yITCS JEereHEPATUBHBIMU HM3MEHEHUAMHU
nepugepruueckoro IBUTaTeIbHOTO HEHPOHA, TPHUBOAST
K Pa3BUTHIO Nepu(pepruecKux Mapaindei, TeIxaTelbHON
HEIOCTAaTOYHOCTA W  paHHeW cMmepTHocTH  [2].
s peanmusaiuy MOCTABICHHOW IENIM OBLIO MPOBEACHO
ONpeJeIeHHEe  YPOBHS  PEryISTOPHBIX  POCTOBBIX
MOJIMNIENITUJIHBIX COEJUHEHUH B CBIBOPOTKE KpPOBHU
W uccienoBaHne (U3MONIOTHYECKOW aKTHBHOCTH JaHHOM
CBIBOPOTKH B YCJIOBHSIX OpPTaHOTHIINYECKON KYJIBTYPHI
TKaHU. OpraHHble KyIbTYPbl MPUMEHSIOT Ul M3y4eHHS
MEXaHU3MOB pocta ¥ JIU(G(GEepeHIUPOBKH KIETOK,

THCTOI'CHEC3a, MCXKKJICTOYHBIX n MCXKTKaHCBBIX
B3aHMOH€ﬁCTBHﬁ, a TaKXC H3YyUCHUMA crnoco0oB
COXpaHCHUA JKM3HECIOCOOHOCTH HU30JIMPOBAHHBIX

OpraHOB, TpeAHA3HAUEHHBIX I TpaHcIutaHTamuu [3].
K  HacrosmeMy  BpeMEHM  XOpOLIO  H3YYEHSHI
MPOLECCHl, MPOTEKAIONUE MpPH  KYIbTUBUPOBaHUHU

* aapecar il NeperucCKu

CHMHAJIBHBIX T'aHDINEB: PAacIIACTBHIBAHUE SKCIUIAHTATOB,
Mopdosorudeckas 1 GyHKIHOHATbHAs U PEepPESHIIMPOBKa
HEHPOHOB, POCT OTPOCTKOB, Nponudepalrs U MUTpaLUs
[JIMH, TUCTOXMMUYECKHE OTIMYUS HEPBHBIX KIETOK
B KynbType u in vivo [4]. Jlnd OLEHKH YpOBHA
PETYISATOPHBIX POCTOBBIX MOJHWMENTHIHBIX COCTMHEHHN
OplT  BBIOpaHBI  cJeayomme Helporpodudeckme
¢dakropel: ¢dakrop pocrta rojgoBHoro mosra (BDNF),
¢dakrop pocra HepBa (NGF) w wmwuiHapHbId
neiiporpoduueckuit dpakrop (CNTF). BDNF yuactByer
B IudQepeHInpoBKe HEHPOHOB, CO3pPEBaHUHM U
¢dopmupoBanun cuHancoB [5, 6]. NGF sBmsercs
HeoOXomuMBIM Il AU HepeHINPOBKH HEHpPOHAIHHBIX
KJIETOK, pOCTa AaKCOHOB ® WX BeTBIeHUSA [7].
CNTF - daxtop, KOTOpBIii OTHOCUTCS K CEMEHCTBY
HEHPONOITUYECKUX  LUTOKMHOB, paccMaTpuUBaeTCs
Kak Ki1r04eBoi (hakTtop muddepeHInpoBKH pa3BUBAIOLIINXCS
HEHPOHOB U TNIHAIBHBIX KIETOK [§, 9].

MATEPHAJIBI 1 METO/IbI

Bruto obcnenoBano 25 6ompHBIX B Bo3pacTe 8-12 meT
C  TOATBEPKACHHBIM  MOJEKYJISIPHO-T€HETHIECKUM
aHaNM30M  JOHMarHo3a Oole3Hb  NepudeprHuecKoro
JBUTATEIBHOTO HeHWpoHa (CIHMHAJbHAs MBIIIeYHas
arpoduss 1 tuma u Il Tuma (n=18), HaciencrBeHHas
MotoceHcopHas Hepomatust I u Il Tuma (n=7)).
OOBEKTOM HCCIEAOBAHUS SIBISUINCH OOJBHBIE, KOTOPHIM
MIPOBOIMIIOCE KITMHUKO-HEBPOJIOTWIECKOe 00CIeI0BaHNE
U CHIBOPOTKA KpPOBH OOJIbHBIX. 3a00p BEHO3HOW KpPOBH,
XpaHeHHe H 00paboTka s BBIIEICHUS CHIBOPOTKU
IIPOBO/MIIACH CTAHAAPTHBIMU MEeTOAUKaMu. B nanpHelem
CBIBOPOTKAa KPOBH Oblla M3y4Ye€Ha B OPraHOTUIIMYECKOH

