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OcraHosuTb nporpeccuposarmne PC

> Ha 81% cHuxeHme exeropHoi 4acToTsl 06OCTPeHMI 30 2 FoAA Y MOLMEHTOB C BBICOKOOKTUBHBIM® pemuTTHpytoLupm PC'
> B 5 pas bonblue naumeHTos 63 NPU3HAKOB OKTMBHOCTM PACCESHHOTO CKNEpO3a MO CpPaBHEHHIO ¢ nnauebo?
> 83% 6e3 NporpeccUpoOBaHMS HEBPONOTMYECKUX HOPYLUEHMH 30 2 ropa Tepanmu’
> Y 9 u3 10 nauneHToB B NOArpynne NaumeHTos ¢ BoicokoakTMeHbim* PPC, nonyuaslumx Tusabpy,
HEe OTMEUYEHO NpOrpeccMpoBaHms 3abonesanus 3a 2 ropa’
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> Y 1 13 4 naumMeHTOB B TeYeHHE 2 NET CHU3MICS YPOBEHb MHBANMMAU3ALIMM
no wkane EDSS** (c ucxopHbim yposHem EDSS = 2,0)4
> Y 1 u3 3 naumeHToB ¢ BbicokoakTMBHbIM PPC oTmeuann gnutensHoe ynyuiieHue
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HEBPOMNOrMYeckoro craTtyca (ucxopHsii yposers EDSS = 2,0)4

YnyuywmTe KayecTBo xm3Hu nauueHtos ¢ PC

> Tuzabpy 3HOUUTENBHO YNyYLIAET KOFHUTUBHBIE W fBMraTenbHble GyHKumM (MSFC***)5
> [locToBepHOE yryHLUeH1e KOTHUTUBHBIX M ABUraTenbHbIX GyHKumi (SF-36)¢
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P Por Yy nE
n K TM306pM AN MOHOTEPANUK PeMUTUPYIOLLIEH POPMBI PACCESHHOTO CKNEPO3A CEAYIOLUMM FPYNNam 6OMbHBIX: NALMEHTAM C AKTUBHBIM Te4eHHEM 3060NEBaHMS, HECMOTPS Ha NeveHme uHTepdepoHom beta;
nauMeHTam ¢ 6hICTpO NPOrPECCHPYIOLLMM TSKENBIM PEMUTUPYIOLLMM | HbIM posom. MpoT rMNepUyBCTBUTENbHOCTb K HATANM3yMaby Unu NiobOMy 3 BCMOMOTATENbHBIX BELLECTB; MPOrpPeccUpyioLLCs MHOrOOAroBast

i ) 1aThs (I'lMJ'I), no HbIF PUCK MHPEKLMU YCNIOBHO-MIATOTEHHBIMH MMKPOOPTOHU3MAMM, B TOM YMCE MMMYHOREPULMTHBIE COCTOSHMA (Hanpumep, GonbHble, MOMyHaiOLME MM NOMYHABLUME MMMYHOREMPECCAHTBI, TAKME KAK
MUTOKCOHTPOH MU docd § I p uHTepdepoHa BeTa UnM MATUPAaMEPA ALETATA; 3NOKAYECTBEHHbIE , 30 MCK 603aNbHOKNETOYHOrO PAKA KOXM; AeTW W moapocTku. He cnepyer
HA3HOYATb HaTaNK3ymMab B Bpems bef 1 bes KpariHen ocTi. Cnocob npumeHeHuns u fo3bi: Tuaabpu 300 mr seoAUTCA snyrpmaenno 8 Buae uHdy3um oamH pas B 4 Hepenu. MobouHoe percTBME: peakumy Ha UHy3MIo,
PEOKUMU TUNEpHYBCTBUTENBHOCTH, MHGEKLMM, BKIIOHAS MPOrPeccHpyioLLyio MHoroouarosyio neikosHuedanonatmio (MIMJ1) 1 MHbeKLMU yCIOBHO-NATOreHHbIMM MMKPOOPTGHM3MAMM, PECKLMM CO CTOpOHBI nevenn. Ocobble ykasaHms:
npumenerne Tuaabpu MoXeT noBbicuTb puck paseuTis NMJIT 1, KaK PesynsTaT, NPUBECTH K CMEPTENBHOMY MCXORY WA TAXENON m. Mpu r HOBbIX HEBy UHECKMUX CUMMTOMOB HEOBXORMMO MPUOCTAHOBMTL TEPaNHio

fo ucknioverus MMJ1. MonHas MHGOpMALMA NO NPENapaTy COREPXMTCA B MHCTPYKLMM NO MEAMLIMHCKOMY MPMMEHEHMIO.

* 22 oboctpenuii B Teueue ropa u =1 Gd+ ouaros ot ucxoptoro. ** EDSS (Expanded Disability Status Scale) — pacwmpentas wkana ouerkm crenenn unsanmansaumnu.*** MSFC-unaexc obecrieunsaeT cokycHPOBAHHYIO HyBCTBUTENbHYIO OLIEHKY
HEBPONOTMYECKMX HOPYLLEHMH Y MALMEHTOB C PACCESHHBIM CKNIEPO3OM.

Cebinku: 1. Hutchinson M. et al. J Neurol; 2009, 256: 405-415. 2. Havrdova E. et al. Lancet Neurol; 2009, Mar, 8 (3): 254-60. 3. Polman C.H., O’Connor PW., Havrdova E. et al. for the AFFIRM Investigators. A randomized, placebo-controlled
trial of natalizumab for relapsing multiple sclerosis. N Engl J Med; 2006, 354: 899-910. 4. Munschauer F. et al. P. 474, presented at WCTRIMS 2008: Montreal, Canada. 5. Polman C. et al. Neurology; 2010, 74 (suppl. 3): $8-S15. 6. Data on file,
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113natme 3apervcTpuposao B GeiepanbHoii ciyxbe no Hax3opy 3a coOMOMEHMEM 3aKOHOIATENLCTRA
B CHEPE MACCOBLIX KOMMYHMKALWI ¥ OXpaHe KynbTypHoro Hacnemus 16 despana 2007 roma. CauneTenscTso o peructpauyn A Ne OC77-27224.

Pewwervem npesummyma BAK PO xypHan BKio4eH B nepeyeHb nepuoavyeckix nanaHuii, pekoMeHnoBaHHbIX g nyOmukaLmm pabot couckateneit y4eHbIX CTeneHeii.

Bce npasa aalyuieHsl. H 0fHa YacTb 3TOr0 U3AHMS He MOXET ObiTb 3aHECEHa B NaMATb KOMTbIOTEPa 60 BOCTpoyU3BeaeHa MoBbiM criocoboM 083 npeBapUTENbHONO MICkMEHHOrO PaspellieHvs U3gaTens.
Mnata ¢ aCMMPaHTOB 3a MyOAMKALMY HE B3MMAGTCS.
PYKOMMCY M WTKOCTDALIM He BOSBPALIAIOTCA. 3a CONRPXaHUE PeKMaMHbix NyOMVIKALIiA OTBETCTBEHHOCTb HECET EKNIAMOLIATE b,
XypHan peLiexaupyemsii, BixopuT 4 pasa 8 ron, Tpax 20 3 000. MognwcHoit kaexe B katanore «Mpecca Poccum: 29662.
Ha 1-ii ¢. o6moxxw: pucyrok u3 ctaren 0.C. Jlebenesod, M.A. Jlarapekosoi, C.H. Wnnapuowuna, J1.T. Xacnexosa, M.A. [pusenHukoga (C. 42).
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CTteHTUpOBaHUE COHHBIX apTESPUIL:
OJVKanIlve U OTIaJeHHbIE
pPE3YJIbTAThI

A.O. Yeuérkun, I.W. Kynnesmy, C.1. Ckpbines, A.FO. Komees, C.B. IIpouxuii, O.B. Jlaroga, A.B. Kpachukos, 3.A. Cycimna
Hayunbuii yenmp neeponoeuu PAMH (Mockea)

B uccnedosanue sownu 147 nayuenmos, komopvin evinosnena 171 mpancaromunanvhas 6aAI0HHAS GHUORAGCMUKA CO CIEHMUPOBAHUEM COHHbIX APMEPUl.
Cmenenv cmenosa 00 nposedenus 3HO0BACKYAAPHOO BMEUIAMEAbCIBA NO OHHbIM aHeuoepaguueckoeo uccredosanus cocmasuna 6 cpednem 74=10%.
Texnuueckoeo ycnexa (ocmamoynbiii cmeros <30%) docmuenu 6 97% cayuaes. Ocmpbie Hapyuienus M03208020 KPOoOGPAUeHUS 8 UHMPAONEPAUUOHHOM U
Gaudrcaiiuem nocaeonepayuorrom nepuodax pazeunucy y 17 (11,6%) bonvuvix: y 11 (7,5%) — mpansumophvie umemuuecxue amaku, y 3 (2,05%) — «manviivy
uncyavm u'y 3 (2,05%) — «boavuioit» urcyabm. He Gbino nu 00020 cayyas unpapkma muoxapoa uau Aemanbioeo ucxooa. B omoanennvie cpoxu nocae one-
pauuy Obiu o6credosansi 133 nayuernma (90%). Cpok dunamuseckozo Habarodenus cocmagua 21 [13; 38] mecauy. Hucyavm co cmoporb: onepayuu duazto-
cmuposan y 001020 60461020 (0,8%). Pecmenos (>50%) He Obin 6bisigien Hu 8 00HoM u3 155 cayuaes cmenmuposanis conHbix apmepuil. ACUMRMOMHAS OKKAK-
3us cmenma uepes 11 mecaues nocie emewamenscmea saguxcuposana y o0roi nayuenmxu (0,6%) ¢ cyomomanbHvim CimeHo30M 20MOAGMEPaTbHOU BHYM-
DeHHell COHHOU apmepuy 6 UHMPaKparuanbhom omoeae. Taxum o0pazom, 0cmpas 04a208as HeBPOA0UECKAS CUMNIMOMAMUKA PA36UBAEMCS, 2AABHbIM 00Pa-
30M, 6 NEPUONEPAYUOHHbI NEPU00 FHO0BACKYAAPHOR0 BMEUIAMeAbCBA HA COHHBIX APMeEPUAX, 00HAKO YACMOMA UHCYALIMG S6A5emcs J0CMAMOUHO HU3KOU —
4,1%. Cmenmuposanue 3615emcs IPPeKmugHbIM Memooom RpOPUAGKMUKY HAPYUEHUT M03208020 KPOB0OGPALeHUs 8 OMOANeHHOM ROCACONEPAUUOHHOM
nepuode y 00AbHbIX CO CIMEHO3AMU IKCMPAKPAHUAALHO0 OMOeAd COHHBIX apmepuil.

Kmouesble cJ10Ba: SHIOBACKYISIPHOE JeUeHNE, CTEHTPOBAHNE COHHBIX apTepHii, CTEHO3 COHHBIX apTepyii, TPOMUIAKTHKA HHCY/IbTA

€CMOTPS Ha TOKA3aHHYIO B paHIOMM3KMPOBAHHBIX
uccaenoBanusgx (NASCET, ECST, ACAS, ACST)
[13, 14, 20, 25] 3¢ ¢heKTUBHOCTE KapOTHIHOM
sHpaprepakroMun (KB9) B mpodunakTuke uie-
MHUYECKUX WHCYJIBTOB IIPH OIICPalMsIX Ha CHMII-
TOMHBIX ¥ ACUMIITOMHBIX CTeHO03aX COHHbIX apTepuii (CA), B
TocyIeHee AeCATUIIETHE B MUPE BCe LIMPE UCTIOIb3YeTCS MeHee
WHBA3UBHBIN METOJ XUPYPTUUECKOTO JICUCHHS — TPAHCTIOMMU-
HaJbHasl OaJIOHHash aHTMOIUIACTMKA CO CTEHTUPOBaHUEM
apTepuil. Pa3BuTHe HOBBIX TeXHOJIOTHIA, ITOSBICHIE 3aIIUTHBIX
YCTPOMCTB AJIsl TPEAOTBpalleHUs 1iepeOpaibHOil MO0 U
MIPUMEHEHNE HOBBIX aHTUTPOMOOTHIECKUX TIPETIApaToB O3B0~
JIVWJTA TIOBBICUTH 0€30IaCHOCTD M YIyYIIUTh UCXOIbI SHI0BAC-
KYJISIPHBIX BMeLIaTeNbCTB [28].

HecMmoTpss Ha MHOTrOYMCIEHHOCTh padoT, 3¢h(HEKTUBHOCTH
creHTpoBaHua CA ocTaeTcsl HelOCTaTOYHO M3Y4eHHOM, 0co-
OEHHO B OTIAJEHHBIE CPOKH ITOCJIE OTEPALlK; OHA HYXIaeTCsl
B IJTbHEWIIIEM UCCIIETOBAHUY.

XapakTepucTHKA 00JBbHBIX H METO/IbI HCCIETOBAHNS

TpaHcmoMuHaTbHAS OaJTIOHHAS aHTUOIIACTHKA CO CTEHTUPO-
BaHueM CA nposeneHa 147 manuentam (111 myxuuH u 36
KeHIIMH) B Bo3pacte ot 38 10 79 jet (B cpeaneM 6319 net). Bo
BCEX CNIy4yasx 3THOJOTMYECKUM (HaKTOPOM, MPUBOIMBIIMM K
cTeHo3upylomeMy mopaxeHuto CA, ObLT aTepocKiepos.
Brimonnena 171 sHmoBacKyisipHasl MpoLenypa: B 5 ciydasx
(3%) — n30MMPOBAHHO Ha OOIIMX COHHBIX apTepusix u B 166
ciydasix (97%) — Ha BHYTpeHHMX COHHbIX apTepusix (BCA), u3
HUX Y 5 MalMeHTOB — IO IMOBOAY pecTeHo3a mocie KDOD.
Kimanyeckast cuMmnToMaTka y 00C/IeNOBaHHBIX TMAIlEHTOB
OblTa TpeAcTaBieHa chaeayomuM obpasom: 50 manueHToB
(34%) He ¥Me 0YaroBOif HEBPOJIOTMYECKON CUMITTOMATHKH B
GacceitHe CA 1 97 6onmbHBIX (66%) TIepeHecn OCTphIe Hapy-

uieHust Mo3rooro kposoobparenus (OHMK) B kapoTunHom
OacceitHe, 13 HUX MHCYIBT — 61 yen. (63%), TpaH3UTOPHEIE
nmemunyeckue ataku (TUA) — 24 (25%), TUA + uncynst — 12
(12%). AptepuajbHasi TMIEPTOHMS OblIa IMArHOCTUPOBAHA Y
95% (n=136) maumenToB, TunepaunuaeMus — y 58% (n=85),
caxapHblii nuader 2 tama — y 20% (n=28), umemMuyeckast
0ose3Hb cepaua — y 54% (n=80), nepeMexaroiascs XpoMoTa
HIDKHUX KOHeuHocTelt — y 14% (n=20). ®akT KypeHHUs1 ObLI
oT™MeueH y 48% marnmenToB (n=71).

O0beM MccIeToBaHMs 0 OTIEpalliK BKITIOUAN OIIEHKY HEBPO-
JIOTUYECKOTO cTaryca, aymiekcHoe ckanupoBaHus (JIC) CA,
MarHUTHO-PE30HAHCHYIO WM PEHTTEHOBCKYIO KOMITbIOTEPHYIO
TOMOTrpaduio TOJIOBHOTO MO3Ta M JAMArHOCTUYECKYIO 1ieped-
PaTBHYIO aHTHOTPaUI0 HETIOCPEACTBCHHO ITepel BMEIIaTeb-
ctBoM. CreneHb cteHo3a CA Ha aHrmorpamMMax 10 M cpasy
MoCjie CTEHTHPOBAHUS PACCUYUTHIBANA COTTACHO METOLY
NASCET [26]. Bcem manmeHTaM UMILTAHTHPOBATM caMopac-
HIAPSIOIINECS HUTUHOJIOBBIC CTEHTBI. YUUTHIBAS TIOTCHIIAAIb-
HYIO OMACHOCTb 3MOOJIMK COCYJIOB TOJIOBHOTO Mo3ra, ¢ 2008 L.
CHCTEMBI IIepeOpaNbHOM TPOTEKINHN CTald MCIONb30BaTh Y
BceX OOJIBHBIX, B TO BpeMs Kak 10 3Toro Bpemenu (¢ 2003 1) ux
MpUMEHeHUe ObLI0 n30Mparte bHbIM. CHCTEMbI 3aIllUTHI MO3ra
OT IVCTAIBHON SMOOJHMHU YCTAaHABIMBAINCH IPH TPOBEACHUHN
67% (n=115) 3HIOBACKY/ISIPHBIX BMELIATEILCTB, M3 HUX HAU-
GoJee yacto — uistp “Angioguard” ¢upmsr “Cordis” (B 66%
Clyyasix).

Ocrarounslif cTeHo3 MeHee 30% ITocne MMIDTAHTALMM CTEHTA
pacLeHMBAICS KaK TeXHUYECKUI YCIIEX SHIO0BACKY/ISIPHOIO BMe-
1IaTebCTBA. B OmipkaiiiiieM M OTHaeHHOM TIOC/IeonepalioH-
HOM TIIeprofaXx MPOBOIWIM HeBposiormueckmit ocmotp u JC.
Tlepsuunas Koneunas mouka uccredoganus OBLIA TIPENCTaBICHA
JacTOTOl pa3BUTHUSI MHCYIBTA, MH(apkTa Muokapaa (MM) mmm
JIETAJIbHOTO MCXOMA B ITePUOIIEPAIIIOHHbINA TIEpHOJ (OT MOMEHTA
HavaJia oIiepaliy J0 BHITICKY MAlleHTa 13 CTAIIIOHAPA); 8/M0-



OPUTMHATTBHBIE CTATBIA. Knunuyeckas Hesponorus

PUMHAS KOHEYHAS. MOYKA UCCAeO08AHUS — COBOKYITHBIM TOKa3aTe-
JIEM 9acTOTBI pa3BUTHS WHCYIBTa/ UM /IeTalbHOCTH B TIEpBEHIE
30 oHelt mocte KapoTUIHON aHTMOTUIACTUKY CO CTEHTUPOBAHU-
eM (KAC) + OHMK B 0GacceiiHe onepupoBaHHOI apTepuu B
OTHAJICHHOM ITOCIIeOTepallioHHOM Tieproze. CTaTucTHIeCKast
00paboTKa MONYYEHHBIX JTAHHBIX ITPOBOIMIACH C MCIIOIbh30Ba-
HUeM makeTa mporpamm Statistica 6.1 (StatSoft, Inc. CIIIA).
CraTucTyeCcKu JOCTOBEPHBIMU pazinyus cuutamu npu p<0,05.

Pe3ynbraTsi

Crenenb creHo3a CA 10 TpoBeIeHUS 3HI0BACKYIAPHOTO BME-
IIATeNbCTBA MO JAHHBIM aHTHOTpauuecKoro MCCIeI0BaHUS
coctaBuia B cpenHeM 74110%. Ilo mannbim JIC, atepockie-
potuueckue oasiiku (ACB) umenu mpoTskeHHOCTb oT 1 1o
4,8 cM (B cpemHeM 2,3%0,8 cM), poBHASI TIOBEPXHOCTH TMATHO-
crupoBaHa B 95 (55%) ciydasix, HepoBHasi — B 68 (40%) 1 u3b-
s3peHHast — B 8 (5%). Crpykrypa ACB Oblia mpencraBieHa
CHIenyONMM 00pa3oM: OMHOPOAHBIE TUITOIXOTEHHbBIE OMSAIIKY
JHarHocTUpoBaHbl B 22 (13%) HabmoneHusIX, HEOTHOPOAHbBIC
¢ mpeobJajaHWeM THITO9XOT€HHOTO KOMIIOHEHTa — B 62
(36%), HeomHOPOAHBIE C MpeobNagaHMEM TUIIEPIXOTEHHOIO
KoMIoHeHTa — B 71 (42%), oMHOPOIHbIE TUIIEPIXOTeHHbIE — B
16 (9%). B cocraB 92 Omsiniex (54%) BXOOMI KalbLMid, KOTO-
polii B 42 crydasix 3aHuMan He MeHee TpeTi oobema ACB.

Humpaonepayuonusiii u 6auxcaiuuii nOCAeoNepauUOHHbLI Nepuo-
Obl. TexHWYeCKMii ycrex ObLT MOCTUTHYT B 97% ciyyasx
(n=166) (puc. 1). B 4 ciyyasix (3%) ocTaToUHbI CTEHO3 COCTA-
B OT 32 10 55% (puc. 2). B onHom ciyyae (0,6%) Bo3HUMKITA
JUCCEKIIMS 00LIeii COHHOM apTepyu, B Pe3yJIbTaTe Yero TaKTH-
Ka BMeIIaTe/IbCTBA Obllla M3MeHeHa: MPOM3BeIcHa KOPPEKIIHS
pacclIoeHnsT CTeHKH TIOCPENCTBOM MMIUIAHTALIUM CTEHTa, a OT
BMeriaTenbcTBa Ha BCA BpeMeHHO ObLIO pellieHo 0TKa3aThCsl.

Ocrtpast oyaroBast HeBpOJIOrMYecKasi CAMIITOMATUKA C Pa3BUTH-
€M CHMIITOMOB Ha CTOPOHE BMEIIATEIbCTBA B MOMEHT TPOBE-
nennst KAC passunuch y 8,8% (n=13) mauuenTos, u3 Hux TUA
—v4,8% (n=7) u uHcyasr — y 4,1% (n=6), 13 KOTOPHIX IO TUITY
«MaJIOTO» MHCYJIBTAa HEBPOJIOTMYECKAs CUMIITOMATHKa MpoTe-
Kanay 2,05% (n=3) 6oabHbIX. Bce 04aroBbie HEBPOIOrUUYECKHE
OCJIOXHEHMST HOCWIM UIIEMUYECKUI XapaKTep 1 He MPUBEIIH K

puc. 1: AHrvorpamma COHHbIX apTepuid 50 (A) u nocne (B) HZOBACKYNAPHOIO Neve-
Hus.

A - cTeno3 BCA 0 9HI0BACKYNISAPHOr0 BMELLIATENKCTBA (Yka3aH CTpenkamm); b — npa-

BWIbHO NO3MLMOHMPOBAHHbIA U QIEKBATHO PACMPABIIEHHbIA CTEHT (CTPENKamMM ykasa-

Hbl MIPOKCUMAJTIBHbIA 11 AUCTAJIbHbIA KOHLI CTEHTA).

CTeHTMPOBAHUE COHHbIX apTepHii

puC. 2; AHTMOrpamMMa COHHbIX apTepuil. PeauyanbHbiit cTeHo3 >30%.

A — cTeHo3 B obnacT Gucypkauui 0OLLEH COHHOM apTEPUN M HAYABHOMO OTIENA
BCA (ykasaH ctpenkamu); b u B — ocTatounbiii nocneonepaumorHbii cTeHos B BCA
(yka3aH KOPOTKMMIA CTPENKaMA; JAHHBIMY CTPENKaMt 0603Ha4eHb! MPOKCUMANbHbIV
W MCTabHbIA KOHLBI CTEHTA).

VHBATUAN3UPYIONIAM TOCIEACTBUSIM (MeHee 3 0amioB 1O
mkane Psnkuna). [Ipy aToM y 11 13 13 manueHToB ¢ pa3BUB-
mmmMcst OHMK nipu sHIoBacKyIapHO# ornepanuy UCIob30-
Bajlach cUCTeMa liepeOpanbHOl TpoTeKkiuK. BoisiBieHa acco-
nuanms pa3putss OHMK B nHTpaonepalimoHHOM NepUOJIE CO
cTpykTypoit ACB, a uMeHHO — /IS TeX cIyJaeB, Koraa OJIsiiKa
uMeNa HEOTHOPOAHYIO C TIPeoOJaflaHueM THIO3XOTeHHOTO
KOMIIOHEHTA 3XOCTPYKTYpY (TouHbli TecT Puniepa, p=0,0168).
Ha 2—7-¢ cytku mocie creHtupoBaHust TUA Ha cTopoHe BMe-
IIaTeNbeTBa OTMEYAIMCh eie y 4 (2,7%) mauveHtoB. Takum
obpaszom, OHMK B nepuomnepaliioHHOM IIepUOIE TUATHOCTHU -
poBaHo y 17 6ombHbIX (11,5%). [1o aHHBIM YIBTPa3BYyKOBOTO
MCCIIeNOBAHNUS, IPOCBET CTEHTA ObLI MHTAKTHBIM Y BCEX OMePH-
POBaHHBIX IALMEHTOB. JIeTalbHBIX MCXOA0B U HHGApPKTOB
MMOKapJia 3aperCTpUPOBaHO He 0b110. CyMMapHBIe KIIMHUYE-
CKUe TAHHbIE JUISl TIEPUOTIEPAlIMOHHOTO MEPUOia TIPECTaBIe-
HBI B TaOI. 1.

I[Mpexonsinast TMIOTEH3US U/ WIK OpaguKapausl UMEI MECTO B
38% cayuaes (65/171) y 57 mauueHToB, KOPPUTHpPYeMbIE BBeIe-
HHEM pacTBOpa aTpOIIMHA Cylb(daTa BO BpeMs OIEpAINU.

Tabnvua 1; HeBponorueckue OCMOXHEHWS, NETanbHOCTb U MHAAPKT MuoKapaa
B NEPUONEPALIMOHHOM NEpUOgE.

OcnoxHenus Yacrora passutus

OHMK: 11,5%

- THA 74%

* HCYNBT: 41%

- <MaNblit» MHCYNBT 2,05%

- «B0NbLLOIA» MHCYMBT 2,05%

- HCYRaTepabHbIit 100%

- HEMHBMAM3MPYIOLLMIA 100%
- UHBAJIMAM3UDYHOLLMiA 0
[Tape3 YepenHbIX HepBoB 0
JleTanbHbiit nCXog, 0
VHdapkT Muokapaa 0

WHeynbt + netanbHocTb + MHGApKT MUOKapAa 4,1%
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puc. 3: Iuccekuma BCA ¢ nocnenytoweit okkntosueli cocyaa (A). Monxoe BoccTa-
HoBNeHue npoxomumocTi BCA 3a C4eT yCTaHoBKM 2 CTEHTOB (B).

BrisiBiIeHa B3aUMOCBSI3b MEXIY TPEXOMSIINMH HAPYIIEHUSIMH
LEHTPATBHON TEMOTUHAMUKY U CTPYKTYPHBIMU OCOOCHHOCTSI-
Mu ACB, a UMEHHO — ¢ OTHOPOIHBIMU TUIEPIXOTCHHBIMU
ACB (tounwrit tect @umrepa, p=0,021) u ¢ OmgmKamMu, B
COCTaB KOTOpbIX BXoaun Kambiwii (y*-tect, p=0,01). daHHoe
OCJIOXKHEHME Yallle BCTPEYaaoCh y XEHIIMH, YeM y MYXYUH
(58% mnpotus 32%, coorBetcTBeHHO). CTOMKAs TMIIOTOHUS,
JUISTIIAsicss OT HECKOJIBKUX YacoB 10 3 CYTOK, BCTpevanach y 7
60sbHbIX (4,3%). PednekropHblii ciazm BCA npu npoene-
HUM TIPOLICAYPHI pa3Buics y 6 mauueHtos (4,1%), u3 HUX B 4
ClIy4asix OH IOBJIEK 3a COOOM pa3BUTHE OCTPOI 04aroBoOii HEB-
ponoruyeckoit cumnroMatuku (3 THUA u 1 uncynsr). YV 2
nanueHToB (1,4%) Tpon30NnTa TUCCEKINS, KOTOpasi B OMHOM
cydae TIpuBeNa K PasBUTHUIO HMIIEMHUYECKOTO WHCYIIBTA.
YcTaHOBKOM CTEHTOB YIAIOCh YCTPaHUTh BO3HMKIIEE OCTIOX-
Herue (puc. 3). CurapoM rureprepy3un pa3Buics y 4 maim-
eHtoB (2,7%) U TNpOSIBISICS TOJOBHOI 00JbI0, KOTOpast y
OJIHOTO 0OJIbHOTO COYETANACh C OCTPHIM IICMX030M M TaJITIOIM-
HaAIIMAMU. DTO COCTOSTHIE KYIMPOBAU B TeUeHNE HECKOJIBKIX
THEH TOocIie TIPOBEACHIS METUKAMEHTO3HOTO JICUCHHSI.

OmoanenHblii nocaeonepayuortbiil nepuod. B oTmaneHHbIe CPOKU
ocJie ornepannu ObLIM obcaenoBaHbl 133 malueHTa, KOTOPbIM
ObuTO BBITONHEHO 155 crentupoBanmit CA. Cpok auHaMude-
ckoro HabmoneHust coctabui 21 [13; 38] mecstir (MakcuManbHO
74 mecsua). OHMK 06bI10 TMarHOCTMPOBAHO V 6 MAlMEHTOB
4,5%):y 2 — TUA ny 4 — wuncynsr. OnHako Tonbko y 2 (1,5%)
6ompHBIX OHMK pa3Buiioch Ha CTOPOHE CTEHTUPOBAHUSA, TIPU
3TOM IIPOCBET CTEHTOB OBLT MOIHOCTHIO MPOXOAUM B 000UX CITy-
Yasx. Y TepBoro 0OJBHOTO «Majiblif» MHCYJIBT IPOM30IIeT Ha
(bone runeproHnyeckoro Kpusa yepes 26 mecsues mocie KAC.
¥V Broporo naiueHTa HecKoJbko anu3on0B TUA B Buze mpexo-
IAIIIei CIeToThl Ha a3 (amaurosis fugax) Bo3HuKamm yepes 48
MECSLIEB MOCJIE ONEpaLU 1, BEPOSITHEE BCETO, ObLTM 00YCI0B-
JieHbl HeopHopoaHoi ACh B romonatepanbHOi 001Iel COHHOM
apTepuu, NpUBOAAILER K creHo3y 60—65%. IlonHblil perpecc
THA co ctoponsl onepupoBaHHoit CA 3aUKCHPOBaH y BCeX
00JbHBIX (N=27), UMEBIIMX YKa3aHHbIE COCYIUCTbIE COOBITHS
1o omepanuy. JleTaabHbIi ucxon 3aUKCUPOBaH B 2 CITydyasix U
He OB CBSI3aH ¢ 1IepeOpaNibHBIMKU COOBITUSIMU (MH(BAPKT MUO-
Kapaa 1 ocTpas oyeyHasl HeJoCTaTOYHOCTh). TakM 00pa3oM,
BTOpPUYHAs! KOHEYHas TOuka MccienoBaHus B Buae 30-IHeBHO-
o MHCYBTa/JTeTanbHocT/ UM + roMonaTepaabHOro HHCYIIBTa
B OTIAJICHHOM IIOC/Ie0NepallMOHHOM Ieprojie cocTaBuia 5,3%

puc. 4 YNbTPaseykoBoe M30GDAXEHUE MHTAKTHOTO NPOCBETA CTEHTA B COHHbIX apTe-
PUAX.

A-8 B-pexmme BM3YanMU3NPYIOTCA rMNEPIXOreéHHbIe CTEHKN CTEHTA (yKaSBHbI CTpen-
KaMM), KOTOPbIE NAOTHO NpUAeraioT K COCVAMCTOVI cTeHke. b - B peXume 3Hepretu-
Y€CKOro onnnepoBCckoro kapTUpPoBaHig ONPENENAeTCa noNHoe OKpaLlMBaHne KPOoBO-
TOKOM MPOCBETA CTEHTA.

(7 u3 133 GonbHbIX). [lonoXuUTENbHYIO AMHAMMKY B BUIE
YMEHBIIEHUS CTCTICHH ITIape3a KOHEUHOCTEH M peueBhIX pac-
CTPOMCTB OTMeYaIX Yy § OOJbHBIX, MOJHBIA MIM YaCTUYHBIMA
perpecc BepTeOpaibHO-0a3UISIPHON HEAOCTaTOYHOCTH — Y 27
manueHToB. Kpome Toro, mpoBeaeHwe onepayy MOBIHSIIO Ha
TakMe Hecnelnubuyeckue HeBpOJOrMYeckre MpHU3HAKU, Kak
yiydiieHue OOIIero caMO4yBCTBUS (B BUAE YMEHBIICHMS
YaCTOThI TOJIOBHBIX 00seit 1 00ILel c1abocT, CTabMIu3aluu
apTepUalbHOIO JaBICHUS), YIydllIeHue BHUMAHUS 1 MTOBBIIIIE-
HUE 3MOLMOHAIbHON aKTMBHOCTH.

[Mo manubM JIC, pecTeHO3 B POCBETE CTEHTA HE ObLT BHISIBIIEH
HU B OTHOM cly4ae (puc. 4). ACUMIITOMHAsT OKKJTIO3MS CTEHTa
yepe3 11 MecsleB mocie BMeNIaTeIbCTBAa 3apUKCUPOBaHa Y
onHoii manueHtku (0,6%) ¢ cyoTOTaTbHBIM CTEHO30M IOMOJIa-
TEPaJbHON BHYTPEHHEW COHHOM apTepuu B MHTPaKpaHUAJIb-
HOM OTJIeNe.

O0cyxeHne

[pu npoBeneHun creHTUpoBaHUs CA TeXHMYCCKUI ycIieX B
HaleM WCCNeIOBaHUM OBLT JOCTUTHYT B 97% ciydaeB, 4TO
TIOJTHOCTBIO COIJIACYETCSl C Pe3yabTaTaMU IPYTHX MHOTOYMC-
JICHHBIX MCCJIENOBAaHMIA, B KOTOPHIX OH COCTaBMJI HE MEHee
90%. Mpexonsinast TMIOTEH3US U/ OpaauKapaus (CHHOKa-
POTHIHBIN CHHAPOM) BCICACTBUE THMITCPIYBCTBUTECIBHOCTU
KapOTUIHOTO CUHYCA SIBJISIOTCS HanboJee YacTo BCTPEYaeMbl-
MU OCJIOXHEHUSIMU Y TIO TAHHBIM JINTEPATyphl OTMEYAIOTCS C
vactoToit oT 19 1o 51% [2, 17, 22]. B Harueit paboTe yKazaHHast
HeCTaOWIbHOCTb TeMOIMHAMUKY BCTpevaach B 38% ciydyaes u
MPaKTMYECKH BO BCEX CTy4asiX BO3HMKaJIa B MOMEHT MOCTIMIA-
Tanuy (TI0ociIe YCTaHOBKM CTEHTA), T.6. B MOMEHT MaKCHMAallb-
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TaﬁﬂVILl,a 2 PeSyanﬂTbl PErucTpoB 1 MPOCMEKTUBHBIX PaHROMU3NPOBAHHDIX KITMHUHECKUX WCCNIef0BaHMIA B nepronepaLyoHHOM neproae KﬂpOTVI}J,HOVI aHronnacTku Co CTEHTUPOBAHUEM.

Peructpel N Ton ny6aukaumum CreHr 3Mad 30-AHeBHse ocroKtetts
MHCYNbT (%) cmeptb (%) MM (%) CymmapHo* (%)
SECURITY 305 2003 Xact Emboshield 6,9 03 0 72
ARCHeR 1 158 2004 Acculink None 44 25 25 76
ARCHeR 2 218 2004 Acculink Accunet 2,2 58 29 8,6
ARCHeR3 145 2004 Acculink Accunet 14 6,2 07 83
MAVerlC 498 2004 Exponent GuardWire 20 2.0 1.2 51
CREATE 419 2004 Protégé Spider 3,3 1,0 0,5 48
CAPTURE 3500 2004 Acculink Accunet 48 18 09 57
MOMA 157 2005 pasHbie MOMA 57 - 0 57
PRIAMUS 416 2005 pasHble MOMA 42 04 - 46
PASCAL 113 2005 Exponent pasHblg - - - 8,0
BEACH 480 2005 Wallstent FilterWire 42 15 08 58
CABERNET 433 2005 NexStent FilterWire 34 05 0,2 3,8
CAPTURE 2 475 2009 Acculink Accunet 28 09 02 37
EXACT 2145 2009 Xact Emboshield 3,6 09 04 41
PKW N lop nyonukaumm Crenr 3MI3 uHeynbT (%) cmeptb (%) MM (%) | WuecyneT + cmeps (%)

Leicester 7 1998 HeU3BECTHO HeT 70 - - 70
Wallstent 107 2001 Wallstent HeT - - - 12,1
CAVATAS 251 2001 pastbig HeT 8,0 3,0 - 10,0
Kentucky 1 53 2001 Wallstent HeT 18 - - 18
Kentucky 2 Y] 2004 Wallstent HeT 0 0 - 0
SAPPHIRE 167 2004 Smart / Precise Angioguard 3,6 1.2 24 48
EVA-3S 265 2006 pastbig pasHblg 8,8 08 04 96
SPACE 605 2006 pastbie pasHble - - - 6,8
BACASS 10 2008 Wallstent [la 0 0 0 0
ICSS & 853 2010 pastbig pasHblg 70 13 04 T4(14)
CREST 1262 2010 Acculink Accunet 40 07 1,1 44(52)

Mpumesarme: PKI — panmomMusvpoBaHHble Knnkudeckve vcenegoanms; N — konuyecTso naupterTos; SMD — cuCTEMa 3aluThI MO3ra OT AUCTaNIbHOI SMBONMY; * — CyMMapHbId 1IOKA3aTENb HE BO BCEX PerucTpax BKlovan MM; # — faHHbie npvBerieHbl s

nokasaTens MHCynbT+HAM-neTanbHoCTb; & — AaHHble NPUBELEHb! TONLKO AR NONYASLMK NaLvenTos (PP-nonynswuvs), 3aBepLUIMBLLVX MCCAER0BaHME No npoTokony (n=828).

HOTO MEXaHWUYECKOTO NaBleHMs OalloHa Ha CTEHKM COHHBIX
apTepuii. BpITa ycTaHOBIEHA B3aMMOCBSI3b MEXKIY CHHOKAPO-
TUIHBIM CUHIPOMOM U CTPYKTYpHBIMU ocobeHHocTsIMU ACH B
COHHBIX apTepusX, a UIMEHHO, runepaxoreHHbIMU (p<0,05) u
KalbIMHApoBaHHBIMY OJ1amKaMu (p<0,05). BepostHo, «110T-
Hele» ACB Oonee TpymHO ameKBaTHO KOMIIPUMMPOBATb IPH
pa3ayBaHUU OalIOHa, YTO MPUBOIUT K OOJiee CUILHOMY pas-
IpaXeHWI0 PELEeNTOPOB CHHOKApOTUAHOW 30HEL. Hu mpum
OITHOM 3HIO0BACKYJIIPHOM IIPOLIEAYPE, IIPOBOAUMOM I10 ITOBOLY
KOpPPEeKIIMKM PECTEHO30B, pa3BUBLIMXCS mocie KBD, He Bo3-
HUKJIY TIPEXOMISIINE YJIH CTOMKIE HAPYIICHIS TeMOTMHAMMKH,
YTO COIVIACYETCs! C JAHHBIMHU IPYTUX UCCIICLOBATEICH U MOXET
ObITh 00YCJIOBJIEHO JEHEpBallMEl KapOTUIHOTO CHHYCA MOCIe
OTKpHITOI ormeparyu [1, 22].

Cnasm BCA Ha cTOpoHE CTEHTMPOBAHUSI OOBIYHO CBS3AH C
MPOBEACHUEM MaHUMYMISLUNA TPOBOAHUKOM WU (UIBTPOM,
YTO COIJIACyeTCsl C pe3yJbTaTaMU HaIlleTo MCCIeTOBaHMS.
OOBIYHO 3TO COCTOSTHUE OBICTPO PETPECCUPYET TTOCIIE UX yaame-
Hua u3 aptepun [20]. [Tagenue nepdy3rMoHHOro JaBAeHUs Ha
(oHe passuBiierocs criazMa BCA B 4 u3 6 cyyaeB mpHBeNno K
passutio OHMK. BepostHo, 3TOMY criocoOcTBOBaja HeCo-
CTOSITEIbHOCTh BUJLTM3KEBA Kpyra, 00ecreyrBaloNero Kosa-
TepalibHOe KpoBOCHaOXXeHue. Jluccexiys B Halell paboTe mpu
BBITIOJTHEHUW TPOIIEMYPHBIX MAHWITYJISALMIA Tpou3olia B 2

cinydasx (1,2%), npuBens y OMHOTO OOJBHOTO K Pa3BUTHIO
uHcynbra. COTNIacHO JUTEPaTypHBIM NaHHBIM, PacCloeHUe
CTEHKHU apTepUM — OMACHOE, HO JOCTATOYHO PENKOE OCIOXHE-
HUe, K KOTOPOMY MOXET MPUBECTH Psi (haKTOPOB: BBHIPAXEH-
Hble M3ruOb! Wi et BCA, arpeccuBHast TeXHWMKA TIPOBEIE-
HUSI MHCTPYMEHTApUsl, MOCTIWJIATALUS AMCTAIBHOTO KOHIA
creHta B BCA [1]. CunmpoM runepnepdy3uu OblT peaKkum
OCJIOXXHEHWEeM B Halleit pabote 1 pa3suiics y 4 (2,4%) nanueH-
TOB. DTOT (peHOMEH BeTpeyaercs mpumMepHo B 0,3—2,7% ciyya-
eB. [IpUUMHBI TAKOTO COCTOSTHUSI — HEBO3MOXHOCTh a/IeKBaT-
HOTO OTBETA MPUBHIKIIETO K UIIeMUH (TUONEphY31n) MUKPO-
LPKYJISTOPHOTO pyciia FOJIOBHOTO MO3Ta K PE3KOMY yBeslnve-
HUIO 00beMa TIPUTEKAIOIIEH KPOBH, K YBEIMUEHUIO TIABICHNUS B
MUKPOLUPKYISATOpHOM pycite [1, 9, 23, 24].

