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AHHOTAIIUSA

N3yyenue posii aHTHANONTOTUYECKUX OeNKOB B pa3BuTHH U TeueHuun JLIIT moxer
IIOMOYb PACKpPBITbL 3BCHbBA IIATOI'CHEC3a J3TOro pPE3nAyaIbHOIO HCBPOJIOIHYCCKOIO
3abosieBanus. [IpoBeneHo KIMHUKO-IabopaTopHOoe obcienoBanue 60 nmereit, OOIBLHBIX
JIUIIL. Beisisieno, uto y aereit, 6onbubix JLIT co cnactuyeckumu hopmamu napaiiya ,
ypoBeHb Oernka Bcel-2 Obu1 J0CTOBEPHO BBIIIIE, Y€M B KOHTPOJILHOM IPYIIIIE.

ABSTRACT

Identification of a role of antiapoptotic proteins in development and clinical
course of cerebral palsy can help to discover pathogenesis links of this residual
neurologic disease. Clinical-laboratory examination of 60 children with cerebral
palsy was performed. The level of Bcl-2 protein in children with cerebral palsy

with spastic forms of paralysis was definitely higher than in control group.
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BBenenue. l3yueHue posid aHTUANONTOTHYECKUX OEJIKOB B Pa3BUTUU
HEBPOJIOTMUECKUX 3a00JIEBaHUI MOXET J1aTh [IEHHYIO WH()OPMAIKIO /ISl TOHUMaHUS
MEXaHU3MOB HEMPOIIACTUYHOCTH Mo3ra. Jlerckuil nepedpanpabiii mapanuy (L),
N0 MHEHUIO MHOTHX KIWHHUIIMCTOB, MOXHO paccMaTpuBaTh KaK JIOHTHTIOJHBIN
MIaTOJIOTUYECKUM TPOLECC, AKTUBHO INPOTEKAIOMNWW Ha TNPOTSHKEHUM BCEM KU3HU
0osibHOTO peOeHka. MexaHu3Mbl HEKPOTHUECKHUX M PEMapaTHBHBIX MPOIECCOB
3aBUCST OT COOTHOIIEHUSI TEHETUYECKHU 3allpOrpaMMHUPOBAHHBIX MTPOIIECCOB AMOITO3a
Y aHTUAIONTO3HOM 3aIIMTHI [5, ¢. 75].

AHTHanonToTHYECKUM JelicTBUeM oOmamatoT Bcel-2 Oenxu (B-cell lymphoma
protein 2), Bcl-X (BCL2 like J), Bcl-XL (BCL2 related protein, long isoform), Bcl-
XS (BCL2 related protein, short isoform), Bcl-W (BCL2 like 2 protein), BAG (BCL2
associated athanogene) [4, c. 159].

B nacrosiiee Bpems M3BECTHO 25 reHOB, KOAMpYROIIMX Oenku cemeiictBa Bel-
2[9, c. 84]. U3sydennl MOJEKyJISpHBbIE MEXaHH3MbI, C IOMOIIBIO KOTOPBIX OEIKH
cemeiictBa Bcl-2 perynupyroT amonto3: MUTOXOHJPUAIBHBIA MyTh M MPOLECC
aKTUBaImu kacmas [3, ¢. 3]. B mepBom cityuae mpeacTaBUTENH STOTO CEMENCTBA BIUSIOT
Ha TIPOHUIIAEMOCTh MHUTOXOHJPUATBHON MEeMOpaHbI, 3a CYET Yero OCYIIECTBISETCS
KOHTPOJIb 3a BBICBOOOXKACHHEM IToxpoma C w3 muroxoHapui [7, ¢. 83]. ITlpomecc
aKTUBAIMH KACIIa3HOTO KacKaJIa 3aIlyCcKaeTcs Kak ¢ ydacTheM OellkoB cemeiictBa Bel-2,
TaK W MPUCYTCTBUEM B KJICTOUHOM 1iuT030J1¢ riuroxpoma C [10, c. 2507].