453



MEXAYHAPOJHASA KOHOEPEHIUSA «K/IMHUYECKASA TIPOTEOMUKA. IOCTTEHOMHASI MEJITUITUMHA»

KyIbType TKaHM M HMMYHO(QEPMEHTHBIM METOIOM
JUIS ONpeneNieHHs YPOBHS PETYIATOPHBIX POCTOBBIX
MOJUIENTHIHBIX coequHeHui. Ha Bce mpoBoaumble
MaHUIYJISIUK OBLIH  0QOpMIICHBI MH()OPMUPOBAaHHBIE
comnacus, KOTOpble OBUTH IIPECTaBICHBl HA 3THYECKOM
xomurere C3I'MVY um. .M. Meunukosa ot 10.11.2010.
KonTponeayto rpymmy coctaBmsu 30 3M0pPOBBIX JETEH.
Omnpenenenne ypoHsi BDNF (HGNC ID — HGNC:1033,
chromosomal location 11p14.1) u CNTF (HGNC ID —
HGNC:2169, chromosomal location 11ql2.1)
MIPOBOMIIN MUMMYHO(EPMEHTHBIM METOAOM B 00pasmax
CBIBOPOTKH KPOBH C HCIIOJIb30BAHHEM KOMMEPUIECKHX
nMMyHopepMeHTHBIX HabopoB ¢upmsl “RayBiotech, Inc.”
(CILIA) B cOOTBETCTBUY C HHCTPYKLUSAMH IPOU3BOAUTEIIS.
[Toporoseie Benmuuunbl onpenenenuss BDNF — 20 nr/mu,
CNTF — 8 nr/mi.

HccnenoBanne BIUSIHUS CHIBOPOTKH KPOBH OOJBHBIX
HACJeJCTBEHHOH MaToJ0oTueH nepudepuIecKoro
JIBUraTeJIbHOTO HEMpPOHA Ha POCT HEMPUTOB IPOBEACHO
Ha 1800 »okcrulaHTtatax  CHUHAJIBHBIX  TaHITHEB
10-12-1HEBHBIX KYpPHHBIX 5MOpPHOHOB. ODKCIUIAHTATHI
kynsTHBUpoBan B CO,-uHKyOarope (“Sanyo”, Slnonus)
B TEUECHHE TPEX CYTOK Ha MOMIOXKKAX M3 KOJIJIarcHa
B vamkax [lerpu npu 36,5°C u 5% CO,. IlutarensHas
cpena coneprkana 45% pacreopa Xenkca, 40% cpenst Urna
¢ nobasnenuem uHcyauna (0,5 ex./mi), rmokossl (0,6%),
rmotamuHa (2 MM), rentomunmaa (100 en./mi),
5%  KypuHOro 5SMOpPHOHAJIBHOTO  JKCTPAaKTa M|
10% c¢etanpHOI chiBOpoTKH KOpoBHI [10]. KoHTpONEHBIE
skcrnaHTaTel  (300) KyJIbTUBHpPOBANIM B yCIOBHSIX
MUTAaTeIbHOM CpeObl CTAaHIApPTHOTO  COAEpKaHUA.
B skcnieprMeHTanbHBIX YallkaxX B KyJIBTYPalbHYIO Cpemy
JOOABIISIIM CBIBOPOTKY KPOBH OOJBHBIX HAcJEICTBEHHOU
MaToNOTHEN TNepu(epruuecKoro IBUraTelIbHOTO HEHpOHA
B pa3IMYHOM JHUana3oHe pa3BeneHuil. s BU3yanu3anuu
00BEKTOB HCIOJB30BaIM MHUKpockon Axiostar Plus
(“CarlZeiss”, T'epmanus). ITomydeHHbIE H300paKeHUS
aHAJIM3UpOBAJIM C TMOMOIIBI MporpaMmbel Imagel.
PaGora  BeimomHeHa Ha  oOopymoBanmm  LIKII
“KongoxansHast Mukpockornus” MHCTUTYTa (GU3HNOIOTHA
uMm. W.II. IlaBnoBa PAH. J{ns KoIMmdecTBEHHOH OIICHKH
pocTa 3KCIUIAHTATOB NPHMEHSIM MOP(HOMETPUUECKHN
Meron. HMuaexkc mmomaaun (MII) paccuuthiBamn
KaK OTHOIICHME IUIOIIAAM BCETo IKCIIAHTAaTa, BKIIIOYas
30Hy pocTta, k ucxomHoil miomanu [11]. KonTpomsHoe
3Hauenue W1 npuaumanu 3a 100%.