Hanbosnee omacHBIMM KIMHUYSCKUMM HEBPOJOTMYECKUMU
OCJIOXXHEHMSIMU CTeHTUpoBaHUS sABIsIoTCS TUA M MHCYJIBTHL.
B namewm uccnegoanuu OHMK B MmomeHT nipoBeneHust KAC
3adukcupoBaHo y 17 maumenTon (11,5%), u3 Kotopwix 7,4%
ciydaeB npuxonmnuchk Ha goimo TUA u 4,1% — Ha MHCYIBTHL.
Bce pa3BuBIITEcs OCTIOXHEHUS BOHUKIN Ha CTOPOHE XHUPYP-
TMYECKOTO BMEIIATEIbCTBA M He HOCYIM MHBATMIM3UPYIONIETO
xapakrtepa. Ilo MHeHMIO psiia aBTOPOB, UMIUIAHTALIUSI CTEHTA
He TpenoTBpaiaeT (heHOMEeH OTCPOYEHHON 3MOOIUK B OJM-
KalieM ornepauMoHHOM Tiepuone: okono 30% ot Bcex TUA
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BO3HMKAIOT B repuoa oT 2 1o 10 cyTok mocne NpoBeeHus
KAC, uto cBs3biBatoT ¢ ambonueit hparmentamu ACh u/unu
TPOMOOB, KOTOPBIE MOTYT MPOTPY3MPOBAaTh CKBO3b SYEHKU
creHta [3, 30]. OTM maHHbIE COTJNACYIOTCS C Pe3yJabTaTaMu
Hamei paboTsl, B KoTopoii y 4 6onbHbIXx TUA Habmomamu Ha
2—7-ii neHb mocne onepanuu. JIeTaTbHbIX MCXONOB U MH(bAPK-
TOB MMOKApHa BBISBIEHO HE ObLIO, MO3TOMY TEPBUYHAS
KOHEYHasl TOYKa HallIero McCaeNOoBaHUs, MPEACTaBICHHAs
uHcyasroM, UM 1 ieTaibHbIM MCXOI0M, coctaBuia 4,1%.

[TonyyeHHble B Haleir paboTe MaHHBIE COTIACYIOTCS C 0OJb-
IIMHCTBOM HEPaHIOMU3MPOBAaHHBIX (OHO- M MHOTOILIEHTPO-
BBIX) M PaHIOMU3MPOBAHHBIX MCClenoBaHUi. Tak, B cTaThe
Goodney u Powell [15], mocBsimieHHO# 0030py Hanboee KpyIi-
HBIX paboT 1o cTeHTHpoBaHuio CA, coobmaercs, yTo 30-1HeB-
HBIil pECK MHCYIIBTA BapbpoBai oT 1 10 8% (B cpeaneM 3%), a
KOMOMHMpPOBaHHas yacTtoTa nHcyasra/ UM /cMepTi cocTaBmia
4%. Tlo maHHBIM TI00ATBHOTO MMpPOBOTO peructpa, rae KAC
Obia ipoBeneHa 11243 mauuentam Ha 12392 cocynax, yactota
TUA 6bina 3,07%, «Majoro» uHcyiasra — 2,14%, «6obLIOro»
uHcynpra — 1,2%, a KOMOMHUPOBAHHASI YaCTOTA MHCYJIbTA 1
cMepti coctaBwia 4,75% [29]. Anamu3 peructpoB mo KAC
MOKa3aJl, 4YTO YacToTa MHCYNIBTa cocTaBuiaa oT 1,4 10 6,9%, a
4acToTa CyMMapHOTO MoKa3zatesns «uHCysT/ MM /cMepTh» — oT
3,7 no 8,6% (tabm. 2). Pe3yabraThl st mepuoOTIePallMOHHOTO
neprona B Hamreil padoTte OBUIM 3HAYMTEIEHO JIyIIIe, YeM BO
MHOTHX PaHIOMHU3MPOBAHHBIX KOHTPOIUPYEMBIX HCCIIEI0BA-
Husx (Leicester, WALLSTENT, CAVATAS, EVA-3S, SPASE,
ICSS), cpaBHuBatoimux pesyisTathl KAC 1 KO3 mno takum
MOKa3aTeNIIM, KaK <«HHCYIbT» M <«MHCYJIBT+IICTAIEHOCTD
(Tabm. 2), v ObUTM TPAKTUYECKU CXOXK C PE3YBTaTaMU UCCIIE-
nosanmiit SAPPHIRE u CREST [8, 31], roe yacTota MHCyIbTa
cocraBuia 3,6% u 4,1%, a yactora uncynsra/ UM /netanbHo-
cti — 4,8% u 5,2%, COOTBETCTBEHHO. YATydIlIleHNE 3TUX ITOKa-
3aTejieil B paboTax IMOCNEIHUX JIET MOXET ObITh OOYCIOBIEHO
TIATEIbHBIM OTOOPOM TIAIIMEHTOB JUTS OTIEPAIlM, Hajexa-
el IMOATOTOBKOM 3HIOBACKYISIPHBIX XMPYPIOB, COBEPINCH-
CTBOBaHMEM MaTepHAIOB I SHAOBACKY/IIPHOTO BMEIIATE b~
CTBa, 0oJiee BHUMATEILHBIM OTHOIIIEHUEM K (hapMaKoTepaniu
B JIO- ¥ TIOCJICONEPAllMIOHHOM MEepUOIaXx.

B Hamem uccrenoBaHUM U3 BCEX aHATM3UPYEMBIX (haKTOPOB
TONbKO 3X0CcTpyKTypa ACD BiMsiia Ha MOBBIIEHHBIH PUCK pa3-
putuds OHMK B mepuonepaumoHHoM mnepuope. basinku,
MMEBIINE HEOMHOPOMHYIO C TIPE00IaiaHueM TUTI03XOTEHHOTO
KOMIIOHEHTA 3XOCTPYKTYPY, UMeJH JOCTOBEPHYIO B3aNMOCBS3b
¢ passutueM y naumeHroB OHMK (p<0,05). Bepostho, ACB ¢
TUTIO3XOTEHHOM CTPYKTYypOW TeHEpHpYIOT Oonbliee KOomude-
CTBO 3MOOJMYECKUX YAaCTHUI] TIPY MPOBEACHUU MAHWITYJISIMIA
TIPY SHIOBACKYJISIPHOM BMEIIIATETHCTBE, YeM OJISIIIKY C TTOBBI-
LIEHHOHM 3XOIUIOTHOCThIO. Hamm maHHBIE corjacyloTcs ¢
pesynsraTamu uccienoBanus ICAROS, B koTopoM ObLITO MOKa-
3aHO, 4TO OJISLIKKA HU3KOM 3XOT€HHOCTH SIBIISIIOTCS] HE3aBUCH -
MBIMU MTPETMKTOPaMU Pa3BUTHUSI MHCYJIbTAa BO BpeMs ITpoBe/e-
Hus KAC [5]. TTo-Bunumomy, ipu BeisiBieHMH mpu J1C 67smiex
C HU3KOIi 9XOTEHHOCTBIO 11e1eC000Pa3HO TEPeCMOTPETh TAKTH -
Ky XMPYPrUYECKOTO BMEIIATENbCTBA.

B ormaneHHOM IIOC/IEONEpPaLlMOHHOM IMEPHOAE MHCYJIBT Ha
rOMOJIaTePaJbHOM CTEHTHPOBAHMIO CTOPOHE 3aperucTPUPO-
BaH TOJbKO y omHoro mauueHTa (0,8%) m He ObUT CBSI3aH C
HapylIeHHeM TPOXOAMMOCTH CTeHTa. TakuMm o0Opa3oM,
KOHEYHasi BTOpMYHAs TOYKa Halllero MCCIIeI0BaHMs COCTaBH-
na 5,3%. Jluis B HEMHOTUX HepaHIOMU3MPOBAHHBIX MCCIIE-
JOBaHUSIX BHUMAHKE YAEISUIOCH HOJATOCPOUHBIM Pe3y/ibTaTaM
crentupoBanus CA. Tak, mo nanHbsM Roubin u coaBr. [27] u
Bergeron u coast. [4], B TedeHMe 3 JIeT Mocje OonepaLuy 10s

MAIMEHTOB 0€3 MHCYIBTOB (IPUBOASIINX M HE TIPUBOISIINX K
cMmeptu) coctaBuaa 9512% u 96%, COOTBETCTBEHHO.
Haubonee kpynmHas BbIOOpPKAa MAlMEHTOB C JJUTEIbHBIM
neproaoM HaboAeHUs peacTaBieHa B padote de Donato u
coaBT. [10]. Yepe3 5 neT nond MauMeHTOB, Y KOTOPBIX HE
OTMEYaJIU JIETATBHOCTH OT MHCYINIbTA, a TAKXKE CIyIacB TOMO-
JIaTepaJbHOr0 MHCYIbTa M JIOOOTO MHCYIbTa, COCTaBHIA
93,5%, 93,3% 1 91,9%, COOTBETCTBEHHO.

B panmomusupoBaHHBIX uccaegoBaHusix Kentucky 1,
Kentucky 2 u BACASS npu nuHamMuyeckoM HaOMIOAEHUU B
TeueHWe 24 MecsIeB 33 CUMITOMHBIMH M aCHMITOMHBIMU
MAIEeHTaMl HA B OTHOM CJIy9a¢ He OTMEUEHO Pa3BUTHS
MHCYJIBTOB WIIN JIETAbHBIX Ucxon0B [6, 7, 12, 19]. B nccremno-
Banun SAPPHIRE [31] B Teuenue 1 roma rmaBHast KOHeUHast
TOYKa MCCeOBaHMS B BUie ciyyaeB «uHCynsT/MUM/cMepTh B
TeyeHue 30 mHeil mocie BMEIIATeIbCTBAa» + «rOMoJaTepaib-
HBIi MHCYJIBT WJIM CMEPTh OT HEBPOJOTMYECKUX IPUUYNH B
cpoku ot 31-ro aus 10 1 roga» cocraBuna 12,2% s nauueH-
TOB, paHIOMM3MPOBaHHHIX B Tpymmy KAC. B uccinemoBanum
EVA-3S HakomnieHHast BEpOSITHOCTb Pa3BUTHS MHCYJIBTA WU
CMEpPTH B MIEPUOINEPAIIMIOHHOM MepUoie + roMOoJIaTepalbHOTO
MHCYJIbTA B TeUCHME 4 JieT B rpymme creHTupoBaHusd CA Oblia
11,1%, onHako GoJiblliast YacTh OCTOXHEHUN MPUXOAUIACH HA
nepronepaunoHHsIil nepuon. B nccnenosanuu SPACE uepes
2 rofa mocje HI0BACKYISIPHOTO BMEIIATEIbCTBA 3TOT MOKa-
3atenb coctaBui 5,0% [11]. CornacHO HemaBHUM NaHHBIM
(2010) camoro KpymHOTo paHIOMU3MPOBAHHOTO MCCIIEN0BA-
Husa CREST, yacTota romojarepaibHOr0 MHCYJbTa uepe3 4
roza rmocsie KAC Oblta HU3K0i4, coctaBuB Beero 2,0%, a yacto-
Ta TEPBUYHON MepeMEHHOM (M000ii nHCyIpT/IM/cMepTh B
nepBbie 30 THEl 1Mocie CTEHTUPOBAHMS + MIICHIATEpAbHBIMA
HMHCYNIBT B 4-JIeTHEM TMOCIEONEPallMOHHOM Tepuoje) Oblia
7,2% [8]. Takum 00pa3oM, pe3yJIbTaThl HAIIETo M MPUBEICH-
HBIX BBILIE MCCNEIOBAHWN TO3BOJSIOT MPEANOJIOXUTh, 4TO
KAC saBnsercs abdexTMBHON Mpoueaypoil B OTHOLIEHUU
MPOIIAKTUKNA TOMONATePATbHOIO MHCY/IBTA B OTTAICHHOM
MOCIICOTIePALIIOHHOM MEPHOLIE.

B nHamem mcciemoBaHMHM, 3a MCKIIOUEHHWEM OIHOTO CIIydast
OKKJTI031M cTeHTHpoBaHHOK BCA, He ObLI0 3aperucTpupoBaHO
HU OJHOTO cJyyas pecTeHo3a B TEYEHUE BCEro Cpoka
IHaMHJecKoro HaomoneHus. Groschel u coast. [16] mposenn
CHCTEMaTHYECKUil aHAJT3 PadoT, Tie COOOIIANOCh O PECTEHO3e
nocie mposeaeHust KAC. O000IIeHHAs YacToTa pecTeHo3a Mo
MX faHHBIM Yepe3 1 u 2 ropa mocie KAC coctaBuna mpuMepHO
6% u 7,5% (ot 0,6 1o 22%) Wi UCCIeNOBaHUIA ¢ HIDKHUM
noporoM pecteHosa ot 50 1o 70% u npumepro 4% (ot 1,9 mo
6,5%) nns pecteHo30B ¢ oporom ot 70 10 80%, pa3BUBIINXCS
B nepBbie 2 roga nocie KAC. KinHuyeckoe 3HaueHuWe U Tpu-
YMHBI PA3BUTHsI KAPOTUIHBIX PECTEHO30B 0 CHX TIOP aKTUBHO
ob0cyxnaworcd. [lo gaHHBIM JUTEpaTyphbl, BCTPEYAEMOCTb
CUMITOMHBIX KapOTUIHBIX PECTEHO30B Kojebnercd oT ( 1o
8,2%, B TO BpeMs KaK acCMMITOMHEIE PECTEHO3BI TUATHOCTH-
pytotcs B 1,3—37% cnygaes [21].

Harre uccenoBaHue nokasano, 4To OCHOBHAsI 4acTh COCY/IH-
CTBIX OCJIOXXHEHUI IIPH TPOBEACHUM KapOTUIHON aHTHOILIA-
CTUKM CO CTEHTMPOBAHMEM MPUXOAUTCS Ha MEPUOIEPALIMOH-
HBII MeproJ, OIHAKO YaCcTOTAa TAKUX TPO3HBIX OCIOXHEHMWH,
KaK MHCYIBT, UM 1 JIeTaIbHOCTb, SIBJISETCS JOCTaTOYHO HEBBI-
cokoil — 4,1%. Huzkast yactora pa3BUTUS TOMOJIATEPATbHOTO
MHCYJIBTA ¥ OTCYTCTBHE PECTEHO30B B COHHBIX apTepHsX B
OTIAJIEHHOM IIOCJICOTIePAllAOHHOM ITIEPHOIE YKa3bIBAlOT Ha
BBICOKYIO 3((hEKTMBHOCTh CTEHTHPOBAHUS B MPOGUIAKTHKE
MePBUYHBIX ¥ TIOBTOPHBIX HAPYLIEHUA MO3TOBOI0 KpOBOOOpPa-
HIEHUS.
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Carotid artery stenting: early and long-term results

A.O. Chechetkin, G.I. Kunzevich, S.I. Skrylev, A.Yu. Koshcheev, S.V. Prozky, O.V. Lagoda, A.V. Krasnikov, Z.A. Suslina

Research Center of Neurology, Russian Academy of Medical Sciences (Moscow)
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We studied 147 patients who underwent 171 interventions of
transluminal balloon angioplasty with carotid artery stenting
(CAS). Mean degree of stenosis measured by angiography before
the intervention was 74+10%. Technical success (residual steno-
sis <30%) was achieved in 97% cases. Acute stroke during the
intervention and in the early postoperative period was registered
in 17 (11.6%) subjects: 11 (7.5%) patients had TIAs, 3 (2.05%)
had “minor” stroke and 3 (2.05%) had “major” stroke. No
events of myocardial infarction or death were observed. One
hundred thirty-three patients (90%) were followed-up in the

long-term perspective (21 [13; 38] months). Ipsilateral stroke
was diagnosed in one patient (0.8%). No events of restenosis
(>50%) were observed in 155 cases of CAS. Asymptomatic stent
occlusion was recorded 11 months after intervention in one
patient (0.6%) who had subtotal stenosis of ipsilateral intracra-
nial internal carotid artery. Thus, acute neurological deteriora-
tion develops mainly in the perioperative period, but the rate of
stroke is low (4.1%). CAS is an effective method to prevent
stroke in the long-term perspective in patients with extracranial
carotid stenosis.
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JHuddepeHaabHass JMarHOCTUKA
paHHUX MPOSIBJICHUN 3a00JIcBAHU,
COIPOBOXIAIOLINXCS TPEMOPOM,
Ha OCHOBE aHaJl3a UX KIIMHUKO-
HEUPOPU3MOJIOTNYECKUX
XapaKTEePUCTUK

A H. Kynmupina, JI.I. Typouna, P.P. Bornanos, E.J. Esuna, A.C. Jluteunosa, I1.0. Patmanosa, JI.A.Hanankos

Mocxosckuii o6aacmHoil HayuHo-uccaedosamenvckuil kaunuveckui uncmumym um. M.®. Bradumupckozo (MOHUKH);
MIY um. M.B. Jlomorocosa (Mockea)

C yenvio noucka donosHumenbHbIx Memodos dughgepenyuanbroil duaenocmuky pannux cmaduii 6onesnu [lapkuncona (BII) u accenyuanvroeo mpemopa (3T)
1poBedeHo KAUHUHecKoe, RCUXoMempuHeckoe, mpeMopoMemputeckoe, cmabusoepaguueckoe u 3nekmpookyioepaguueckoe 00caedogatiie 08X epynn nayuex-
1108 U KOHMPOAbHOI pynnbl cx00H020 8o3pacma. Y nayuenmos ¢ IT nabardasu Gusamepansvhoe pacnpedenenie OpoNCanUs (RpeuMyiecee o noCmypansb-
HO-KUHEMUH4ecK020) ¢ He3HAUUMENbHbIM NPE0OAAOaHUEM BbIPAJNCEHHOCMU 8 0OHOIL PYKe, HaCMO BCMPEHanoch Coemarie mpemopa KOHeUHoCmell ¢ mpemMopom
2onoevt. Jlas nayuenmos ¢ BII Gbin Xapakmepen accumempuurbiii 0edrm KAUHUYECKUX NPOSGACHUI, MpeMOp NOKOS U HOCHTYPAAbHbIL MPeMOp, Bbls6AeHA
He3HAuUMeAbHas 2UNOKUHe3Us U pueudrocmy. Yacmoma mpemopa nokos u nocmypanshoeo mpemopa é epynne nayuenmos ¢ 3T Obiaa docmosepro 8biuie, uem
6 epynne BII. Cmabunoepaguueckoe 00credosanue 8bi6UA0 yeeauterue NOKA3amens «<Ka4ecmeo QyHKuuU pasHogecus» 6 mecme «MuuieHv> y nauuenmos c
BI1. B dunamuueckom mecme ¢ «360aveermoi» nayuernmot ¢ BIT demoncmpuposanu MeHsuiyio 0AuHy CamokuHe3uepammol u boaee HU3KYI0 CKOPoCmb nepe-
MelyeHus eHmpa 0asaeHus no cpasHenuro ¢ KoHmpoavHoil epynnoil. Ilpu IT cmabdunoepagumeckux uzmerenui He evisénero. B omauuue om nayuenmos ¢ 37T,
ona BII 6bino xapaxmepro docmoseproe ygeauteHue AameHmHbIX nepuo00s cakkaouueckux auxceruii enas u 00au Myabmucakxad; Ha nepgoii cmaouu bIT
BbIA6ACHA AAMEPAAU3AUUS 2Aa3008ueamentibix Hapyuienuil. Q0cyicdaemcs 3HaeHue noAyHeHHbIX OAHHBIX 05 KAUHUHMECKOU NPAKMUKU.

Kmouesble cioa: 60me3Hb [1apkuHCOHA, ScCEHIMANBHEIA TPEMOP, TPEMOPOMETPHS, CTa0MITOrpadys, CaKKaIbl.

pear HeBPOJOrMYECKUX 3a00/1eBaHMiA, 00YCIOBIEH- 3TH 3a00s1eBaHMs B 1e00Te (PEHOMEHOJIOTMYECKH MOTYT OBITh
HBIX MOPAXEHMEM DKCTPAIIMPAMUIHON CHCTEMbI 1 BECbMa CXOIHBIMH. B TO e BpeMs MpH CXOXECTH KIMHUYE-
COIPOBOXIAIOIIUXCS pPa3BUTHEM IPOXATEIbHOTO CKUX TPOSABJIEHUH Helipodusnoaornueckue Mmexanusmol bI1 u
TUIMEPKMHE3a, Haubojee 4acTo BCTPEYAIOLIMMUCS 3T pasnuuns [1, 8, 15—17]. UccnenoBanue TaHHBIX MEXaHM3-
KIMHUYECKUMU (OpMaMH  ABIAIOTCS  OOJE3Hb MOB MOXET CJIY>KUTh OCHOBOM TSI pa3pabOTKU TOMONTHUTEb-
napKI/IHCOHa U 3CCEHLIMAIBbHbBIN TPEMODP. PaCl‘[pOCTpaHCHHOCTB HBIX METOIOB z[I/I(b(bepeH]_maanoﬁ IOUArHOCTUKU.
yKa3aHHBIX 3a00JI€BaHMIT BeCbMa BENMKA M aCCOLMMPOBAHA C
BospactoM. Ta, cpemu it mosoxe 40 niet uacrora 9T Bapb- Ileab naHHOI pabOTHI — BEIABICHUE O0OBEKTUBHEIX TP depeH-
upyet ot 0,3 10 6,7% u nocturaet 8—17% Ha BOCHMOH 1 /1eBs- LMaTbHO-IMarHocTiHIeckux Mapkepos BIT m OT Ha ocHoBe
TOJi ieKajiax Xu3HH (B cpenHeM 750 cydaes Ha 100 Thic. Hace- YTOYHEHUS UX KIMHUKO-HEHPODU3UOIOTUYECKIX XaPAKTEPU-
nenus). Pacipoctpanennocts BIT pocturaer 1% mocie 65 mer, CTHK
a B momysisimu crapiie 85 net — 2,6% (8 cpeasem ot 60 1o 160 '
ciyyaeB Ha 100 Teic. HaceneHus) [4—8].
TTanuenTb 1 METO/IbI
Kmunnyeckas nuarHoctuka bIT u OT B pa3BepHyTO# cTagun
3a00JIeBaHKS He TIPEICTABISET CYIIECTBEHHBIX TPYIHOCTEN. B B uccnieniopaniy NPUHATM y4acTie 25 NalieHToB, CTpajalo-
TO Xe BpeMs B (haze paHHMX IPOSIBICHMIT 1 0COBEHHO TP pas- x BIT, n3 wnx 17 xenun (68%) n 8 myxunt (32%), He
BUTHUM aTUITUYHBIX KIMHIYECKHUX (HOpM (3KCTpanupaMuIHasg U TOJYYaBIINX paHee CreLnpuueckoil papmMakoTepanuu; cpea-
KuHeTnyeckas (popMbl 3CCeHIIMANIBHOTO TpeMopa) [5] auarHo- HUIi BO3pACT COCTaBui 56,312, JIeT; CpenHss MPONOIKUTEb-
cruka Kak BI1, Tak u ne6iota DT B OXUIOM BO3pACTE SABIAET- HOCTh 3a0oneBanus — 2,2+0,4 ner. Takxke oOcienoBaHbl 25
Cs1 CTIOKHOIA 3a1aueit Jaxe ISt ONbITHBIX HeBpotoroB. [1o naH- nauuentoB ¢ 9T, u3 nux 20 xenmwmn (80%) u 5 myxuun (20%),
HBIM Pa3IMuHbIX SMUAEMUOIOTHYECKUX nccienoBanumii [10, 16, cpenHuid Bo3pact — 55,315,2 jieT. [pyriry KOHTPOJIs COCTaBUIIA
20], B nebloTe 3aboieBaHUSA HeMpaBUIbHAS IUATHOCTHKA 25 dYeJ., COMOCTABUMBIX IO IEMOTPapUIECKUM NAHHBIM M He
ot™MeueHa y 30—50% GombHbIX OT 1 B 10-25% cnyqaes BI1. CTpaJAoIIKX 3a00/IEBAHUAMM SKCTPANTMPAMUIHOM CHCTEMBI.
B mocuie/iHie TO/IbI B CBSI3U C MOSIBIEHUEM IIPENapaTos, 00a- Huartoctika bIT ocHoBbIBanach Ha KIMHMKO-AMArHOCTHYEKHX
JAIOMINX TIOTEHIMANBHO HENHPOIPOTEKTUBHEIM IENCTBHEM, Kputepuax banka romoBHOro Mosra obmectsa BII
CTAaHOBMTCS aKTyaJIbHOM MAKCHMalbHO PAHHSS JMarHOCTHKA Bemkooputanuu [11]. CreneHb TSKECTH M BBIPAXEHHOCTb
HelipoaereHepaTuBHONM matosornd. Ha ocHOBe KIMHMYECKOI JBUTATENbHBIX HapymieHuil mpu BIT oueHMBamM ¢ MOMOLIBIO
KApTHHBI PEIINTh 3Ty MPOBIEMY BECbMa TPYAHO, IOCKOIBKY YHADULMPOBAHHON PEHTUHIOBOMA IIKAIBI OLIEHKH ITPOSIBICHIIA

11
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BIT (Unified Parkinson’s Disease Rating Scale — UPDRS). /Ina
ycraHoBneHusa ctaguu BIT ucmonb3oBanu mkany XeH—Sfpa
(The Hoehn and Yahr Scale) [14]. [luarHocTuky 3cceHIMATBHO-
r0 TpeMopa IPOBOIWINA Ha OCHOBaHWM KpuTepreB OOIecTBa
IBUTATEIbHBIX PACCTPOMCTB M BalllMHITOHCKOTO TeHETHIECKO-
ro uccnenoBanust DT (The Washington Heights-Inwood Genetic
Study of Essential Tremor). 1151 00beKTUBU3ALUK BbIpaXXKeHHO-
CTH IPOXAHUS Y ManueHToB ¢ DT UCIToIb30BaIM MIKATY KITMHH-
yeckoii orieHku TpeMopa Fahn (Clinical rating scale for tremor —
CRST) [9].

KomnblotepHas craounorpadms. nsd pervicTpallid cTaOWIIo-
rpauyeckux nokaszareseil MPUMEHSUIM KOMIBbIOTEPHBIN CTa-
OmjoaHanu3aTop C OMOJOrMYECKO 00paTHON CBSI3bIO
«Craounan-01» (OKb «Putm», Poccus). B xone obcinenoBanus
MALMEHT CTOSUT Ha cTabuiIomIaTGopmMe B CTaHIAPTHOM €Bpo-
neiickoit croiike. Mcrnonb3oBanu ctatuueckue (MOAUQPUIIMPO-
BaHHBIA TecT PomOepra u Tect «MuIlreHb») U TMHAMUYECKIE
(TecT «C IBOJNIBBEHTOI» ) AUATHOCTUYECKHUE MPOOHI.

MonuduumpoBaHHHIii TecT Pombepra cocTosin u3 1Byx mpob —
C OTKPBITHIMU M 3aKPBITHIMU TNa3aMu. B mpoGe ¢ OTKPBITHIMU
IJ1a3aMy IS OTBJICYCHMS BHUMAHUS OT TMOANEPXAHMS ITO3BI
HCIIOIb30BAJIN BU3YAIbHYIO CTUMYJISIIIAIO B BUIE YePEIYIOIINX-
csl KpYroB pasnuyHoro 1Bera. IlamueHTy ObUIO HEOOXOIUMO
COCYUMTATh KOJIMYECTBO OebIX KpyroB. B mpobe ¢ 3aKphITHIMU
IJTa3aMU IS TOH Xe LeTH MCIIONb30BATIN 3BYKOBYIO CTUMYJIS-
LIMIO B BUJIE TOHAJTBHBIX CUTHAJIOB, KOJIMIECTBO KOTOPBIX TAKXKE
HyXHO ObLIO cocuuTaTh. TecT «MullleHb» MPOBOAMIU C
HCIOIb30BaHKEM 3pUTeIbHOI 00paTHOIi cBa3u. CTosl Ha cTa-
ounormtaropMe, MALMEHT AODKEH OBLT yOep:KHMBaTh MapKep,
oTo0OpaXaloluii LeHTp AaBlIeHMs ero Teja Ha Iatdopmy, B
LIEHTPE MUIIIEHHU.

[pu mpoBeneHUM TecTa «C 3BOMBBEHTOI» MAllMEHTa, HAXOS-
nierocsl Ha crabuioraathopme, UHCTPYKTUPOBAIU TEpeMe-
IaTh KpacHBIA MapKep, OTOOPaXAIONINi IEHTP TaBICHHUS €TO
Tena Ha Tatopmy, BCied 3a 3eeHBIM, KOTODBIM JBUTaIcsS
CHayasa Mo pacKpyyuBalolieiics, a 3aTeM Mo CBOpaYnBaloIIei-
cs Crupau.

AHan3upoBaIy CTATUCTUYECKUE (JUTMHY CTATOKMHE3UTPAMMBI
BO (DPOHTATLHOM W CATMTTAIbHOM HAIpaBIeHUSX, TUIOLIATb
JIOBEPUTEJILHOTO BJITMIICA) M BEKTOPHBIE MOKa3aTen CTabuio-
rpaduyeckoro curHaia (CKOpocTh IBMKEHUsI LIEHTpa NaBie-
HUS U KaYeCTBO (DYHKLIUU PABHOBECHS).

TpemopomeTtpus. PerricTpanuio TpeMopa NPOBOAWIIH B TTOJIOXe-
HUM CUJIS TIPY TIOMOIIM KoMTbioTepHoro mosurpada Kardi2-
NP (000 «MKC», Poccust) ¢ 4eThIpbMsI aKcenrepoMeTpuye-
CcKUMM faTyukamu yckopeHus cepud NEO SENS™. Jlatunku
TIPUKPETUISUTY K ThUIbHOM MOBEPXHOCTH TPABOIA U JIEBOM KUCTU
Ha 3 cM JucTaibHee Jy4e3arnsiCTHBIX CYCTaBOB, a TAKXe K Tpa-
BOMY U JieBoMy Oelpy Ha 3 CM MpPOKCHMajbHee KOJEHHBIX
CYCTaBOB.

IIpn perucrTpay TpeMopa MOKOS MCIIOIb30BAIN 2 MOJIOXKE-
HUS. B rmepBoM MoToKeHIM PYKH MAIMeHTa CBOOOTHO JIEKAIN
Ha IOIJIOKOTHUKAX Kpeciia, BO BTOPOM — KKCTU PyK CBOOOIHO
Jexamy Ha peOpax namoHeit. IlocTypanbHblil TpeMop peru-
CTPUPOBAIN B 3-X MOJOXEHUAX: | — PYKM BBITSHYTH Tepen
COOOM, TTANTBIIB Pa3BEICHEI B CTOPOHBI; 2 — TIPEATUICUbS JICKAT
Ha TIO[UTOKOTHUKAX Kpecya, KMCTHA COTHYTBI B JTy4e3arsCTHBIX
CycTaBax U MaKCUMAJIbHO OTBEJICHBI BBEPX; 3 — PYKU MOAHSITHI
Ha YpPOBEHb TPYAM, COTHYTHI B JIOKTEBBIX CYCTaBaX, IajbI[bl
HAIpaBJIeHHI IpyT K Ipyry. [locTypanbHBIL TpeMOp HOT perv-
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CTPUPOBAIH MTPH MOIbEME CTOIT Ha HOCKH. Mi3MepeHue rmokasa-
TeNeld B KaXIOM TOJNOXEHUM PETUCTPUPOBAIM B TeueHHE
1 MuH. JI1s onipesieieHust YaCTOThI M aMILTUTYIBI TpeMopa Mpo-
BOJIIWJIM CTIIEKTPATBHBIN aHaHU3.

Perucrpamusa cakkammuecKux IBikenuii na3. Bo Bpems oociie-
JIOBAHMS! MALMEHT HAXOMWJICS B 3aTEMHEHHON 3BYKOM30JUPO-
BaHHOU SKPAaHUPOBAHHOI KaMepe B Kpeciie C MOATOJIOBHUKOM,
UCKITIOYAIONINM JBIDKEHUS TOOBBI. [laniMeHTy mpembsBisim
3pUTENIbHBIE CTUMYJIbI, PACTIOJIOXEHHBIE HAa CBETOAMOMTHOMN
TIaHeJM: OMH LIEHTPATbHBIN (DMKCAIIMOHHBINA U 4 Tiepudepu-
YecKuX (IpaBblii, JTEBbIA, BEPXHUIl M HIXKHUI), pacTONOXeH-
Hble Ha paccTosHMU 6,7° OT LeHTpambHOro. IlamueHTa
UHCTPYKTUPOBATU (PUKCUPOBATH B3IJIsI HA IIEHTPATLHOM CTU-
MyJie, a TIpY MOSIBAEHUM OfHOTO M3 mepudeprieckux — Kak
MOXHO OBICTpee ¥ TOUHee MepeMecTUTh B30P B €TO HATpaBie-
HuU. JIBUXEHUS a3 PeTHCTPUPOBAIU JEKTPOOKYIorpadu-
YecKuM MeTofoM. [l aBTOMaTU3MPOBAHHOTO MpPEeqbSIBICHUS
CTUMYJIOB U PETUCTPALIMK 3JIEKTPOOKYJIOrpaMMBbI UCIIONb30Ba-
JI1 KOMIUIEKCHYIO YCTaHOBKY ITOJ KOHTPOJIEM MHTETPUPOBaH-
Hoii cucteMbl «<CONAN-m» [2].

AHaTM3MpPOBAIN JIATCHTHHIC TIEPHOMBI CaKKam (BpeMEHHOM
HWHTEPBAJ MEXIY BKITIOUCHHEM TeprdeprnuecKoro CTUMyIa 1
HAyajJloM CaKKambl) W JONI0 MYIBTHCAKKan. MymbTHCaKKaIbI
OIpenessiv Kak (hparMEeHTUPOBAaHHOE IepeMelleHue B3opa,
IpU KOTOPOM 3pUTENbHAsl IIeJb NOCTUTAeTCs He ONHOM, a
HECKOJBKMMU CaKKagaMy MEHbIIEH aMILTUTY/IbL.

JIOTOTHUTETHHO BCeM MAIIMEHTaM IIPOBOAMIIN HEHPOIICUXOIIO-
rmaeckoe (TIICMXOMETpUUYEecKoe) TecTupoBaHue. [l BBISBIC-
HUSI TPEBOXHOCTH MPpUMeHsLM TecT Crimbeprepa, Uil OLEHKI
JeTIPecCUBHOCTH — TecT beka.

CTaHIapTHYIO CTAaTUCTUYECKYI0 0OpabOTKY JTaHHBIX MPOU3BO-
JIAA C TIOMOIIBIO CTATUCTAYECKOTO TaKeTa KOMIIBIOTEPHBIX
nporpamm «STATISTICA».

Pe3yiabraThl HCC/IEOBAHHS H HX 00CYXKIEHHE

B Tabn. 1 mpuBeneHBI KIMHWMYECKHE U TTCUXOJTOTMYECKIE ITOKa-
3atenu nauueHToB ¢ BIT u BT, [Icuxomerpryeckoe TecTpoBa-
HUE HE BBISBUJIO JOCTOBEPHBIX DPA3IMUYMN MEXIY IpyIIaMu
0OJIbHBIX.

B rpynne nauuentos ¢ 9T Habmonanock OuaaTepaibHOe pac-
npefie/ieHre IPOXaHUs ¢ He3HAUMTENbHBIM TIpeodnagaHueM
BBIPaXXKEHHOCTH B OJHOHM pyKe (crmpaBa uiau cieBa). Kpome
TOT0, YacTO BCTPEYAIOCh COYETaHUE TPeMOopa KOHEYHOCTEH ¢
TpeMOpOM ToJioBbl. Y manueHToB ¢ BII TpeMop ObUT omHOCTO-
POHHMM (aCUMMETPUYHBII IeOI0T KIMHIMICCKUX TIPOSIBICHMIA )
M COYETAJICS C TPEMOPOM HIKHIX KOHECYHOCTEH Ha TOI Xe CTO-
poHe, 4To U TpeMop pyK. Y OombHbIXx ¢ DT mpeBanupoBant
TOCTYPaJIbHO-KMHETUYECKUE TPEeMOp, TOT/a KaK Y MalMeHTOB
¢ BIT — Tpemop mokost 1 TocTypasbHbIii TpeMop. IToMumMo Tpe-
Mopa B rpynre BI1 Obiia BeIsIBIeHA HE3HAUMTEIbHAS TUITOKM-
He3UsI U PUTUIHOCTb.

N3mepeHue TpemMopa ¢ MOMOIIIBIO aKCeIePOMETPOB, Pacloo-
KEHHBIX Ha KOHEYHOCTSIX ITAIleHTa, TI03BOJIMIO YTOUYHHUTh U
00BEKTUBU3MPOBATh TaHHbIC KIIMHIYECKOTO 0bcienoBanus. B
TabJ1. 2 MpUBEACHbl aMILTUTYIHO-YaCTOTHbIE MTOKa3aTeu Tpe-
MOpa, KOTOpbIE CYIIECTBEHHO pa3IMyaiuch y nauueHTos ¢ bII,
9T u U1 KOHTPONBHOM TPYIIIBL, YTO COTIACYETCS C JAHHBIMHU,
ONMCaHHBIMU B uTeparype [1, 2, 5].



OPUIMHATBHBIE CTATBI. KnuHudeckas Hesposorus

Tabmaua 1: KnuHMYeckMe M HeipOnCUXOMOrvYeckue nokasaTent NauMeHToB C
001e3Hbt0 TaPKMHCOHA 11 SCCEHLMANbHBIM TPEMOPOM

JnddeperumnanbHag AMarHoCTUKa PaHHUX NPOSIBNEHHIA TpEMopa

Tabnuua 2: Yactora v amnnutyna Tpemopa (M+c) y naumentos ¢ Goneshbio
[TapKMHCOHa, 3CCEHLWMANBHLIM TDEMOPOM 11 Y IMLY KOHTPONIBHOW rpynmbl

| Bonesns Napkuicona |SccenuymansHuiii Tpemop

Nokanuzauus Tpemopa:

pyKu 4% 36%

101083, PyKv - 52%

pyKu, Horu 48% -

T010Ba, PykM, HOTW 4%

noa60pOaOK, PyKw, HOrv 8% -
ronosa - 8%

Bup Tpemopa:

TPEMOp NoKost 12% -

MOCTYP/IbHbIA 20% 28%

MOCTYPabHO-KUHETUYECKWI 12% 48%

KMHETUYECKWIA - 12%

TPEMOP NOKOS, NOCTYPaIbHbIi 36% 12%

TPEMOP NOKOS, NOCTYPIIbHbIN, 0% _
KMHETUYECKWiA

BbIpaXeHHOCTb TpeMopa:

1 6amn 60% 12%

2 6anna 28% 68%

3 banna 8% 8%

4 banna 4% 12%

TMnokuHe3us:

1 6ann 56% -

2 banna

4% -
3 banna -

4 banna - -

PurupHocTb:

1 6ann 68% -

2 banna 32% -

3 banna - -

4 banna - -

DleGiot 3a6oneBanus:

cnesa 60% 35,7%

crpasa 40% 64,3%

CemeliHblit aHamMHe3:

Ia - 4%

HeT 100% 56%

Peakums Ha ankoronb:

TONIOXMTENbHAS - 84%

0TpHLATENbHas 100% 16%

BobipaxeHHoOCTb Aenpecciy no wkane beka:

0-4 Gannos 0 4%

5-7 6annos 4% 8%

8-15 6annos 48% 48%

>16 6annos 48% 40%

BbipaxeHHOCTb TpeBor

no wkane CnunGeprepa: | PEeKT/BH

JNYHOCTHAA | peakTUBHaa | NMYHOCTHAA

10 30 6annos 4% - 28% 4%

31-45 Bannos 52% 28% 52% 8%

>46 6annos 4% 72% 20% 88%

Tect MMSE:

26-30 6annos 68% 68%

26-27 Gannos 28% 32%

24-25 bannos 4% -
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Tpemop nokos MocTypanbHblii Tpemop
vyacrora (Iu) ammr;)yna yactora (Iu) ammr;)yp,a
ﬁggﬁ;:gwa 5001 | 116+31™ | 55:01* | W15
Joomvartll | 615027 | 13250 | 63202 | 50£11
KoxTpons - - 171£03 3+1

Mpumesarme: * = p<0,05; ** — p<0,001 (CTaTUCTUYECKY 3HAYMMBIE PA3AMYMSI IO CPABHEHUIO C KOHTPOMLHOI rpynNod,
Kpurepuit MarHa—YuThu).