K HacTosiiieMy BpeMeHHM NpEeJI0KEHO HECKOJbKO TUIOoTe3 JUisl OOBbSICHEHUS
HelponporekTopHOl  GyHKIuiA OenkoB  cemeiictBa Bcl-2 [6, c. 1024; 8, c. 68].
OCHOBHBIM MEXaHU3MOM €T0 JEUCTBUSI CUNTACTCA MHAKTUBALMS MPOAONTOTUYECKUX
TOMOJIOTOB M TOJIaBJICHHE BBIXOAa U3 MUTOXOHJpHUH IuToxpoMa C, HEOOXOIUMOTO
IUIS  aKTHBAIMK KacmasHoro kackaza [13,c.598]. M3BecTHO, YTO IOBBIIIICHHAS

skcnpeccus Bcl-2 nmpu omyxoneBoM mpolecce Koppenupyer ¢ 0osiee HU3KUM



ypoBHeM KkjeTodHou nponmdeparuu [11, c. 1085; 12, ¢. 3247]. Takum oOpazom,
oemox Bcl-2, cnocobeH TOPMO3UTH KIETOUHYIO Mpoaudepanuio U BIUATH
Ha CKOPOCTh U PEepeHIIUPOBKUA U CO3PEBAHUS KIETKH.

dakTU4ecKu BCe AECTH, OOJIbHBIE JETCKUM IepeOpaabHbIM MAPATHUUOM, UMEIOT
3aJIEPKKY TICUXOMOTOPHOTO U PEYEBOT0 Pa3BUTHSI, U HE BCET/Ia Mbl MOKEM OOBSICHUTDH
BBIPQKEHHYIO 33JICPKKY Pa3BUTHS TOJBKO HAIMYHEM OPraHUYECKOro jaedexra B rojioB-
HOM Mo3re. Ckopee, 3/1eCh 3a1eCTBOBAHbBI 00JIee TOHKHE OMOMOJICKYIISIPHBIC TTPOIIECCHI
Ha KJIETOYHOM ypoBHE. HecMOTpsi Ha TO, 4TO KIItOUEBasi pojib B PETYJSILMU aroITo3a
Ui oHKOreHa Bcl-2 W 4eHOB ero cemeiicTBa YCTaHOBJICHA NTaBHO W HE BBI3BIBACT
COMHEHHUSI, MOJICKYJISIPHBIA MEXaHW3M JCHCTBHUSI 3TUX AHTH- M MPOANONTOTHYECKUX
OENKOB MpHU APYrux 3a00JICBaHUSIX HE BBIACHEH OKOHYaTeNnbHO. [Ipoamonroruyeckue
Y aHTHAMONTOTUYECKUE OCJIKH, YJaCTBYIOIIME B PETYJISAIIMN KJIETOYHOTO UK (TIPOJIH-
(epanusi, anonTo3), MOINIM Obl OBITH HCIOJB30BAHBI B KAa4ECTBE IMPOTHOCTHUYECKUX
Mapkepos 1pu JLI1. BoaMoXHBIM KaHIUAATOM Ha 3Ty PoJib sBisieTcs 6enok Bel-2,

eab uccienoBanusi: onpenesieHre ypoHs Oenka Bcl-2 B ChIBOpOTKE KpOBHU
y nered, 6ompHbIX JIIII, comocTaBieHue pe3ynbTaTOB HUCCIEAOBAHUS C KIMHHUKO-
HEBPOJOTUUECKUMHU JTAHHBIMH.