B xome wccrnenoBaHWS TPUMEHSIN CIEXYIONINE
Mpoueaypbl M METOABl CTAaTUCTHYECKOTO aHaJln3a:
ONpesielIeHHe YHCIOBBIX XapaKTEPUCTHK IEPEMEHHBIX;
OLICHKY  COOTBETCTBMSI ~ SMIUPHUYECKOTO0  3aKOHa
pacrpeneneHus KOJIMYECTBCHHBIX TepeMeHHBIX
TEOPETHUYECKOMY 3aKOHY HOPMAIIBHOTO DAaCHpereiCHHS
no kpureputo lllanupo-Yunka, OLEHKY 3HAYUMOCTH
pasiauuus  CpelHUX  apUPMETHUYECKHX  3HAYCHHU
B HE3aBHUCHMBIX BEIOOPKAX C HCIOIB30BAHUEM t-KPUTEPUS
Creronenta. OnucaHue KOIUYECTBEHHBIX HPHU3HAKOB
OBLTIO  BBITIONIHEHO C  HWCIIOJNB30BAaHUEM CpPEIHETr0
apu(MEeTHIECKOTO 3HAUYSHHS ¥ CTAHJAPTHOTO OTKIOHCHHSI.
HyneBas crarucTtuyeckas THUIIOTe3a OTBeprajachk
npu ypoBHe 3HaumMmocTu p<0,05. Craructuueckuit
aHaJu3 OCYLIECTBISJICA C MHCMONb30BAaHUEM IaKeTa
STATISTICA 8.0 (“StatSoft®, Inc.”, CLLIA).
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PE3YIIBTATBI 1 UX OBCYKJIEHUE

Knunuko-reHeTndecKas XapakTepuCTHKA: HAPYIICHUS
B JBUTAaTeNbHOW cdepe y OONBHBIX HACIEICTBEHHOW
MaToJIOTHe TMepu(epruIecKoro JBUTaTeIbHOTO HEHpoHa
MPOSIBIISIINCH € POXJeHUsl. Bce OGonpHblE HAOMIOAAIMCH
B TEYEHHUE 5 JIET, 3a 3TOT IIEpHOJ BpeMEHH 3a0oieBaHne
HEYKJIOHHO ITporpeccupoBao. KilmHuko-HeBponorndeckas
KapTHHAa OblIa TpPEACTaBICHA BSUIBIMH  Iape3aMu
PYK ¥ HOT ¢ Ipeo0IagaHieM Mporecca B MPOKCHMAIbHbBIX
OoTJeNax, aKTUBHBIE [BUKCHUSA COXPAHSINCh JIHIIb
B IWUCTAJIbHBIX OTACIAaX PYK, MbIIIAaX MICH, MHMHYECKOU
U JpIXarenbHoi MycKynarype. HaOmonanucs puopunsiimn
n  QacuMKyJIALHMH MBI, BeIpakeHHas auddysnas
MBIIIEYHAsT THIOTOHUS. BBIIM BBISBICHBI KOHTPAKTypHI
KPYIHBIX CYCTaBOB KOHEYHOCTEM U BbIpaXKEHHBIN
K1()OCKONNO03 NO3BOHOYHNKA. DYHKIINH Ta30BBIX OPTaHOB,
YYBCTBUTCJIBHOCTb U UHTCIIJICKT 6I:IJ'II/I COXpAaHCHBI.