YacroTa TpemMopa MOKosl U MOCTypaJIbHOTO TpeMopa B IpyIie
nauueHtoB ¢ DT Obl1a 10CTOBEPHO BhIlle, YeM B rpymme BIT.
Ha6monaemblii B 12% ciiyyaeB TpeMop mokost y 60mbHbIX DT
OBLT TOCTOBEPHO HMXKeE IO aMIutuTyae, yeM B rpymmne BIT. B to
K€ BpeMs aMILTUTYa MOCTYPAIbHOTO TPEMOpa y MALMEHTOB C
BIT u BT moctoBepHO He pasnuyanach. B KOHTpoOIbHOI IpyIi-
Me TpeMOp IOKOSI OTCYTCTBOBaJ, a aMILIUTYIHO-YaCTOTHbIE
XapaKTepPUCTUKHU TMOCTYPaJIbHOTO TpeMopa OTAUYAIUCh OT
ToKasateseit, xapakTepHbIx 111 manueHToB ¢ bIT u 9T gacTo-
Ta MOCTYPAIBLHOTO TpeMopa Obli1a JOCTOBEPHO BBIIIIE, a AMILTH-
Ty[a — TOCTOBEPHO HUXE, YeM Y MTALIUEHTOB.

V mammentoB ¢ OT u BII ncroyHMK Tpemopa IO KOHIIA HE
BBISICHEH. Psim uccnenoBatesneil BRIIBIIM aHOMATMM B aKTHBa-
LMK OJIMBOLIEPEOEIIIPHBIX CBSA3EH B CpeIHEM MO3re B paiioHe
KpacHoro szpa y nanuerTos ¢ 3T, a mpu [19T-TectupoBanuu
O0HAPYXWIN YBEIMYCHHE MO3XEUKOBON aKTUBHOCTH — I3THU
PE3YJIBTaThl COIIACYIOTCS C MPEATNONOXEHUEM O BaXXHON poin
MO3XeuKa B TeHepauuu Tpemopa [15] u o0bsicHs0T mpeobina-
JaHUE TOCTYPATbHO-KIMHETUYECKOTO TPEMOpa Y MalUeHTOB ¢
9T. DkcrnepuMeHTaIbHbIE JaHHbIE MOKA3bIBAIOT, YTO B TeHepa-
Uy TpeMopa y 6onbHbix bIT uMeet 3HaueHue aepuuut noda-
MUHa B cyoTanammaeckoMm siape (CTA), BHyTpeHHEM cerMeHTe
6nenHoro mmapa (bILB) u peTukynsipHoit yacT YepHoOU cyo-
CTaHINY, ¥ BO3HUKAIOIIAS B PE3YJIbTAaTe OCIMJUISAIMS aKTHB-
HoctH B KoHTYpe CTA—BIIIB nepenaercst K TanaMOKOPTUKAJIb-
HBIM MYTSIM, a 3aTeM — K KOPTUKOCTIMHAIBHBIM HelipoHaM [5].

W3 vt moJ1oxXeHu i, KOTOphIe MBI MICTIOTb30BAJIH JJIS PETHCT-
palny YacTOTHl M aMIUIMTYIBI TpeMopa, Hanbosee mH(opMa-
TUBHBIMHU OKa3aJucCh Tpu. [l M3MepeHus: TpemMopa MOKOosI —
TepBOe MONOXeHUe (PYKH MalueHTa CBOOOIHO JIexKaT Ha MOoJI-
JIOKOTHHMKAX Kpecna), IIs I3MePEeHHSI MTOCTYPaTbHOTO TpeMopa
— JIBa TMOJIOXEHMUS (PYKU BBITSHYTBI IIepe CO00iA, MaIbIibl pa3-
BeIIeHBI B CTOPOHBI, a TAKXKe TPEAIIICYbs JIeXaT Ha ITOIJIOKOT-
HUKaX Kpecja, KACTH COTHYTH B JIy9e3aIlsICTHBIX CyCTaBax U
MAaKCHMaJIbHO OTBEICHBI BBEPX).

Ananu3 crabunorpaduyeckux nokasareseit B tecte Pomoepra
He BBIIBIJI IOCTOBEPHBIX pa3ITIMii MeXK Iy MmarueHTaMu ¢ BI1,
9T u xoHTpombHOM rpymmoit (puc. 1). B tecre «MureHp»
OBbLIM MOJYYESHBI JOCTOBEPHBIC OTJIMUMS IIPY aHAIU3E BEKTOP-
HOTO TIOKa3aTeNid «KadeCTBO (DYHKIHMHM PAaBHOBECHS».
3HaueHMe OaHHOTO TokasaTens B rpymme BII moctoBepHO
(p<0,05) BobIlIE, yeM B KoHTpose U npu DT. B 1o ke Bpems
JOCTOBEPHBIX OTIMYMI MEXIy TPYIIoN TanueHToB ¢ AT n
KOHTPOJIFHOM I'PYIIION He OBITO BBISIBICHO.

AHanu3 crabunorpaguueckux ImokKasaTesneil B JMHAMUYECKOM
TECTe C «3BOJIbBEHTOM» ITOKA3aJl, YTO JUTMHA CTAaTOKMHE3UTPaM-
MbI ¥ BO DPOHTAJIbHOIA, U B CAaTUTTAJIbHOM TJIOCKOCTH y MAllK-
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rnasa OTKpPbIThbI rnasa 3aKpbITbl TecT «MulLeHb»
puc. 1: Kayecteo dyHkummM pasHosecus B Tecte Pombepra u Tecte «MulugHb» y

naupenTos ¢ bl 3T 1 B KOHTPONBHO rpynne.
* = p < 0,05 (mocToBEPHbIE Pa3nA4¥s M0 CPABHEHMIO C KOHTPONEM, KpuTepiit ManHa—YuThn).
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puc. 2: I'Inom,a,ub [NIOBEPUTENBHOIO 3MNUNCA WU ANKNHA TPAEKTOPUK [IBUXEHNA LIEHTPA
[13BNEHA BO GPOHTANILHOM 1 CATUTTLHOM HAMpaBIIeHy Y naumenTos ¢ bll,
3T 1 B KOHTPOMLHOI rPyNNe BO BPEMS BLIMONHEHMS AUHAMUYECKONO TECTa C
«3BONbBEHTON».

** = p<0,001 (ROCTOBEPHbIE PA3AM4YA MO CPABHEHMIO C KOHTPONIEM, KpUTEPHiA MaHHa—YTHu).
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puc. 3: CpefHsia NMHeiiHast CKOPOCTb MEPEMELLEHs LIeHTPa JaBnenus B npode «c

3BONLBEHTOIR» Y NaUMEHTOB C BT, 3T 11 B KOHTPONBLHOIA rpyne.
** — p<0,001 (nocTOBEPHbIE Pagnws N0 CPABHEHMIO C KOHTPOEM, KpuTepHit ManHa—YuTHu).

eHtoB ¢ bIT noctoBepHo MeHbie (p<0,001), yem B rpynmne BT
u B KoHTpone (puc. 2). Kpome toro, y marmmenTos ¢ BIT mocro-
BepHO Hirke (p<0,001) cpeaHsst TMHEHHAsT CKOPOCTD MepeMe-
LeHus LeHTpa aaBaeHus (puc. 3). [nomwans 10BepUTEILHOTO
auIca (CyMMapHasi IUTOIIaab CTATOKMHE3UT PaMMEI 0e3 yaeTa
CITyYailHBIX «BBIOPOCOB») B TPEX MCCICIOBAHHBIX TPYINax
JIOCTOBEPHO HE pa3inyasnach.

BrisiBneHHble Tpu  cTabuiaorpa@uyeckoM MCCIeI0BAHUU
JIOCTOBEpHbIC OTIMYMS y TameHToB ¢ bI1 cBsi3aHbl ¢ HanmMum-
€M TUIOKMHE3UU W PUTUIHOCTU, XapaKTePHBIX IUIsI JTAHHOTO
3abo0eBaHusA. CKOBAaHHOCTb JBMXEHWI TPUBOAMUT K CYIIe-
CTBEHHOMY OTPaHMYCHUIO TOABMKHOCTU LEHTpA JAABJICHUS,
YTO MPOSIBISIETCS] B YMEHBLICHUU 3HAYEHU I ITMHbBI CTATOKWHE-
3UrpaMMbl M CKOPOCTM JABMKEHMS LEHTpa [aBICHUS.
Hawubonee sipko faHHBIE OTIMYUS BBIPAXKEHBI B ANHAMUYECKOM
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puc. 4: CpefHue 3Ha4eHNs NaTeHTHLIX NEPUOTOB Cakkaz y nauueHTos ¢ BT, 3T u B
KOHTPOMIGHOIA rpyrre.
** = p<0,001 (nocTOBEPHbIE PagnMyws N0 CPABHEHMIO C KOHTPONEM, KpyTepHit MaHa—YuThu).
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puc. 5: [lons MynbTUCaKKaa Y naumeHTos ¢ b, 3T 1 B KOHTPOALHOIA rpynne.
* = p<0,01 (BOCTOBEPHbIE Pa3AMWS MO CPABHEHVIO C KOHTPOMEM, KpuTepHid ManHa—YuTHu).

TeCTe C «3BOJbBEHTON». B Tecte «MuiieHb» manueHTsl ¢ BII
JEMOHCTPHUPYIOT Oojiee BEHICOKME TTOKa3aTen K03 UImeHTa
(YHKLMM PAaBHOBECHS 3a CYET MEHBILEH CKOPOCTH TTepeMelie-
HUSI 1IEHTpa JaBICHMUS OTHOCHUTEJIBHO 3aJaHHON TOYKH. Y
nanueHToB ¢ DT aKMHeTUKO-PUTHAHBINA CHHAPOM OTCYTCTBYET,
MOABMXHOCTD LIEHTPA JaBJIEHNMS Ha I1aT(hOpPMY COXpPaHsIETCs, B
CBA3M C YeM 3HA4YeHWs cTabmimorpa@uyeckKux IMoKaszaTeneit
COOTBETCTBYIOT BO3PACTHOI HOpPME.

Takum 00pa3oM, TMHAMUYECKUII TECT C <«3BOJNBBEHTOM», a
Takxke TecT «MuUlleHb», 3aHUMAIOLIUI <«IIPOMEXYTOUHOE»
MOJIOKEHUE MEXIY CTaTUYECKUMU U TUHAMMYECKUMHU TecTa-
MU, MOTYT OBITh UCTIOJIb30BAHbI B KIMHUYECKOM MPAKTUKE ISt
00BEKTUBHOI OLIEHKHU BBIPAKEHHOCTU TUTIOKUHE3UU U PUTHII-
Hoctu npu BII.

DnexTpooKynorpahuyeckoe ucciaeqoBaHue mokas3aio, yTo npu
9T mapaMeTpbl CaKKaTUIeCKUX IBVDKEHUIA T/1a3 HE OTINYAIOT-
csl OT BO3PACTHOM HOPMBI, YTO COIJIACYeTCsl ¢ pe3yibraTaMu
npyrux aropoB [12, 19]. ITpu BII mapamerpsl cakkan u3me-
HSIOTCS ¥ TOCTOBEPHO OTJIMYAIOTCS OT HOPMATHBHBIX TI0Ka3a-
Teselt (puc. 4, 5). Ve Ha panHux ctagusx BIT (I-11 ctamuu mo
mkane XeH—Spa) naTeHTHbBIE TIEPUOIbI CAKKAANIECKUX JIBU-
KEHUI W JONS MYIBTHCAaKKal JOCTOBEPHO OOJBINE, 4eM B
KOHTPOJIBHOIM TpyIIIe U y mauueHToB ¢ JT.

CrnenyeT oTMeTUTh, uTo y mauueHToB ¢ I cramueit BIT Obina
BBIIBJICHA JIaTepaM3allisl Ia30dBUIATCIbHBIX HapyIICHUA,
o0ycyioBeHHas1, Haubojiee BEPOSITHO, OMHOCTOPOHHMM KIIM-
HUYECKUM 1e010ToM 3a00jeBaHus. M naTeHTHbIE MEPUOIbI, U
nons Mmynstucakkan Ha I cragum BIT ©osbiie mpu cakkajmax,
BHITTOJTHEHHBIX B TY € CTOPOHY, Tle TPOSIBISIOTCS OCHOBHBIE
JIBUTaTeNbHblE cUMITOMBL. Y maunueHtoB co Il cramueit BIT
TaKasl JIaTepalu3alys IMPoIajacT.



OPUIMHATBHBIE CTATBI. KnuHudeckas Hesposorus

ImazonBurarenbHble HapyieHus: npu bIT oOycioBaeHbl Heli-
pOJeTeHEPaTUBHEIMU M3MEHCHMSAMH B YEPHOU CYOCTaHIIWH.
Heduunt nodaMrHa B HUTPOCTPUAPHON CUCTEMe MPUBOIUT K
HapyIeHNI0 (YHKIIMOHUPOBAHUsI 0a3albHBIX TaHIJIMEB, TEM
CcaMBbIM OKa3bIBasl BIMSHHME Ha PabOTy IJTa30dBHIATEIbHBIX
cTpykTyp Moara [13, 18]. ITo cBoemy nmaroreHesy 3T oTinyaer-
cst ot BI1, B cBsI3M ¢ YeM M3MEHEHUI TTapaMeTPOB CAKKaJl Y 3TUX
OOJIbHBIX HET.

HccnenoBanue I1a30IBUTATeIbHBIX PEAKIN Y ITAIIMCHTOB
MPEeCTaBIseT UHTEPEC HE TOJBKO B CBS3M C BO3MOXHOCTBIO
nuddepeHIInaTbHON IMaTHOCTUKN SKCTPATMpPaMUIHBIX pac-
CTPOICTB, HO U B CBSI3U € paHHell auarHoctukoil BII. Kak
ObLJ10 MOKa3aHo B paboTe Ha BKCIIEPUMEHTATLHOIN MOJIENH Tap-
KMHCOHU3Ma y 00€3bsH [3], U3MEHEHHUsI TapaMeTPOB CAKKaJIM-
JeCKMX JBVDXKCHUH TJIa3 HAUMHAIOTCS Ha CaMbIX PaHHUX CTa-
ausix pasButuss MOTII-MHAYLUPOBAHHOTO MApKUHCOHMYE-
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JnddeperumnanbHag AMarHoCTUKa PaHHUX NPOSIBNEHHIA TpEMopa

CKOro CuHiapoma, Korga o011ee COCTOSTHUE XXMBOTHOTO yXya-
maeTcd HE3HAYUTEJIbHO WM OCHOBHBIE CUMIITOMBI ITapKMHCO-
HHU3Ma €111€ HE BbIPAXKCHHBI.

TakuM 06pa3oM, MOXHO 3aKJIIOYUTh, YTO IPUMEHEHUE HEHpPO-
(bU3MoNOrMYecKx MeTOHOB 00CIeNOBAaHUS TPENOCTABISET
BO3MOXHOCTb KCIOJIb30BAHUSI JOMOMHUTENbHBIX KPUTEPUEB
niddepeHManbHOM TMarHocTUKU DT 1 paHHUX TPOSIBICHUI
BII. Ucxons u3 moy4eHHbIX JaHHBIX, Hanbosee MHGopMaTuB-
HBIM METOJIOM SIBJISIETCSI PETMCTpAlIUST CAKKAIMUECKUX JBIKe-
HUH T71a3 ¢ MOCAEAYIONIMM aHATU30M JIATEHTHBIX TIEPUOIOB U
JIOJI MYJIBTUCAKKAI.
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Differential diagnosis of disorders manifesting with tremor on the basis of their clinical and
neurophysiological characteristics
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Key words: Parkinson’s disease, essential tremor, tremorometry, stabilometry, saccades.

To search for additional methods of differential diagnosis of
essential tremor (ET) and early-stage Parkinson’s disease
(PD), a clinical, psychometric, tremorometric, stabilometric
and electrooculografic study was carried out in PD, ET and
age-matched controls. Patients with ET had bilateral distribu-
tion of predominantly postural-kinetic tremor with slight
prevalence in one hand, and limb tremor often combined with
head tremor. PD was characterized by asymmetric debut of
clinical manifestations, as well as by rest and postural tremor
with slight hypokinesia and rigidity. The frequency of rest and
postural tremor was significantly higher than in the PD group.

Stabilometry revealed improvement of postural stability in
“Target-test” in patients with PD. In the dynamic “Evolventa-
test” patients with PD showed smaller statokinetic curve length
and lower center-of-motion velocity compared to healthy sub-
jects. No stabilometric changes were found in ET patients. In
contrast to ET, patients with PD were characterized by signifi-
cant increase in latencies of saccadic eye movements and frac-
tion of multi-step saccades; eye movements lateralization was
revealed on stage I of PD. Discussed is significance of the
obtained data for clinical practice.
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TIpoananu3uposana KauHu4eckas Kapmuna 604e3Hu y NAUUeHmos ¢ peOKUMU (opmamu MoluleyHoll ducmonuu, npodrcusarouux 6 beaopyccuu. 06cyicoenv: kau-
HuMecKle 6apuarmbl IMUX 3a001e8aHull U npedodiceHsl KomnaekcHble nooxodsl K ux mepanuu. Coeaacho MHO20AeMHeMY ONbIMY A8Mopos ONMUMANbHAS Mepa-
1S NUCHe20 CRA3MA, OPOMAHOUOYAAPHOU OUCTOHUU, KAMAMOKOPMUL, CeeMEHMAPHbIX U MYAbMUGOKANbHbIX (OPM MbIUIeHHbIX OUCHOHULL Q0ANCHA BKAKUANTD
UCNOAb306AHUE MeOUKAMEHMO3HOU Mepanui, uHseKyuil 6omyaomokcuna muna A, pusuomepanesmuueckoeo fevenus.

Kimouesbie cJ10Ba: MBIILIEYHAS JUCTOHMUA, MMCYMA CITtasm, OpOMaHI[I/I6YJTHpHaH JUCTOHUS, KAMIITOKOPMMUAI, 60TYHOTOKCI/IH

a CETOIHSIIHUI JeHb OOILECTIPUHATBIM CTaHAAp-
TOM JieueHHST (POKATBHBIX (POPM MBIIICUHBIX TUC-
toHuii (M]I) sBIseTCS TPOBEACHHE JIOKATBHBIX
UHbeKLUi 0otynoTokcuHa Tuna A (bTA) [2, 3, 5,
8]. B cOopHuKe o(ULMATIbHBIX peKOMEHIAIN
EBporeiickoii denepanun HeBpoormdeckux oommects (EFNS,
2006) mpemapatel BTA pekoMeHIOBaHBI Kak TiepBas JMHUS
JileyeHMs TIpU CHacTUYeckoi Kpupollee, Oaedapocnasme,
JIMIIEBOM remucrazme [4]. Dtu 3a0oneBaHus CTaIM Kypaodelb-
HBIMM, a peryjspHble MHbeKIMM BTA MO3BOJNSAIOT HE TONBKO
TIPEIOTBPATUTL TIPOTPECCMPOBaHME 0OJIE3HU, HO M KOHTPOJIM-
pOBaTh e¢ TeUeHHUE ITPU He3HAUNTETBHBIX IT000YHBIX 3((EeKTax.

Knunnueckue nposienenus MJ1 ype3BbluaitHo BaprabeIbHbI U
MHOT000pa3Hbl, BO3MOXHBI CaMble Pa3IMYHbIE COUYETAHUS
BOBJIEUCHHBIX B THIIEPKIHE3 MBI, [1py IeYeHNY TaIlMeHTOB C
CEerMEHTApHBIMHU, MYJIBTU(OKATPHBIMA U TeHEePATM30BaHHBIMI
(hopMamMu IMCTOHUY BO3HUKAET psifi pobieM. HacunbcTBeHHbIE
JBVDKEHUS PacIIPOCTPAHSIOTCS HA HECKONBKO YacTeid Tesla, uTo
OBICTPO TIPUBOIMT K BBIPAXCHHOMY HApYIICHUIO TEpeIBILKE-
HUsI, 3aTPYIHEHUIO CaMOOOCTYXMBAHUSI, PE3KOMY CHIDKEHUIO
COIMATBHBIX KOHTAKTOB M TIPO(ECCHOHATBHBIX HABBIKOB [I].
BBumy Toro, 4To rumepKuHE3Bl 3aXBaTHIBAIOT OOJIBIIOE KOJIITIC-
CTBO MBI, BBeAeHUE npenapata BTA Bo Bce MbIILILBI HEBO3-
MOXHO [6, 8]. Bo3HMKaeT MOTPEOHOCTh Pa3pabOTKK ONTHMAb-
HBIX cxeM BBeieHns BTA, momcka HOBBIX METOIOB KOMITIEKCHO-
IO JICYSHUS 1 peadMIUTalK OOJIbHBIX CO CJOXKHBIMU (hopMaMu
JVICTOHWY C TIeJIBIO TIOBBIIIEHMS KaueCTBa KU3HH, aJalTalliy NX
B IIpo(heCCUOHAIBHOM 1 COIMATBHOM cepax.

[Mucumit cmazm (I1C), opomanmubyaspHas auctonus (OM]I),
KaMIITOKOPMHUS OTHOCATCS K PENKUM U CIIOXKHBIM [UIS KypaLlun
opmam M. Tauwmentst ¢ I[1C OpicTpo TepstoT npodeccro-
HaJbHYI0 npurogHocTb, OM/I BbI3bIBaeT 3HAYUTENBHOE HAPY-
nieHue (GYHKUUM PevH, KeBaHUsl M TPUBOAUT K COLIUATBbHOM
Je3aIanTaly, a KaMIITOKOPMHUST COMIPOBOXKIAETCST BIpasKeH-
HBIMU HapylleHUsIMU Xoab0HI [7, 11]. JlaHHBIE POPMBI AUCTO-
HUM IJI0XO TONNAIOTCS MEIUKAMEHTO3HOMY JICUEHUIO, U
BOIPOC O 11e1ec000pa3HOCTH UX JieueHus mpemnapatamu bTA
ocTaeTcst OTKpHIThIM [10, 12].

IToaxoap K Tepanuu u peaﬁmmauun NMalnueHToB
C MUCYUM CHIA3MOM

ITon Habmonenvem B PHIIL HeBposorum m HelpoXupypruu
coctout 31 mauuenr ¢ I1C. CpeaHuii Bo3pact aedioTa 3a00e-
BaHus coctaBua 24,7x1,2 net (ot 7 mo 37 ner). B roHomeckomM
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Bo3pacte (mo 18 jer) 3aboseBanme paspuiioch y 6 (19,4%)
MalMEeHTOB, Y BceX OOJNbHBIX B e00Te 3a00/1€BaHUSI BO3HMKA-
na ¢okanbHaga ¢opma MJI, B ganbHeileM ITPOUCXOIUIIO
BOBJIeUeHUe Npyrux cermeHToB Tena. [lpu paszsutum I1C B
IOHOIIIECKOM BO3pacTe 3a00jieBaHKe Yalle UMe0 MPOTrpecch-
pyioliee TeUeHWE II0 CPaBHECHWIO C TPYIIIOM IAalMEHTOB C
Je60ToM 3a00eBaHys B 3pesioM Bospacte (x*=5,56, P=0,016).

[Mpu Havane 3aboneBaHus] B MOJOAOM BO3pacTe MalUEHTHI
YacTo TepeyJMBAIOTCS IMcaTh NPYyroil pykou, Tpoe (6,5%)
OOJIbHBIX OTMETWIM, YTO CMOIIM HAYYMThCS IHUCATh APYroii
pyKoii, ogHako y aBoux umx Hux I1C pa3Buicsd u BO BTOpOI
KoHeuHocTH. Hammame pemuccnii misa I1C He XapakTepHO; O
JaHHBIM aHAMHe3a, BpPeMEHHbII perpecc CUMIITOMOB 60JIe3HI
OTMETHJT TOJIBKO O1¥H (3,2%) MalMeHT.

st o0beKTUBU3AIMU CTETIEHU BBIPAKEHHOCTU AWUCTOHUYE-
CKMX JBMXXEHUN B pyKe HCHOJb30BaJIM MEXIYHAPOAHYIO
mkany Burke-Fahn-Mardsen [7]. B rpynme HaOmromaemMbIx
MALMEHTOB BRIPAXXEHHOCTh TUCTOHMM B pykKe 110 IiKane Burke-
Fahn-Mardsen cocraBuia 3,410,5 6anoB, creneHb Hapylle-
Hus GyHKUIMY nmucbMa — 2,7+0,4 6anna.

YV 18 (58,1%) mauMeHToB HaOJI0MaI0Ch CrMOaHME KUCTH M
MaibleB MPY MHUCbMe, pasrubaHue 3aUKCUPOBAHO B 3HAUM-
TENIbHO MEeHbIIeM KomndecTse ciydaeB — Y 7 (22,5%) GONbHBIX,
y HeOOJIBIION YacTy mauueHToB (6 0obHBIX, 19,4%) umencs
TPEMOP PYKH MPH TUChME Y HATIPSIKEHUE MBIIIILL TIPETLIEUbs,
KOTJIa HeJb3s1 OBLTO BBIAEIUTD HATIPABICHUE TIPeUMYIIECTBEH-
HOTO IMCTOHMYECKOTO COKPALICHMSI.

Mo TeyeHmo 3a60neBaHMsI BBIIC/SIN: CTALIMOHAPHOE TEYCHUE
—y 10 (32,3%) nauueHToB, MEMLIEHHO-IIPOTPECCUPYIOILEE — Y
15 (48,3%), mporpeccupytommee — y 6 (19,4%). Tlpu anammse
aHaMHe3a YCTaHOBJICHO, YTO IIPOrPeCcCUpYIONIee M MEMLICHHO-
TIporpeccupyloliee TedeHre HabMoIaIoCch TIPEUMYIIIECTBEHHO
y MALUEHTOB, Y KOTOPBIX COXPaHSIACh MHTEHCUBHASI HAIPY3Ka
Ha PyKy B BMJ¢ IIMCbMa M KOTOpbIE HE UMeIM BO3MOXHOCTH
U3MEHUTS ycoBus Tpyaa (y’=4,37, P=0,02).

[lpu mepBuuHOM ycTaHoBIeHMM nuarHo3a [1C mpoBoamiach
Oeceia ¢ MaLUeHTOM O HEOOXOAMMOCTH OIPAHUYUTh IIPOAOIIKM -
TEJIbHOCTD MMChMa B TEUEHHUE JHS, OOBSICHSTIACh BXXHOCTh ITpa-
BWJIHOCTH TIO3bI TIPY MTHChME (MCKITIOYEHNE TIMChbMA B BHIHYXK-
JIEHHOM 1103€, HA KOJIEHSIX U T.IL.), IALMEHT MOJy4al peKOMEH-
JIaLlvK TI0 PalMOHaTbHOMY 000PYI0BaHHUIO PabOYEro MeCTa 1 110
BO3MOXHOCTM MWHUMU3MPOBaTh MUCbMO. C TOBCEMECTHBIM
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TOSIBJICHUEM TIEPCOHATBHBIX KOMIIBIOTEPOB BAPUAHT Iepexosa
Ha 9JIeKTPOHHBII BapHaHT BeACHMSI Pa3TNUHBIX BUIOB JOKYMECH-
Tauuu ctan bonee noctynHeIM. B nediote I1C 6b110 3¢ deKTUB-
HO TPMMEHEHUE PYYyeK ¢ MATKMM HaXMMOM Iepa (TejeBble,
KamWUIAPHBIE, YePHUIIbHEIE). JIOCTaTOUHO NeCTBEHHBIM OBLIO
MpUMEHeH1e 3prOHOMUYECKOl aBTopyuku PuHr-IleH.

AHanu3 pe3ynbTaToB JIeUeHUSI B aHAMHE3e, a TaKXKe Ha3Haye-
HUE KypCOB DPAa3JMUYHBIX TPYMI MpernaparoB, MOATBEPIMUI
HeahheKTMBHOCTh MeTnKaMeHTo3Hoii Teparuu [1C.

[pu cObope aHaMHe3a 1 aHATM3¢ aMOYIATOPHEIX KapT IAIIMEHTOB
BBISIBJIEHO, yTO maimeHT ¢ [1C obparuaics K Bpayy B CpeqHeM
yepe3 1,2 rona mocJie MosiBAeHYsI MEPBbIX CUMIITOMOB 3a00J1eBa-
nust. Tonsko y 10 (32,3%) 1pu mepBUYHOM OCMOTpE HEBPOJIOra
ObL1 BbIcTaBneH auarHo3 I1C, 4Tto MoxeT ObITh CBSI3aHO C pa3HoO-
oOpa3veM KIMHUYECKMX kanob u mpossiaeHuit [1C.
Oc0o0eHHOCTEIO TIEPBIYHBIX TIPOSBICHNI SIBJISCTCS TOSIBIICHUE
HACWJIbCTBEHHBIX IBIDKEHUI MPU HAMCAHUM HECKOJIBKMX CTpa-
HMII, YaCTO CBOM OIIYIIEHUS MAIIUeHTHI OTTUCHIBAIOT, KaK «00b»,
«CNaboCTh», «OHEMEHME», «IPOXaHUE» B PyKe IPH IIHCHME.
YacTb 00JIbHBIX KypUPOBaJach ¢ JMarHo3aMu 1IepBUKOOpaxua-
TMH, CUHIPOMA 3aISICTHOTO KaHajla, STIMKOHAWINTA, ¥ JIULIb ITPH
HapacTaHWX CHMIITOMOB 3a00JICBAHMS B MOCTICAYIONIECM BBICTaB-
Jisics KoppekTHbIi auarHo3 T1C. [t obnerdeHus: AMarHOCTUKA
MepPBLIX MPOSIBICHUI TMCYEro cra3Ma HaMu pa3paboTaHa
«AnKema 0n51 panHeeo 6bIA6ACHUS NAUUEHIMOB C NUCHUM CHAZMOMY.

JlokanbHble HbeKLIMT BTA npuMeHsUIMCh MpU BhIPAaXKEHHBIX
dopmax I1C, korma HaCUIBCTBEHHOE COKPALLIEHUE MBIIIILL PYKU
BO3HUKAJIO MPU HANMCAHUU HECKOJIBKUX CJIOB, & OCTAIbHbIE
METOIBI Tepalmiy W peadMIMTalmK ObUTH ¥cuepraHbl. [1pu
MPOBEACHUY UHBEKLUI BBIOMPAIM HanboJee 3aMHTEPECOBaH-
HbI€ MBILILBI, KOTOPbIe 00Jiee aKTMBHO YYacCTBOBAIU B TMIIEP-
KMHe3¢ MO0 BOBJIEKANUCH B IIPOIECC MEpBRIMU. B KawecTse
BCIIOMOTATeIbHBIX METONOB I OMNpeNeSeHUS OpPUEHTUPOB
npu BBefieHUU bTA ucnonb3oBaniuch coHorpaduyecKuii KOHT-
poib 1 DMI -muarHocTrKa; nccIenoBaHKe POBOIMIOCH KaK B
MOKOE, TaK U Ipu mucbme [1].

Jleuenue 6otynorokcuHoM nosyuuiu 11 mauuenros ¢ I1C. o
1 TI0CJIC HHBEKIMH OLIEHUBAINCH TIOUEPK MMAIMeHTa, CKOPOCTh
MUChbMa, TPEUMYIIECTBEHHBII pPUCYHOK THIIEPKHUHE3A.
Hawubonee yacTo MHBEKIMU TPOBOAUIMCH B IOKTEBOI U JTyue-
BO CcrubaTeny KWCTH, KPYIJIBIA IIPOHATOP, ITOBEPXHOCTHEIC
crubarenu majblieB, pexe — B TIy0OKue crubaTeny Maables,
IUICYEeTYYEeBYIO MBI, CYMMHATOp, pa3rubareqd KUCTH U
nanbieB. Jloza aucnopra («Wncen», BenukoOputanus) Ha
oIHO BBeeHUe Konebanachk ot 150 mo 300 EII.

DddeKT oT NeyeHus] OLEHMUBAIN Yepe3 1 Mec, MOJTOXKUTENbHYIO
JIMHAMUKY B BUIE YBENMYECHWS] CKOPOCTH TMChbMa, YIydIIeHUS
Pa3dOPUMBOCTH TT0UYEpPKaA, YMEHBIICHUSI 6oeit 1 mickoMdopTa B
pyKe Ipu nuceMe Habmonam y 7 (63,7%) nauuentos. [1pu najb-
HelileM HaOJIONeHUH Yepe3 3 Mec XOpOIInil CToKui 3¢ ek
3aukcupoBaH y 4 (36,3%) naumentos ¢ [1C, y 2 n3 Hux HabTI0-
JAJIOCh MPEUMYILECTBEHHOE Pa3TMOaHue KUCTU U TAJIbIIEB IPU
MucbMe, y 2 — crubaHue KUCTU U MaiiblieB. DddekTa He oTMeva-
1y 4 (36,3%) malmeHTOB, TIpUYeM Y 2 U3 HUX HAGII0AANOCh
npeobaagaHue apoxkaHus mpy mucbMe. Cepbe3HBIX MOOOYHBIX
addexToB He oTMeyam. ToJIbKO OMH MALMEHT MOXKAaIoBaJICI Ha
TIPEXOISIIYI0 HEMOBKOCTD (C 3-if 10 5-10 Helelm) B yKa3aTelb-
HOM TIaJIbLIe TIPaBOii PyKH MPH HaABIMBAHUH Ha JIEBYIO KHOIIKY
MBIIIH JUTSI KOMIIBIOTEPa, HO TIPY 3TOM OLIEHMIT 3(dEKT OT Jieve-
HUS KaK OTJIMYHBIHN, T.K. TOYEPK CTajI 00jIee pa300pIMBEIM, CTANIO
BO3MOXKHBIM TIPOIOJIKUTETLHOE ITHCHMO.
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BeposiTHo, A mocTuxeHMs Jydiiero sddekTa Tpedyercs
MpOBeICHNE TTOBTOPHBIX MHBEKIMI BTA co cMeHO# MBIIIII-
MHUILIEHEN 11 BBeICHMS IIperapara, a TakXe YBeIndeHUe J03bI
TOKCHUHa, 00Jiee TIIATebHbIX BBIOOP MHBELIUPYEMbIX MBILIILI.

HaxkomneHHbIi1 OMBIT MOKA3bIBAET, YTO paHHSSI IUATHOCTUKA 1
ycrenHas tepanusi cumntoMoB I1C SBISOTCS KPONOTIMBBIM
3aHATHEM, TPEOYIOT MHIMBUAYATbHON PAOOTHI C MALMEHTOM.
BaxxHo cBoeBpeMEHHOE YCTAHOBICHHWE AMArHO3a MPU Havyaslb-
HBIX iposBiIeHsIX I1C, Koraa Bo3MoXHa HeMeIUKaMEHTO3HAs
KOppeKLMsI CUMITOMOB Oone3Hu. [Ipumenenue tepanun bTA
onpapaaHo npu Tsxeabix popmax I1C, korna apyrve MeToabl
Tepanuu ¥ peabuiInTaluu ucuepraHbl.

IToaxoapl K Tepamiu MAMKEHTOB ¢ OPOMAHTHOYISAPHOI
JTUCTOHHEH

Cumnrombl OM/I pa3HO06pa3Hbl M MHAMBUAYATbHBI Y KAXI0-
ro nauuenta. B 2002 r. Tinther u Jankovic Beigeanau 7 oCHOB-
HbIX TUIIOB OM/I:

1. lucToHnYecKoe cBeaeHue yemocteii (jaw-closing dystonia).

2. [lucToHnYeCcKoe pa3BeieHue yeocTeil (jaw-opening dysto-
nia).

3. JIucroHnyeckoe cMellieHHe HIDKHeN yemtocTu (jaw-devia-
tion dystonia).

4. IlepnopaibHas AUCTOHUS WU TUCTOHUS ry0 (perioral dysto-
nia).

5. JIunreanbHas nuctonus (lingual dystonia).

6. ®apunreanpHas muctonus (pharyngeal dystonia).

7. KombmamposauHasie popmbel OM]I (combination).

B PHIILL HeBponoruu 1 HEMPOXUPYPrUM TO[ HAOMOICHUEM
cocrout 25 manuentoB ¢ OM/I, u3 Hux y 11 (44,0%) nauuex-
ToB OM/I Habsomanach Kak OAMH U3 CUMIITOMOB CEIMEHTap-
Hoit MJI. Cpennuii Bo3pact GonbHbIX cocTaBun 49,6£8,1 ner,
cpenHuii Bo3pact Aebiota 3aboneBaHust — 38,518,6 et (Hau-
Oonee paHHee Havyano — 27 JieT, HauboJee mo3aHee — 53 roaa).
CooTHollIeHre MYXUMH 1 XeHMH — 1:1,08. JInucToHMYecKoe
cBeleHue yenocTeil Habmomantoch y 6 (24,0%) malueHToB,
JMCTOHMYECKOe pa3BeneHue democteil —y 7 (28,0%) O0IbHBIX,
JIVCTOHMYECKOEe CMellleHne HinkHeil uemoctd — y 2 (8,3%),
nepuopaibHas quctonus — y 2 (8,3%), AMHrBaibHAs IUCTO-
Husg — y 2 (8,0%), dapunreanbHas guctonust — y 1 (4,0%),
KoMOMHUpoBaHHbIe hopMbl OM/T —y 5 (20,0%).

Bce mammeHTB 0BT OCMOTPEHBI YeTIOCTHO-TAIIEBEIM XUPYP-
rom: y 15 (60,0%) GbUM BBISIBIEHBI HapyIIeHUs MpUKyca, y 19
(76,0%) Oblma HapylleHa LEJTOCTHOCTh 3yOHOTO psima, y 12
(48,0%) BBIsIBIIEHA MATONOTKS HIKHEYETIOCTHOTO CcycTaBa. Tpoe
(12,0%) manueHTOB CBsA3aIM CBOE 3a00jIeBaHUE C KCTPAKIIMei
3yba, ouH (4,0%) — ¢ omepaTHBHBIM JIeYeHHEM IT0 TIOBOJY Taii-
Moputa, ofauH (4,0%) — ¢ TpaBMO# B 00J1acTH 4YemocTH. Beem
HalKMeHTaM, MMEIOIM HapyILIEHUEe LENTOCTHOCTU 3yOHOTO psifia,
OBbUTO TIPEIJIOKEHO BBITIOJIHUTL TPOTe3upoBanue; y 7 u3 19
HaOJTIOaNCs IOCTETIEHHBINM Perpecc CUMIITOMATHKY 0e3 IPyThX
MeTonoB BoeiictBust. HapylieHue aHaToMo-(QU310N0TMYeCKHX
B3aMMOOTHOIICHUII B YENTFOCTHO-JIMLIEBOM 0OONACTU SIBISIETCS
OJIHUM U3 IYCKOBBIX MEXaHU3MOB BO3HUKHOBeHUs OM/I.

Y 5 (20,0%) naiueHTOB HAGIIIOAATACH ONOXUTENbHAS J1HA-
MUKa Ha (oHe MpueMa MpernapaToB U3 TPYIIbI OeH30IMAa3eTIN -
HOB (KJoHa3emaMm), y 4 (16,0%) uMencst CTOMKUI MONOXUTENb-
Hblii 3¢ PeKT Ha PoHe MpreMa XOJMHOIUTUKOB (TpUrekcude-
HUIWI, TUKJIONO0).