Marepuaast u Meroabl: Ha 0a3ze crammonapHoro otaeneHus «XOCIUC
(merckuii)» B T. Cankr-IletrepOypre Obwio obOcmemoBano 60 meredt, OombHbIX LTI,
B Bo3pacte 5—10mer. KoHTpompHyr0 Tpymmy cocTaBmsuid 30 3M0pOBBIX  JETEH.
AHamMHecTH4eCKHe CBEICHUs 00CIIeTlyeMbIX JeTel TOTBEPKAATICH TAaHHBIMU COOTBET-
CTBYIOIIMX JOKYMEHTOB (BBIMHCHBIE AMUKPU3bI U3 POJWIBHOIO JOMa, U3 CTAllMOHAPOB
UT. 1) BceM nersM OCHOBHOM M KOHTPOJIBHOM TIpynn MpPOBOJWIOCH KIWHUKO-
HEBPOJIOTHYECKOE M J1aboparopHoe obcienoBanue. OnpenencHue ypoBHs Oenka Bcl-2
MIPOBOJWIIA UMMYHO(EPMEHTHBIM METOI0OM B 00pa3liax ChIBOPOTKH KPOBHU C UCIIOJIB30-
BaHUEM KOMMEpUECKOro uMMyHOhepMeHTHoro Habopa ¢upmbl RayBiotech, Inc
B COOTBETCTBUU C MHCTPYKUMSAMHU Mpon3Boautest. [loporoBbie BETUUUHBI ONPEEIICHUS
Bcl-2 6pumn 0,5 ar/mi. Cratuctrdeckas o0OpabOTKa MPOBOIMIIACH C HCIIOJIb30BAHUEM

HEIMapaMeTPUUYECKOTO METO/IA C BEIYUCIICHHEM t-kpuTtepust ManHa- Y UTHH.



Pe3yabTatbl M 00Cy:XIeHMsl: AHaIN3 AHAMHECTUYECKUX JIAHHBIX BBISBUII
y OONBHBIX JeTell B CTPYKType MepuHaTanbHON maronorun B 47 % ciydaes
TUIOKCUYECKU-UIIIEeMUYeckoe TmopaxkeHnue, B 41 % coueTaHHOE THIOKCHYECKU-
umemuueckoe U uH@eknuonnoe mnopaxkenne IHC, B 7% wumena wmecro
TpaBMaTU4YeCKasi MUENONATUus IMIEWHOro OTJAeNa MO3BOHOYHUKA U B 5 % ciydaes
coueranHoe nopaxenue [[HC runokcuyecku-umeMnyeckoro 1 MHTOKCUKAIIMOHHOTO
XxapakTepa (HapkoMaHus y Marepu). KIMHUKO-HEBPOJIOTMYECKUE HCCIEI0BAHUS
BBISIBUJIM Yy BCEX JETell JBHUrarejbHble HApYIICHHUs B BHJAE CIIACTUYECKOIrO
terpanape3a (78 %), remumnapesa (12 %), arakcMYecKHU-aTOHMYECKHN CHHApPOMA
(10 %). /IBurarenbHble HapymieHus codetanuch y 21 % neteii ¢ nceBno0yap0apHbpIM
cuHapoMoM, y 26% ¢ rumepkdHeTHYeckuM cuHApomMoM Hu Yy 33 %
C TUNIEPTEH3UOHHO-TUAPOLIePaTbHBIM CUHIPOMOM. Bce neTh MMeNnu BBIPAXKEHHYIO
3a/IEPKKY IICUXOMOTOPHOTO U PEYEBOTO PA3BUTHS.