JlaHHBIE HMMYHO(EPMEHTHOTO aHanu3a
CBHUICTENBCTBYIOT O TOM, YTO  KOHIICHTpalus
BDNF (36,6£3,6 Hr/Mia) B CHIBOPOTKE KpPOBH
OONBHBIX cTaTUCTHUeckH 3HaunMmo (p<0,05) Beime,
4yeM B KOHTpOJIbHO# rpymme (27,3+7,2 Hr/min).
Wzyuenne paszbpoca naHHOro IOKa3areis BBISBUIIO,
yTo KoHUeHTpauus BDNF B CheIBOpoTke KpoBH
KOHTPOJILHOW TPyHNIBI  HaxXOOUTCS B  JHana3oHe
ot 16,0 ar/mi mo 42,0 Hr/mMi, y 60IBHBIX — OT 22,5 HI/MI
10 64,0 ur/mn. Aunamus pesynsraroB CNTF B chiBopoTke
KPOBH He OOHAPYXHJI HAJIMYKS CTATUCTUYECKU 3HAYMMOTO
pasnuuus  MeXJy KOHTPOIBHOM M  Hccienyemoil
rpymmo#t 0,02+0,01 ar/mun nmporus 0,02+0,01 Hr/miu
COOTBETCTBEHHO). BrIsiBieHO, uTo KoHIeHTpamuss BDNF
B CBIBOPOTKE KpPOBHM y OOJBHBIX HACIEICTBEHHON
MIaTOJIOTHEH Tepu(epUIecKoro JBUTATENFHOTO HEHpOHa
CTAaTHUCTUYECKH 3HAYMMO BBIIIE, YeM B KOHTPOJIBHOU
rpynne, CNTF He umeeT cTaTUCTHMYECKH 3HAYUMOTO
pa3nuuus MeKAy KOHTPOJIBHOU U UCCIIEAYEMOH TPpyIIoHn,
HO 3HAYeHHE 3TOro OeJKa HaxXOAWUTCA B IIpenerax
BO3pAacTHOH HOPMBI M AeQHUINTA €r0 B HCCIETyeMOH
rpymIe He OTMEYEHO.

SKCHHEPUMEHTAJIBHOE NCCJIEJOBAHUE

JanbHeliee uccieAOBaHUE COCTOSUIO M3 CEpUHU
9KCIIEPUMEHTOB, IEIBI0 KOTOPBIX OBLJIO W3ydYeHHE
BIUSHAS TUIa3MBl KPOBH OONBHBIX HACIEICTBEHHON
MaToJOTHe TMepu(epruIecKoro JBUTaTeIbHOTO HEHpoHa
Ha POCT HEHUPUTOB CEHCOPHBIX HEHPOHOB CIIMHAJIBHBIX
raurmeB  10-12-7HEBHBIX  KYpPHHBIX  3MOpPHOHOB
C [IOMOUIbIO METOAa OPTaHOTUIINYECKON KYJIBTYPbl TKaHH.
CBIBOPOTKa KPOBH OBIIAa HCCICAOBaHA B IIHPOKOM
nmuamazoHe pasBemenuii (1:100-1:2). Ilpu pasBeneHmsx
1:2, 1:10, 1:50 cpiBopoTkH OONBHBIX HaOIIOAATH
MPaKTHYECKH TIOJIHOE MHTHOMPOBaHUE POCTa HEUPUTOB
CCHCOPHBIX raHmTueB. [1pu 100aBICHUN B KYIBTYPATBHYIO
Cpely CHIBOPOTKH KpOBH B pa3BencHuu 1:70 HaOmomamu
JIOCTOBEPHOE HEeHPUT-UHTHOUpYIOIICe IeHCTBHE.
UIT uccnemyeMpIx IKCIIAHTATOB OBIIT HMYKE KOHTPOIBHBIX
3HaYeHW B cpemHeM Ha 25% wm coctaBun 75,5+7,4%.
JlanpHelilnee pa3Be€HHE HA POCT IKCIJIAHTATOB
npakTuyecku He Biausio. Pesynpratel omnenkun UII
UL UCCIIElyEMBIX pa3BElECHU MpOoaHAIU3UPOBAHbBI
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C WCTIONIb30BAaHUEM JUCIIEPCHOHHOTO aHanmu3a. [lokasaHo,
410 PaKTOP pa3Be/IeHUs] CBIBOPOTKH KPOBH CTATUCTUYECKU
3HaunuMo (kpurepuiit @umepa F=489,2; p<0,001) Brusier
Ha 3HaueHue UII, peructpupyemoe B OIBITE.