OPUMVHATTBHBIE CTATBW. Knunuyeckast HeBpoAoTus

Muvexuun BTA npuMeHsUIMCh Y MAUUMEHTOB IPU HEI0CTaTou-
HOM 3¢ deKTe 0T MeAMKAMEHTO3HOM Tepanuy U MpU HATMYUU
CTOWKOTO M BBIPAXXEHHOTO XapakTepa TMIepkuHe3a. Tepamust
BTA ocyectsisiiach B 30HbI, KOTOpbIE 00J1a1a10T HAUMEHbILEH
CTETIeHbIO PUCKA Pa3BUTHUS MOOOYHBIX 3(h(HEKTOB: XKeBaTebHas
MYCKYJIaTypa, CpeaIuHHas IPyIa MOBEPXHOCTHBIX MBIIILL LIEH.
HM3-3a BBICOKOTO prcKa HeXenaTebHBIX PeaKInii MHbeKIIUN B
MBIIILIBI SI3bIKA, TY0, IIOTKM HE BBITOTHSIIUCD.

MNubekumu BTA npu OMJ Oblu BbINONHEHB! 14 maleHTam.
B cnoxHbIX ciydasx BBEeAEHUE OCYLIECTBISIOCh COBMECTHO
BPaYOM-HEBPOJIOTOM U YEIOCTHO-JTULIEBBIM XUPYproM. Beioop
MBIIII[-MUAIICHEH OMPEAeNsiCsS BU3YaJbHO W MalblIaTOPHO,
JUISL OTIpEfieIEHNs] OPMEHTHPOB BBENECHUS B MBIIILIBI TTOJOCTH
JIHA pTa MHBEKIUU OCYIIECTBISLIUCH MPU COHOTrpaduueckoM
KOHTpoJIE. ¥ 5 MallMeHTOB MPEeBATMPOBATIN CUMIITOMBI TUCTO-
HUYECKOTO CBEICHUSI YeJTIOCTel, U3 HUX Y OMHOM MaIlMeHTKH
HaOJIonaCcsl TPU3M U OPYKCH3M CO CMEILEHUEM YeTIOCTH B
CTOPOHY, U3-32 KOTOPOro 60JIbHAsI HEe MOIJIa OTKPBITh POT, €CTh
TBEpIYyIO THIILY, COMYTCTBOBAN BHIPAXEHHBIN 00JEBOI CHH-
ApOM, NoTeps Macchl Tena. [Ipu AMCTOHMYECKOM CBEIEHUU
YeIocTeil MHBEKIIMU OCYLIECTBISINCh B XeBaTeJIbHbIE U
BUCOYHBIE MBIIIIIBL. Y OTHOU MAIMEHTKY C HATNYMEM CTOUKO-
IO CMELICHHUSI YETIOCTU B CTOPOHY B KAUECTBE MbILIIBI-MUILIE-
Hu 1714 BBeneHus1 bTA 6buta BriOpaHa MequanbHast KPbUTOBUII-
Hasg MbIna, uHbekims BTA ocylecTBisiiach co CTOPOHBI
nonocty pra. Y 9 4enoBeK MHbEKIMU BBITIOTHEHBI IPH TUCTO-
HUYECKOM pa3BelieHMM yenocTel, BBeneHue bTA ocymiecTs-
JISIOCH B TIepeiHee OpIOIIKO JBYOPIONTHOW MBIIIIIBI, YeTIOCT-
HO-TIOIBSI3bIYHYIO MBIILILY, TTOA00POJOYHYIO MBIILILY, TTOBEPX-
HOCTHYIO0 Mbiity 1meu. CpenHsist no3a npenapata bTA (muc-
nopt) cocraBuna 220125,0 EJl, ucnonb3oBajioch pa3BeneHue
500 EJl Ha 1,0 M1 pu3ronornyeckoro pactsopa.

[Ipu qrcToHMYECKOM CBeeHUH YemocTeit yepe3 30 qHel mocine
HMHDBEKLIUU Y BCeX MaLMEHTOB HAa0II0AaI0Ch YIyUllleHUe B BUE
YMEHBIIIEHUS] BHIPaXKCHHOCTH HACUIBCTBEHHBIX IBIDKCHUI,
VIy4IIeHUsT peud, KeBaHUs. MIHbeKIMS CO CTOPOHBI MOJOCTU
pTa B MeIMATBHYIO KPBUIOBUIHYIO MBIIIIY Y TIAIMEHTKH C JlaTe-
paJbHBIM CMEIICHMEM HIXKHEH YeTIOCTH COIpPOBOXIAIach
XOPOLIMM MCXOIOM — Y MAlMEHTKX HOPMAJIM30BajIach peub, OHA
CMOIJIa IPUHUMATH Y ITePeXXeBbIBATH TBEPAYIO Ty, [1000YHBIX
addexro or BBeneHus: BTA mpu AMCTOHWYECKOM CBEAECHUM
yenmocTelt He Ha0moaanoch. AhdeKTUBHOCTb MHBEKIIMIA COXpa-
HsJ1ach B TeUEHME JJIUTEJBHOTO BpEMEHU, B CPEIHEM B TeUSHUE
5—7 mec. Ilpu oMCTOHMYECKOM pa3BEeIEHMU YeJIIOCTel Tocie
unbekiu BTA HaOmoganu ynydieHue y 5 U3 7 MalMeHTOB,
0IHaKo 3(PPeKT Tepanuu ObLT KpaTKOBPEMEHHBIM M COXPaHSLI-
cq B TeueHue 1—2 Mec. B omHoM cirygae mocie nabekiyin BTA ¢
7-x 110 15-¢ cyTK1 Habmopanach aucdarus yMepeHHoO cTereHu.

JleyeHue cerMeHTApHDIX, MYIbTH(OKAILHBIX H APYTHX (hOPM
MBIIIEYHbIX JHCTOHUIA

Ha nepBbIx aTamax Tepamnuu cerMEHTapHbIX, MYJIbTU(DOKATb-
HbIx ¢opM MJI HaszHayagoCh MEAMKAMEHTO3HOE JieYeHUeE.
Haub6onee s3pdexTrBHBIMY ObLIM TPOM3BOAHBIE OEH3011A3E-
NMUHOB (TIpermapaTtoM BbIOOpa SBISETCS KJIOHA3EMaM).
MuopenakcaHThl LIEHTpaJbHOro AeiicTBUs (0akaodeH, cupaa-
JIyMl, MUZIOKAJIM) WUCTIOJIb30BANIUCD ISl YMEHBIIEHUST TOHMYE-
CKOTO KOMTIOHEHTa, MpernapaThl JeBOAOMbl (HAKOM, Majfomnap,
CMHEMET) — IPY Havajle B IETCKOM U IOHOIIIECKOM BO3pacTe U
y JIMII C OTATOLICHHBIM CEMEWHBIM aHaMHe30M, Oojiee penKo
MIPUMEHSIIUCh XOMMHOMUTUKY, GeTa-aipeHo0I0KaTOphI, aTh-
MTUYHBIE HEUPONCTITUKY.
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Tepanus penkux GOpPM MbILLIEYHbIX UCTOHMIA

C 1enpio ompeneseHUs TOKa3aHUI K Ha3HAUCHUIO aHTUIEC-
MIPECCAHTOB UCIOIb30BAICS OOJBHUYHBINA OMPOCHUK TPEBOTU
u penpeccur (mkana HAD), comepxamuii 2 mxanasl (Iist
BBISIBICHNSI HEBPOTUYECKOM TPEBOTH M IEMPECCHM) M BKIIIO-
yatomuii B ce6s 14 BOMpocoB, Mo 7 Ha KaxOylo M3 LIKa.
Cymwma 11 6as110B 1 60Jiee CBUAETEIbCTBOBAIA O HATMYMU 3MO-
IIMOHATBHOTO AUCTPecca y MallMeHTa U SBJISUIACh TIOKa3aHUEeM
JUISl Ha3HAYeHUsT aHTuaenpeccanToB. [IpennoyTeHue oTaaBa-
JIOCh CEpPOTOHMHEPTMUECKUM aHTHACTIPECCAHTAM.

V 0OJIBIIMHCTBA MALIMEHTOB B KOMIDICKCHOM Tepaniy IpruMe-
Hsmch uHbekun bTA. JI100y1o 13 cerMeHTapHbIX UM MYJIb-
TUGhOKaNBHBIX dopM MJ] MOXHO YCIOBHO pa3ieluTh Ha
HEeCKOJIbKO (DOKaTbHBIX (popM. TIpy onpeneneHNN MOKa3aHUI
Juist uabekuuit BTA BrIOMpanuch cerMeHThI, HanboJiee BOBIE-
YeHHbIE B TMTIEPKUHE3 1 BBI3bIBAIOIINE HapylieHue QYHKIMI
U TIepeABIXCHNSL.

IIpy HanMYMKM KaMOTOKOPMUU B KIMHMYECKON KapTuHe MJL
unbekiuu BTA mnpoBomunuch § mamueHTam, MPH 3TOM
ucnonb3oBanuch 6onbime no3bl: 1000—1500 EJl mpenapara
micriopT. Y 7 u3 8 OONbHBIX HaOIoganach IONOXKUTEIbHAS
JUHAMUKA: YMEHBIIWINCh MHTEHCHMBHOCTh TMIIEPKMHE3a U
CTeTIeHb HAINPSKEHMSI MBI, Hapoc 00beM JABMXECHUM, HOp-
MaJlM30Bajgach IOXONKA, YMCHBINMICS OONEBON CHHIPOM.
JlocTUTHYTHINM 3(Q¢GeKT ObLT TOCTATOYHO MPOAOKHUTETbHBIM
(ot 2 0o 8 mec). Ilpu BTA-Tepanuu cerMeHTapHBIX, MYJILTH-
(bokanbHBIX U TeM OoJiee reHepaan30BaHHbIX hopM Ml HeBO3-
MOXHO YMEHBIIUTb TMIIEPKUHE3 BCEX BOBJICUEHHBIX B IATOJIO-
TMYECKUI MPOLIECC MBILIILL, OMHAKO MTPOBEAEHHAs Teparus Mo3-
BOJISTa YMEHBIIUTD J03BI METUKAMEHTO3HBIX IIPEIIapaToB.

B xommnexcHoit Tepanuu M1 1IMPOKO IPUMEHSIIMCH METO/IbI
(buznoTepaneBTUYECKOro BO3AEHCTBUS, TaK1E KaK MAaTHUTOTe-
pamnusi, Ja3epoTepanus, JMaaiHaMU4ecKue TOKU, CBeToseye-
HUe OMONTPOHOM U Ip.

B mpotiecce KOMIUIEKCHOTO JieUeHMsI HAMU TIPOBEEHA OLIEHKA
3 hEeKTUBHOCTH TPAaHCKPAHUATBHOM 3IEKTPOTEPATTUU C UCTIONb-
3oBaHue ycrpoiicta «Paamyc-01 Kpanuo». [TpumeHsiuch cre-
JyIOIINe METONUKU: SJEKTPOCOHTEpaItyisl, TpaHCKpaHUATbHas
9MieKTpOaHaIbre3usi,  Me3omusHUedanbHas  MOIYJISILHS.
IMponeyeHo 32 nauueHTa ¢ pasnuyHbMU popmamu ML, momyye-
HbI TTOJIOKUTENTbHbIE PE3YIBTATHI JIEYEHUS] METOIOM TPAHCKPaHH-
ATbHOI 371EKTpOAHAIbIe3MHU MAlMEHTOB C HATUYMEM BbIPaXeH-
HOro 0OJIEBOTO CUHAPOMAa B KIMHUYECKOW kKaptuHe MII.
3auKcupoBaHO YMEHbBIIEHUE TOKa3aTeiell 0OMM Mo IIKae
BAIII mocne mposeneHus Kypca u3 8—10 mpouenyp — ¢ 4,810,9
10 2,910,7 6annos.

[lpuMeHeHUE BIEKTPOCOHTEPAIMU U Me30AUdHIIE(haTbHOI
MOIYJISALUK ObLT0 3(P(EKTUBHO TIPU HATUUMU TPEBOXKHO-
JIETPECCUBHOTO CHHAPOMA: HAGII0AaNoCch CHUXEHHE TOKa3a-
tenst o mkane TO/ ¢ 9,5£0,8 no 6,3£0,7 Gawios.

B PHIILI HeBponoruu 1 HEMpOXUPYPIUU OIBIT MPUMEHEHUS
BTA nacuutsiBaet yxe 11 net. B Pecniyomke benapych mpose-
neHo 6onee 1700 unbekumii bTA. TlepeyeHb moka3aHuii st
BBeneHuss bTA nocrossHHO paciupsiercs. [lpu Beibope mMeTo-
JI0B JieueHus peakux ¢popm M]I BaxxeH UHIUBUAYATbHBIN IO/~
XOJ1, IPUBJIEYEHUE CMEXHBIX CMIELIMATUCTOB, B T.4. U IS TIPO-
BeleHus JJoKanbHbIX MHBbeKUui BTA. BBuny manoii pacmnpo-
CTPaHEHHOCTM MATOJOTMU HEOLIEHUM IOCTOSHHBbIM OOMEH
OMBITOM MEXIY CMeUUaTuCcTaMU IO JICYEHUIO JaHHBIX (HopM
SKCTPAaMPaMUIHON MaTONOTHH.
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Complex approach to the therapy of rare forms of dystonia

S.A. Likhachev, T.N. Charnukha, S.A. Navosha, V.F. Melnic, A.V. Borisenko, G.V. Zabrodzetc, N.I. Charnenka, G.V. Zobnina

National Research Center of Neurology and Neurosurgery,
Belarus State Medical University,
National Hospital of the Ministry of the Internal Affairs (Minsk, Belarus)

Key words: dystonia, writer’s cramp, oromandibular dystonia, camptocormia, botulotoxin.

Neurological manifestations of the disease in patients with rare
forms of dystonia residing in Belarus are analyzed. Clinical vari-
ants of these dystonias and possible methods of their complex
treatment are discussed. According to extensive long-term expe-

rience of the authors, optimal treatment of writer’s cramp, oro-
mandibular dystonia, camptocormia, and segmentary and mul-
tifocal forms of dystonia should include different medications,
injections of botulotoxin and physiotherapy.
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TIposedero uccaedosatrie saeKmpuueckoil akmugHocmu Mo3ea y 60AbHbIX paccesibim ckaepo3om (PC) 6 3agucumocmu om HaAUus 6 KAUHUECKOI Kapmute
yenmpanvroeo 6onesozo curdpoma (LIBC). Ilpu eeo nanuuuu 8bis6aeH0 NOGblUeHIe CHeKMPAAbHOU MOWHOCIU DACKMPUMECKOl GKMUBHOCTY MO32a 8 BUCOY-
HbIX 0MBe0eHUSX NPagoeo NoAywapus 6 duanazonax 6- u ff 1-uacmom u nogviuienue MOWHoOCMY S2-GKMUGHOCHU 8 3MbLAOYHBIX, MEMEHHbIX U BUCOUHBIX OMee-
denusx oboux noywapuii. Iloayuennvie OanHble U pe3y1bmambl nPOGEOHHbIX Paree UCcAe008aHUI NPY NAMOAOUYECKUX COCIOAHUSX, CBA3AHHBIX ¢ pac-
CIPOTICMBOM HepeHOIl pe2yAsyul, cUOemenbCmeyiom 0 moM, Ymo yeeauuerue MOWHOCIU Pummos 3nexmposnyepanoepaduu (931) 6 svicoxouacmomnom
duanasore moxcem Obimb YHUBEPCAALHBIM ROKA3ameseM, ompadxcaiouum usmerenus desmensiocmu L[HC npu nasuuuy namosoeuu, € m.u. npu pazsumuu

UeHMpanbHo20 0601e6020 CUHOPOMA.

Kmouesble c10Ba: paccessHHBIN CKEpO3, HeBpomaTHuecKas 001b, LIEHTPATbHbII 001€BOM CHIPOM, 3MEKTpHYecKast akTHBHOCTb Mo3ra, DO

ACCESTHHBIM CKJIePO3 — XPOHUYECKOE IEeMUETMHHU-

3upyolee 3abojeBaHME LEHTPaJbHOW HEPBHOM

cucteMbl. OcHOBHbIMU  mposiBaeHUsiMu  PC

SIBJISIIOTCS. PacCTPOMCTBA NBMKECHHUI, KOOPAMHA-

WU, YYBCTBUTEIbHOCTH, 3peHusl, QyHKIMIA Ta30-
BHIX OPraHOB, HEHPOICHUXOJOTMIYEeCKHe HapymeHus [13].
CymecTBeHHOE BIMSHME Ha Ka4ecTBO XU3HU 0ombHBIX PC
oKa3bIBaeT XxpoHuueckuii 0oneBoii cunapom (bC), koTophiit,
0 Pa3HBIM JaHHBIM, BcTpeuaeTcs B 50-85% cnyuaes, cpenu
KOTOphIX 25-30% cocTaBisieT LieHTpalbHblil 00JI€BOM CUH-
apom [32, 39].

LIBC ompenenstor kak bC, Bo3HUKawomMit Py MOBPEKAECHUM
CTPYKTYp LEHTPaIbHOU HEPBHOW cucTeMbl [32]. MexaHu3Mbl
LEHTPAIbHBIX 00JIEH SIBJISIIOTCS CIOXHBIMU U 10 KOHLIA HE U3Y-
YeHHbIMM. B HacTosiiee BpeMss HET OXHO3HAYHOTO MHEHUS
oTHocuTebHO TeHesa [IBC, B T.u. mpu PC |9, 16]. IMonarator,
4To omnpenensionee 3HayeHue B pa3putuu LIBC nmeer mopa-
XeHUE CITMHOTANIaMOKOPTHKAIbHBIX TyTel ¥ HapyIIeHHe MPo-
BeJIEHUST HOIIMIETITUBHON WH(OPMALIK, YTO OBUIO TTOKA3aHO
B psae paboT ¢ UCIONb30BaHUEM KIMHUYECKMX M Helpodu-
3MO0JIOTMYECKUX METONIOB MccaenoBanus [12, 32]. O6cyxnaercst
Tpejipacrioniararoiasi pojib MCUXOJIOTUYECKUX U TIOBENeHYe-
ckux @akropos B pazputuu LIBC [31].

[To nannbiM B3I, y yactu 0onbHBIX PC HabmonaoTcst u3Me-
HEHUS 3JeKTpUYeCcKoii akTUBHOCTH (DA) Mo3ra B BuIe 1ud-
(dy3Horo 3amemieHus GoHoBoit DI ¢ MympTH(OKATBHOI
MOJUCIANKOBOM AKTUBHOCTBIO, CTEIIEHb KOTOPOW MMEET
TeHAEHIMIO K YBEJIMYEHHUIO TI0 Mepe HApacTaHUS TSKECTH
3aboneBanus [33]. AHanu3 DOl B yCIOBUSIX TeCTUPOBAHUS
OonbHbIX PC ¢ KOTHUTUBHOI Harpy3koii, KOTOpPYi0 aBTOPBI
HCIMONb30BAIM B KAayecTBE CTPECCUPYIOIIEro (akropa,
BBISIBIIT M3MEHEHNS DA Mo3ra B 6eTa-2 M TaMMa-9aCcTOTHBIX
Jrana3oHax y MalieHTOB ¢ PEMUTTUPYIOIei opmoii 3a00-
neBaHus [40].
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N3menenns DO npu HeBpomaTUuecKoil OONM CBA3BIBAIOT C
Pa3BUTHEM TalaMOKOPTHKaIbHOW mu3putmuu [34, 36]. ¥V
MAIIMEHTOB ¢ HEBPOIIATUYECKOI O0JIbIO OBIIIO BBISIBICHO TIOBHI-
LIEHHE CIIEKTPaIbHOI MOIIHOCTA DA MO3ra MpeUMyILeCTBEH -
HO B TeTa- U MeAJIEHHOM OeTa-IMana3oHax yacToT. OqHaKo B
HaCTosIIIee BpeMsl HET JaHHBIX O XapakKTepe M3MEHEHHS DA
mo3ra ipu LIBC y 6onbHbIX PC.

Llenp HacToOsIIIIE! paOOTHI 3aKITI0YAIACh B U3YUYCHUU DA Mo3ra
y 6onbHBIX PC B 3aBucumoctu ot Haauuus LIBC, ocobeHHo-
CTei KITMHIYECKUX U TICUX0(DU3NOTOTHIECKIX TTOKA3aTeNei.

Halll/leHTbI W METOJbI HCCJICTOBAHUA

DJIEKTPUYECKYIO aKTUBHOCTb MO3Ta OLIEHUBAIN MeToA0M DO’
y HALMEHTOB C JOCTOBEPHBIM AuarHo3oM PC B cOOTBETCTBUM C
KputepussMu MaknoHanbna [13].

BceM marnueHTaM MpoBOAMIOCH MPEABAPUTEILHOE KOMILIEKC-
Hoe 00CIeoBaHNe, BKII0YABIIee KIMHIIECKOES HEBPOIOTYE-
cKoe 00c/ie0BaHKE; KIMHUKO-TICUX0J0THYeCKoe 00cen0Ba-
HUe ¢ MPUMEHEHMEM LiKan aenpeccun beka [1], TpeBoxxHOCTH
Cnun6eprepa [1], katactpoduzauuu [38]; ucrnoab3oBaHUEM
onpocHuka SCL-90R [21], omeHKOIi CTpaTeTuii MpeomoIeHIs
oonu [23], yromnsgemoctu [27]. st BepuuKauuu AuarHosa u
JIOKaJIM3allM1 04aroB mopaxeHust nposoamiu MPT-uccruemno-
BaHME.

[TpoBonunack pa3BepHyTasi OlLEHKAa OOJEBOr0 CHUHIPOMA,
BKJTIOYABIIAsl TaKWe COCTaBJISIONINE, KaK WHTEHCUBHOCTh 110
BU3yalnbHOU aHanoroBoi wkane (BAIL), sausHue G6onu Ha
TIOBCEJIHEBHYIO aKTUBHOCTb MO MiKane oT (0 mo 5, maHHble
onpocHuka DN 4 [15], kauecTBeHHas1 XxapaKTepuCTHKA U3Me-
peHus Oonu mo mokasartensm Mak-IumioBckoro 60seBoro
onpocHuka [8, 30].
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Cpemy KOMOPOMAHBIX PACCTPOMCTB y OTHETBHBIX ITAIIMEHTOB
OTMEYaJINCh 3MU30AUYECKUE TOJOBHbIE OOJM HAIpsKEHUS,
MUTPEHb, apTepraIbHast TUIICPTCH3NUS , AUCKIHE3US KETICBHI-
BOISIIMX TyTEH, CHMHIPOM pa3lpakeHHOIo KUINEYHHKa,
sI3BeHHas1 00J1€3Hb IBEHAAIIATUTIEPCTHOM KUILKHU, IICOpUa3.

O6cnenoBaHo 3 rpynmsl 601bHBIX (n=36): Tpymma | — GoTbHbBIE
PC ¢ UBC (n=12), rpynmna II — 6ombubie PC 6e3 6omu (n=12)
u rpymmna III — konTponsHasg (n=12). B rpynme I Bo3pacTt Bapb-
upoBain ot 23 10 57 JeT, CpeIHMI BO3pacT cocTaBmi 36,613,2
JIET; B TPYMITY Bl 9 XeHuwmH u 3 myxuuH. B rpynme 11 Bo3-
pacT BapbupoBai oT 30 1o 55 net, cpeqHuil BO3PacT COCTABUI
42,912 8 ner; B Ipymniy BOIUIM § XEHIIWH U 4 MyxuuH. B
cocTtaB KOHTpOsbHOI Tpymisl 111 Bouumm 8 xeHuwmH 1 4 Myx-
YUH, HE MMEBIIUX B aHAMHE3€ HEBPOJOTMUECKUX HAPYIIEHUIA,
B Bo3pacte oT 22 1o 65 JeT, cpefHuii BO3pACT B IPYIIIE COCTa-
Bt 40,3140 ner. CpenHuit Bo3pacT o0CIeI0BaHHBIX B TPYII-
nax CTaTUCTMYECKM 3HauuMo He pasznuyancs [F,,=0,899;
p=0,416]. TpymIbl OBUTH COMOCTABMMBI IO YaCTOTE MPEICTAB-
JIEHHOCTH KOMOPOWIHBIX PaCCTPOCTB.

B rpynmax OONBHEIX MPEACTaBICHHOCTh IO IIONY HE
OTJIMYANIach OT TPYMIbl KOHTposst (1o y* p>0,05). Cpennsist
MPOAOIKUTENBHOCTh 3a00/1eBaHus B rpynmnax I u Il cratuctu-
YecKd 3HaYMMO He pasnmyanach [Fi»=0,001; p=0,982] u
cocTaBua cOOTBeTCTBeHHO 7,2+1,2 n 7,2+ 1,8 net. [pynmsl He
pa3IMYaNuCh 10 YPOBHIO JAETPECCUBHOCTH, TPEBOXHOCTH,
yromisemoct. 1o maraeM SCL-90R, pazutuio IIBC comyt-
CTBOBAJIM COMATH3ALIMS ¥ TICUXOTUIIM3M. Y MAI[IEHTOB IPYIIIIHI
I ormeuancs Gosiee BbICOKMIT ypoBeHb KaTacTpoduzauuu, u3
CTpaTeTHii IIpeomoeHust 6omu mpeodnagat oTaex (p<0,05).

D0TI-uccnenosanue y 60abHBIX PC mpoBommiM B TepHOL
peMuccHH, Kak MpaBuIo, MOCAe OKOHYaHUS Kypca KOPTHKO-
CTEPOUTHON UMMYHOMOIYJIUPYIOIIEH Tepanuu. ¥ MalUueHTOB
rpyrsl [ Bo Bpems 3anucu DOI He ObUTO BRIpakKeHHBIX O0J1e-
BBIX OLIYIICHUN.

Perucrpauuio u nocaenyroinuit aHaauz 33T ocylecTBasIN ¢
TIOMOIIIBIO KOMITBIOTEPHOI CUCTEMBI aHATM3a U TOTorpadude-
CKOTO KapTUPOBaHMsI DA M0o3Ta ¢ HelipoMeTpUIeCKUM 0aHKOM
93TI-nannbix “BRAINSYS” (Bepcus 2.0 mns Windows),
Poccust. AnmapartHbiii KOMIUIEKC CUCTEMBI TIpeICTaBIeH aHa-
Joro-1uGpoBbIM TIpeodpa3oBatesieM M ycuiaurtenaeM Heiipo-
KM21 (Poccust). Perucrpaiinio mpoBOAWIN MOHOIOJISIPHO B
nofoce Tpornyckanust ot 0,6 (mocrostHHast Bpemenu 0,26 ¢) 1o
30 Tir mo mexmyHapomHoit cxeme «10—20%» oT cieaylommx
oTBefeHuit: nepenHenooHbx — Fpl, Fp2, nooneix — F3, F4,
nepenHeBucouHbIX — F7, F8, mentpanpapx — C3, C4, meHT-
panbHO-BucOYHbIX — T3, T4, 3agHeBucouHbix — T35, T6,
TeMeHHbIX — P3, P4, 3atbinounbix — O1, O2. B kayecTBe 00111e-
ro peepeHTHOTo 3JIeKTPOIa MCIONb30BATH OObeTMHCHHBIC
VIIIHBIE 3MeKTpobl. Bo BpeMs 3amucu o0cenyeMblii HaXOmuiI-
sl B TEMHOM TTOMEIIEHUH B COCTOSTHUM CIIOKOMHOT0 00PCTBO-
BAHUS C 3aKPHITBIMU TJ1A3aMU.

B mpomecce “off-line” amammza D3I Kaxmoro o6cmeayeMoro
BBIIENSIN y4acTok 3anucy DI (no nepBoii GyHKIIMOHATBHOIA
MpOOBI), KOTOPHIA IOABEPTaIN CIEKTPATEHOMY aHAIW3y C
aBTOMATUYCCKON MpPOBepKONl Ha HajiWdme apTeakToB U
HOCJIeayIoNeMy KapTUPOBaHHUIO. [IIMTEILHOCTD SM0XM aHAJIM-
3a cocTapisia 4 c. YepenHeHue n1aHHbIX hoHoBbIX DT B rpyn-
Mmax TpoBomWIn o 15—25 smoxam (B cpemneM, mo 20,2+1,0
3M0XaM), 4TO 110 JIUTeIbHOCTH cocTaBmio 80,814,2 c. Yucno
MIPOaHATM3UPOBAHHEIX 30X ¥ CPETHSS JTUTETBHOCTh aHAIH-
3UPYEMOro yyactka 3amucu DOI B rpymmax CTaTUCTHYECKU
3HAYMMO HE Pa3IMYalItCh.
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CrieKTpabHBIN aHAIU3 MIOTHOCTH MOIIHOCTH DA NMPOBOAUIN
10 aIropuT™y ObIcTporo npeodpasoBanusi Oypbe Npu yacToTe
quckpetusauuu 200 I B ¢dusMonornyeckux AuamnazoHax
gacroT: § (mensra: 0,5—4,0 Ti), 0 (tera: 4,0—8,0 Iix), o (anbda:
8,0-13,0 Tu), Bl (6eral: 13,0-20,0 TIir), P2 (Gera2:
20,0—30,0 TIix).

B xaxmoM auanasoHe yacToT ONpeesIsuiv cleaylolire MoKasa-
Tean: aOCOMIOTHYIO TIOTHOCTh MOLIHOCTH DA (M., MKB?),
OTHOCHTENTbHYIO TNIOTHOCTh MOITHOCTH DA (M., %), ollpene-
JISIEMYIO OTHOIICHNMEM BETMUMHBI MOLTHOCTH TaHHOTO JMalla-
30Ha YaCTOT K BEJIMYMHE MOIIHOCTH BCETO aHAJIU3UPYEMOTO
JIara3oHa 4acToT, M YacTOTy MMKa — MaKCUMyMa CIIeKTpalib-
HOI MOITHOCTH (Yna, [I1 — (haKTHUECKM YACTOTY MAKCHMAaITh-
HOIf aMIUTUTYIbI CIEKTpa MOIIHOCTH) B PaccMaTpHMBacMOM
JMarna3oHe YacToT.

Bo Bpems 3amucu Kaxmnoit DI obciienyeMbIM B OTHOM U TOM
Ke TIOpSIIKE TIPEABSBISLIN Cleylole (GYHKIIMOHATbHBIE
MpoOBI: OTKPbIBAHME-3aKPbIBAHUE I71a3, PUTMUYECKas (oTo-
CTUMYJISIMS BO3pacTarolieit yacTotsl oT 1 go 25 [ir (uiutess-
HOCTh TIPeIbSIBIEHUS KaXMOi 4acToTel coctaBmsiia 10 c),
TUTIEPBEHTWISILIUS B TedyeHHe 3 MUH. OLEHUBATU U3MEHEHUS
narrepHa D3I Bo BpeMs U B TeUeHHE 3 MUH TOCe Kaxnoi
(byHKIIMOHANBEHON TPOOBI. JIMTMTENTbHOCTh KAXIOW 3amucu
33T cocraBnsina 18—20 MuH. B 0CHOBY BU3yasibHOI OLIEHKU
TSDKECTU M3MeHeHuit DI Obia mojoxeHa KiaacCU(UKaLus
HapymeHuit mo 2KupMyHckoit [4].

JI71s1 BBITIOMHEHUST YCIOBUI NPUMEHCHMS ITapaMeTPUIeCKUX
CTaTUCTUYECKUX KPUTEPUEB TPU OLIEHKE BHIOOPOYHBIX CPE-
HUX B TPYIAxX, aHAJIN3 CIEKTPATbHBIX XapaKTePUCTHK MOIII-
HOCTH ITPOBOIVJIN TTOCIIE WX IIPUBEICHNUS K HOPMAJIbHOMY pac-
NpeaeeHuIo TyTeM BBIUMCICHMs] HATypaJbHOTO Jorapudma
[20] oT M,s. — Ln(Power), HaTypajbHOro jJorapudma ot My, —
LnRelP, Berancisiemoro kak Ln(Power(%)/(100—Power(%)), u
MIPOBEPKU TUIOTE3bl O PABEHCTBE T'€HEPaIbHBIX HUCIEePCUil
CpaBHUBAEMEIX BBIOOPOK IO KPUTEPHIO bapTiieTTa mo anroput-
Mam riporpamMbl “BRAINSYS”. B HacrosieM nccnenoBaHIN
JUIST BIOpaHHBIX TOKa3aTesieil DA ObUTO BHISIBIEHO PAaBEHCTBO
TeHEPANbHBIX JUCTIePCUil BBIOOPOK IT0 BCEM YKA3aHHBIM BBIIIIE
OTBEICHMSIM, HA OCHOBAaHWM YeTO I aHaIW3a JAAHHBIX OBLT
MPUMEHEH OTHO(MAKTOPHBIN TUcTiepcuoHHbIN aHamu3 One Way
ANOVA ¢ nocnenyioliuM post hoc aHalIu30M MO KPUTEPHUIO
JlyHkaHa.

C y4yeToM TOTO, YTO paclpefiesieHre BEeTUYMHbI OKa3aTenst
YacTOThl MUKA CHEKTPAIbHON MIOTHOCTH MOLIHOCTU DA 10
pa3HBIM OTBEJEHMSIM HE BCEraa COOTBETCTBOBAJIO HOPMaJlb-
HOMY, U3MEHEHUE TIOKa3aTess B TPYIINax B YACTOTHBIX IMa-
Ma30Hax MPOBOJWIM C TIOMONIbIO HeMapaMeTpUIeCcKoro Juc-
nepcuoHHoro aHanu3a Kruslal-Wallis ANOVA ¢ nocnenyto-
LWIYM IONAPHBIM CPAaBHEHUEM CPENHUX IUCHEPCUOHHOTO
KOMILIEKCa C TOMOIIbI0 HemapaMeTpU4ecKoro KpUTEpHst
MaHHa—YutHu.

YacToTy BcTpeuaeMOCTH TIpU3HAKA OIIEHUBAJM IO KPUTEPUIO ¥
JUISE TAOMUILL 2X2 17151 MaJTbIX BEIOOPOK. [IJ1s1 BBISIBIEHUS KOppe-
JIIIIMOHHOM B3aUMOCBSI3U MEXIY 3JeKTPO(DU3UO0TOTMIECKUMU
U TICUXO(PHU3NOJOTHICCKIMH ITapaMeTpaMu M CpaBHEHUS
TPYII TI0 NMCUXO(U3UOTOTMIECKIM TTOKA3aTeNsIM MPUMEHSITI
HemapaMeTpuyeckKue KpuUTepuu: KO3(hGOUIMEHT KOPPEISLIun
panroB Crupmena (Rs) u xpurepuit ManHa—YutHuU.
CraticTHYeCKy10 00pab0TKY JTAaHHBIX BBITIOMHSUIN IO aJITOPUT-
MaM TiporpaMMsbl “Statistica 6.0”. TIpuHSTHIA ypOBeHb CTaTH-
CTHYECKOI 3HAYUUMOCTH coCTaB/sL1 5%.
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ITo momyyeHHBIM JaHHBIM B Ipymmax 6onbHbIX PC, B oTinume
OT KOHTPOJIbHO TPYIIIbI, BAPUAHTOB BO3PACTHOM HOpMbI DDT
He BbIsIBIeHO. [10 9acToTe BCTpeyaeMOCTH OLIEHOK, XapaKTepH-
3YIOIIMX HanboJjiee Tsokenble u3MeHeHus D3I, rpynmbl 60J1b-
Hblx PC ¢ 00/1€eBBIM CHHAPOMOM U 0€3 HEero CTaTUCTUYECKU
3HauYMMO He pazmmyanuch (p>0,05). Omnako B rpymme 11y 3
MalMEHTOB ObLIM BBISIBJICHBI JIETKME U JIETKME HA TPaHU C yMe-
pPEeHHBIMU U3MeHeHus1 DD, Toraa Kak B rpymie I Takux oLeHoK
He ObLIO.

Y maumenrtoB ¢ PC, BHe 3aBucumoctu ot Hamuuust LIBC, B
(doHOBBIX DDI' MpuUMEpHO C paBHOI YacTOTON OTMevalu
TIPU3HAKY JIe30PTaHU3AINH 0.-aKTUBHOCTH, UTO TIPOSIBIISIOCE,
KaK TpaBUJIO, B CMEIIeHUM (OKYca B TeMEHHBIE OTIEIbI, CTJIa-
>KMBaHUM 30HAJIbHBIX PA3IMYMii, 3a0CTPEHHOCTH U HETPaBUIIb-
HOM opMe BOJH, HApYIICHWM MOIYISALIWN, WHOTOA B
TIOHIKEHUH YaCTOTHI oi-puT™a 1o 8—9 Ii1 (y ueTBepTH O0NBHBIX
B 00eMX IpyImmnax). Y MoJoBUHBI O0JbHBIX B KAXI0M M3 TPYIII ¢
PC Habmogany mpu3HaKud CHMXKEHHUS BOCXOASIIMX aKTUBHU-
PYIOIINX BIUSTHUM HAa KOPY CO CTOPOHBI PETUKY/ISIPHOI (hopma-
MM CTBOJIA MO3ra, O YeM CYIWIM B MEPBYIO OYepedb IO
HETIOJTHOM OJToKame o.-aKTMBHOCTH B IIpOO¢ Ha OTKPBIBAHUE
ria3. B OonbiiMHCTBE ciiyyaeB B 00eMX TpyIinax perucTpupoBa-
JIU B Pa3HOM CTEMEHM BBHIPAKEHHYIO BBICOKOAMILIUTYIHYIO
MEIJIEHHOBOJTHOBYIO aKTUBHOCTD B IICHTPAIbHO-JIOOHBIX OT/E-
nax. Kpome 3toro, Takxke ObLTM BBISIBICHBI TPU3HAKU CHUXKE-
HUS IOpOra CyA0POXHON TOTOBHOCTH (ITOBBIILIEHHO BO30Y11-
MOCTH), YTO TIPOSBIAJIOCH HAIWUUEM OCTPOBOJHOBOIA
aKTUBHOCTH ¢~ U J1-AMana3oHax 4acToT, a TAKXKe TOSIBIeHUEM
KOMILIEKCOB «OCTpasi BOJHA—Me/JIEHHasl BOJTHA» U BCIIbILIEK
MHOXeCTBeHHBIX (B1+P2)-BoiH. ¥ HEKOTOPBIX MAlMEHTOB B
doHoBEIX DD OblIa 3aperrcTpupoBaHa MapOKCH3MaJIbHAs
aKTUBHOCTb B BUJIE KOMIUIEKCOB BBICOKOAMILTUTYAHBIX [1-o.-
0- wmm o.-6-/0-5-BomH.

VY 00sbHBIX 0OOHAPYKEHO MHOTO PUTMUYECKOH [3-aKTUBHOCTH
TIOBBIILIEHHOM aMILIUTYBI, B T.4. Y 6 MALMEeHTOB Ipymnmbl [ ny 2
nanueHtoB rpynmnsl II Obuta 3HAYMTENBHO MpeACTaBiIeHA
OBbICTPOBOTHOBAS 31-aKTMBHOCTD B IIEHTPATBLHO- U TIEpeIHe-
JIOOHBIX OTBEICHMUSIX, XOTS pa3IMuKe B YaCTOTE BCTPEIAEMOCTU
(eHOMeHa B Tpynmax He MOCTUIJIO YPOBHS CTATUCTHUUYECKOM
3raunmoct (p=0,083). [IpakTidecku y Bcex maimeHToB ¢ PC
HaOMIoOaIM CHMXEHHE YCTOMYMBOCTU K (DYHKIIMOHAIbHBIM
Harpy3kam (u3MeHeHue narrepHa poHoBbIX DI ¢ mosBIeHU-
€M TaK Ha3bIBAEMBIX <«IIaTOJIOTMYECKUX» 3HAKOB BO BpeMs
MPoObI U JJIUTEIBHOE €r0 BOCCTAHOBJIEHHUE IOocse Mpoosl). B
1LIeJIOM, BbISIBJIEHHBIE M3MeHeHUs DI CBUOETENBCTBOBAIU O
IMCGHYHKIMA CPEIMHHO-CTBOJIOBBIX CTPYKTYP MO3ra y 0OJb-
Heix PC. VY npencraButeneii KOHTPOJIbHON TIPYIILI HE OBLIO
OTMEYEHO Ne30praHU3alluu o.-aKTUBHOCTH, ycuieHus Bl-
AKTMBHOCTH, HE BBISIBICHO OCTPOBOJTHOBOM M ITAPOKCHU3MATIb-
HOI aKTMBHOCTM MO3ra, HE OOHAPYXEHO CHIXEHUS YCTONUM-
BOCTHU K (DyHKIIMOHATBHBIM Harpy3Kam.