[Tpu mpoBeneHnn aHanusza JaHHbBIX MDA CBIBOPOTKH KPOBU OBLIO BBISBIICHO,
4T0 ypoBeHb Oenka Bcl-2 y nmerelt, 6ombubix LI, mMeer AOCTOBEpHBIX pa3Ivuuid
B CpaBHEHUHM C KOHTposibHOU rpymmnon (U=39; p<0,05). YV nereit, 6onpabx JILII,
ypoBeHb Oenka Bcl-2 naxomgwics B mpenenax (0—2416,10), B KOHTPOJILHOM TpyIie
(0—3.,97). Taxke BBISBICHBI JIOCTOBEPHBIC PA3IMYMs TMPU COMOCTABICHHU JTaHHBIX
ypoBHsi Oenka Bcl-2 y nmereii co cmactuueckumu ¢opmamu mnapanmya (p<0,05).
IToBeimennas sxcrpeccus 6enka Bcel-2 y nereit, 6ombabix [ILI1, MoxkeT OBITH CBsI3aHA
¢ yaactueM Oenka Bcel-2 B mporieccax ¢cBoOOIHOpaMKATLHOTO OKUCTeHHs. CunTaercs,
yro Bcl-2 mpepoTBpamiaer nporpaMMHpOBAHHYIO TMOENb KJIETOK B OPraHU3ME IyTeM
MOJIABJICHHS TTEPEKUCHOTO OKUCIICHHS JUMUIOB [2, ¢. 243]. CyIecTBYIOT JaHHBIC, YTO
y OonpHBIX criacTueckumu Gopmamu JIIII1 BbIsiBIeHA BBICOKAsh aKTMBHOCTH OKHUCIIH-
TeNbHBIX Tporieccos [1, ¢. 6]. Tak, y mereit ¢ JIII or 1 roga g0 5 aer ObLI BBISBICH
B CBIBOPOTKE KpPOBH BBICOKHI YpPOBCHH IEPYJIOIUIA3MHHA W (EPMEHTOB aHTHUPAIU-
KaJILHOM 3aIUThI (CYNEPOKCHIIMCMYTa3bl, KaTanasbl U iepokcoaassl) [1, ¢. 6]. ABTOpEI
CIeNa  TPEIINOJIOKEHHE,  YTO CYNIECTBYIOT  MATOTEHETHMYECKUE  MEXaHU3MBI,
MOJIZICPKUBAOIINE 1, BO3MOXKHO, IMPOBOITUPYIOIINE MPOIECChl OKUCICHUS Y OOJBHBIX

JIII. CnenoBarenbHO, yBeaMueHHWE KOHIEHTpaluu Bcl-2 Moxer ObITh CBS3aHO



¢ pynkimeit momasieHus okcugaHTHOTO cTpecca y 6ombHbIX JILIT. Cpenn oOcnemye-
MBIX JETH CO CHACTMYECKMMHU (OopMaMHu Mapajnya HMEIM HauOosee BBIPAKEHHYIO
3a7IEp’KKY IICUXOMOTOPHOTO M peueBoro pazButusa. Bo3moxkHo, 6emok Bcel-2 oka3bpiBaeT
HA HEPBHYIO TKaHb YCHJICHHOE AHTHAIONTOTHYECKOE IEHUCTBUE, 3aMeEIss MPOLECCHI
cospeBanusi [[HC y gere#t, Oompubix JILII. DTO0 mpomCXOmUT BCIEACTBHE
runepaIkcnpeccun Oenka Bcel-2 npy noBbIIEHHON aKTUBHOCTH CBOOOTHOPAUKAIBLHOTO
okucnenus y 6oibHbIx LI co cnactuueckumu popmamu napaamya.

BoiBoabl. Cogepxanne Oenka Bcl-2 B chIBOpOTKE KpoBH y JAeTed, OOJBHBIX
JUII, nMeeT CTAaTUCTUYECKHM 3HAYMMBIE pa3IU4Msl B CPAaBHEHUM C JIAHHBIMHU
KOHTPOJbHOM Tpymmbel. Hecomuenno, uto Bcl-2 sBusiercst nenTpanpHOM (urypoi
MHOXXECTBA PETYJISATOPHBIX CHCTEM KIETKHM, TAaKUX KaK amonTo3 M KIETOYHas
npoiaudepauus. BbisiBIeHHOE HaMHM TOBBILIEHHOE cojaepkaHue Oenka Bcl-2
B CBIBOPOTKE KpoBH Y nereid, bonbHbIx JLII co cnactnueckumu ¢popmamu napanuya,
JUKTYET HEOOXOJUMOCTh JNAJBHEUIIEro MU3y4eHUs] OHOXMMHUYECKHX IPOIECCOB,
y4acTBYIOIIMX B ()OPMUPOBAHUU ABUTATEIBHOIO JE(PEKTa M BIHUSAIOIIMX HAa TEMIIbI

IICUXOMOTOPHOTO K pCUCBOI'O PA3BUTHUA I[GTGIZ.
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