KonnuecTBeHHas olleHKa JMHEWHON CBI3W IOKa3aja
Hajgugue craructudecku 3HaumMoi (p<0,001) cuibHO#
o0parHo# (ko3dduruent koppensiuu [Iupcona r=-0,80)
KOpPEJALUOHHON CBsI3U MexXIy conaepkaHuemM BDNF
B CBIBOPOTKE KPOBH OOJIbHBIX HACJICIICTBEHHOM IaTONIOTHEH
nepupepuvaeckoro IBHUTaTeNbHOTO HeWpona u Ul
B IMamna3oHe KoHIeHTpanuit ot 0 1o 1,5 Hr/mi (puCyHOK).
[To amamorm4Hoi MeToauke ObLIa MpPOaHATU3MpPOBAHA
cBsa3p Mexay koHueHTparnueid CNTF B ceiBopoTke KpoBH
y Oonbubix u WII. KonmuecTBeHHAas OICHKA JIMHCHHOM
CBA3U IIOKa3aja HAJIMYUe CTAaTHUCTUYECKU 3HAUMMOH
(p=0,014) cumpHO 0OpaTHOH (K03 (HUIIEHT KOPPEISAIHA
IMupcona r=-0,62) KOPPENAUUOHHON CBA3U MEXKIY
comepxkanieM CNTF B chIBOpOTKE KpOBU OOJIBHBIX
HacJIeICTBEHHOU [aToJIOTuen nepudeprueckoro
JnBUTarenbHOoro Hedipona wu HWIl B nguamasone
koHneHTpauuii or 0 mo 0,005 mr/mu. Takum oOpazom,
BBISIBJIGHO, 4YTO CTENEeHb MHTHOMPOBAHHS POCTA
HEWPHUTOB CIMHAIBHBIX TaHIVIMEB KyPUHBIX 3MOPHOHOB
KOppeJIUpyeT ¢ IokasaresnssMu KoHueHTpauuun BDNF u
CNTF B ChIBOPOTKE KpPOBU OOJBHBIX HACICACTBEHHOU
narosoruel nepudepueckoro JBUraTeIbHOro HelpoHa.

3AKIIOYEHUE

IIpoBeneHHoe HaMH HCCENOBaHHME IOKa3ajo,
4TO0 y OONBHBIX  HACJEICTBEHHOW  Marojioruei
nepudepruveckoro JIBUraTeIbHOTO HEHpoHa HMeeT
MECTO MOBBIIIEHHBI YPOBEHb PETYIATOPHBIX POCTOBBIX
MONIATIETITUIHBIX ~ COCOWHEHHH — HEeHpOoTpo(HHOB
(BDNF, CNTF). OrtcyrcTBHe B HaCTOSIIEEe BpeMs
HOpMaTuBOB 1o  coxaepxanuto BDNF, CNTF
B CBIBOPOTKE KPOBH CBA3aHO C TE€M, YTO OMNpEAEICHHE
BDNF u CNTF HOCUT cTpOro HayuHBIH XapakTep
npuMeHeHus.  HeoOXommMo — y4uWTHIBaTh  TaKike,