Cnexmpanvhotii anauz mowpocmu IA mosea

ITo mokazatemo M. CTaTUCTMYECKU 3HAUMMBIE DPa3IUUUs
MeXy TPYIIaMy BBISIBJIEHBI B TPEX AMANA30HaX 4acToT — 0, f1
u p2.

B 0-1namazoHe yacToT y mauueHTOB Tpymibl I oOHapyxkeHO
MPEBBIIIEHNE MOITHOCTA DA HaJ KOHTPOJBHBIM 3HAYCHIEM B

23

93T npu LEHTPANBHOM Bonesom CUHOPOME Y NaLMEHTOB C PACCEAHHBIM CKNEPO30M

LIEHTPAJIbHO-BUCOYHOM OTBEICHUHM IIPABOTO MOJyIIapus
(Fe3»=3,570, p=0,039; pe3ynsraThl post hoc aHanuza mpen-
CTaBJieHbI Ha puc. 1). B maHHO¥ rpyTiTie BhIsSIBIeHA BEIpaKEeHHAS
TEHACHLIUS K YBENTUUCHUIO M. B TEPETHEBMCOYHOM OTBEIC-
HUU TIPaBOTO TMOJYIIApUS IO CPaBHEHUIO C KOHTPOJEM
(Fo3»=3,267, p=0,051). ITo moka3atemo M, rpymma Il Hu B
OJTHOM U3 OTBeJeHUI He oTinyanack oT rpynmn [ u 111,

B pl-auamnazoHe yacToT paznuuus MEXIy Ipynnamu 1Mo Mg
ObUTM OOHAPYXEHBI BO BCEX BHUCOYHBIX OTBEACHHUSX IPABOTO
nonyiiapusi. B rpynme 1 B 3amHeBMCOYHOM OTBEIEHUU
(F.=3,286, p=0,049) BenunHa moxa3zatenst M.,q. ObL1a 60JIb-
mre, yeM B rpynmax 11 u III (puc. 1). B ueHTpanbHo-BUCOYHOM
oteeneHnn (Fi:=3,699, p=0,035) B rpymnme I BenunHa M
npeBblaia TakoByto B rpymme III, mpu stom HabOmomanach
TEHIEHIMS K TIPEBBILICHUIO BETUYMHBI JAHHOTO TMOKA3aTelNs
Hajl COOTBETCTBYIOLIMM 3HauyeHueM B rpymme Il (mo Ttecty
Hynkana p=0,053). B mnepenHeBHCOYHOM OTBEACHUU
(Fo=4,304, p=0,022) B rpymme I M. ObUia BbIlIE, YeM B
KoHtpose. CTaTUCTHYECKH 3HAYMMBIX OTIMuMid rpymmsl 11 ot
rpynmsl 111 mo jaHHOMY MoKa3saresio He ObLIO BBISIBIEHO.

B p2-muana3oHe 4acToT pa3auyusi MEXAY TpYNIaMu IO
BeJMYMHE M5 OBLTM OOHAPYXEHBI IO OOJIBLIOMY YUCTY OTBE-
IOeHMI 000MX MOJyIIApWid: 110 3aTBUIOYHBIM (CiIeBa:
Fo3,=4,862, p=0,014; crpasa: F.:,=5,779, p=0,007), TemeH-
HbeiM (cneBa: Fi3,=8,6060, p=0,001; cmpaBa: F:;,=5,793,
p=0,007), 3amHeBucouHBIM (cieBa: Fi:3=7,120, p=0,003;
cupaBa: Fo=4,714, p=0,016), LeHTpaJbHO-BHCOYHBIM
(cnesa: F3,=3,464, p=0,043; cnpasa: F,3;,=5,588, p=0,008), a
TaKKe IO TEePeTHEBICOYHOMY OTBEICHHMIO IIPABOTO IIOJNYIIA-
pus (Fo=4,543, p=0,018). BerpaxxeHHast TeHASHIIMS K pa3/in-
YUAM HaOMIomanach B IEPeTHEBMCOYHOM OTBEICHUU JIEBOTO
nosrytmapust (Fo:5=3,283, p=0,050). Bo Bcex ciaywasx cratu-
CTUYECKM 3HAUYMMBIX MEXTPYNIOBBIX PAa3IUYUil BeIMYMHA
nokasateass Mabc B rpymme | Obta BbIE, YeM B KOHTpOJIE
(puc. 1), B OONBIIMHCTBE CIIyJaeB — BHIIIe, YeM B rpyme 11 (3a
UCKITIOYEHUEM 3aThUIOYHOTO OTBEIECHUS JICBOTO TOMYLIAPUs U
TepeIHEBUCOYHOTO OTBEACHMS IPABOTO ITONYLIApHs, KOTIa
MIPEBHIIICHNE HE JOCTUTAIO YPOBHS CTATUCTIHYECKON 3HAUIMO-
ctu: cootBeTcTBeHHO p=0,065 1 p=0,061).

ITo nokazatento M, CTaTUCTMYECKM 3HAYUMBbIE pasianyug
MCXIY IpyliaMu BbIABJICHLI B 0- 1 o-IMana3oHax yacTor.

B 0-mmama3oHe 4acToT pa3nuums OOHAPYXECHBI TOJIBKO B
NepeIHeNO0HBIX OTBeneHuAX (caeBa: Fon=3,445, p=0,044;
cnpaBa: Fp:,=5,519, p=0,009). B oboux ciyyasix BeaM4yMHa
M,,, y IALUEHTOB ¢ GOJEBHIM CUHAPOMOM ObLIA BhILIE KOHT-
POIBHOTO YPOBHS (pHC. 2), B IIPaBOM MOJYIIAPUN — TaKXe
BbILIIE, YeM Y TIALIMEHTOB B rpyrrne 0e3 001eBoro cuHapoma (B
JIEBOM ITOJIYILAPUY 3TO MPEBBIILIEHNE HE JOCTUIIO YPOBHSI CTa-
TUCTUYECKOH 3HaunMocTu: p=0,064).

B a-nuamna3zoHe yacToT, HAMPOTUB, OBLIO OOHAPYKEHO YMEHb-
1IeHue BeMIUHbl M., B rpymine I mo cpaBHeHumto ¢ rpymmoi I11
B 3aTBUIOYHOM U TEMEHHOM OTBEIECHUSIX MPABOTO MOMYIIAPUS
(cootBercTBeHHO F(p35=3,865, p=0,031; F1,=3,399, p=0,045)
(puc. 2). Ipynmna II mo naHHOMY MOKa3aTeNo He OTAMYaNach OT
JPYTUX TPYTIL.

BoisiBneHHble M3MEHEHUS! Ynwa (MaKCHMMyMa CHEKTPabHOM
MOIITHOCTH) TIpeACTaBaeHbl B Ta0/. 1. B 6-auana3oHe yactoT B
rpynre | B LieHTpaabHO-T00HBIX OTBeAECHUSAX Y, OBLIA BBILIIE,
4yeM B KOHTpoJbHO# rpynmne. B rpynne II, Hanpotus, Y. B
3aIHEBUCOYHOM OTBEICHUU JIEBOTO TOJIyIIApUs OblIa HUXE,
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puc. 1: CnexTpanbHast NAOTHOCTb MOLLHOCTM SNEKTPUYECKOI aKTUBHOCTM MO3ra y O0NIbHbIX PACCEsHHBIM CKIEP030M C 60NEBLIM CUHAPOMOM 1 063 HEro B CPABHEHMN C KOHTPONIEM.
Mo BepTUKAM: MAOTHOCTb MOLUHOCTY AMEKTPMUECKOM aKTUBHOCTY B GUIMONOTVHECKIX AMana30Hax YacToT (MKB?); no ropusontam: o-, 6-, ai-, B1-, B2- — puanonoruyeckve oua-
na3oHbl yacTor. *p<0,05; **p<0,01 - no CpaBHEHMIO C COOTBETCTBYIOLLMM 3HAYEHIEM B KOHTPONbHON rpynne; +p<0,05; ++p<0,01 — N0 CPABHEHMIO C COOTBETCTBYIOLLIM 3HaYE-

Hvem B rpynne «PC ¢ Bonbio» (post hoc aHanua no TecTy [lyHkaxa).
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puc. 2: OTHOCHTENbHAS MOLLHOCTb SNEKTPUYECKOIA aKTWBHOCTY MO3Ta Y G0NIbHbIX PACCESHHBIM CKNEPO30M C O0NIEBbIM CUHAPOMOM 1 063 HEro B CPABHEHHM C KOHTPONIEM.
o BepTUKA/M: OTHOCUTENBHAS MOLLHOCTb SNEKTPUYECKO akTUBHOCTH (%); MO FOPU3OHTaNM: d-, B-, at-, B1-, B2- — duanonormeckve fuanasonsl actot. *p<0,05 — no cpasHeHUio
C COOTBETCTBYIOLLYM 3Ha4eHUEM B KOHTPONbHOIA rpyning; +p<0,05 — no CpaBHEHYI0 ¢ COOTBETCTBYIOLLLMM 3HaueHveM B rpynine «PC ¢ Gonbio» (post hoc aHanu3 no Tecty JlyHkana).

4yeM B KOHTposibHOM rpymme. [lo ueaomy psimy oTBeA€HUN —
BUCOYHBIX, LIEHTPATbHO-JIO0HBIX, 3aThUIOYHOMY — B rpymie 11
Y, Obuta HUXe, 4yeM B rpynme . B B2-muamazoHe vyactoT B
rpynre [ Yuu. B I6BOM MOTyIIapuy (B 3aTbIOYHOM, TEMEHHOM,
3alHe- U MepeIHeBUCOYHOM OTBEAEHMsIX) Oblia BbILIE, YEM B
KOHTpoJibHOU rpynme. U3meHenus Y, B IpYTHX AMana3oHax
YacTOT He 0OHAPYXKEHHI.

V 0onbHBIX Tpynbl I BHIIBUIM MPAMYIO KOPPETSILIMIO MEXIY
M. DA B [2-nMamna3oHe 4acTOT B 3aThUIOYHBIX OTBEICHHUSIX
000MX TONYIIApHiA 1 MHTCHCUBHOCTBIO OOJIM TIO BU3YalbHO-
aHajoropoii mkane (tadsn. 2). He oOHapyXeHO KOppeasLnoH-
HOI B3aMMOCBSI3M MEXIy M3MEHEHWeM DA Mosra, ¢ OJHOU
CTOPOHBI, ¥ TTOKa3aTeNsIMu, xapakTepu3ytomumu LIBC o mpy-
TMM IIKajaM, a TaKkKe I0Ka3aTeJsIMM, XapaKTepH3yIIUMU
MCUXoNornYecKre ocodeHHocTH 60abHbIX PC, ¢ Apyroii ctopo-
HBL.

Oocyxnenne

B HacTosmeM uccienoBaHuy IpUMeHeH HOBBIN MOAXOM K aHa-
3y ocobenHocteit DII' y 6onbHbIX PC B 3aBUCMMOCTH OT
Hannuua y Hux LIBC. ¥V yactu 0onabHbIX PC B 00eux rpymmax
BBISIBJIEHO CHUXXEHME YacTOThl aib(a-puTMa B PoHOBBIX DT,
YTO COINACYETCSl C AAHHBIMH APYTUX UCCIICAOBATENCH O 3aMe/i-
JneHuu (oHoBo# akTHBHOCTH Y 00JbHBIX PC [33]. B obenx
rpymnmnax HabJrofianach Ae30praHu3alys anbha-puTMa, uto, B
KOHTEKCTE JaHHBIX 00 OIpeaeIsIIoniell poi Tatamyca B pop-
MUPOBAaHUU ajb(ha-aKTUBHOCTH [3], MOXET CBMAETEIbCTBO-
BaTh O TAJAMO-KOPTUKAIbHOU AuCHYHKUUU Y G6oabHbIX PC.
Mo>XHO TonaraTh, YTo yKazaHHbIe M3MeHeHUs (POHOBBIX DOI
MpsiMo He cBsi3aHbl ¢ pa3BuTHeM LIBC. Tem He MeHee B rpymme
I BcTpevanmich Gonee Jerkue OUEHKU TSDKECTM WM3MEHEHWiA
D3I, KoTophie OTCYTCTBOBAIM B rpymie 11.
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[MpuzHaku cHUXEHMsI TMOpora CyIOPOXHON TOTOBHOCTU
(mosiBneHe SNUIeNTUGHOPMHON aKTMBHOCTU B BUIE OCTPBIX
BOJIH, peXe — KOMIUIEKCOB <«OCTpas BOJHAa—MeIJIEHHAs
BOJTHA») OBLIM BBISIBJICHB HAMU Y OOJBIIMHCTBA 00MbHBIX PC
BHE 32BMCHMOCTH OT HAJIMYMSI WM OTCYTCTBHSI Y HUX O0JIEBOTO
cunapoma. OmHAKO CYTOPOXHBIX MPUCTYNOB KaK TAKOBBIX Y
MalKeHTOB He ObLI0, KaK He ObLIO YCTaHOBAEHHOTO AMAarHo3a
«OMUJIETICHSI».

B 3mopoBoii momyasiuuy Jonei SnuienTuhOpMHAs aKTHB-
HocTh Ha DDT BcTpevaeTcst B HEOONMBIIIOM MPOIEHTE CITyJaen
(m0 5%), n Takue DO 4acTO OTHOCAT K MOrPAHUYHBIM, CUMTAST
cyokmHIYeckue oTkaoHeHuss DDI mposBaeHueM Helpodu-
3MOJIOTUUECKUX AUCGHYHKINI, KOTOPbIE B OMPEeIeHHBIX
00CTOSITEIbCTBAX MOTYT PEATU30BATHCS B BUJIE TICUXOHEBPOJIO-
rudeckoil maronoruu [5]. Y HeBpomoruyeckux OOJbHBIX 0e3
AMUNETITUYECKUX TTPUCTYTIOB WU C 3aBEJIOMO HEIMUIIETITHYE-
CKHUMU TIPUCTYIaMU 3MUIENTU(POPMHAsT aKTUBHOCTh Ha DI
peructpupyercs B 20—40% ciydaeB: HampuMep, P HeiipoMe-
TabOIMYECKOM PACCTPOUCTBE, MPOSIBISIONIEMCSI IeTpaalineit
TAMK — B 40% ciyyaes [25]. Ha Bei6opke 13 278 60/bHbIX PC
MaToJornyeckass akKTUBHOCTb Ha OOl Obuta OOHapyXeHa B
39,2% cnyyaes [19]. B HacTosIeM Mccien0BAHUN SMUJIETITH -
(opMHas aKTUBHOCTb B 00eMx Tpymmax mauueHToB ¢ PC
(BeIOOpKA M3 24 MalMeHTOB) ObLTa OTMeueHa bonee yeM B 60%
cimydaeB. OTHOCUTENIHO BBICOKAsl NOJSI MAIMEHTOB C TaKOM
AKTUBHOCTBIO MOXET ObITh CBsI3aHA C BIUSIHUEM psina (akTo-
POB, K YMCITy KOTOPBIX OTHOCUTCSI HEOOJBIIOM 00beM BBIOOP-
K1, BO3PACT MAIMEHTOB, JTUTEIbHOCTh 3a00JIEBAHUSI, YUCTIO 1
JIOKaJIM3aLKsl 04aroB IEMUETMHU3ALUN U 1IP.

WHTepecHo, 4T0 B Clydasx OCTPO Pa3BMBAIOIICTOCS HEBPOJIO-
TMYECKOTO MJIM TICUXAATPUIECKOTO HapyIIeHus y 60mbHBIX PC
Ha D3I 06HapYXMBAIOT IIATOJIOTMYECKIE 3HAKM B BUE PUTMHK-
YeCKMUX MEJIEHHBIX BOJH Y 3MUICHTU(DOPMHON aKTUBHOCTU
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Tabmua 1: YactoTa nuka (MakcvMyma CexTPasbHOM MOLLHOCTIA SNEKTPHYECKOi aKTMBHOCTY) B 8- 1 (32- Iuana3oHax 4actoT y 60nbHbix PC.

ore. Kp a:f:ﬂ;‘:;ﬂ:;:ﬁ%ﬂgwoﬁ’(32':3’?2%%); 0 KoTponb PC ¢ Gonbio PC 6e3 Gonu
ReHms 8 | p2 8 | B2 8 p2 8 p2
Yacrora nmka, Iy (M + m)
0t 5,72; 0,06 7,12; 0,02 1,54£023 21,38 +0,56 2,21+0,22 24,58 + 0,71* 1,810,271 2,58+0,73
02 781;0,02 5,61;0,06 1,73+0,24 21,77 0,67 2,00+0,21 24,23+0,72 1,42 £ 0,28 22,38+ 0,81
P3 5,20; 0,07 9,92, 0,01 1,96 £0,32 21,50 £0,65 2,31+0,22 25,17 + 0,53 1524023 22,58 +0,73*
P4 1,63; 0,44 0,02;099 1,85£0,25 21,98 0,71 2,06 +0,22 22,69+ 0,81 1,77£0,26 21,94+ (0,64
3 7,35, 0,02 0,15;0,92 1,75£0,22 2,170,712 2,33 £0,21* 294 +(,78 1,56 = 0,20 22,56+ 0,72
C4 10,77; 0,00 0,34; 0,84 1,79£024 22,13£0,76 2,35 £ 0,20 250077 1,33 £0,18* 21,21 +0,46
F3 6,88; 0,03 4,16;0,12 1,56 +0,24 2,23+0,68 2,31£0,21* 24,33+0,69 1,71£0,29 2,10£0,67
F4 6,83, 0,03 0,35; 0,83 1,58 £0,26 21,85+ 0,67 2,25 + 0,20 22,90 £0,80 1,52 0,31 22,00+ 0,58
Fp1 5,20; 0,07 399,013 1,19+0,16 2,170,715 1,58+ 0,14 24,35+ 0,69 1,25+0,26 2,44+ 0,74
Fp2 362,016 1,19,0,55 1,44£0,15 2,71£093 1,94£0,26 2842+079 1,21£0,12 21,63 +0,58
T5 6,56; 0,03 7,05; 0,02 210+0,27 2,44 +(,71 1,90+ 0,21 24,73 +0,61* 1,31+0,16* 2,730,710
T6 6,09; 0,04 0,91;0,63 1,54£0,25 2,29+0,68 2,130,271 23,21 + 0,81 1,25+ 0,14 22,19+0,68
73 6,25; 0,04 2,21;,0,33 167023 22,38+0,63 1,94£020 23,96+ 0,74 1,23 £0,18" 240+0,75
T4 10,95; 0,00 0,09;09 1,60 £0,26 22,96+ 0,76 2,15+ 0,21 23,04+0,76 1,19+0,10* 22,35+ (0,64
F7 3,99;0,13 6,72; 0,03 1,33£0,16 22,58 + 0,94 1,73£021 24,96 + 0,62 1,17+0,12 22,67 +0,71
F8 0,34; 0,84 3,85; 0,14 1,21 £0,17 22,50+ 0,89 1,55£0,19 24,10 + 0,67 1,380,238 22,60 £0,59

Mpumesarme: *p<0,05; **p<0,01 no CpaBHEHMIO C COOTBETCTBYIOLIMM 3HayeHvem B rpynne Koktponst; +p<0,05; ++p<0,01 no CPaBHEHMIO C COOTBETCTBYIOLIMM 3Ha4eHueM B rpynne «PC ¢ Gorbio»,

(mepuomuyeckue JaTepaau30BaHHbIC FMUIEITUPOPMHbIE pa3-
PSIIBI, CHaliK-BOJHBI) [28], 4TO, 1O HalleMy MHEHUIO, MOXET
OTpaxaTb pa3BUTHE KOPKOBO-CTBOJIOBO AUCHYHKIIUU BCen-
cTBUE opraHuyeckoro mopaxeHus ctpyktyp LHHC y Takux
MALUEHTOB.

IToxkazaHo, 9TO YacTOTa BCTPEUAEMOCTH SIIMJICTITUYECKUX
cynopor npu PC konebnercs ot 0,9 no 7,5%, uto B 3—4 pasa
BBIIIIE, YeM B COITOCTABMMOM ITO ITOJTy M BO3PACTy MOMYJISIIMN
3mopoBeIxX Jsmi [10, 26]. YcraHoBiIeHa B3aMMOCBSI3b MEXIY
HaJlMuneM TOBPEXICHUI MO3ra, 3MUICNTU(POPMHON aKTUB-
HOCThIO U anuencueit y 6onbHbix PC [18, 24, 35]. o nocnen-
HUM JaHHBIM, TOSIBICHHE SIICHTUYSCKUX CYTOPOT MPEIIo-
JIOXUTEJBHO CBSA3BIBAIOT ¢ KOPTUKAJIBHBIMU U CYOKOPTHKAIb-
HBIMU TIOBPEXKICHUSIMU U COMPOBOXKIAIONMIMMY MX BOCTTAJIEHU -
eM U oTekoM [24, 35]. B monb3y 3TUX NpeacTaBIeHUi TakxKe
CBMCTEILCTBYIOT JaHHBIE 00 YBEJIMYCHUHU YacTOThI BCTpeyae-
MOCTH COIMYTCTBYIOIIEH SMUISTICHH TI0 Mepe YBeJTMICHHS TN -
TeapHOCTH 3a0oneBanusa PC [10, 22, 37].

B nactosmeit pabore Tonbko y 6ompHBIX PC ¢ IIBC 6b11O
BBISIBJIEHO MOBBIILIEHUE CIIEKTPaIbHOM MOIIHOCTU DA B BUCOY-
HBIX OTBEAEHUSIX MPABOro MOJyLIapys B AMana3oHax TeTa- U
Oetal-4acToOT U MOBBILIEHNE MOIIHOCTU 0€Ta2-aKTUBHOCTU B
3aThUIOYHBIX, TEMEHHBIX M BUCOUHBIX OTBEAEHUSIX 000MX MOJIY-
mrapuit. ITogo6HblE M3MEHEHHUS B BHICOKOYACTOTHBIX A1ara3o-

Tabnmuia 2: Koppenauya UHTEHCUBHOCTI 60/ 1 a6CONIOTHOIA BENIMYYHbI CTIEKTDAb-
HOW MOLLHOCTM AMEKTPUYECKOI AKTMBHOCTU B [(32-ManasoHe 4actoT
B 3aTbl0YHbIX OTBEAEHMSX Y 60MbHbIX PC.

KoacyduumeHT koppensumm | Yposewb CTaTMCTHYECKOI
Napamerp Crupwmena (R,) P 3H24MMOCTH (p)
WrTencusHoCTb Gonm & O1 0,603 0,037
WTencuBHocTb 6o & 02 0,701 0,011
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Hax DA (6eta2- u raMma-) Mo3ra ObUIM BBISBIEHBI B padoTe
Vazquez-Marrufo u coasrt. [40] y 60mbHbIX PC B 3aTBUTOYHBIX
0071acTAX U JJOOHOM OTBENEHUM TPABOTO MOMYLIAPUSI B YCIO-
BUSIX TeCTMPOBaHMs 00JIbHBIX PC ¢ KOTHUTMBHOM Harpyskoi,
KOTOPYIO aBTOPHI MCIOIb30BAIM B KAUYECTBE CTPECCUPYIOIIETO
(akropa. C yyetom ckazaHHoro Hamuuue LIBC moxHo pac-
CMaTpUBaTh KaK CTPECCOTeHHbIN (hakTop, NeHCTBUE KOTOPOTO
HaXOJIUT OTpaxeHue B u3MeHeHus1x DI,

Kax mokasaHo B psine uccnenoBaHuii, y 00JbHBIX C HEBPOTIATH -
YyecKoi OONbI0 OTMEYAIOTCSl XapakKTepHble M3MeHeHus DI,
MPOSIBSIONIMECS B TMOBBIIIEHUNM aKTUBHOCTU MpeUMYIIle-
CTBEHHO B TeTa- W 0Oeral-mmama3oHax 4acTOT B CTPYKTypax,
BOBJICUEHHBIX B IIPOLIECC HOLMLIENLIUH (B MHCYJIIPHOM, Mepe-
Hell UUHTYIApHOI, TpehpoHTANbHON W HUXHEN 3amgHei
MapUETATBHON KOpe, IEPBUYHOI, BTOPMIHON U IOTIOTHUTEITb-
HOIl COMaTOCEHCOPHBIX 06actsx) [36, 39]. Takoro pona u3Me-
HeHus DA (cM. Bbile) Mbl Habmopanu y 6osbHbXx PC ¢ LIBC.

B HacrosimieM ucclenoBaHUM KOPPEISIMOHHBINA aHAIU3
MO3BOJIMJI BBISIBUTH B3aNMOCBSI3b MEXKIY U3MECHCHHMEM CIIeK-
TpaJbHON MOIIHOCTH 0eTa2-aKTUBHOCTU B 3aThLIOYHBIX
001acTIX MO3Ta M MHTEHCHUBHOCTbIO 0ONU. YBenuueHue
MOITHOCTH DA B JaHHOM YaCTOTHOM JHAaNa30He MOXET OBITh
CBSI3aHO, HAMpuMep, C YBEIMYEHUEM YPOBHSI TPEBOXHOCTHU
[L1], ¢ medicTBMEM HEKOTOPBIX MCUXOTPOMHBIX MPETAPATOB
[17] mnu ¢ ¢usnonormyeckuM apredakToM BCIEICTBUE
HanpspkeHMs: BUCOUHBbIX Mbimnl [40]. B Hactosiueit padote
rpynmnbl 601bHBIX PC He paznuyanuch mo mokasaTesisiM Tpe-
BOXHOCTH, B TiepHof perucTpaiuu DOI manmeHTsl He TpH-
HMMaJU TICUXOTPOIHBIE MpernapaThl, a U3MeHeHUs DA B
BBICOKOYACTOTHOM JIMalia30He ObLIM BBISBICHBI YHUJIATe-
pajJbHO, YTO TIO3BOJSET MCKIIOUWTH BIMSHUE MBIIICUHBIX
(axTopoB. C yyeToM CKazaHHOro M3MeHeHHs DA Mo3ra B
0eTa2-mMama3oHe YacTOT MOXHO pacCMaTpuBaTh KaK TOTIOJ-
HUTeNbHBIH moka3aTeab Hanuuus LIBC mpu PC.



OPUMMHATTBHBIE CTATBW. Knunudeckast HeBpoaorus

CHIXeHUe OTHOCHTETBHON MOIIHOCTH aib(a-aKTHUBHOCTH B
3alHMX OTBEAEHMSX IpaBoro mojymapusi y 6oipHeix PC ¢
LIBC moxeT oTpaxath nepecTpoiiky DA Mo3ra, MposiBUBLIYIO-
¢S YBEJIMYCHNEM MOILITHOCTH DA IIPaBOTo IMOJIyIIApHs B AMAla-
30Hax TeTa u 0eTa. [To manHbIM pyHKuIMOHANbHOM MPT, Teue-
Hue PC MOXeT compoBOXIAThCS aKTUBAIIMEN TTpaBOTIOTYIIap-
HBIX CTPYKTyp Mo3sra [14]. MHTepecHO, 4TO YacToTa TMKa
CMEKTPAIbHOW MOILIHOCTH DA B [(2-AnanasoHe Bo3pacrajia B
JieBoM Tonymapuu. s oObsicHeHHsT 3TUX (HaKTOB MOXHO
00paTUThes K JAHHBIM, COTJIACHO KOTOPHIM JUIS JIEBOTO ITOJTY-
1Iapust XapakTepHa 0oJjiee TecHasl CBSI3b ¢ AECHUHXPOHU3UPYIO-
IIMMHX Me33HIIePaTbHBIMU CTPYKTYpaMH, TOTA KakK JUIs mpa-
BOTO — C CMHXPOHU3UPYIOIMMU TUIHIIE(DATbHBIMU CTPYKTY-
pamu moara [2]. TIpennonaraercs, 4To B CIyyae BOSHUKHOBE-
Hus HapyimeHuidd B IIHC dyHKIMOHATbHOE COCTOSHUE TTy-
OMHHBIX CTPYKTYP MO3Ta AU3HIIE(HATHHOTO ¥ CTBOJIOBOTO YPOB-
Heii onpeneseT npeodafarolyo pojib KaxIoro U3 mojyia-
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Changes in the electrical activity of the brain in patients with multiple sclerosis depending
on the presence of central pain syndrome
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The electrical activity of the brain depending on the presence of
central pain syndrome in patients with multiple sclerosis was
analyzed. In patients with multiple sclerosis and central pain
syndrome, the increase of power spectrum of electrical activity
in the theta- and betal- frequency ranges in the temporal lobes
of the right hemisphere and the increase of spectral power of 32-
band in the occipital, parietal and temporal lobes of both hemi-

spheres were revealed. Data obtained and results of previous
studies in patients with pathological conditions associated with
nervous dys-regulation suggest that the increase in the high EEG
spectrum may be a universal indicator of changes in the CNS
activity in different pathologies, including the development of
central pain syndrome.
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PenunuBupyomye HeBpoIiaTuun

JINIICBOI'O HECPBA

(KJIIMHUKO-3JIEKTPOPU3UOJIOT MY CKUIA
1 MOJIEKYJISIDHO-TEHETUUECKUI aHaIn3)

H.T. Capmkas, C.C. Hukurun, C.H. Wnapuomkmn, C.A. Kmommukos, .A. Banosa-Cmonenckas, A.B. Ocradmituyk

Hayunwiii yenmp nesponoeuu PAMH;
HUH obueii namonoeuu u namogusuonoeuu PAMH (Mockea);
5-it Llenmpanvrviit soennviii kaunuyeckuii cocnumans BBC MO PO (Kpacroeopex)

B cmamve npedcmagnensi pezyavmamol KauHuxo-3nekmpomuoepaguyeckoeo anaiuza 34 nayuenmos ¢ peyudusupyioujeli Heaponamueil AuYegoeo Hepea
(pHJIH). Onpedenena uacmoma ee ecmpeuaemocmu cpedu ecex gopm autessix Hesponamuii (10,9%), onucans: omauuumensHole KAUKU4ecKue U 1eKmpo-
Heiipomuoepagpuueckue xapaxmepucmuxy (DHMI), gozmoxcrbie paxmopsi pucka. Boidenena epynna nayuenmos ¢ cemeiinoim anamuesom pHJIH, cpedu
Komopoil 0bla BbICOKUII NPOUEHM NAUUEHMOB CO CKPbIMOLl HespanbHoll 3aunmepecogantocmoio. Cemelinblil anamnes, peyudusuposanue HJIH u xapakmep
IHMT-uzmenenuii no3eoaunu 3an0003pumv y 3moii 2pynnsl 60AbHbIX HACAEOCHBEHHYIO HEBPORAMUIO C NPEOPACHOA0JICEHHOCMbIO K NAPAAUMAM OM COA8ACHUS.
Bbun nposeden monexynsipHo-eenemuecKuli anaaus Ha Haruyue xapaxkmeproi deneyuu eena PMP22, komopas we 6biia o0Hapyscena. Boisenennbvie pesyis-
mamvt, 0CMAgAS OMKPLIMbIM 60NPOC 00 Imuonoeu u namozernemuueckux mexanusmax pHJIH, cmassm 3adauy onpedenenus eenemuueckoeo degexma,

o0ycaosausaroujeeo cemelinyio opmy pHIIH.

KmoueBbie cioBa: HEBpOIMATHA JMLEBOro HEPBa, pCIUIUBUAPYIOLIME HEBPOIIATUM, HACJIECACTBCHHAA HEBPOMIATHA C MPEAPACIION0XKEHHOCTbIO K
Tapajanyam OT CIABJICHHUA.

eBpomarusi nuieBoro Hepsa (HJIH) 3anmmaer

BTOPOE MECTO IO YacTOTE Cpelr Bcex 3a0oseBa-

HUl nepubepryeckoil HEPBHOI CUCTEMBI (TOCIe

HEBpUTA CEATMIIHOTO HEPBA) U TEPBOE — CPequ

MOpakeHUH YEPEeTHBIX HEPBOB, YTO 00YCIOBICHO
OTIpe/IeICHHBIMUA aHATOMUYECKMMU OCOOEHHOCTSIMM XOJa
quuesoro Hepsa [1, 2, 19, 20]. Peuupusupytomas HJIH —
OTCPOYEHHOE TI0 BpeMEHHU MOpaXeHHWe TOTO Xe WM CUMMET-
PUYHOTO JIMLIEBOTO HEpBa. DTO 3a00jIeBaHNE BCeTIa IPUBIeKa-
JI0 K ce0e MPUCTATbHOE BHUMAHUE KIMHUIIUCTOB, BO-TIEPBbIX,
13-3a BBICOKOM YacTOThI BCTpeuaeMocT — oT 3 o 17% oT Beex
cnyyaes HJIH [14, 20, 21], 1 Bo-BTOpBIX, BCAEACTBME 3HAUU-
TEJBHOTO YKCIa OONBHBIX C OCTATOYHBIM PE3UTYATBHBIM U KOC-
METUYECKUM JeheKTaMU.

[MpuyuHB ¥ MeXaHWU3Mbl BOZHUKHOBEHUS PEUUANBOB IO
KOHILA HesicHbI [14, 19, 22]. Jlo HepaBHero BpeMeH| 00JIbLINH-
CTBO aBTOPOB PacCMaTPUBAIM PELIUAMBUPYIOIIE HEBPOIATUY
KaK TIPOSIBJICHUS TEHEPATM30BAaHHOTO HEBPAIbHOTO AehUIInuTa
TIpY pa3IMIHBIX COMATUYECKUX 3a0oneBanmsx |7, 9, 20, 23]. B
ClyJasix, KOTJia BBISIBUTH COMaTHMYECKYIO MAaTOJNIOTHIO M COOT-
BETCTBEHHO aCCOLMMPOBATh €€ C PEUMANBOM HEBPOMATUU HE
yIaBajgoch, MOBTOPHBIE 3MM30/bl PACHEHUBAIUCH KIMHULU-
CTaM¥ Kak MposiBieHue HeaheKTUBHOCTU MPOBOIMMON KOH-
cepBaTuBHOU Tepanuu [8—10]. Ipyrue ucciaenoBatenn UCKaiu
MPUYKMHY B HacJeayeMbIX AeeKTax ocTeoreHesa, aHOMAJMSIX
pa3BUTHS, a TAKXKE HACIEIyeMOll y30CTH KaHAJIOB, TIe MPoXo-
IST KOMIIPEMHUPYeMBIE HEPBEHI [2, 6, 8, 23].

C mepBbIX OMMCAHMI B IUTEpaType obpamniagoch BHUIMaHUe Ha
OTHOCHUTEJIbHO OOJNBIIYIO JONI0 CEMEMHBIX CIyyaeB Cpeau
peLaMBUpytomux HeBpormatuit [8, 19, 20, 21], u Bompoc o
BO3MOXKHOM POJIM HACJIEACTBEHHOCTH B MX Pa3BUTUU ITOIHHU-
Maincst yxe B 1954 . [6]. Pa3Butuie MOJIEKYISpHOI TEHETUKY
TIO3BOJIMJIO COBEPIIEHHO MO-HOBOMY B3IJISIHYTh Ha BOIIPOC 00
YYacTHU HACJENCTBEHHBIX (haKTOPOB B Pa3BUTHM PELMIMBU-
pYIOIIMX TMopaxkeHuit nepudepuueckux Hepsos [4, 10, 13].
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CeromHs yXe N3BeCTCH TeHETUUCCKUI Ie(EKT, OTBETCTBECHHBIN
3a CeMeiHbIe CIy4yau 3arscTHOrO TYHHEJIbHOTO CMHApoMa [5,
11]. PaHee ObL1 OTKPHIT MONEKYISIPHBIN Ne(EKT HACIeICTBEH-
HOIf HEBPOIATUM CO CKJIOHHOCTBIO K Mapajinyam OT CAABICHUS
(HHIIC), smpoM KIMHUKU KOTOPOH SIBISIOTCS UIMEHHO PEIy-
JUBUpYIOIe HeBpomaTuu [16]. OmHAKO MOJEKYJISPHBIA
MexaHu3M, obOycnonupatoimuiit pHJIH u, B yactHocTH, ux
ceMeliHble (OpMbI, 0 HACTOSIILIETO BPEMEHM HE WM3BECTEH.
Bo3MoXHOCTh MapajuieIbHOTO, aCUMITOMHOTO BOBJIEUYEHUS
HEpBOB KOHEUHOCTEH Mpu 3Toi hopMe paHee He MCCIef0Ba-
Jlack, He peuleH U Bonpoc o pHJIH Kak n3oauMpoBaHHOM WK
TeHepaNTn30BaHHOM HEBPAJIbHOM CTPaJIaHHH.

Llexnbio HacTosIIIEH PaOOTHI SIBISLIOCH TIPOBEICHIE KOMIUICKC-
HOTO KJIMHMKO-3JICKTPOHENPOMHUOTPahIECKOr0 U MOJIEKY-
JIIPHO-T€HETHYECKOTo aHaiu3a OOJbHBIX CO CIIOPATUYeCKUMU
M CeMEMHBIMU PEIMANBUPYIOIINMH HEBPOITATUSIMU JILIEBOTO
HepBa, C OIpeneJeHNeM YacTOTHl BCTPEYaeMOCTH JaHHOM
HO30JIOTUYECKOM (POPMEI, €¢ OTTMIUTETbHBIX KITMHIICCKIX 1
3NIEKTPOPU3NOIOTIUCCKIX XapaKTePUCTHK, BO3MOXHBIX (haK-
TOPOB PUCKA ¥ MOJICKY/IIPHO-TEHETUUECKOTO AeheKTa.

ITanuenTsI H METO/IBI HCCIENOBAHUS

O1eHKa KIMHWMYECKOM TSKECTH Tape3a JIMIEeBO MyCKyIaTy-
pel  TmpoBoamiach Mo Kimaccudukanmmum Rosler [21].
Heiipodusnonornyeckoe ucciaenoBaHue BBITOIHSIOCH Ha
anektpomuorpade Viking Select (CIIA). dyHKuMOHATBHOE
COCTOSTHUE JIMIIEBOTO HEpBa OLCHMBAJIOCH IO W3MEHECHUIO
JIATEHTHOCTU W aMIUTUTYIbl M-0TBeTa ¢ 06enx CTOPOH Mpu
OTBeeHUU ¢ m.orbicularis oculi v m.orbicularis oris. B coor-
BETCTBUU C TONYYCHHBIMU pe3yJibTaTaMK IIPOTHO3 BOCCTa-
HOBJIEHUS (DYHKIIMHU JIMLIEBOTO HEPBa ONpPeNescs 10 KpuTe-
pusim, nipemioxkeHHbIM Ludin [15]. B xavyecTBe mokasareneit
HOPMBI MCTIOJIb30BaHBI COOCTBEHHBIE PE3yJIbTaThl NCCIIENOBA-
HUS 3[0POBBIX JIMII C MOMPaBKOM Ha Bo3pacT * 2,5¢. s
BBHISIBJIEHMSI CKPBITOM TeHEpaaM3alliyd MaTOJIOTHIeCKOTO
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HEBPAJIbHOTO Mpoliecca AOMOJHUTENBbHO UCCIEN0BAINCH ABU-
raTejibHble ¥ UYBCTBUTEIbHBIE aKCOHBI CPENUHHOTO, TIOKTEBO-
T0 ¥ Majo0epLioBOr0 HEPBOB CTaHAAPTHBIMU METOAAMU CTH-
mynauuoHHoit DHMI ¢ oueHKo#l AucTanbHOM JaTeHLIMH,
aMIUIMTYAbBl U CKOPOCTH PacHpoCTpaHEHMsI BO30YXIEHUS
[15]. Ocoboe BHMMaHHe OOpamialoch Ha IIPOBEACHMUE
HMIIyJbca B aHaTOMMYECKHUX MeCTaX, TUIUYHBIX IS KOM-
Mpeccumu.

MarepuaioM 1 MOJEKYISIPHO-TEHETUYECKOTO MCCIIeI0Ba-
HUS Ha ompenencHue nedekra, xapakrepHoro mias HHIIC,
cnyxuna JTHK 6ombHbIX ¢ cemeitnoit pHJIH u ux Onmxkaiimmx
POICTBEHHUKOB. IS ompeneieHus TUITMIHON NeIeIH Pa3-
MepoMm 1,5 MIH map HyKneoTwaoB B obmactu 17pll1.2-12
UCIIONB30BAICS aHAIU3 ajlIeNield MUKPOCATEUIUTHBIX AUHYK-
neoruaHbix (CA), Mapkepos |3, 16]. CraTuctiyeckast 00paboT-
Ka TTOJyYEeHHBIX Pe3yJIBTaTOB IIPOBOIMIACH C CIIONB30BAHUEM
nporpamMMm Microsoft Excel 2000, Statistica 4.3 for Windows.
[IpolicHTHEIE COOTHOIICHUS W CPETHWE  BETMYIIHBI
CPaBHUBAIKCH C TIOMOIIIbI0 KpuTepues > 1 CTbIOAEHTA COOT-
BETCTBEHHO.

Pe3ynsraTel n 00cyxknenne

Hamu obGcnenoBaHbl KIMHUYECKH U 3JEKTPOMHUOTpadIecKu
311 GombHbIx ¢ HITH pasHoro reHesa B Bo3pacte ot 3 10 76 JieT.
YV 34 (10,9%) 13 HUX MMeNCs PeLUIMBUPYIOIIMI XapakTep
HJIH. Cpennuii Bo3pact manuentoB ¢ pHJIH obin 24,7+14,4
JIET; TeHIepHOe COOTHoIlleHWe (M:k) — 1:3; cpemHee 4mclo
perauBoB — 2,510,7 (ot 2 1o 5); cpemHsIs TKECTh Mmape3a —
2,5%1,7 6anna no mkane Rosler. [To cpaBHeHMIO C He-peLIUIN-
Bupytonieit cnopaauueckoit HJITH manuentsr ¢ pHJIH umenu
OoJee paHHMI BO3pacT IeOI0TA, MEHBIIYIO CTEIICHb TSDKECTH
napeza MHUMUYECKOW MYCKynaTypbl, 6ojee nerkue DHMI -
u3MeHeHus (tabin. 1). B HeBposormyeckoM craryce y 18 6ob-
Hbix ¢ pHJIH ObutK BBISBICHBI MPU3HAKY I'€HEPATM30BaHHON
HEBPOJIOTMYECKON CUMIITOMAaTUKM B BHAE TMIOPEdIeKCHH,
YJACTKOB TUITECTE3UH, TUITOTPOMUH OTACIBHBIX TPYITI MBIIIIII;
y 2 OOJIBHBIX ObLTH 00HAPYXEHBI IIPU3HAKH Pes Cavus 1 y OMHO-
T'0 — TMIIOTEIOPU3M.

bonbubie ¢ pHJTH pasnenunuce Ha 2 rpynmnsl: 1) 20 nanueHToB
(59%) 0e3 cemeiiHoro aHamHesa; 2) 14 (41%) maumeHTOB ¢
HaJIMYUeM CEMEHOro aHaMHe3a.

Y nanmenTos ¢ pHJIH 1-ii rpynmbl BO3MOXHBIMY 3THOIOTHYE-
ckumu ¢aktopamu pHJIH Obinu: repretuyeckoe mopaxeHue
— 7 MaIyMeHToB, caXxapHbIii MUabeT — 2 MalMeHTa, pacCesTHHbIMA
CKJIEpO3 — 3 MalMeHTa, XpOHNYECKash BOCIIAIUTEIbHAS TeMIe-
nuHu3upylomas nonuHeBponatust (XBIIT) — 3 mauueHTa,
6one3np Jlaitma — opuH manueHT. KinnHuko-31exTpodusno-
JIOTHYECKUE XapaKTePUCTUKU ITAI[IEHTOB B 3aBUCHMOCTU OT

Tabmua 1: CpaBHUTENIbHAR  KIMHUKO-3NEKTPOHENpOMUOrpadyeckast xapakTepu-
CTVKa BOMbHLIX C PELBNBIRYIOLLEI 1 He-peuvaveupyioled HITH.

®opma | Boapacr, |CreneHb napesa,

Gonesun | ropbi** Gannbl* Rl,met | %A1 % A2t
Mo [47£144] 25509 | 5602 | 614296 | 861287
HIH 6e3

peuumueos | 44,9 + 17,3 28 +09 43+ 05793111772 95
(M£o)

Mpumedanme: 1 — uCTanbHas MATEHTHOCTb, % AT M % A2 — MPOLIGHT najieHwst amnuTybl M-0TBETa C KpyroBoiA
MblLLLbI rna3a (A1) M KpyroBOiA MblluLl pTa (A2) N0 CPaBHEHMIO C amniMTy0i M-0TBETOB Ha 310POBOH CTOPOHE;
*p<0,05, ** p<0,005 (npu cpaBHeHMM rpynin Mexay CoGoN).
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Tabmaa 2: KnuHuKo-anexTpoGMaNoNorieckas XapaktepucTika pewmmvBmpyloLLes
HJTH B 38BMCUMOCTH OT 3THONIOMA.

Wpuonaru- PaccesH- Kpurepwuit
MpusHaku yeckas Tepnec Hblil Xean Mann-
dopma cKnepo3 Whitney
Knnhnyeckan
TAKecTb napesa, | 3,24+0,74| 397+ 095 | 1,75+ 0,57 [ 226£0,35 | p<0,001
Bamnel (M)
Avnmurya, MB
(Mzo)
- m.orbicularis oculi | 1,0£0,23 | 0,56+0,12| 1,6+0,65 | 1,3+0,21 | p<0,01
- m.orbicularis oris | 1,4+0,28 | 0,750,223 | 1,8+054 | 1,1£0,50
JIaTeHTHOCTb, MC
(Mc)
- m.orbicularis oculi | 44+14 | 4112 | 4918 | 5004 | p<0,05
- m.orbicularis oris | 4,1+23 | 3618 | 4612 | 5103
BHISIBJIEHHOW 3TUOJOTMM TpeACTaBieHbl B Tada. 2.

CraTucTuyecku 3HaYMMast pa3HULA ObLIa MOMTYYeHa M0 KITMHU-
YECKOil CTETeHM TSKECTH Mape3a W MaJeHUo aMIUTUTyIsl M-
otBeta. Haumbonee 3Haummoe MajeHWEe aMIUTUTYABI OBLIO Y
6onbHeix  pHJIH mpu  repmetuueckoM  TOpaXkeHUU.
MakcumanbHOe YITMHEHWE JATeHTHOCTU HAOMI0#anoch y
6onbHBIX pHJTH mpu XB[IT.

B rpynne nauuenTos ¢ pHJIH, BHe 3aBucHMOCTH OT Mpearo-
JlaraeMoil 3THOJIOTUH, ObUIA BBISBIEHA 3HAUYMMas KOppesi-
LUST MEXY aMIUIATYA0i M-0TBeTa ¥ YMCIOM PELUIMBOB, a
TaKXe MEXIy CTENEeHbIO MajeHUs] aMIUIUTYAbl M TSXKECThbIO
nape3a. OHAKO peTPOCMEKTUBHBINA KIMHUKO-HEHporpabu-
YecKWil aHanu3 MalMeHTOB MOKa3al, YTO OOLICTPUHSITHIE
nporHoctuyeckue dHMT -kputepun BOCCTaHOBIEHUS JU1IE-
Boro Hepsa [12, 15] y mauuentos ¢ pHJIH oka3anuch HeuH-
tdopmaTuBHbIMU. Tak, cOOTHOIIEHUE TAACHUS AMILTUTYIbI
M-oTBeTa MopakeHHOM CTOPOHBI MO CPaBHEHUIO CO 310PO-
BOIi CTOPOHOI HE KOPPEIMPOBAIO C UCXONOM BOCCTAHOBJIE-
HUS M COOTBETCTBEHHO HE OTpaxajno TNyOuMHBI Tapes3a
Mbimbel. DHMI -uccnenoBanue nepudepuyeckux HepBOB
KoHeuHocTell y 4 (20%) 4en. BBISIBUIIO PAcIPOCTPAHEHHYIO
HEBPAJILHYIO ITaTOJIOTHIO: 3aMeUIeHIE CKOPOCTU ITPOBEAECHUS
no cpenuHHoMy (3914,6 M/c) M ManoGepIioBOMY HepBam
(3243,8 M/c), yIMHeHNe TMCTabHOM TaTeHTHOCTH (10 30%
OT BO3PACTHOU HOPMbI) U HE3HAUUTENbHOE MaJICHUE aMILIN-
tyabl M-otBetoB (m0 20% oT BospacTHoU Hopwmbl). [lpu
WCCNIENOBAHUM MBIII [eHEePBAIIMOHHON aKTHUBHOCTH
BHISIBIEHO He Obimo. DHMI-mokaszarenu OblM paciieHeHbI
KakK TeHepaJu30BaHHAas MEPBUYHO NeMMETMHU3UPYIOIIAs
HEBPOTIATHS, BEPOSITHEE BCETO, CBA3aHHAsI C OCHOBHBIM
3aboseBaHueM (Y OTHOTO MallMeHTa MMeJ MEeCTO CaxapHbIii
nauabeT 2 Tuna, y 3 octanbHbix — XBJIT).

VY nauumenroB 2-it rpynnsl (pHJIH ¢ HanmuuueMm cemeiiHoro
aHaMHe3a) MPOBOLUPYIOMNX (PAKTOPOB PEIMANBOB, COIYT-
CTBYIOIIMX 3a00/IeBaHUIi BBISIBUTh He yaanock. Kak BUIHO Ha
puc. 1, B 6 ceMbsIx 3a001eBaHKe OOHAPYXUBAJIOCH B 3 MOKOJIE-
HUSX, B 2 CEMbSIX — B 2 TIOKOJICHUSX. Y BCeX OONBHBIX HacIe-
JIOBaHME 11O 10 ayTOCOMHO-JOMUHAHTHOMY THITY.

YcranoBneHo, yto cemelinbie caydan pHJIH mporekanu
HECKOJIbKO JIeT4e CIOpPAaIUYeCKMX — C MEHbIIEH TSKECThbIo
mape3a 1M 4acTOTOM OCIOKHEHMIA, UTO, CKOpee BCETo, 00YCIIOB-
JIEHO MEHBLIUM YUCIOM peunauBoB (Taba. 3). OmHako mpu
cemelinbix pHJIH oTMmevasncs 6onee paHHMIA 1e610T 3a00eBa-
HUS U 3HaunTeIbHOe (6:1) mpeobiagaHue XeHIMH. Xapakrep
OHMTI -usmeHeHuit mpu uccaefoBaHUU (DYHKIIMOHATBLHOTO
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puc. 1: PogocnosHble 06cef0BaHHbIX GOMbHbIX C CEMEIiHOM HEBPONATVEN MLIEBO-
T0 HEpBa.
YepHble CUMBOALI — yneHbl ceMbi, cTpagatolume pHTH; cTpenku — npoBanayl.

COCTOSTHUS JTMLIEBOTO HEPBA HEe MMeJT OTJIMUMTEIbHBIX 0COOEH-
HOCTElf 10 CpaBHEHMIO C TMalMeHTaMu 1-H TpyIIbL.
[Mposenenue pacmmpernHoro YHMI -uccienoBanus B Tpyrie
cemeiinoii pHJIH BbisiBuio y 12 (85%) nanueHToOB reHepasim-
30BaHHYI0 CEHCOMOTOPHYIO HeBpomatuto. OHa xapakTepuso-
BaJIaCh YIUTMHCHIEM IUCTATBHON TJATEHTHOCTH M-0TBETOB (110
35% ot BO3pacTHOI HOPMBI), CHIXKEHUEM CKOPOCTH TIPOBE/IE-
HUS BO30YXIeHH (110 CpeIMHHOMY HepBY — 110 4212,3 M/c, o
MajtobepioBoMy HepBy — 1o 3014,1 M/c), mageHueM aMIUTUTY-
bl CeHCOpHOTO moTeHIana (1o 80% oT BO3pacTHON HOPMBI),
OTCYTCTBUEM JI€HEPBALIMOHHOI aKTUBHOCTH B MbIIILAX MPH
MPOBEACHUN UronbuaToii Muorpadun. Beigasnennsie DHMI -
U3MEHEHHUS TIPEAINoaraioT AeMUSIMHU3UPYIONIMI TUIT Topa-
KEHUS. YUUThIBAs ayTOCOMHO-TOMUHAHTHBIN TUIT HaC/len0Ba-
HUS, MoJonoii Bospact, peuunussl HJIH, a taxke OHMI -
MPU3HAKKA T€HEPAIU30BAHHON NEMUEIUHUZUPYIOLICH HEBPO-
MaTUU, Mbl MPEANOJIOXMIN HATWUYKE Y 3TOM KaTeropuu 00Jb-
HBIX HACJICICTBEHHON HEBPOIIATHH C MTPEIPaCIONOKEHHOCTHIO
K TapaiuyaM oT chaBieHus. CiemyeT OTMETUTb, YTO Y 3THUX
0O0JIbHBIX HE ObLIO BBISIBIEHO OJIOKOB MPOBEAEHUS, a 3aMeIJIe-
HUE CKOPOCTEH pacIpocTpaHeH!S BO30YXICHUS COOTBETCTBO-
BaJIO CTEMEHM YIIMHEHUS! AUCTAJIbHON JIATEHTHOCTH, YTO He
YKJIapIBaJIOCh B ONMUCaHHbINA B auTeparype DHMI -nartepH
npu HHIIC, npu KoTopoii mMeeTcst TUCCOIMAIIS MEXIY CTe-
TIEHbIO YUTMHEHUS JATEHTHOCTH M BeJIMYMHOMN ManeHUs CKO-
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Tabmmua 3; KnvHWK0-3N1eKTPOGUMONOTVHECKas XapakTepueTHKa B0MbHbIX C peLnam-
Bupytolueit HITH ¢ Hanuumem 1 663 CEMEIiHOrO aHaMHE3a.

CemeiiHble peuupueu- |  Peuupueupylowme
Mokasarenu pyiome HJH, HJTH Ge3 cemeiiHoro
N=14 (8 cemeit) aHamHe3a, N=20

Mon, M/X 2/12 (1:6%%) 7113 (1:2,5%)
Cpennwii Bospact, net + SD 28,0 7,0 33,9 +19,9*
CreneHb TAXECTH napannya % "
(Mo}, Ganns 1,67 £0,1 1,57 £1,0
KonuyecTso peuymveos . .
(Vo) 2104 2507
PeanpyanbHbii edexT, % 25+* 58**
Hanwuue acMMITOMHO NOpaxeH- g5+ o+
HbIX nepudepuyeckux Hepaos, %
Cpeptss amnauTyga M-oTaera,
MB (Vo) 06 +02 0,7 04
Cpentsst nateHTHOCTb M-0TBETa, " "
ve (Mo) 4718 54 £09

Mpumesarme: * = p<0,05, ** = p<0,005 npu cpagHeHMM rpynn Mexay coboit.
poctu nposeaeHus (3, 17, 18].

HNHK-ananu3 Ha Hanuure HHIIC y paccmatpruBaeMbix 00J1b-
HbIX ¢ ceMmeitHoii pHJIH Hu B omHOM cily4yae He BbISIBUJI CaMO-
IO YacTOTO MOJIEKYISPHO-TeHeTUYeCKoro aedekra B BUIE
genenuu jokyca 17pll.2. Te. ¢ BepostHocThio 70—80%
(wactora HHIIC, 00ycioBneHHBIX MIMEHHO NeJelneil JoKyca
17p11.2) y 3Tux 60nbHBIX UcKMovanoch Hannuue HHIIC.

HecMmotpst Ha orpuuarensHbiii pesyisrat JJHK-ananusza Ha
HHIIC, o6uapyxenue y 85% OGonbHBIX ¢ cemeitHoit pHJTH
M3MEHEHUI CEHCOMOTOPHOIO IIPOBEACHUS MO Oosiee YeM
ofHOMY TepudepruueckoMy HepBy (MOMUMO JIMLIEBOTO) Mpe-
TOJTaTaeT, YT 3a00JIeBaHME SIBIISICTCS IIPOSIBIICHAEM TeHEePaIn-
30BAHHOM CEMEWHOM CEHCOMOTOPHOM IIOJIMHEBPOIATUH.
OCoOEHHOCTbIO MOJMHEBPONATUU SBISETCSl MPEUMYILECTBEH-
HOC W pelUIMBUpYIOIIee ITOpakeHHe JTHMICBOTO HepBa IIPU
TOM, YTO MeprdepruyecKre HepBbl HA MOMEHT OCMOTpa, He3a-
BHCUMO OT YMcJia peuuauBoB U BpemeHu aedrota HJIH, ctpa-
JaloT CyOKIMHIYeCKU. BopiieueHne neprudepnueckux HepBOB
00HApyKMBAETCS TOJBKO MPU YLIyOJIEHHOM OCMOTpe U TOJ-
TBEPXIAeTCsl 00bEKTUBHBIM CHUXEHUEM CKOPOCTH TMpPOBee-
Husg Bo3OyxmeHus npu DHMI-uccnenoBanuu. Hammdme
CeMefHOTro aHaMHe3a 3a00J1eBaHNUST CBUAETEIbCTBYET O TEHETH -
YecKOi JeTepMUHUPOBAHHOCTH MAaTOJOTMM, HO TOKa elle He
uneHTHGUIIpoBaHHo. HeodxommmMa orienka DHMI n3mene-
HUI CO CTOPOHBI MepudepuuecKuXx HEPBOB B AMHAMUKE LIS
OTBETa Ha BOMPOC O BO3MOXKHBIX IIPUUMHAX CTOJIb HEOOBIUHOTO
ne0roTa ceMEIHOM IMOJTMHEBPOIATHH C IIPEUMYIIECTBEHHBIM
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Recurrent facial nerve neuropathies: clinical, electrophysiological and molecular analysis

N.G. Savitskaya, S.S. Nikitin, S.N. Illarioshkin, S.A. Klushnikov, I.A. Ivanova-Smolenskaya, A.V. Ostaphyichuk
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Key words: facial neuropathy, recurrent neuropathies, hereditary neuropathy with liability to pressure palsies.

We present results of clinical and electrophysological analysis of
34 patients with recurrent facial neuropathy (rFN). Its frequen-
cy (10.9%) among all forms of facial neuropathies was deter-
mined, and clinical and EMG characteristics, as well as possible
risk factors, were described. A separate group of familial rFN was
identified, and these patients exhibited high percentage of sub-
clinical peripheral nerve involvement. Positive family history,

presence of relapses and electroneurographic features allowed to
suspect hereditary neuropathy with liability to pressure palsy in
these patients. However, molecular analysis of the PMP22 gene
failed to reveal a typical gene deletion. These results leave open
the question about etiology and pathophysiologic mechanisms
of rFN and warrant further studies of genetic defect underlying
a familial form of rFN.
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[1poTBONIapKMHCOHUYECKOE
NEeUCTBUE NUXOJMHA CyKIIMHATA Ha
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H3yueno npomusonapkuncoruteckoe deiicmeue OUXoAUHA CYKUUHAmMa npy uHmparasansiom esederuu 6 0osax om 0,2 do 5,0 me/ke Ha modeau NAPKUHCOHU3-
Ma, undyuuposartoeo y motuteii aunuu C57B1/6 oonoxpammnoii enympubpiowunoll unsexyueii 25 me/ke 1-memun-4-genun-1,2,3,6-mempacudponupudura
(M®TII). Buisigneno, umo duxonruna cykyunam obaadaem 00CmogepHbiM NPOMUBORAPKUHCOHUYECKUM F(DPeKmom, KOmopbiil 8bipajicaemcs 8 yMeHbuleHuu
NpOAGAeHUI] AKUHe3UU 1O NOKA3ameasM 20pU30HMANbHOL 08U2AMeNbHOI aKMUGHOCY 8 mecime «OmKpbimoeo noas» (8 dozax 0,2, 1,0 u 5 me/ke) u mbiueurol
pucUOHOCMU 1O ROKA3aMento OAUHb! ulaed JcugomHoeo (8 dozax 1u 5 me/ke). Buecme ¢ mem OUXoAuHa CyKyuHam He ycmpansem makue nposieaeHus 0CHO8-
HOil CUMNMOMAMUKY NAPKUHCORUMECK020 CUuHOpoMa, 8vi3eantoeo MDTIL, kak mpemop, nuaoapexyus, Aamepo- u pemponyAbCus.

KotoueBbie ci10Ba: 11X0NMHA CYKIMHAT, TPOTUBONAPKMHCOHNYECKOE IEHCTBIE, AKMHE3US, TECT «OTKPBITOTO TOJIsI», TPEMOP, MUAT03PEKLINS,
JIaTepPONYNbCHSI, PETPOMYIBCHS.

one3nb [Napkuncona (BIT) kak cucteMHoe mporpec-
cupyloliee 3a00/1eBaHUE MOXET ObITh CMOIIEIMPOBA-
Ha y TPBI3YHOB IIPHMEHEHNEM CEJICKTHBHBIX HEHPO-
TOKCHHOB, BBI3BIBAIONIMX M30MPATENbHOE TOBPEXK-
ngeHue nodamuHepruueckux Heiiponos ITHC [1].
OmHoit 13 HanboJIee IPU3HAHHBIX SBISCTCS MOIETb MApKUH-
COHM3MA y MbIIIei ¢ MTPUMEHEHUEM HEeHPOTOKCHHA 1-MeTuI-
4-penun-1,2,3,6-TeTparuipONMPUINHA: TP BHYTPUOPIO-
IIMHHOM BBEICHUU 3TOTO HEMPOTOKCHHA Y KMBOTHBIX BO3HH-
KaeT Tpuaga OCHOBHBIX cumnToMoB bII: onurokuHesus,
PpUTUIHOCTD, TpeMop [1, 2, 5]. Ucnosb3oBaHue HEPOTOKCHHA
BBI3HIBACT Y KUBOTHBIX CXOXME C YeTIOBEUCCKIIMU TIOBEICHIE-
CKHe M OMOXMMMYECKHE IPOSIBICHUS MapKUHCOHMYECKOTO
cunapoma (I1C). C MonekynsipHON TOYKM 3peHust 3hdeKT
MOTTII o6ycnoBneH TOKCUYECKUM JISUCTBIEM €T0 MeTaboITnTa
1-meTun-4-penuwnnupuantus (MPII+), BbI3bIBAIOIIMM 3HEP-
TeTUYECKYIO HeIOCTaTOYHOCTD U YCUIIEHHUE TIPOLIECCOB CBOOOI-
HOPaIUKAIIbHOTO OKUCICHNS B HUTPATBHBIX T0(DaMIH-TIPOIY-
LIUPYIOIINX HeMPOHAX, YTO U BENeT UX K Tubenu |2, 3].

HuxomuHa cykiuHat (JIXC) — cpencrBo, yaydliamoniee yyB-
cTBUTENBbHOCTD Ki1eToK ITHC K coOCcTBEHHOMY 3HAOT€HHOMY
uHCYMMHY. JleficTByeT Ha YPOBHE aKTHBAIIMM WHCYIMHOBOTO
pelenTopa, YCUINBAsl aKTUBHOCTD PELIENITOPHON TUPO3UHKM-
Ha3bl B OTBET Ha Hea(DPeKTUBHBIE CYOONITMMATbHbIE KOHIIEHT-
pauuu uHcyImHa [6, 7]. BakHbIM TakKe SBJIAETCS TO3UTUBHOE
BO3MEICTBYE TIPOM3BOIHBIX SHTAPHOM KHUCIOTH HA 3JEKTPOH-
TPAHCTIIOPTHYIO LIETTb MUTOXOHAPUI, HapyIlleHWEe aKTMBHOCTU
KOTOPOH SBJSIETCS ONHUM U3 KITIOYEBBIX MOJEKYJISIPHBIX
3BeHbeB BIT [4].

Lenbro HacTosIILEH pabOTHI SIBNSICTCS BBISIBICHUE TPOTUBOIIAP-
KuHcoHMYeckoro aeiicteus JIXC npu nHTpaHa3albHOM BBeJe-
HUU B TedyeHue 7 nHeil Ha Moaenu MOTII-uHaynmupoBaHHOTO
MapKUHCOHM3Ma y Mblnei tuHun C57B1/6.
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MarepuaJibl H METO/IbI

WccnenoBanust ObLIM BBIIOIHEHBI B OMBITAX HA MBILIAX JMHUK
C57B1/6 maccoii Tena 25—30 . DKcrneprMeHTaIbHbIE XHUBOT-
Hble OBbUIM II0IyYeHbl 13 LIeHTpaabHOrO MUTOMHMKA Jabopa-
TOPHBIX XUBOTHBIX «CtonboBasi» (MockoBcKas 00JacTh).
MBI comepXaiuch Ha TOCTOSIHHOM IOCTYIe K KOpPMY U
BoOJe, B TOMeIlleHNH Ipu TeMneparype 20—22°C, ux cogepxa-
HUE OCYIIECTBISIIOCh B COOTBETCTBUU ¢ «CaHUTApHBIMMU TIpa-
BWJIAMHM TIO YCTPOICTBY, 000PYIOBAHUIO U CONEPKAHMIO BMBA-
pues» (Ne 1045-73 ot 06.04.1973 ).

M®TII (B pu3M0TOTHICCKOM PACTBOPE) BBOMMICS OTHOKPAT-
HO BHYTPUOPIOIIMHHO B 03¢ 25 MI'/KT. 2KUBOTHBIM KOHTPOJIb-
HOW Tpymmbl BBOAWICS (U3HOoNOrnyeckuii pactBop. OLEeHKy
OCHOBHBIX 3KCTpaNMpaMUAIHBIX HAPYIICHUI HaYMHAIN CPasy
ocJie BBEICHUSI HEMPOTOKCHHA U MPOIOJIKAIM HaOI0eHKE B
teueHue 2—3 4 u yepe3 24 4. [Ton Bmussnuem MOTII y xuBor-
HBIX Pa3BUBAINCH BCE OCHOBHBIC IPM3HAKU MAPKUHCOHMIYE-
CKOTO CHMHIpOMA: TPEeMOp M IMUJIO3peKIUs (B3bepOLIMBaHKUE
LIEPCTH), OJUTOKMHE3Us, MbILIIEYHAsT PUTMAHOCTD. Tpemop U
MUIO3PEKINIO (HATMIKE MO0 OTCYTCTBHE) OLICHUBAIM CPa3y
nocie BeemeHust MOTII. PurmgHocTh OLEHMBAIM Yepe3
10—12 MMH noclie BBeAEHUST HEPOTOKCHHA, TIOMelast XXUBOT-
HOE B OIMH M3 OTCEKOB TIeHAJIa C MOJIOM, BBICTJIAHHBIM OyMa-
TOi, peIBAPUTEIbHO OKPACKUB MbIIIIaM JIaNKK TUITOrpadcKoi
KpACKOIi: TIPX 3TOM OIpPENESIN PACCTOSIHUE MEXIY CACAAMU,
OCTaBILIVMUCH OT MEPEAHUX ¥ 3aJHUX JIAIOK.

IMpu TIC, BBI3BIBAEMOM HEHPOTOKCMHOM, HaOIOmAeTCs He
TOJIbKO YMEHBLIEHUE KOINYECTBA ABMKEHUI, HO U HApyLIEHWE
X KauyecTBEHHOU CTpyKTypbl. IlOHATHE <«OJUTOKMHE3US»
BKJTIOYAeT YMEHBIIEHNE KOJUYECTBA M KA4ecTBa JIOKOMOTOP-
HOM aKTUBHOCTH KMBOTHBIX. 2KUBOTHBIX TECTUPYIOT B OTKPHI-
TOM M10JIe, PETUCTPUPYS B TeUEHHME 2 MUH YMCJIO TOPU30HTab-
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HBIX ABIDKECHUH, BEPTUKATbHBIX IBIKEHUI (CTOMKM), TPYMMHL.
Kak mpaBuio, onMroxuHe3us Haubojiee BbIpaxeHa 4Yepes3
90 mun mocne BBeneHrss MOTII u coxpansieTcst Ha TIPOTSIKe-
Huu 2—-3 4.

AddextrBHOCTL AXC OlIeHHBAIM TI0 €T0 CIIOCOOHOCTH 0C/al-
JISITb OCHOBHBIE JBUTate/ibHbIe nposiBiaeHus [1C, BbI3bIBaeMOro
BeeneHrneM MOTII, a Takke 1Mo ero BIMSHHMIO Ha HaJIMIue U
BBIPAXXEHHOCTb CITIOHOTEYEHMSI, MUIO3PEKIIMH, PETPOIY/IbCUH,
HapyweHuii abixaHust. JIXC BBoaunu B TeueHue 7 qHei (1 pa3 B
JeHb) MHTpaHA3aIbHO B 103ax 0,2; 1 1 5 Mr/Kr (B 00beMe 10 MK,
10 5 MKJT Ha HO31p10). 2ZKMBOTHBIM KOHTPOJILHO# TPYITITHI BBOAM-
JI1 (PU3MOJIOTMYECKUMIA PaCTBOP MHTpaHa3aJbHO B 3KBUBAJEHT-
HOM 00BbeMe. B KaxKmoii rpyrime ObLIO TI0 8 XXKIMBOTHBIX.

CraTHCTHYECKUI aHA3 PE3YIBTaTOB MPOBOMMIIN C IPUMEHE-
HUEM KOMITbIOTEPHOM MporpaMMbl «buoctar» ¢ MCHoib30Ba-
HHUEM TapaMeTpruIecKoro Kputeprst CTBIOIEHTA.

Pe3ynsrarsl 0 00CYxkIeHNHE

JInHamMuueckasi OlLleHKa JIOKOMOTOPHBIX U BEreTaTHBHBIX
(byHKIIMI KUBOTHHIX TPYIIIHL, oTrydaBmmx M®TII, mokasana,
YTO B CPEIHEM 4epe3 2 MMH I0CjIe MHBEKIMKM HEHPOTOKCHHA
OTYETJIMBO MPOSIBISUIMCH BCE BUABI 3KCTpaNUpaMUIHBIX pac-
CTpoiicTB, XapakTepHbIX Wi [1C (Tadm. 1):

— MEJKOAMIDTUTYIHBIA M CpeqHeaMIUTUTYIHBIA TeHEepaIn30-
BAHHBIA TpeMop (MOSIBIISUICS BCKOPE IOCIE BBENEHWS M
coxpansuicst Ha ipoTsikeHuu 20—40 MuH);

— MUIO3PEKINUSI, PETPO- WM JIATepOyIbcusl (TIOSIBIISIACH
yepes 2—3,5 MUH);

— pUTrHAHOCTH (TosBysIach yepe3 10—12 MuH) — HapylieHue
MOXOJKU, HAMPSDKEHUE TePENHUX U 3aAHUX KOHEYHOCTE 1
TMOSIBJIEHUE XapaKTEPHOTO «I0pOay.

Kak BumHO 13 Tabin. 1, cyOXpoHMYeCKOe MHTPaHa3aIbHOE MPH-
Mmenenue AXC (B mo3ax 0,2; 1 1 5 MI/KT) TOTHOCTBIO HE CHU-
Majo psma TIPpOSBICHWI ocHOBHOM cummroMmatnku I1C,
BBI3BAHHOTO BHYTpUOpIOIMHHBIM BBegeHneM MOTII. Tak, y
SKMBOTHBIX BCEX TPYII OTMEYaIW TPEMOp, IMIO3PEKIHIO,
JIaTepO- U PETPOITYIIBCHIO.

OmpeneneHne IOKa3aTeIel, XapaKTepU3YIONINX BhIPaxKeH-
HOCTb MBIIIIEYHOM PUTUAHOCTH, BBIIBUIO TIOCTE BBEACHUS
HEeMPOTOKCHHA CTATUCTHIECKH 3HAUYNMOE YMEHBIIEHNE UTUHEI

Tabnvua 1: Bavanve IXC (MHTparasansHoe 7-gHeBHoe BBE/iHMe) Ha nokasaTenm
AKCTPANVDAMIHbIX Y BETETATMBHbIX PACCTPOICTB, BbI3BAHHbIX MpUMEHe-
Hvem MOTIT y Mbiweit iuHin C57B1/6.

Jlatentoe
Narepo-
Fpynne Bpems | caone-
XMBOTHBIX H"“a:%:”"%_ Munoapexums "mn‘:i?no revenme | F16€Ms
pa, MuH
Mo "
25 Mrfkr 2,06 88 88 I
XC ”
02w +momn | 202 88 88 B | o
i 8
T +uom |1 R L e
e m
Seenom | 210|888 ey
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Tabmaua 2: Bausue JIXC (wHTpanasanbHoe 7-pHesHoe Beenenve) Ha MOTTT-uHpy-
LMPOBAHHYIO pUruaHOCTb (Mm).

MHTaKTHbIi 2’;'31/'?« AXc Axc axc

KOHTpOMb, | o /GpioLumH- 0,2 mr/kr+ | 1mr/kr+ | 5wmr/kr+

du3. p-p PH " MOTR MOTN MoTn
ﬂﬂ””a Wara, | 6774020 | 4,07 +0,14° | 445:0,22 | 4,91£0,19% | 474+0,20*

Mpumeyanue: # — p<0,05 (LOCTOBEPHOCTL Pa3ANYIA OTHOCUTEAIBHO IPYMMbl MHTAKTHBIX XVIBOTHBIX, MONYYaBLUMX TONLKO
duspactop); * — p<0,05 (BOCTOBEPHOCTb Pa3AYMiA OTHOCUTENbHO MPYMMbI XMBOTHIX, MONYYaBLLVX TOABKO MATT).

miara Mblied — B 1,7 pa3 mo CpaBHEHMIO C MHTAKTHBIMU
kKMBOTHBIMU (Ta0a. 2). IXC B mo3ax 1 u 5 MI/KT BbI3bIBaI
JOCTOBEPHOE YBEIMYECHNUE [UTMHBI 11ara XKMBOTHBIX TI0 CpaBHe-
HUIO C I0Ka3aTe/IsIMU XMBOTHBIX TPYIIIbI CPABHEHUS, TIOJIY-
yapmux Tonbko MOTII. DTH pe3ynsTaThl CBUAETENLCTBYIOT O
criocobHocTi [IXC cHUXaTh pUTHIHOCTD, BhI3BaHHYI0 MOTII

(puc. 1).

[LnvHa wara, cM
74

6.

*

s n 00

M®TN 25 mrjkr IXC 0,2'MF/KF + [OXC 1,0 mr/kr + [IXC 5,0 mrfkr +
8/0 MaTN MTN MaTN
puc. 1: Baushue [IXC Ha MblLIEYHYIO PUTUTHOCTb, BbI3BaHHYIO BBeneHueM MOTI.

Mpumeyanve: # — p<0,05 (0CTOBEPHOCTL PA3AMYMIA OTHOCUTENBHO FPYNMbl UHTAKTHbIX XVIBOTHbIX, MOAYYaBLLUX M3-
pacteop); * = p<0,05 (L0CTOBEPHOCTb PA3NU4MiA OTHOCUTENBHO FPYNMbI XMBOTHBIX, NOAY4aBLKX ToNbko MATH).

P

dus. p-p

W3MepeHne IBUTATEIEHON aKTUBHOCTH B TECTE «OTKPBITOTO
oJis» 1oKa3ano, yto yepe3 90 muH nocne eeaeHus MOTII B
J103¢ 25 MI/KT OTMEYaJ0Ch CTAaTUCTUYECKM 3HAYMMOE CHILKE-
HHUe IBUTATEIbHON aKTHBHOCTH ITO CPABHEHMIO ¢ MHTAKTHBEIMU
KMBOTHBIMU (Ta0J1. 3). ¥ XXMBOTHBIX 3TOM TPYIIITBI OTMEYAICH
nepronbl «ppusMHra» (3aMUpaHus), CTEPEOTUNHHU, HEYCTOM-
YMBOCTb MTOXOAKU, OET Ha 3aJHUX JiaraX, pOTallMOHHbIE IBUXE-
HUSL.

Tabnmua 3: Bruarue IXC (MHTpaHasansHoe 7-fHeBHO BBE/IHME) Ha HapyluieHus
MOBELEHIS MBILLIEH B TECTE «OTKPLITOE none» (M+m).

Tpynnbl Topusontansbias |  BeptukanbHas YacTblii rpymMuHr
XUBOTHbIX aKTUBHOCTb aKTUBHOCTb (cTepeotunus)
WHTaKTHBIIA
KOHTPOMb, 478830 14,25 £ 1,56 0
du3. p-p
MOTN 25 mr/kr 25,38 + 2,59° 2,0+ 1,09° 38
IXC 0,2 mr/kr+ "
MOTT 70,4+ 17,24 57+2,03 38
IXC 1 mrjkr+ "
MO 67,63 + 27,85 40132 0
JXC5 . *
MO 88,14+ 2242 10,14 £4,01 0

Mpumesarme: # — p<0,05 (BOCTOBEPHOCTb PA3ANYMiA OTHOCUTENIBHO TPYMMbI UHTAKTHBIX XUBOTHBIX, MOMYYABLLIVX TONbKO
dw3pactBop); * — p<0,05 (BOCTOBEPHOCTL PA3AYMIi OTHOCUTENIBHO TPYMMbI XMBOTHBIX, MOAYYaBLLIX T0AIbKO MATTT).
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®uz. p-p  MOTN 25 mr/kr AXC 0,2 mr/kr + OXC 1,0 mr/kr + IXC 5,0 mrfkr +
B/0 MoTN MOTN MoTN

o

1 a1 i
N2 W2 22242

puc. 2; Brusnue [IXC Ha akuHeauio, BbiabiBaemyio MOTII, B TecTe «OTKphiToE
none».

Mpumeyanne: # — p<0,05 (BOCTOBEPHOCTb Pa3AYMiA OTHOCUTENLHO FPYNMbI UHTAKTHBIX XVIBOTHBIX, NOAYYaBLLIX M3-
pacteop); * = p<0,05 (1OCTOBEPHOCTb PA3NUMYMIA OTHOCUTEABHO TPYMMbI XMBOTHBIX, NOAYYaBLLYX TONbKO MATH).
1= no IXC, 2 - nocne ZIXC.

JIXC oka3sbiBasl BHIpaXeHHOE BIWSHUE Ha aKMHE3WIO, BBI3BI-
Baemyto MOTTII B «oTkpsITOM TOTe». [1ox BIusTHIEM TIpemnapa-
Ta CTAaTUCTMYECKM 3HAYMMO YBEIMUYMBAETCS UYMCIO TOPU30H-
TaJIbHBIX TIEPEMEICHNIA, YTO CBUETENBCTBYET O CIOCOOHOCTH
TIpermapaTa Bo BCeX TpeX UCIoIb3yeMbIx qo3ax (0,2; 1 m 5 Mr/KT)
YCTpaHSITh aKMHE3UIO, BBI3BAHHYIO HEMPOTOKCMHOM. DTOT
atdext IXC rMeeT 10303aBUCUMBIiA XapakTep U YBEINYUBa-
€TCS C MTOBHIIICHIEM I03HI Tiperapara (puc. 2).
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MPOTMBOMAPKMHCOHMYECKOE AEAICTBIE ANXONMHA CyKUpHaTa

Hecxonbko Menbimii ekt IXC okaspiBaeT Ha MoKasaTelb
BEPTUKAIBHOM IBUTATEIbHOM akTMBHOCTH. [1o 3TOMY IMOKa3a-
TEJII0 TOCTOBEPHEIA 3(pPeKT HabMOmaeTCsl JIUIIb IIPH BBEIe-
Huu JIXC B mo3e 5 Mr/kr.

Bpdext AXC Ha akuHesmio, Bbi3BaHHYI0 MOTII B «OTKpHI-
TOM T0JIe», UMEET CBOM 0COOEHHOCTHU. KMBOTHBIE TIOCJIE BBE-
nexust 1XC coBeplrany Majio aKTOB IPUHIOXUBAHUIA, BEIXOIOB
B LIEHTP M0JIsI, a IBMKEHME MBI TIPOXOIIIO MO Mepudepun
TIOJISA, CTOMKM OCYLIECTBIISUTUCH TOJBKO B yriax. [T HeKoTo-
pbix xkuBoTHBIX (20%) mocne BBegeHus JAXC B mo3e 1 Mr/Kr
OBLIM XapaKTepHBI KPYroodpa3HbIe IBUXKEHMSI, TIOPHIBUCTOCTD,
pe3kast peakuus Ha npubauxeHue pyku. Tak, nexauiue
KMBOTHBIE C TTOJTHOM aKMHE3Uel TIPH B3ATHH MX PYKOI epra-
JIMCh, BBICOKO TIOATIPHITMBAIIN U MBITAIUCH YOEXAaTh.

Takum obpazom, IXC npu ero MHTpaHa3aIbHOM MPUMEHEHUN
B TeueHue 7 THell XapaKTepu30BaJICs TOCTOBEPHBIM TIPOTUBO-
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nozax 0,2; 1 1 5 MI/Kr) He YCTpaHsSIeT Takue MpOsIBIeHMs
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Antiparkinsonian effect of dicholine succinate on the model of MPTP-induced parkinsonism

AK. Sariev, V.M. Rychikhin, I.A. Pomytkin, T.A. Voronina
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Research Institute of Pharmacology, Russian Academy of Medical Sciences (Moscow)

Key words: dicholine succinate, antiparkinsonian effect, akinesia, “open field” test, tremor, piloerection, lateropulsion, retropulsion.