4yTo pasHble npomsBoxuTenu MDA nHabopoB, TpedyroT
MIPOBOUTh OTTHTPOBKY KaXXJOro HabOp, COMOCTaBIIss
MoKazaTrenu B Tpymne OONbHBIX C TPYNIOW KOHTPOJIS
(Hopma). OpHako, oOmIpeneNeHus JaHHBIX (PaKTOPOB
B HMCCJIEIOBAaHUAX y OOJBHBIX C Jierpeccuerd (OonpHbIE —
16,6+£3,4 ©r/mMn; woHTpomb — 13,6£3,4 wr/mm) [12],
U JAeTell C THUINEPAKTUBHOCTBIO M HapyIICHHEM
BHuMaHus (OombHBIe — 39,33+10,41 Hr/MUI, KOHTPOJIL —
38,82+8,29 wmr/mu) [13] moOKa3bBIBalOT, YTO HAIIU
pe3yNbTaThl CONOCTAaBUMBI C JUANA30HOM KOHLIEHTpALUil
(BDNF). Bo3amoxHO, yCHIIEHHE CHHTE3a HEUPOTPOPHHOB
CBA3aHO C aKTHBAlMEW MPOLIECCOB HEHPOIUIACTUYHOCTH,
HaIpaBICHHBIX Ha (hopmupoBanue HOBBIX
MTOJIMCUHANITUYECKUX CBA3EH, TaK M C OHTOT€HETUIECKIMHU
0COOEHHOCTSIMH JIETCKOT0 Bo3pacra. OTHaKO MOBBIIICHHBINA
YPOBEHB HEHpOTpOo(UHOB, COITIacHO HalluM
UCCIIEJOBAHNUAM, HE NPHUBOAUT K BOCCTAHOBICHHUIO
WJIM YaCTUYHOM KOMIIEHCAMM YTPauyeHHON ABUTATENbHON
¢yHKIIMH y OOJIBHBIX HACIEACTBEHHOW NATONOTHEH
nepudepuueckoro ABHrarelnpHoro Heiipona [14].
B skcnepuMeHTe Ha OpPraHOTHIHWYECKOH KyIbType TKaHU
MIOKa3aHo, YTO CHIBOPOTKA OOJNBHBIX HACIEICTBEHHON
MIaTOJIOTHEN TMepru(epruuecKoro IBUraTeIbHOr0 HeHpoHa
HHTHOMpPYET pPOCT HEWPHUTOB CEHCOPHBIX TaHIIHEB.
BoisiBeHa cuibHAas KOPPENSLUOHHAS CBSI3b MEXAY
(akTOM WHTHOUpPOBaHUS POCTAa HEHPUTOB HEHPOHOB
CEHCOpHbIX TaHmmeB U KoHmeHTpauueir NGF, BDNF
n CNTF B cwiBopoTke KpoBH OOJBHBIX. B0O3MOXKHO,
BCJIC/ICTBHE ITOBBIMIEHHON KOHIIEHTPAIMU PETYISTOPHBIX
POCTOBBIX TOJUNENTHIHBIX COCIWHCHUH HPOUCXOAUT
W3JMIIHAS CTUMYISIIMSA THUPA3UHKUHA3HBIX PELENTOPOB
W HapyllaeTcs HOpMajibHas  pabora  CUCTEMbI
“HeHpOTPOGUH-PEIIEITOP-TUTaHT’ MPU OJXHOBPEMCHHOM
n/umn niepekpectHoM B3ammonerictBun BDNF, NGF u
CNTF c HeckonpkuMu Tunamu peuentopoB. C oaHo#
CTOpPOHBI, BBICOKME KOHLEHTpanuu B KpoBu HTO
MOTYT YKa3blBaTb Ha COXPAaHHOCTb MEXaHHU3MOB
HEHPOIUIAaCTUYHOCTH y OOJBHBIX, C JPYroil CTOPOHBI,
MBI BHJIUM, YTO HUMEET MECTO HMHTHOUpYROmUi 3¢dekt
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THE ROLE OF POLYPEPTIDE COMPOUNDS IN MECHANISM OF CNS PLASTICITY
IN PATIENTS WITH HEREDITARY PATHOLOGY OF PERIPHERAL MOTOR NEURON

M.G Sokolova', S.V. Lobzin', V.A. Penniyaynen’, A.V. Kipenko’, E.V. Lopatina’, M.V. Rezvantsev’, A.V. Gavrichenko'

'Mechnikov North-West State Medical University,
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Pavlov Institute of Physiology, St. Petersburg, Russia
*Kirov Military Medical Academy, St. Petersburg, Russia

Synaptic pruning is a physiological mechanism of neuroplasticity, which is regulated through synthesis
of growth polypeptides, neurotrophins. The role of neurotrophins in the mechanism of synaptic pruning in patients
with hereditary pathology of peripheral motor neuron was studied in a clinical experimental trial. It was found that
patients had elevated levels of regulatory growth polypeptides, which led to the axon growth inhibition effect
in organotypic tissue cultures. Thus, neurotrophin overexpression can be considered as a factor preventing synaptic
pruning and contributing to further process of neurological degeneration in nerve tissue in patients with hereditary
pathology of peripheral motor neuron.

Key words: synaptic pruning, growth polypeptides, neurotrophins, brain derived neurotrophic factor (BDNF),
nerve growth factor (NGF), ciliary neurotrophic factor (CNTF), organotypic culture, blood serum, spinal muscle
atrophy, hereditary motor sensory neuropathy
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