Antiparkinsonian effects of dicholine succinate (intranasal
application of 0.2—5.0 mg/kg) was studied in the C57BI/6 mice
model of parkinsonism caused by a single i.p. injection of
25 mg/kg 1-methyl-4-phenyl-1,2,3,6-tetrahydropyridine
(MPTP). Dicholine succinate was found to be characterized by
significant antiparkinsonian effects, as indicated by reduction of

akinesia in the “open field” test horizontal locomotor activity
(0.2, 1.0 and 5.0 mg/kg) and reduction of muscle rigidity
assessed through the step length (1.0 and 5.0 mg/kg). However,
dicholine succinate did not exhibit any effect on such major
MPTP-induced parkinsonian symptoms as tremor, piloerection,
latero- and retropulsion.
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IUIIOPUIIOTEHTHBIE CTBOJIOBBIE
KJIETKW. HOBBIE BO3MOXHOCTU

B HEMTPOOUOJIOTUU
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Omipvimue smOpuoHanbHbIX cmeo0sbix Kaemok (ICK) u pazpabomica memodos MaHURYAUPOBAHUS C HUMU OMHOCAMCA K HAUO0Aee SHAYUMbIM 00CHI -
ancerusm Hayku XX eexa. [lockoasky ICK maexonumarouqux npedcmasasiom co6oil, no cywecmsy, Heuctepnaemsiii ucmonux Hedugeperyuposan-
HbIX KAMOK ¢ HOPMANbHbLM QUNAOUOHBIM KAPUOMUNOM, OHU GY0ym 0Cmagambcs 6axceiuum 00eexmon 01 ()HOAMEHMATLHbIX UCCIe006aHUIL, 6 M.H.
8 Heiipobuonoeul, 00HAKO UX npuMeHerue 015 peuerus 3a0ay nPaKmuHeckoll HeapoA02UU CMAKUBaemes ¢ pA0oM cAONCHOCMel MeOUUUHCKO020 U IMu-
ueck020 xapaxmepa. Pesyavmambt nocae0Hux uccae008amuii OMKpbiearom CO8EPUICHHO HOBbE B03MONCHOCIY 8 00AACMU KACMOUHOI mepanuy msyce-
Abix Ooaestell uenoseka. Peuv udem o penpoepamMmuposaruy coMamuHeckux KAemox MAeKONUMarowux, ka4as 4e108exd, 8 nAOpunomeHmubie
CMB0.A06ble KAemky (MaK Hasbieaemble UHOYYUPOBAHHbIe NAIOpUNOmenmHble cmeonosbie Kaemku — UIICK), ¢ danvreliueil ux dugghepenyuposkoii 6
Kaemiu pasauunolx munos. Iloxazana npakmuueckas eozmoxchocms mpancopmayuu UIICK nayuenmos 6 dopamunepeuneckue u opyeue cneyughu-
ueckue Hetiponvt I[HC, ymo daem ¢ pyku epayell nPUHYUNUAABHO HOBYH MEXHOA02UK HOAYYEHUS A0eKBAMHO20 U 2eHeMUMECKU UOCHMUUHO20 KAemo-
HO20 Mamepuana 04 Heiipompanchaaumauuu npu 6onesusx llapkuncona, lenmunemona u Opyeux msyiceasix HeiipodeceHepamugHoix 3a001e6aHUSX.

KmoueBbie cioBa: 3M6pI/IOHEU'leLIC CTBOJIOBBIC KICTKH, MHAYLIUPOBAHHBIC IIJTIOPUITIOTCHTHBIC CTBOIOBLIE KICTKH, PEIIPOrPpaMMUAPOBAHUE,
HENponereHEPaTUBHbBIE 3a0071eBaHUS

JIHUM M3 KPYIHEHIINX NOCTIXKEHHI Hayku XX TT1I0pUITOTEHTHBIE CTBOJIOBBIE KJIETKM MPEICTABIEHb B
CTOJIETUS SIBUJIOCH OTKDBITHE CHIG0AOBbIX KACHOK, paHHEM dMOpPHOTEHEe3e Ha CTamy BJIaCTOLMCTEI;
MX POJIH U 3aKOHOMEPHOCTEH (YHKIIMOHMPOBAHHS 3) myavmu- u oauzonomenmubie — MOTYT TH(DPEPEHITAPOBATECSI
B HOPMAJIbHOM OHTOTCHE3C M TIpH DPa3IMYHBIX JIMILB B KJIETKK OIPENeIEHHBIX TKaHEH (COBOKYITHOCTU TKA-
=" TIOBPEXICHHAX TKaHEI Opranusma. B 1999 r. xyp- Heit). OHU SBJISIOTCS PETMOHATBHBIMU (ME3eHXUMalbHbI-
Han “Science” TIPU3HAT OTKPBITHE CTBOJIOBBIX KJIETOK TPETHHM MU, HefipaTbHbIMH U T.L.), TIPHCYTCTBYIOT BO B3DOCIOM
10 3HAYMMOCTH COOBITHEM B OMONIOTMH HOCIE PACIIM(POBKU OpTaHU3Me U SBJISIOTCS UCTOUHUKOM OTPAaHUYEHHOMN pere-
asoittoi crupanu IHK u peannsaunn nporpammbi «[eHom HEpALMU OPTaHOB 1 TKAHEil B OTBET HA TOBPEXX/ICHNE.
yestoBeKa». CTBOJIOBbIE KIIETKH — 9TO KJIETKM-TIPEAIIECTBEH-
HUMKH, U3 KOTOPBIX TIPY HEOOXOAMMOCTH 00pasyloTcs BCe Apy- Jng penapaTtvBHOM MeIUIMHBI OCHOBHON MHTEPEC MPEACTaB-
THE TUIIBI KJIETOK, COCTABIISIOIIME PA3TNIHbIE OPraHbl K TKAHU. JISIOT TUTIOPUIIOTEHTHBIE CTBOJIOBBIE KIETKM. [0 MOCIEIHErO
OOLIENPUHATHIMU KPUTEPUAMU «CTBOJIOBOCTI» MPU XapaKTe- BPEMEHM UX MPAKTHYECKU eIMHCTBEHHBIM UCTOYHUKOM Obla
PUCTHKE KJIETOK ABIISIOTCS CIeNYIOLINE PU3HAKK: a) CII0C00- BHYTPEHHSISI Macca 0,1aCTOLMCTRI, KOTOPYIO MOJIy4ajiu B 1abo-
HOCTb K HEOTPAHUYEHHOMY JIeJIEHIIO; 6) CBOMCTBO KJIETKH TIPH PaTOPHBIX YCJIOBHSX YepPe3 HECKOJIBKO JHEM MOCIIE MPOLIELYPHI
JeJeHUN [aBaTh Hayalo pasHbIM BHIaM JOYEPHUX KIETOK, 3KCTpaKopropajibHoro ortonorsopenus. DCK npeacrasisior
OIHA M3 KOTOPBIX MMbdepeHIUpyeTcs, a BIOpas OCTAeTCs €000 PaKTHYECKK HEUCYEPITAEMbIii HICTOYHUK HemrdpepeH-
CTBOJIOBOM, 32 CYET YETO CTBOJIOBBIE KJIETKM 0OPa3yloT camo- LMPOBAHHBIX KJIETOK C HOPMAJIbHBIM IUILIOMIHBIM KApHOTH-
noanepxkuBarolnyrocs nonyasuuio [1, 3, 7]. MOM, KOTOPBIE MOTYT ObITb UM GHEPEHLIMPOBAHBI B CAMBIX pa3-
HBIX HanpaBineHusx [1, 4, 58]. beaycnosHo, DCK u ganee Oyayr
CTBOJIOBBIE KJIETKM UMEIOT CBOIO HEepapXuio u pa3)‘[1/1qH},1171 OCTaBaTbCs BaXHEHNIIUM OOBEKTOM IJIS HCCJ’ICI[OBaTeIICVI,
PenponyKTUBHBIN moteHuuan. C 3Toil TOUKM 3peHMsI BhIE- 3aHMMAIOLIMXCA M3YYEHUEM IIyTeil SMOPUOHATLHOTO pa3By-
JISTIOT HECKOJIbKO BHIOB CTBOJIOBBIX KJIETOK: 1151, YOPMUPOBAHHSI 1 (PYHKLIMOHMPOBAHIIS OTAEBHBIX THIIOB
1) momunomenmmusie — crocobHsl TdGepeHIMPOBATECS BO TKaueit. Onnako manmumynsunu ¢ 9CK conposoxuaiotes
BCE THIMBI KJIETOK. TOTUMOTEHTHBIE CTBOJOBBIE KIETKH BHICOKMM DHCKOM UX 37I0KRUECTBEHHOM Tpanchopmau, a
CYILIECTBYIOT B PA3BMBAIONIEMCS OPFAHH3ME OUeHb KOPOTKOE TAKXKe 3HAYMTENHHBIMU TIPOOIEMAMH 3THYECKOTO TOPSIKa B
BpEMS — JTHIIIb HA CTATMH HECKOMBKMX KIETOUHBIX JeTeHHiA CBS3M C HEOOXOIMMOCTBIO 3a00pa KJIETOK OT YeNOBEYECKMX
3UTOTHI; aMbproHoB [4]. [Tostomy npumererre ICK B kauecTse Kiie-
5 B 5 (thepeHIIpOBATECS 5O TOUHOH Tepanyu 10 CHX TOP Tak 1 He CTajl0 MPEAMETOM LIHPO-
) naropunomenmibie — CIIOCOOHBI IubdepeHIHp ] Kol KIHHHYeCKO# IPAKTHKI,
BCE TUIIBI KJIETOK, KPOMe DKCTPadMOPMOHAIBHBIX TKAHEN.

37



Tom 5. Ne 4 2011

Heponorus sBnsiercst Toii 001acThlo0 KITMHUYESCKOM METUIIN-
HBI, IUIS1 KOTOPOIA pa3BUTHE UCCIEIOBaHUI CTBOJIOBBIX KJIETOK
0COOEHHO BaXHO. B cuty moCcTMHUTOTHYECKOI TIPUPOIHI AND-
(bepeHIMPOBAaHHBIX HEWPOHOB, MX BBICOKOW PAHUMOCTH WU
BECbMa OTPAHMYEHHOIO PENapaTUBHOIO MOTEHIMAda OCHOB-
HBIe HaIeXIbl B BOCCTAHOBICHNUM (DYHKIIWI BelllecTBa MO3ra,
YTPaueHHBIX B pPe3yJbTaTe pa3HOOOPa3HBIX OCTPBIX KaTacTpod
J1M60 XPOHNYECKUX MTPOTPECCUPYIOIINX 3a001€BaHUI HEPBHOM
CHCTEMBI, B TIOC/IEHUE TONBI CBSI3aHBI C 3aMECTUTETbHBIMU
KJIETOUHBIMU TeXHOJOTUsIMU. B nutepatype ecTh psin coobiiie-
HUI 0 MPUMEHEHUU PETUOHATbHBIX MYJIBTUIIOTEHTHBIX CTBO-
JIOBBIX KJIETOK (IOJTy9aeMbIX U3 TIYTTOBUHHOM KPOBH, KOCTHOTO
Mo3ra, XUpPOBOM ¥ IIp. TKaHeH) mpu uHCyasTe [9, 22, 30], Heii-
ponereHepaTUBHBIX 3a00J1€BAHUSAX U UX IKCIEPUMEHTATbHBIX
mozensx [1, 6, 31, 33], paccessHHOM cKiiepose [10], mocne Heid-
porpaBMbl [22, 60] 1 T.o. B menom, ogHako, Takoe JeYeHue
COIPOBOXAAIOCH 00BIYHO JIMIIIb MUHUMAIbHBIM M HECIELM-
(buyeckuM KIMHUYECKUM 3B heKToM MO0 (Yalie BCero) aana-
JIO OTpHUIATEIbHBIN pe3yabrar. bomee Toro, mom coMHeHHe
MOCTaBJI€Ha caMa BO3MOXHOCTb AU GbEepeHIIMPOBKU MYJIbTH-
MOTEHTHBIX CTBOJIOBBIX KJIETOK B HelpoHbl [35]. TlombiTku
HeMpOoTpaHCIUIAHTAIIMH C UCTIOIb30BAHUEM HEKOTOPBIX HOBBIX
UCTOYHUKOB KJIETOK (HAalpUMeEP, PETMHAIbHBIX MUTMEHTUPO-
BaHHBIX SIMUTENNATBHBIX KIETOK, TPOTEHUTOPHBIX KIETOK
00OHSTEIBHOTO SIUTEINS U ApP.) TAKKe IMoKa 6e3yCren sl |2,
19]. Tlo cymiecTBY, UMEHHO OTCYTCTBUE JOCTYITHOTO UCTOYHU-
Ka CTBOJIOBBIX KJIETOK C BBICOKMM IIOTEHIIMAJIOM aIpeCcHON
M depeHIMPOBKY B TOT MJIM MHOM TUM CHELIUATM3UPOBAH-
HBIX HEMPOHOB CTAJIO TJIABHBIM TOPMO30OM Ha IyTH Pa3BUTUS
METOIOB HEMPOTPaHCITAHTAIINH.

Hacrosumii npopbiB B 1aHHOM o61actu npousomnten B 2006 T.
Smonckum uccnenoBareasiM K. Takahashi u S. Yamanaka u3
Kuotckoro yHuBepcuteTa [55] yaanoch oCylECTBUTh Perpo-
IPaMMUPOBAHNE B3POCIBIX U IMOPUOHANBHBIX (PrOpobdIacToB
MBI B ILTIOPUTIOTEHTHBIE CTBOJIOBBIE KJIETKHU IYTeM BBEIC-
HUSI B HUX C TOMOIIBIO PETPOBMPYCHBIX BEKTOPOB YETHIPEX
TPaHCKPUITIMOHHEBIX (hakTopoB Oct3/4, Sox2, c-Myc u Klf4.
WHpiMu clioBaMU, KIETKM KOXM IPEBPaIlaIKCh B ILTIOPUIIO-
TEHTHBIC CTBOJIOBBIE KJIETKM B PE3y/bTaTe aKTMBALMM B HUX
YeTHIpeX TeHOB, HarboJee aKTUBHBIX Ha 3Tare SMOPHOHAIBHO-
ro pasButud. IlonydyeHHBle B pe3ysibraTe Takoil 00paOOTKU
NTICK obnananu cxonHoit ¢ BCK Mopdonorueit, pocToBoIMU
CBOICTBAMMU U IKCTIPECCHeil crierduuecKux KIeTOYHbIX Map-
KepoB. CIycTsl KOpOTKOE BpeMsl, MCCIEA0BaTeI U3 TOH Xe
JabopaTopuu MO PYyKOBoACTBOM Tpodeccopa S. Yamanaka
(oH ObUT HOMUHMPOBaH Ha HobGeneBcKyto mpemuto B obnactu
(bU3KONIOrMY ¥ MEAUIIMHEI) COOOIIIIN 00 YCIIENTHOM ne-aud-
(bepeHpoBKe (HUOPOOIACTOB B3POCIOTO Ye0BeKa U MOoJIyde-
Hun UIICK ¢ moMOIIbI0 MICHTUYHBIX TENTUIHBIX (haKTOPOB
[39, 54]. Takum obpa3om, OblIa IMPUHLIMIKMAILHO MOKa3aHa
BO3MOXHOCTh NepenporpaMMHpoBaTh COMATHYECKHE KIETKH,
MEHSS UX CIICIMATN3ALUI0 U «CTHPas» KICTOUHYIO ITaMSITh,
CBSI3aHHYIO C MHAUBUIYATbHBIM Pa3BUTUEM.

Hanee Oymyt paccMoTpeHbl criocoObl moayyeHuss UIICK u
MePCIICKTUBBI MX MCIIOIb30BAHUS B HEBPOJIOTHH [UISI HCCIIENO-
BAHUS U JIeYeHUs psaa HeiipoaereHepaTUBHBIX 3a001eBAHUIA.

OcCHOBHBI€E TeHbl, YIACTBYIONIHE B PENPOrPAMMHPOBAHIH

B nuonepckoit pabote Takahashi u Yamanaka 6bu1 mpoaHanisu-
poBaH TpaHckpunToM DCK MbIIIM 1 BHISIBICHB 24 TeHa, OTBe-
Yalolye 3a MoafepXKaHue MX TUTIOPUIIOTEHTHOTO COCTOSIHUS
[55]. TTocne aHanM3a 3THX IeHOB ObLIO MOKA3aHO, YTO COYeTa-
HUe TPaHCKPUITIIMOHHBIX (hakTopoB Octd, Sox2, Kif4 u c-Myc
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MPY UX JIEHTMBUPYCHO! TpaHcdekumu (T.e. Py BBEICHUU X
T€HOB B KJIETKY B COCTaBE BUPYCHBIX BEKTOPOB) MIPUBOIUT K BO3-
BpamieHno nuddepeHIIMpOBaHHON COMATUYECKOM KIIETKE €€
TUTIOPUTIOTEHTHOTO COcTOsTHUS. [lo3mHee i MHAYKIMU TUTIO-
PUITOTEHTHOCTU ObLT IPUMEHEH APYrod Habop TpaHCKPMII-
uroHHBIX (hakTopoB: Octd, Sox2, Nanog u LIN28 [18].

TpanckpunuuoHHbt ¢dakTop Oct4d HE0OXOmMM UL CaMo-
OOHOBIIEHUSI TUTIOPUIIOTEHTHBIX KJIETOK, IPUYEM JII000e U3Me-
HEHUE B €r0 3KCIPECCUU TPUBOIUT K TIOTEPE «CTBOJIOBOCTU»
[67]. Tak, >MOpMOHBI MBI, ¥ KOTOPBIX OTCYICTBYET I€H,
Komupytomuii Oct4, He HOPMUPYIOT KJIETKH BHYTPEHHEH Kie-
TOYHOM Macchl OIACTOIMCTHI, BCe KJIETKM B 3TOM CJIydae Tpe-
BpaIaTcs B TpodoskToaepmy [45]. Oct4d MoxKeT 00pa30BHI-
BaThb TeTePOAUMEPHI C TPAHCKPUIILIMOHHBIM (pakTopoM Sox2 —
MENTUIOM, TaKXkKe aKTUBHO YYacCTBYIOIIMM B TOAAEPKAHUU
TUTIOPUTIOTEHTHOTO cocTosiHust [12, 48]. Dkcrnpeccust o6oux
9TUX TPAHCKPUIIMOHHBIX (DAaKTOPOB pPETYIUpPYETCs] MPOTO-
onkoreHoM Kif4. Cnenyet no6asuth, uto Oct4 ocymiecTBisieT
PETYJISAINIO KCIIPECCUN COOCTBEHHOTO TeHA B COCTaBE KOM-
IIeKca TPaHCKPUIIIUMOHHBIX ¢akTopoB Sox2/Oct4/Nanog.
Mocnemnuit ux Hux, Nanog, MOMYYMBILIMIA CBOE Ha3BaHHE TI0
UMEHU CTpaHbl BeuHoii oHoctu Tup Han Or u3 KenbTcKou
Mudonoruu, GyHKIIMOHUPYET B BUIe TOMOAUMEpA 1 SKCIIpec-
cupyetcd B HemudbdepeHIMpoBaHHbBIX KieTkax [23, 50]. B
JaibHeiimeM ObUI0 T0Ka3aHO, YTO C KOMILUIEKCOM
Sox2/0Oct4/Nanog MOXeT B3aUMOJEICTBOBATh YETBEPTHII
TPaHCKPUITIMOHHEIH (akTop c-Myce [16, 38].

DKcTpeccHs BaXXHEHIIEro TeHa IoaIep:KaHus ITIOPATIOTEHT-
Hoct Oct4 peryampyeTcs M Ha MOCTTPAHCKPHUIIIIHMOHHOM
ypoBHe 6ekoM LIN28, KoTopblii CBSI3bIBAETCSI ¢ KOAUPYIOLIEH
nocnenoBatenbHocTbio MPHK Oct4 1 yBeMurBaeT ypoBeHb ee
6enkoBoro mpoaykra B kKietke [47]. B DCK mbimm penpeccus
LIN28 mpuBoguT K OCnabJeHMIO KIETOYHOTO IeNeHUs, a
TIOBBILIIEHHAS 3KCTPECCHsI 3TOTO OeJiKa, HANIPOTUB, YCUINBAET
npoiudepannio kierok [61]. TpaHCKpUIIIMOHHBIE (haKTOPHI
Oct4, Sox2, Kif4, c-Myc, Nanog n LIN28 ¢dopMupytoT cetb
B3aUMOJCHCTBUI, HEOOXOIMMBIX IS MOIIEPKAHUS CaMo-
obHoBnenusd u mmopunoreHTHoctd MIICK. MmeHHo 31H
(bakTopsl Mpu BBeACHUU UX B AU(PPEeHLMPOBAaHHBIE COMaTUYE-
CKHUe KJICTKH TI03BOJISIOT BEPHYTh UM HeanddOeHIMPOBaHHOE
TUTIOPUITOTEHTHOE COCTOSIHME.

Criocoobi moyuerns UTICK

CymecTByeT NOCTaTOYHO OOJBIIOE KOJMYECTBO METOIOB
WHIYKUUY TUTIOPUIIOTEHTHOCTU. McTopuuecku MepBbIMU
OBbLIM BUPYCHBIE CUCTEMBbl MHIYKLIMU: PETPOBUPYCHas [55] u
JTeHTHBMpYCHas TpaHcdekuus [65]. Ho kmetku, Hecyiue B
CBOEM TEHOME BUPYCHBIE BCTABKU, HE MOTYT IIPUMEHSIThCS LTSI
KJIETOYHOU Tepanuy 13-3a OMacHOCTH aKTUBAllMY TPAaHCTEHOB
B OpraHM3Me TaIMeHTa, YTO MOXET MTPUBECTH K Pa3BUTHIO 310~
KaueCTBEHHbBIX HOBOOOpa3oBaHuii. B cBsi3u ¢ 3TuM cTanu pas-
pabaTbIBaTbCSl OE3BUPYCHBIE METOAbl MHIAYKIMU TUTIOPUIIO-
TEHTHOCTH: TPAaHCTIO30H piggyBac, Hecymuil «CImThIe» Yepes3
2A menTuabl TPAHCKPUITIMOHHBIE (pakTopsI [28], MIa3MuaHbIe
JHK [41], pekoMOMHAHTHbBIE TPAHCKPUITLIMOHHbIE (DaKTOPBI
(Oct4, Sox2, c-Myc, Klif4) [70], amucomsl [64]. Hoseitmreit
pa3paboTKOii B JaHHO 001aCTU ABJSETCS MHAYKIMS TUTIOpHU -
MOTEHTHOCTU C TIOMOIIbIO TpaHCHEKIMM COMAaTUUECKUX Kile-
tok MarpuyHoii PHK (MPHK), xomupyromeil yka3aHHbIe
BbIIIE (DaKTOPHI pernporpammupoBanus [57]. laHHast MeToau-
Ka siBsietcst 0e3onacHoii, T.K. MPHK monHocThIo pa3pyiiaercst
B KJIETKE, & €€ CUHTE3 in Vitro He CBSI3aH C MCIOIb30BAaHUEM
MaTepHaloB XUBOTHOTO MPOUCXOXKICHMSI.



TEXHONOTN

TabnMua 1: SGGEKTMBHOCTL PENPOrPAMMUPOBAHNA KNETOK C MOMOLLIBO PasNMYHbIX

MH)lyLlI/IpOBaHHbIe TNIOPUNOTEHTHBIE CTBONOBLIE KNETKW B HEBPONIOrAN

B nacrosiee Bpemst MIICK mojydeHBbl yXe M3 pa3lTUuHBIX

METOZI08. 11 epeHIMPOBAHHBIX COMATUYECKHX KJIETOK UeJI0BEYECKOTO
opraHusma (taou. 2).
AddekTuBHOCTL penpo-
c|10006 enporpaMMupoBaHug WUcToyHuk
Penporpawiiip rpammuposanus (%) Cxozcrsa u pasmuns MTICK u DCK
g [Yuetal., 2007]

lerTuBupycHas TpaHCAeKLUA 0,02-02 [Brambrink et al., 2008] HeanuddepeHUMPOBAHHOE COCTOSHUE TUIIOPUIIOTEHTHBIX
_ KJIETOK XapaKTepu3yeTcd pasAMYHBIMU  [PU3HAKAMMU.
PeTposipycHas TpaHCdeKM 01 [Takahashi et al., 2007] [11OpUITOTEHTHBIE CTBOJIOBBIE KJIETKH OTIMYAIOTCS BBICOKOI

0,1 (4 dakTopa™)

CHcTeMa TPaHCMO30H-TaHCT03a3a 1,0 (6 dxopos™)

[Yuetal., 2009]

Mnasmnanbie JHK 0,0001-0,003 [Okita K. et al., 2008]
PexomOMHaHTHbie ek 0,006 [Zhou H. et al., 2009]
MPHK 1,0 [Warren L. et al., 2010]

[Mpumesanme: * - Octd, Sox2, Nanog, LIN28; ** — Octd, Sox2, Nanog, LIN28, KIf4, c-Myc.

Kax BugHO M3 TabGa. 1, mpoluecc pernporpaMMUpOBaHUSI B
MPUHIKIIE SBISIETCS JOCTATOYHO HU3KO3(DGEKTUBHBIM (~1%).
Wurubutopsr JHK-metuntpancdepassl [26], MeTmiaasbl
ructonoB (BIX) [52] u meanerunasbl ructoHoB (VPA) [26]
MOBBIIIAIT  3(PGhEKTUBHOCTh pPENpPOrpaMMUPOBaHUS B
HECKOIIBKO pa3, T.K. pelIporpaMMHUPOBAaHIE CBA3aHHO C SITUTE-
HETMYECKMMM TIEPECTPOMKAMU B COMATHMUYESCKUX KJIETKaX.
M3BecTHO Takxe, 4To 3¢GhEeKTUBHOCTh PENPOrpaMMUPOBAHMS
SMOPHOHATBHBIX (PUOPOOIACTOB MBIIIN MOXKHO TOBBICUTH C
MOMOIIbI0 Majioii MoJjiekyabl Bayk8644, kortopas siBisieTcst
AQHTAarOHMCTOM KaJblL1eBbIX KaHaoB L-tuma [51]. HekoTtopbie
MaJible MOJIEKYIBI CIIOCOOHBI 3aMEHATh (DAaKTOPHI PEIPOTrpaM-
MupoBaHus. Tak, pu penporpaMMupoBaHuM (HUOPO0IACTOB
MBI COoeMHEHME KeHIonoH 3ameliaeT Kif4 u obecrieunBaet
uHaykimio Nanog ¢ monydeHueM mnosHoueHHbix UIICK B
MPUCYTCTBUU JIMIIb TPEX TPAHCKPUIIIMOHHBIX (PaKTOPOB
(Oct4, Sox2, c-Myc) [36]. KombrHaIMsT ABYX MaJIbIX MOJIEKYJT
BIX 1 Bayk8644 mo3BoJiseT 0CyLIeCTBIATh PENPOrpaMMHUPOBa-
HHUe SMOPUOHANBHBIX (PUOPOOIACTOB MBI C TOMOLIBIO TOJIb-
KO JBYX TpaHCKpUMNLMOHHBIX (pakropoB Octd m Kif4 [51].
®ubpoO6TACThl YeToBeKa MOXHO BEPHYTh B IMOPUOHATBHOE
COCTOSTHUE C TIOMOILIBIO TPAHCKPUITLIMOHHBIX (pakTopoB Oct4 u
Sox2 B npucytcTBuU coenuHeHust VPA [27].

Tabmaua 2: Tvnbl KNETOK YeNI0BEKA, U3 KOTOPbIX Bbiv MONYEHs! MHYLMPOBaHHbIE
MINIOPUNOTEHTHbIE CTBONIOBbIE KIETKM.

aKTUBHOCTbIO MIeNOYHON (ocdaTassl [54], skcmnpeccueit
nporeorinukanoB TRA-1-60 u TRA-1-81 [34] u rmukounuaa
SSEA-4, B MeHbIeit cTerneHn — rnukoaunuga SSEA-3 [44].
NTICK u BCK cxoxu kak 1Mo HaboOpy BHYTPUKJIETOYHBIX
MapKepoB HemnbdOepeHIMPOBAHHOTO COCTOSHUS — TpaHC-
KPUILIMOHHBIX (haKTOpoB IopunoreHTHocTH [11, 37, 65],
TaK U METUJIMPOBaHUIO reHoma [20].

Kpome 6elKOBBIX MapKepoB CYHIECTBYIOT (DYHKIIMOHAIbHBIE
TECTHl Ha IUIIOPUIOTCHTHOCTb. EAMHCTBEHHBIM BO3MOXHBIM
IUTSI 4eTI0BEYECKUX TUIIOPUITOTEHTHBIX KJIETOK TECTOM Ha IUTIo-
PMIIOTEHTHOCTD in Vivo sIBIsieTCs 00pa3oBaHME TepaToM IpH
BBEICHUM UX MMMYHOOE(MULUTHBIM MbIIaM. B aTux Teparo-
Max OOHapyXUBAIOTCSl TaKMe TKAHM, KaK: KUIICYHBIN SIUTE-
Tii (3HIOIEpMa); XPSII, KOCTh U TNIAIKMe MBIIIIH (Me301ep-
Ma); HelipalpHbIi anuTemii (3kTomepma) [11, 54]. UTICK u
ACK, nonyyeHHble U3 quddepeHIMPOBAHHBIX KJIETOK MBIIIH,
MOTYT BKJTIOUAaThCsl He TOJBKO B COMaTUUYECKUE TKAHU XUMEp-
HOTO XXMBOTHOTO, HO M 00pa30BbIBATH KJIETKHU MOJIOBOM JIMHUU
[37,70].

HTICK n BCK npakTuuecky MAESHTUYHBI 110 MOpGOJIornye-
CKMM ¥ (PYHKIIMOHAIbHBIM XapakTepUCTUKAM, OJHAKO TOTEH-
LIaJIbHBIe 00TaCTU NMPUMEHEHMS 3TUX TUIIOB ILTIOPUIIOTEHT-
HBIX KJIETOK 3HauuTenbHO paszinyarorca. DCK umeror psia
HEI0CTaTKOB, OTPAHMYMBAIOIIUX UX MPUMEHEHME B METUILIIHE
1 abopaTopHOii pakTuke (Tab. 3). C TOYKM 3peHMs KIeTOU-
HOIi Tepanuu, oIuH U3 OCHOBHBIX HepocTaTkoB DCK — Bo3-
MOXHO€ pa3BUTHE MMMYHHOIO OTBETa Ha TpaHCIUIAHTAT.
ITockobKy CyIIecTBYeT OrpaHMYEHHOE KOMMYECTBO JIMHUIA
BCK, He 1151 BceX peLiMITMeHTOB MOXKHO 1MOa00paTh MOAXO/Is -
IMA 1O aHTUTeHaM JeiikonuTtoB yenoBeka (HLAs) TpaHc-
TUTAaHTAT. BHIXOIOM M3 3TOTO TIONIOXKEHMSI MOTYT CIIYKUTDb T¢HEe-
tuuecku uameHeHHble DCK venoneka ¢ reHamu HLA penynu-
€HTa, HO TaKOH MOAXOA CJOXHBIA M TPYIOEMKHMA, MpUYeM
HEM3BECTHO, CKOJIBKO KJIOHOB HEOOXOOMMO OYIET MOJYYHUTh.
Jpyroii anbTepHATUBOM SBISIETCS MOJyYeHE HOBOM MallMeHT-
cnenuduunoii muHun DCK mytem mepeHoca siapa coMatuye-

Penporpammupyiowue CKOM KJICTKM B HYKJICMPOBAHHBIN OOIUT. DTa METOAMKA M03-
Tun knetok TPaHCKPUNLMOHHbIE Ccbinka BOJIUT U30€XaTh Pa3BUTHSI UMMYHHOTO OTBETa Y PELMITMEHTa,
dakropbi HO OHa COIpsKeHa ¢ MOJyYeHUEM YeJIOBEUeCKOro SMOp1OoHa 1
®ubpotnacts Octd, Sox2, c-Myc, Kif4 [Nakagawa et al., 2008] TOCTIeAYIOLMM €ro paspyieHuem 1t BbieneHns 9CK. Oxa
ubpobnacTsl Octd, Sox2, c-Myc, Kif4 [Takahashi et al., 2007] ) y
Tabnmua 3: CpaBHeHME CBOMCTB MHAYLIPOBAHHbIX NAIOPUMOTEHTHBIX M SMOPUOHAb-
DubpobracTsi Octd, Sox2 [Huangfu et al., 2008] HbIX CTBOJIOBbIX KIIETOK.
KepatuHouuTbl Oct4, Sox2, c-Myc, Kif4 Aasen et al., 2008 NHpyumpoBaHHbie
P ! [ ! XapakrepucTuku c?;‘;‘g’;:':“&';fu NNIOPUNOTEHTHbIE
(ubpobnactsl QOctd, Sox2, c-Myc, Kif4 [Taura et al., 2009] CTBO/NOBbIE KNETKH
®ubpotnacts Octd, Sox2, c-Myc, KIf4+2A nenmusl | [Kaji et al., 2009] TniopynoTeHTHOCT: * *
Kepatusouvsl Octd, Sox2, c-Myc, Kif4 [Dimos et al., 2008 WeTosHmk 3MOpHoH (6nacTouycta) B3POCbIA OpraHaM
dmndeckue npobembl + -
ubpobnacTsl Octd, Sox2, Nanog, LIN28 [Ebert et al., 2009] P
BoamoxHoCTb nonyyeHms _ N
Knerku kposv Octd, Sox2, c-Myc, Kif4 [Loh et al., 2009] «BOfbHbIX» KNETOK
Onnotenvounsl | Octd, Sox2, c-Myc, Kifd [Lagarkova et al., 2010] MauyieToCreLudHoCT> - *
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00beuHSIET B ceOe KJIOHMPOBAHUE YeNIOBEKA M pa3pylleHue
YeJI0BEYEeCKOro SMOPHOHA — [IBa STUYECKU U TIOJUTUYECKU
HauOoJiee CIIOPHBIX BOIMpoca, oOcyxmaeMbix Oonmee 10 yeT
MOJUTHKAaMU, OMO3TMKAMU, TIPABO3AIUTHUKAMM U XKypHAJIM-
cramu [4, 42].

HuTepecHol 00/1acThiO MTPUMEHECHHUS ILTIOPATIOTCHTHBIX KIIe-
TOK SIBISIETCS WM3YyYEeHME MEXaHM3MOB Pa3BUTHUSI Pa3IMYHBIX
TeHEeTUYECKH 00YCIOBIEHHBIX 00JIe3HeH M CKPUHMHT JIeKapCT-
BCHHEIX TIPENapaToB Ha KYJIBTYpax KIETOK, HECYIINX COOTBET-
CTBYIOLLYIO JaHHOI Oone3Hu MyTauuio. Kak moiyyuts Takue
«OobHbIe» KIeTKK? CaMblii IPOCTOM BBIXOM — BBIIEIUTD MEp-
BUYHBIC KYJIBTYPH KJICTOK M3 IAIlIEHTOB, CTPAJalONINX HM3Y-
yaeMmbIM 3a0oseBaHueM. Ho He Bce KIETKM 4eI0BEYEeCKOro
OpraHu3Ma CIOCOOHBI JUTUTEIbHOE BPEMST HAXOMUThCS B KYJIb-
Type, a HeKOTOPBIC TUIIBI KJICTOK (HarpuMep, HEHPOHBI) TIpaK-
TUYECKM HEBO3MOXHO IIOIyYaTh OT JXHUBBIX JOHOPOB.
[TntopunoTeHTHBIE e KJIETKM CIOCOOHBI auddepeHImpo-
BaThCs B JIIOOBIE THITHI KJIETOK B3POCIOTO OpraHm3Ma. [Ipu
ucnonb3oBaHun DCK n3 HeBOCTPeOOBAHHBIX TP MPOLIEAype
9KCTPaKOPIOPAIbHOIO OIMJIOAOTBOPEHMS OJaCTOLUCT MCCe-
JIOBaTeTb MOXET Y3HaTh, HECET JIM TaHHBI dSMOPUOH KaKylo-
100 MYTAIMIO, HO 9TO CBSI3aHO C TPYAOEMKOI MPOLEAYpOit
aHaiau3a equHU4YHoro Ojnactomepa. IIpu moayyeHuun DCK
METOJIOM TIepeHoca sipa COMaTHIECKO KIIETKN B SHYKIIENPO-
BaHHBIIA OOIIMT BOMPOC O HATMYMU MYTAILMM PEIIeH, HO MBI
BO3BpalllaeMcs K JPYroMy KaMHIO TIPETKHOBEHUS — KJIIOHUPO-
BaHUIO 4YesoBeka. TakuMm obpasoM, noiydenue MIICK c
M3BECTHOM MyTallMel OT B3POCAOrO IOHOpA SBJISETCS B
HacTosiee BpeMsl IpeanouTuTe bHbIM (Tad. 3). Takue kiner-
KM TO3BONSIOT M3y4aTh MEXaHU3MBI pPa3BUTUS OONE3HU U
TeCTUPOBATh JIEKAPCTBEHHBIE MpemnapaThl. bosee Toro, B coue-
TaHUU C MUCIPABIECHUEM MYTAHTHBIX T€HOB MaIMEHT-CIELH-
¢uynpie UTICK MoryT ciykuTh MOTEHIMATBHO HEUCCSIKae-
MBIM PECYPCOM [UISI KJIETOYHOM Teparnuy TeHETUIeCKHUX 3a00-
JieBaHMI1 yestoBeka. B HacTosiiiee BpeMst pa3paboTaHbl METOIbI
HanpasieHHo! nuddepenurposku UTICK Bo MHOrue THITbI
KJIETOK B3pPOCJIOTO OpTaHMU3Ma.

Hanpagnennas muddepernmposka UIICK

BCK u UTICK nMeroT mpakTuuecKy ONMHAKOBEIN muddepeH-
LIUPOBOYHBIN TOTEHIMAN, U K HUM IPUMEHSIOT CXOIHBIE
Metonuku auddepeHuupoBKU. biaaronaps cBoeil MIIOPUIO-
TEHTHOCTH JaHHBIE TUITHI KJIETOK MOTYT TG GepeHIIMPOBATHCS
B IIPOM3BOIHBIC BCEX TPEX 3aPOMIBILICBHIX IUCTKOB, CBOMCTBEH-
HBIE B3POCJIOMY OpraHmamy. sl KJIeTOYHOM Tepanuu 3ava-
CTYI0 HEOOXOOMMbI KYJIBTYPBI KJIETOK, 00OTrallleHHbIE KAKIM-
TO ONHUM (MJIM HECKOJBbKMMM) TUTIOM KJIETOK.

Zhang u coasT. [68] pa3paboTaH MPOTOKOJ BEICOI(DGHEKTUBHOM
nuddepenumpokr UITCK u OCK B MHCYIMH-TTPOAYLIUPYIO-
e TaHKpeaTHyecKre KIeTKH. Ha mepBoM 3tare mumopuo-
TeHTHbIE KJIETKU ObUTH AubhepeHIMPOBaHbl B KJIETKU 3HTO-
NepMbl, aKcrpeccupyomme Sox17 u Foxa2, 3atem non Bo3aeii-
CTBHEM DPETMHOEBOI KucioThl M (pakropoB Noggin u FGF7
ObLTM MOJTyYeHbl MaHKpeaTuueckue KieTku. [locne 06padoTku
TaKMX KIETOK 3HIOTeTMAIbHBIM (DaKTOPOM pOCTa YAAIOCh
MOJIYYMTh KYJIBTYPY KJIETOK, Ha 25% COCTOSIIYIO 13 UHCY/IMH-
MPOAYLMPYIOIIUX KIETOK, KO-3KCIIPECCUPYIONIMX HMHCYJIMH,
C-nentua, PDX1 u NKX6-1, sisiomyecss MapkepaMu 3pe-
JIBIX 3-KJ1eTOK ocTpoBKOB JlaHTepraHca [68].

BCK 6butn yenenHo auddepeHInpoBaHbl B KAPAMOMUOLIMTHI
[43]. Tlocne mocnemopatenbHoit ob6paboTku DCK yenoseka
akTUBMHOM A u ¢pakropoM BMP4 Gblna mojydeHa KynbTypa,
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conepxaiast 10—50% cokparuaonuxcs kinetok. ITo pesynbra-
TaM KonudectBeHHOro [11[P-aHanu3a mosyuyeHHblE KIETKU
9KCTIPECCUPYIOT TaK1e MapKePhl KAPAUOMUOIMTOB, KaK TsKe-
Jible Lenu B-MUo3uHa, cepieyHas uzopopma TpornoHuHa T u
KaparocneuuUyYHbIi TpaHCKpUMIIMOHHBIA hakTop Nkx2.5.

CymiecTBYIOT TaKKe TPOTOKOJBI HANPaBJIeHHOH anddepeHIu-
poBku UTICK B mpousBoanbie akTonepmsl. Tak, 8 2011 r. Ohta
U coaBT. ynanoch nojayuuth u3 MIICK oborameHHyo MenaHo-
uuTaMu KyJaeTypy kinetok [40]. C Touku 3peHust KIeTOYHOM
Tepanuy 0COOBI MHTEPEC MPEACTABISAIOT TIOAX0IbI K HAIlpaB-
nenHoit mudgepenmponke MITCK yenoBeka no HelipoHab-
HoMy myth. MIICK muddepenumpyorcs B HelipoHaIbHBIE
MpeALIeCTBEHHUKH, 3Kcnpeccupylomme Soxl m Pax6, ¢
a¢dekTBHOCTIO 15—79% B 3aBUCUMOCTM OT KOHKDETHOMU
JIMHAY KJIeTOK. BaxkHO OTMETHTB, YTO 3 (PEKTUBHOCTH HEHPO-
HanbHOM TUdepeHINPOBKY He 3aBUCUT OT Habopa (pakTopoB
JUISL perIPOrpaMMUPOBAHMS M HATMYMS WM OTCYTCTBUS BUPYC-
HBIX MHTETpALil B TEHOM JAaHHEIX KJIeTOK. [ToKka3zaHo, Hammpu-
Mep, 4TO eCJIi TaKKe HeMPOHAIbHbIE IIPEAIIECTBEHHUKM KYJlb-
TUBMPOBaTb JAJIble B ONPEACICHHBIX YCIOBUSIX B TE€UEHME
6—8 Hemenb, obpasytorcst BIII-TyOyTMH-O3UTHBHBIE MOTO-
HEHPOHBI, CIOCOOHBIE T'eHepHpOBaTh MOTEHLMAN OEHCTBUS;
MIPU COBMECTHOM KYJBTUBMPOBAHUU C KJIETKAMU MHOLMTAP-
HOTO psifa TaKve MOTOHEWPOHBI 00PA3yIOT C HUMHU CHHATICHI U
CIIOCOOHBI TTPOBOAWTH CHUTHAJ, BBI3BIBAIOIIUI COKpAIICHUE
MUOTYOYJISIPHBIX CTPYKTYD [24].

JInst edeHusl pa3TuyHbIX 3a00J€BaHUI ObIBAeT HEOOXOAMMO
MOJTYIUTh KymbeTypy AnuddepeHINpOBaHHBIX KJIETOK, 000Ta-
HIEHHYI0 KOHKPETHBIM TUIIOM HelipoHOB. Tak, omy06nukoBaH
MIPOTOKOJI TTONyYeHUsI MOTOHelpoHOB U3 DCK, KoTopbIil ObLI
nporectupoBaH Takxke n Ha UTICK [25]. Takas muddepeHIm-
POBKa 3aHUMAET OKOJIO IByX MECSILIEB U JaeT BbIX0 0K0J10 50%
(hYHKIIMOHANBHBIX MOTOHEIPOHOB. [IpoTOKON NEeTaIbHO OMK-
ceiBaeT ycnosus muddeperuuposkn DCK, 4To mo3BOJISIET
U3y4yaTh caM Ipolecce TU(GQEepeHIIMPOBKU U MCIOIb30BaTh
MOJYYCHHbIE KJIETKW IS TPaHCIUIAaHTALMU TallMeHTaM C
MOBPEXICHUIMH CITMHHOTO MO3TA.

HIICK npu HacsiecTBeHHBIX HelipoaereHepaTHBHbIX
3a00/1eBAHMSAX

B HacTosiiee BpeMsi B MUpE JeCSITKY MUJLTMOHOB JIIOAEH cTpa-
AT OT TaKWX HEW3ICYMMBIX 3a00JIeBaHMMU, KakK 0OJIe3Hb
Anbureiimepa, 6os1e3Hb [TapkuHcoHa, 601e3Hb [EeHTUHITOHA U
1p. MenukaMeHTO3HOe JieueHue MpU JaHHbIX (hopMax Heilpo-
IeTeHePaTUBHOM MaToIOTHHU 100 Hea(PPEeKTUBHO, MO0 1M03-
BOJISIET JIMIIIb KOMIIEHCHPOBATh OTACIbHBIE CUMIITOMBI 00J1e3-
HHU, He BIMSIA Ha TeyeHHWe Mpolecca. KauecTBEHHO HOBBIM
IIaroM 37IeCh MOXET CTaTh KJIETOYHAs Teparus, HO ImpobieMa
MOJTyYeHHs] MPUTOIHOTO UISl TPpaHCIUIAHTALMM KJIETOYHOTO
MaTepuaia Mo-TIpexHeMy ocTaeTcs oyeHb ocTpoil. Kak u B
cIydae Tepecagky OpraHoB, KJIETOUHBIA TPAHCIIAHTAT MOXET
He MPYXUTHCS, BbI3BaTh KIMMYHHbI OTBET B OpraHU3MeE peliy-
MMUEHTA U, KaK CIIeICTBHE, He TPOU3BECTH HYXHBII TepareBTH-
yeckuit apdexT. [Mpencrasnsgercs, uto MITCK MoryT cyXuTh
MpaKTUYECKU MIEATbHBIM MCTOYHMKOM MaTepuaia Juis Kie-
TOYHOH TpaHCcIIaHTauuu (puc. 1).

OcoOCHHO WHTEPECHBIM SIBISIETCS TO, 4TO MpH padoTe ¢
HTIICK B03MOXHO MCIpaBleHUE TeHETHUECKUX e(heKTOB Ha
YPOBHE ILIIOPUIIOTEHTHBIX KJIETOK C IMOMOILIbBID TOMOJOTHY-
HOM peKOMOWHAIMK (T.¢. BCTpaMBaHMA B KICTOYHBIA KIIOH
HOPMAJIbHOM KOIMH TeHAa IOCPEACTBOM CIIEIIMATbHBIX METO-
JIOB TeHHOW MHXeHepun) [66]. Kpome Bompoca o 3amemniaio-
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CKPMHVHT MOTEHLMAbHBIX N3yueHie MONeKynspHbIX 1 KNETO4HbIX
NIeKAPCTBEHHbIX NPENaparos  OCHOB 3a0NIeBaHMiA YenoBexa

puc. 1: Tlonyyeue u nepcnexTiebl uenonb3oeanus MCK.

el KIETOYHOM Tepamnuu, CyLIECTBYET IpoOiIeMa Halu4usd
aleKBaTHBIX MOJENe HelpomereHepaTUBHBIX 3a00JeBaHUI
IJISI M3y4eHUsI TaToreHe3a 00Ne3HW M CKPUHUHTA JIeKapCT-
BEHHBIX TIpenapartoB. PaboTta ¢ MaTepranoM NalMeHToOB orpa-
HUYEHAa TOJbKO MOCTMOPTAJbHBIMU OOpa3amMu Mo3ra.
OcymiecTBasiTh CKPUHUHT U TECTUPOBAHUE HOBBIX JIEKApCT-
BEHHBIX MPENapaToB HA XUBOTHBIX MPOOIEMAaTUYHO KaK U3-
3a pa3nmuuuil MetabonuM3Ma KCEHOOMOTUKOB B OpraHU3Max
YesoBeka M MbIIIM, TaK M W3-32 OTCYTCTBUSI aleKBATHBIX
Mojiesielt 3a001€BaHui TOJIOBHOTO MO3Ta YeioBeKa. Boixogom
U3 JaHHOM cutyauuu ctanu Kyietypel UTICK, nuddepenim-
POBAaHHBIE B COOTBETCTBYIOIUMI CTELUATU3UPOBAHHBIN THUII
HelipoHoB. OCTaHOBUMCSI HA HEKOTOPBIX MPUMEpaX MCHOJMb-
3oBaHust UTICK B HEIipoOMONOTHU ¥ HEBPOJIOTUH.

Bone3np AnbireiiMepa — HanboJjiee paclpocTpaHEHHOEe Hel-
porereHepaTMBHOE 3a00jIeBaHME YeOBeKa, MPUBOAALICEe K
MIPOTPECCUPYIONTMM KOTHUTUBHBIM PAacCTPOCTBAM M JIEMEH-
uuu. Ha xietouyHoM ypoBHe 3abojieBaHME IIPOSIBISETCS
HAKOIUIEHUEM B HEHPOHAX arperatoB -aMWJIOU[a U HEHpo-
buOPUIISIPHBIX KITYOKOB, a Takke (HOPMUPOBAHUEM aMUIIO-
UIHBIX OJIAIIEK B TApEHXUMe MO3ra, IpUIeM [3-aMUJION TIPo-
U3BOAUTCSA B KJIETKe U3 OeNKa-MpeaIiecTBEHHIKA ¢ YYacTHEM
(bepMeHTOB B- U y-cexpeTas |3, §]. B HacTosmee Bpemst HOMCK
BEIECTB, MOMIYJIUPYIONINX aKTUBHOCTb - W y-CEKpeTas,
SIBJISIETCS. OMHUM M3 Haubojiee IMepCHeKTUBHBIX IOIXOIO0B K
pa3paboTKe HOBBIX METOIOB JiedeHUsI 00JIe3HN AJbIreiimMepa.
B 2011 . ObUTa TOJTy4eHa MOIENTh OIS CKPMHMHTA TTOTOOHBIX
coeqnHenuit Ha ocHose MITTCK uenoseka [63]. UTICK 6bu1n
nudbepeHIMpoBaHbl B HEHPOHBI TIEPEIHETO MO3ra, B KOTO-
PBIX 9KCTIPECCUPOBATUCH OETKU ¢ aKTUBHOCTHIO 3- 1 y-CEKpe-
Ta3 u aBe hopmbl B-amunouna (AB40 u AB42), uto mMo3BoNUI0
CUMTATh JAHHBIE KJICTKM YIAYHOW MOMIENBIO JUIST WU3YdeHUs
NENCTBUSI UHTMOMTOPOB cekpeTe3. MccnenoBaau UHIUOUTOP
B-cekpetassl [V, unruburop y-cexperaszsl XXI/Bemectso E u
HECTEPOUIHBINM MPOTUBOBOCTIAIMTENbHBINA TIperapaT CYJIMH-
Jak cynbua, OIS KOTOPOro TOKa3aHa CIOCOOHOCTb
HArpsIMylo UTHTUOUPOBATh y-cekperasy. MHrudurop p-cexpe-
Tasbl [V 1 cynMHpak cyabdum CHUKaIM YPOBEHb SKCIIPECCUM
AB40 1 AB42, mpudem CymuHIAK CYIb(UI MperMyIeCTBEHHO
uHTHOMpoBan mpoaykuuio AB42. Murubutop y-cexperasbi
XXI B Hu3kux KoHueHTtpauusax (10"'—10* M) mosiman mpo-
nykiio AP40 u AP42, omHako B Gosee Beicokux mo3ax (10-
'—10°M) — unrubuposai ee [63].

bonesnn IlapkuHcoHa, KoTopas MOXET HOCUTh CIOpagnye-
CKMif JTMOO HACJIEACTBEHHBI XapakTep, XapaKTepH3yeTcs
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MHﬂyLlI/IpOBaHHbIe TNIOPUNOTEHTHBIE CTBONOBLIE KNETKW B HEBPONIOrAN

rubenp0 TohaMIHEPTUICCKUX HEHPOHOB B KOMITAKTHOI
YacTW YEPHOI CyOCTaHLIMU CPEAHEr0 MO3ra, 4TO MPUBOLMT K
MaHU(eCTaMM OCHOBHBIX IBUTATeIbHBIX CUMIITOMOB 3a00J1e-
Banud [5]. UTICK, monyyeHHbBIE OT ALIMEHTOB CO CITOpagnye-
cKoii popmoii 6one3nu IlapkuHcoHa, criocoOHbI AuddepeH-
IUpoBaThcs B AopamuHepruyeckue Heviponsl [13, 53, 59].
[Tpu mepecanke TaKMX KJIETOK KPbICaM € SKCIIEPUMEHTATbHBIM
MapKMHCOHM3MOM Ha0MI01a10Cch YMEHbIEHHE aM@eTaMUH-
UHAYUUPOBAHHOTO pOTallMOHHOrO moBeneHus [59]. Tlpu
MMMYHOTHUCTOXMMHIYECKOM aHAIM3¢ BEIICCTBA MO3Tra XKUBOT-
HbIX OBbUTO OOHAPYKEHO, YTO TPAHCILUIAHTUPOBAHHBIE B CTpHUA-
TYM HEWPOHBI QK0T aKCOHATbHbIE TPOEKIMHU B IPYTUE OTACIIbI
Mo3ra, IprIeM 00pa3oBaHus Tejrell JIeB B TpaHCIUIAHTaTe He
Habmoaanock [21]. MoxHO MpeanonoXuThb, YTO MPOU3BOIHBIE
HIICK ot nauueHToB co criopaanyeckoii popmoii 601e3H1 He
CITOCOOHBI TIPOSIBIISAITH MATOJIOTMICCKIIA (PEHOTHIT B KYJIBTYpE,
T.K. HE UMEIOT I 3TOTO TeHETUYECKUX MTPEATIOCHLIOK.

WNnaue obctout curyauus B ciyyae MITCK, momyyeHHBIX OT
MAIlMeHTOB C HACJNEACTBEHHHIMH (opMaMu  0OJIe3HHU
IMapkuncona. Umenno takue UIICK, mo-Bummmomy, MOTyT
CIYXMTb YIOOHO! MOIENbIO Ul M3YYyeHMsl 3a00JeBaHUs U
CKPUHUHTA JIEKAPCTBEHHBIX cpeacTB. OMHUM U3 TEHOB, acco-
LIUMPOBAHHBIX ¢ 00Me3HBIO [TapKMHCOHA, SBISETCS T€H MUTO-
xoHapuanbHoi KMHa3el PINKI1 — nmaHHbIA Genok Jokanu3sy-
eTCs Ha BHEIIHel MeMOpaHe MUTOXOHIPWI M YJacTBYeT B
3aIIUTe KJIETKU OT OKUCIUTETBHOTO CTpecca MOCPEACTBOM €ro
B3anMojieiicTBus ¢ mapkuHoM [8]. Kak moka3aHo B HemaBHei
pabote Seibler u coasrt. [49], myrauus PINKI1 He BnusieT Ha
pernporpaMMHpPOBaHKE KJIETOK TalldeHTa W Ha JuddepeHLn-
poBky nojyyeHHbIx MTICK B noamMuHepruyeckue HeMpOHHI.
B 3penbix HelipoHax, HECYIIMX MYyTaIMIO, B YCIOBHSX CTpecca
HapyIIaeTcsl MOOMIM3AIMS MAPKUHA K MOBPEXIEHHBIM MUTO-
XOHJIpUSIM, TOTJA KaK B HEpoHax, MOJYYEeHHBIX U3 TeHeTHYe-
cku HopMaibHbIX UTICK, momoOHbIX HapylieHWiT He Ha00-
JaJock. B MyTaHTHBIX HEWpOHAX ITAaTOJOTMYECKUE TPOIIECCHI
TOAAB/SUTCh TIPU TOBBIIIEHHOM 3KCIPECCUM HOPMAJIbHOTO
6enka PINK1 [49].

Ente omHUM 3HAYMMBIM JJ1S1 U3y4eHUST MOHOTEHHBIM Helipojie-
reHepaTuBHbEIM 3aboneBaHnueM IHC gaBnserca 06oJie3Hb
[eHTHHTTOHA, KOTOpas HaciemyeTcss MO ayTOCOMHO-IOMU-
HaHTHOMY Tumy. 3a0oJieBaHUE BHI3BIBAETCS OJKCIAHCHUEN
(cBbimie 35—37 xomuii) yucia TPUHYKIEOTUAHBIX MOBTOPOB
CAG, xomupylolMX aMWUHOKWMCIOTY IJIyTaMWH B COCTaBe
Oenka reHTUHTTUHA [5]. DYHKIMS TEHTUMHTTAHA HA NAHHBINA
MOMEHT OCTaeTCsl HEM3BECTHOU, HE N0 KOHIA SICHBI TakxXe
MEXaHU3MBbl IMATOJIOTMYECKOrO BO3MEHCTBUS MYTAaHTHOTO
6enka umeHHO Ha TAMK-epruyeckuie NUMOBUIHBIE HEHPOHBI
crpuaryma. K HactosiieMy BpeMeHU CO3aHbl 1BE KJIETOUHbIE
Monenu 6ose3Hu [eHTuHrrona Ha ocHoBe MITCK-TexHomo-
ruu. B nepsoit monemn MIICK Obutr nomydeHs! u3 ¢hubpo-
0J1aCTOB KOXU TPaHCIeHHOM 00€3bsHbI, IKCIpecCUpyoLeit
reHTUHITUH ¢ 72 konusamu CAG-noBTopoB [15]. Ilpu atom
0ObIJI0 TIOKA3aHO, YTO MYTAIMS HE BIUSIET HA PeTTpOrpaMMHUpO-
BaHUEe U HelipoHanbHyl0 AuDHEpeHIUPOBKY KIETOK.
Arperatbl MYTaHTHOTO TEHTMHITHHA B TUTIOPUIIOTEHTHBIX
KJIETKaX He HaOJTI0IaIiCh U TTOSIBIISUIMCH JIUIIb B x011e Trudde-
PEHIIMPOBKU Ha YPOBHE HEUPOHANbHBIX MPEAIIECTBEHHUKOB
(HeCTMH-TIO3UTUBHBIX KJIeToK). [lo maHHBIM BectepH-0110-
THHTA, KOJIMYECTBO arperatoB yBEJINYMBAIOCH TIPU NalbHEN-
meit nudpdepenuuponke. IIpy MMMYHOLHUTOXMMUYECKOM
OKpaNIMBaHUK HEMPOHOB OBbLIN BBISBICHHI arperaTbl MyTaHT-
HOTO TEHTUHITHHA B S[pax KJIETOK U OTPOCTKAX, UTO SIBIISIETCS
OJIHUM U3 XapaKTePHbIX LIUTONIOTUYECKUX TPU3HAKOB OOJIE3HU
Ientunrrona [15]. Eme omHa Moenb Ha OCHOBE yenoBeve-
CKUX KyIeTOK Oblia co3gana B 2010 . [69]. Ha Heit moka3aHo,
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yro UTICK ¢ myraHTHBIM reHTUHTTHHOM (72 Komun CAG-
moBTOpoB) ycmemHo auddepenuupyorcs B TAMK-epruye-
CKMe HeiipoHbl ¢ BbIxogoM 10% (cpeoum oOLIEH MOMyISALUAN
HeiipoHoB). JuddepeHUMpOBaHHbIE MYTAHTHBIE KIETKU
OTJIMYAINCh OT HOPMAJbHBIX HEHPOHOB Kacla3HOW aKTHB-
HOCTBbIO, a TakxkKe marrepHaMu (ochopunmpoBaHUs KHUHA3
ERK1 u ERK?2 B oTBeT Ha nobasneHue dakropa pocra [69].

B nuteparype ecTb Takxke coo01IeH S 00 UCCIeT0BaHUM 3aKO-
HOMEPHOCTEH TTaTOJIOTUYECKOTO TIPOIIecca 1 YCIIEIITHOM OITBITE
TECTUPOBAHMS OMOJIOTMYECKM AKTUBHBIX COEAMHEHUN Ha
HMIICK-Moznensx HEKOTOPhIX APYTUX HACIEICTBEHHBIX HEHpo-
JeTeHEepPaTUBHEBIX 3a00JIeBaHUA — CITMHAJIBHON aMHOTpO(pUn
[18], cemeitnoit muzaBronomuu Paitmu—/es [32], SOD1-acco-
LIMMPOBaHHOI (popme HOKOBOr0 aMUOTPOGUUYECKOTO CKIIepo3a
[17]. Taxue paboTbl BeoyTcs B HACTOSIIIEE BPEMS BO MHOTUX
BeIYIIMX JJAOOPATOPUAX MUpPa — pedb UIET O CO3TaHNM OAaHKOB
HIICK u HelipoHaJbHBIX KYJIBTYp OT OOJbHBIX C OXapaKTepu-
30BaHHBIMA MOHOTeHHBIMHU 3aboneBanusmu LIHC. B Hameii
crpane uccnenosanus UTTCK npu HacnencTBeHHBIX Helipoe-
reHepaTUBHbIX 3a00aeBaHMsX MpoBoasTcs ¢ 2010 . B coBMecT-
Holit pabote MHcTuTyTa MosekynsapHoi reHeTuku PAH,
HHucturyra obmeii reHetnku um. H.H. BaBunosa PAH u
Hayuynoro uenrtpa HeBpojoruu PAMH: co3maHbl KynbTypbl
NIICK ot mammenToB ¢ 6one3npio [eHTuArTOHA (prIc. 2), a
takxe (Brepsoie B Mupe) — ¢ PARK2 u PARKS dopmamu
oonesnu Ilapkuncona. Ipennonaraercs nuddepeHIMpPOBKa
s1x UIICK cOOTBETCTBEHHO B XOMMHEPTUUESCKUC IMUTIOBHI-
HbIe HEMPOHBI cTpUaTyMa M JohaMUH-TIPOAYLUPYIOIINE Heli-
POHBI YEPHOU CYOCTaHLIUM, ¢ NATbHENIIMM U3YYEHUEM MoJie-
KYJIIPHOTO (PEHOTHIIA TMOJTYyIAEMBIX KJIETOK, MCCIEIOBAHIEM
BO3MOXHOCTEN HEUPOIIPOTEKTOPHBIX COENMHEHUI U ITEPCIIEK-
THUB 3KCIEPUMEHTAIbHOI KJIETOYHOI Teparuu.

- he o i |
puc. 2: MmmyrodnyopecLienTHbii aHanua knoHa MIMCK, nonyyeHHoro u3 ¢pubpobna-
CTOB KOXY BONLHOr0 Xopeeii [eHTUHITOH.
MpUMEYaHMe: LIBETHYIO BECUIO PUC. CM. HA 0BNI0XKE (3ENIEHbIA LIBET — aHTUTENA K
MapKepy NNIOPUNOTEHTHbIX KNETOK SSEA-4, KpaCHbIi — aHTUTENa K TPaHCKPUMLMOH-
Homy daktopy Octd. Anpa okpauenbl DAPI (cunuii LBeT)).
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TexHoMOTMU pENPOrpaMMUPOBAHUS COMATUYECKUX KIETOK
Pa3BMBAIOTCS Ha HAIMX IJIa3aX HEBUIAHHBIMHU TeMIaMu. B
2010 . 6112 OITYOIMKOBaHa MepBast padoTa, B KOTOPOit (pudpo-
0J1aCThl C MOMOILBI0 MHAYIIMPOBAHHON 3KCIPECCUU OTpele-
JIEHHOTO Habopa (aKTOpoB TPAHCKPUIIIIMHU OBUTH B OIWH 3TaIl
KOHBEPTHPOBAHBI B HEPOHAIbHBIC KICTKH — JIAXXKe MIUHYS CTa-
T TTopuIioTeHTHOCTH [56]. Eme 6oee mopasuTenbHbIi 1o
KJIETOYHON CIeIM(PUIHOCTH PE3YIBTaT OBUT MpPEICTAaBICH B
STOM TOAY IBYMSI He3aBUCUMBIMU TPYIIIIAMU MCCIIeIOBaTENeH,
KOTOPBIM YIAJI0Ch OCYIIECTBUTh MPSIMYIO KOHBEPCHIO (hUbpo-
0JTaCTOB HEIIOCPENCTBEHHO B HO(aMUHEPIHIecKHe HEeMPOHEB
CO BCEMH X XapaKTePHBIMU TMCTOXMMUYESCKAME U (DYHKIIAO-
HaJIbHBIMU CBOMCTBaMHU |14, 46]. UIHTepecHO, 4TO STUMHU aBTO-
paMy TIpU TTOJTYICHUN TO(PaMUH-TIPOIYLIMPYIOIIMX HEHPOHOB
OBLTH MCIIOIb30BAHBI PA3IUYHEIC TTO COCTABY «TEHHBIC KOKTEH-
J». JIaHHBIA (aKT AEMOHCTPUPYET, YTO Pa3Hble MOJEKYJISP-
HBIC JIETEPMIHAHTEHI «CYIBOBI» KIIETOK MOTYT BECTH K OHOMY U
TOMY e pe3yJIbTaTy uyepe3 BO3IeHCTBIE Ha pa3HbIe TPaHKPUII-
LIMOHHbIE KacKambl. 3HAYMTEIbHBIM MPEUMYILECTBOM TaKOii
MIPSIMOIT KOHBEPCHM COMATHUECKHX KIJIETOK B CIEINATA3UPO-
BaHHbIE HEMpOHBI, MMO3BOJISIIONICH M30eXaTh CTalUU ILIIOPU-
MOTEHTHOCTH, SIBJISIETCS SAMMHUHALMS PUCKA 3710KAYeCTBEH-
HOU TpaHchOpPMAIlMM KIETOK B TpOLeCCe MAaHWITYISIINMA C
HUMH.

Takum 00pa3oM, He BBI3BIBACT COMHEHUI, YTO Tiepen Heiipo-
Ouosorueit OTKpPhIBAeTCS SICHAsl MepCIeKTHBa MOJYyYeHMS
HEOTpaHMYCHHOTO YHCIa CIEINaTN3UPOBAaHHBIX HEPBHBIX
KJIETOK, PermpOrpaMMMPOBAHHBIX M3 COMATHYECKMX KIJIETOK
YesioBeKa. DT0 3HAMEHYET IPOPHIB HE TOJIBKO B UCCIENOBAHUI
HeHPOHATBHBIX ITATOJIOTMUECKUX TIPOIIECCOB, MACHTU(DNKALINT
HOBBIX MOJICKY/ISIPHBIX MUILICHEH W JIEKApCTBEHHBIX TIperapa-
TOB HaIPaBJIEHHOIO NeHCTBMS, HO U B Pa3BUTUM HEMPOTpaHC-
TIAHTOJIOTUM — B CBSI3M C BO3MOXHOCTBIO MMILIAHTAINH
MAIMEHTY TEHeTHYEeCKU MIEHTUYHBIX HEHPOHOB, MOMTYYSHHBIX
U3 ero coOCTBEHHBIX (PMOPOOIACTOB U APYIUX TUIIOB 3PEJbIX
kierok. OmHUM M3 Hambojiee TEPCTIEKTUBHBIX 3a00JIeBaHMIA
IUISE TIPUMEHEHMsSI TaKOW TEXHONOTMM SIBISETCS OO0Ne3Hb
[MTapxuHCcOHa, TOCKOIBKY METOMBI MOMYYeHUsT TohaMUHEPTH-
YeCKUX HEMPOHOB YK€ JOCTATOYHO XOPOIIO pa3paboTaHbl U
BOCIIPOM3BEACHH MHOTMMM HCCJIECNOBATEIbCKUMU TPYIIIAMU
[29, 62].

Ha ceromHsiniHumii 1eHb B JaHHOM 00JaCTH MOKA OCTAETCS ST
HepeleHHbIX Tpobnem. Tak, Hanmpumep, moka He Ui BCEX
THUIIOB HEMPOHOB pa3paboTaHbl BEICOKOA(D(PEKTUBHBIE TIPOTO-
KoJibl depeHIIMPOBKY, a CIIOCOOHOCTh K HEMpOHAIbHON
micddepentmposke Bappupyet y tuHuit UTICK, momydyeHHBIX
Pa3HBIMU CIIOCOOaMM OT MALMEHTOB Pa3HOIO BO3pacTa 1 B pa3-
HBIX JabopaTopusix. TeM He MeHee, MOXHO HauesIThCsl, YTO
ToCyie TOTIOJTHUTEbHBIX MHTEHCUBHBIX UCCIIEIOBAHMI 3aa4ya
crangaptu3auuu pabotsl ¢ UTICK Oymer pemieHa, u oHU Haii-
IyT ellie OoJiee IMMPOKoe MpUMeHeHHe B (DYHIAMEHTAIbHOU 1
KIMHUYECKOI HEBPOJIOTHH.

Hannas paboma evinosusaace npu noddepicke Munucmepcmea
oopazosanus u Hayku PO (lockonmparxmer NeNe 16.512.11.2103
u 16.512.11.2105) u Poccuiickoeo gonda ¢hyHoamenmanvHbix
uccaedoganuii (N 11-04-01337).
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Induced pluripotent stem cells: new possibilities in neurobiology and neurotransplantaion

0.S. Lebedeva, M.A. Lagarkova, S.N. Illarioshkin, L.G. Khaspekov, I.A. Grivennikov

Institute of Molecular Genetics, Russian Academy of Sciences;
Vavilov Institute of General Genetics, Russian Academy of Sciences;
Research Center of Neurology, Russian Academy of Medical Sciences (Moscow)

Key words: embryonic stem cells, induced pluripotent stem cells, reprogramming, neurodegenerative disorders

The discovery of embryonic stem cells (ES) and methods of ES
handling belong to most significant achievements of science in
the 20th century. As mammalian ES represent an essentially
unlimited source of non-differentiated cells with normal diploid
caryotype, they will remain to be an important object in basic
research, including neurobiology, although their use for the pur-
poses of practical neurology meets a number of medical and
ethical difficulties. Results of last studies open completely new
possibilities in the field of cell therapy of severe human disorders.
We are talking about reprogramming of somatic cells in mam-

malians, including humans, into pluripotent stem cells (so-
called induced pluripotent stem cells, iPS), with their further
differentiation to cells of different types. The practical capabili-
ty of patients’ iPS to be transformed into dopaminergic and
other specific neurons of the CNS is shown, that gives to doctors
a fundamentally new technology of getting adequate and genet-
ically identical cell material for neurotransplantation in
Parkinson’s disease, Huntington’s disease and other severe neu-
rodegenerative disorders.
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tiku PAH. 123182, Mocksa, . akan. Kypyarosa, 1. 2. Tem.: +7 (499) 196-02-11; e-mail: lebedevaolgasergeevna@gmail.com.
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B kauecmee ocrosnoeo 36ena namoeenesa 6onesnu Ilapxuncona (BII) paccmampusaemes opmuposanue HellpomoKcuueckux azpeamos Heboabiio2o npeci-
Hanmuyeckoeo beaxa anvpa-cunykeuna. Cezo0ns He cyuecmayem duaenocmuueckux mecmog BI1, ocHosarHbix Ha OUOXUMUMECKUX UCCACO08AHUAX dOCHYN-
HbIX Ouoa02uMeckux acuokocmeii (kposs, yepebpocnunaibhas ycuokocmy). Ilouck Ouomapkepos, no3eoAs0WUX nPoeooUmy OUASHOCMUKY U MOHUMOPUHS
3ab04e6anus, ocmaemcs Kpaiine akmyansioiM. B pade uccaedosanuii npedaodiceHo Ucnoab308arue yposHs nepugheputecko2o anb(ha-cutykieuna 8 Kaecmee
npoeHocmuyecko2o mapkepa BIT, 00naxo 0o Hacmosuie20 MoMeHmaA IMOM 80NPOC OCMAemcs OmKpbimbiM. Pabombi no conocmaegnenuro yposHs MOHOMEPHO20
anvpa-curyKaeura AumMpouumos nepugepuueckoil Kposu, naasmvl U yepedpocnuHabHoll scuokocmu y nayuenmos ¢ bI1 u 6 konmpoae Hocam npomusopeuu-
gviil xapakmep. Pazpabomka memodos viaéaeHUA U KOAUMECTBEHHOU OUEHKY 0AU20MEPHbIX (IOPM AnbPa-CUKYKACUHA 8 COYEMAHUI C PA3GUMieEM Memodos
Heilposu3yanu3ayuy Modicem paccMampusamocs Kax Haubonee nepeneKmusHoe HanpagaeHue.

Kotouesbie ciioa: 6oe3Hb [TapkuHcoHa, GuomMapKepsl, abha-CUHYKICHH.

oje3Hb [lapkmHCOHAa — pacmpoCTpaHEHHOE IPo-

rpeccupylolee HeifpomereHepaTuBHOE 3a00JIeBa-

Hue. Hapacraiomass cumnroMatuka (Tpemop,

PUTHIHOCTh, OpagMKWHE3UsI) MOXET MPUBECTH K

MMOJTHON 00e3IBIKEHHOCTH TalMeHToB. B 00Jb-
IIMHCTBE Pa3BUTBIX CTPaH 10 2% HacesNeHus B BO3pacTe CTap-
e 65 net crpanaet BII. Ipu atom B HacTostiee BpeMst B 20%
CIIydaeB Havyauo 3a00JIeBaHMS IIPUXOAUTCS Ha TPYIOCHIOCOD-
HBII Bo3pacT — 10 50 jieT. XOTs yale BCero 3THONOrus 3a00s1e-
BaHMS HOCHUT MYIBTH(AKTOPHBIN XapakTep, IO Pa3HBIM JaH-
HbIM, 0K0so 10—15% GonbHbix BIT umeror cemeitnyio hopmy
BbIl, xorma 3abosieBaHue MPOSBISAETCS Y HECKOIbKMX DPOJ-
CTBEHHUKOB M3 OIHOTO WJIM pa3HBIX IMoKoieHmil [6]. Ceituac
HUICHTH(QUIUPOBAH PSI T¢HOB, MYTAlliX B KOTOPHIX TIPHBOLIST
K pa3BUTHIO HacieacTBeHHBbIX (opm BII. BoisBnenue myra-
WA, TIPUBOAAIINX K Pa3BUTHIO HACIEACTBCHHBIX (opM BII,
no3Bossger npooauth JHK-auarHoctuky BIT B cembsix ¢
YCTAHOBIICHHBIM MOJIEKYISIpHbIM aedektoMm [2]. dna 0onb-
NIMHCTBA TOMYJSINIA, OMHAKO, PaCIIPOCTPaHEHHOCTh HACTIe-
CTBEHHBIX (DOPM C M3BECTHOM STHOJIOTHEH HE IIPEBHIIIACT
1-2% or Bcex ciydyaeB 3a00J1€BaHM.

BaxHO OTMETHUTh, YTO HE3aBUCHMO OT 3THOJOTUM CUMITOMBI
BIT xoppenupyioT ¢ rubesbio ohaMUHEPTMIECKIX HEMPOHOB
YepHO#l cyOcTaHIMU cpenHero Mo3ra [7]. CeromHs He cyile-
CTBYET JICKAPCTBEHHBIX CPENCTB, CIOCOOHBIX MPEIOTBPATUTh
WM 3aMeJJTUTh TIpoliecc HeliponereHepaimu. [logbop Heiipo-
MIPOTEKTOPHOI TePaIiK OCTOXHSIETCS TeM, YTO KIMHUYEeCKast
CUMIITOMATHKa 3a00JeBaHMs MTPOSIBIISIETCS IIPU TOEIU 0KOJIO
80% HepOHOB YepHOU CYOCTAHLMU, a TAKXKE OTCYTCTBHEM
J1a00paTOPHBIX METONOB AMATHOCTHKM 3a00NeBaHMS Ha IIpe-
KJIMHUYECKOM CTaluM U MOHUTOPMHIA OTBETa Ha MPUMEHsIe-
MYI0 JIEKApCTBEHHYIO Teparnuio. MeTombl HelpoBU3yaIn3alni,
B YaCTHOCTH, METOJI ITO3UTPOHHO-3MHCCHOHHOM TOMOTpadun
(IT9T), He moJTyYnI HIMPOKOTO paclpoCTpaHeHUS B KIIMHUYE-
CKOH TIPaKTHKe B CHJTy BBHICOKOW CE0ECTOMMOCTH MCCIIEN0Ba-
HUS ¥ OTCYTCTBHSI KOPPEJIALIUH C XapaKTepoM TedeHHs 3a00.1e-
BaHus [60]. B pasHoe BpeMs B KauecTBe OMOXMMUYECKHX Map-
kepoB BII paccMarpuBanuch Takue TapaMeTphbl, Kak YpOBEHb
TOMOIIMCTENHA TIIa3Mbl KPOBH, KOJIMYECTBO To(haMUHA B JIMM-
(douurax nepudepuyeckoit KpoBu, YpoBeHb H0(HaMUHOBOIO
TpaHcropTepa Ha MeMmOpaHe numdouutos u ap. [3, 17, 46].
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OIHaKo HU OIVH M3 TIpeIaraeMbIX MOAXO0IO0B He Halles IpH-
MEHEHUs B KIMHUYECKOi mpakTuke. TakuM 00pa3oM, BOIIPOC
0 pa3paboTKe MeTONOB MpPeKIMHMYECKO# mmarHocTuku BIT
SIBJISICTCS KpaiiHe aKTyaJbHBIM.

B Hacrosiee BpeMs B KauecTBE OCHOBHOTO 3BeHa TTaTOTeHE3a
BIT paccmarpuBaeTcss (opMupoBaHHE HEHPOTOKCHMYECKUX
arperatoB HeOOJMBIIOTO HeMpPOHANBLHOTO OeKa alb(a-CUHYK-
ageuHa [1, 19]. MexaHu3Mbl HeiipomereHepal OCTAKTCS
HEM3BECTHBIMHU, OIHAKO IIPHMCTAIbHOE BHUMAHHE YIETSIETCS
HCCIEIOBAHMIO KaK (haKTOPOB, BIMSIOUIMX Ha (hOPMUPOBAHUE
arperatoB anbda-CUHYKIeWHa, TaK M W3YYCHUIO DOJIU
MOCTTPAHCISIIMOHHON MOTM(HUKALINKI 3TOTO OeIKa B Peryis-
uuu ero (GyHKUMI ¥ MetabonusMma [8]. B HacTosmieM o03ope
paccMaTpuBAalOTCS CBOWCTBA U CTPYKTYpa ajib(a-CUHYKIIEUHa,
€r0 BO3MOXHBIC (DM3MOJOTMYECKUE (DYHKIIMHU, a TaKKe POJb
arperaiy 3Toro Oejika B TIpolleccax HedpoAereHepalu.
O6cyXnatoTcs pa3TMIHBIE TIOAXOIbI K pa3paboTKe MPOTHOCTH -
geckux TecToB BII ¢ ncmonb3oBaHneM OIIEHKH YPOBHS alb(da-
CUHYKJIEMHA M/WJIM €r0 arperaTtoB B MO3re, KPOBU U 1iepedpoc-
nuHanbHo# xuakocty (LICXK).

CTpykTypa H CBOIiCTBA A/Tb(ha-CHHYK/IEHHA

Anbda-CUHYKJIEUH — HEOONbUION HeWpOHANbHBINA OeNoK,
00HapyX1BaeMbIii B OCHOBHOM B TIPECUHANTUYECKIX TEPMU-
Hajsx. BblsiBisieTcs B pa3iuyHbIX OTIENAX TOJIOBHOTO MO3Ta,
TIPEUMYIIECTBEHHO B HEOKOPTEKCE, TUIIOKAMIIE M YepHOM
cyocranuuu [19]. TIpucyTcTByeT Takxe M B OPYIUX KIIETKax
TOJIOBHOTO MO3Ta — acTPOLIUTaX U ONUTOJEHIPOTTHOLIUTAX.
KonmmuectBo anbtha-CHHYKIEMHA COCTaBIsgeT OKojio 1% ot
001Iero Mmyjia pacTBOPUMOro Oesika Mo3ra. AnbGha-CUHYKIEUH
00HapyXuBaeTcsl U B APYTHUX TUIAX KJIETOK, HapUMep, KIeT-
KaX KpOBH.

Ien, komupytomuii 6enok anbda-cuHykineuH (SNCA), pacriono-
KeH Ha 4eTBEPTOi XxpoMocoMe (JIOKYC 4q21) ¥ COCTOMT M3 IIECTH
9K30HOB, M3 KOTOPBIX TPAaHCKPUOMPYIOTCS IIATh. B pesynbrate
aJIETePHATUBHOTO CIUTACHHTa 00pa3yloTcsl TPU M30(OPMEI
Oenka (140 amuHokucnoT, 126 amuHoKuCnOT 1 112 aMUHOKHMC-
J10T), U3 KoTopbiX 140-u3odopma aBiseTcst ocHOBHOI [13].
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[lepBoHauanbHO Oe€NOK IMOA Ha3BaHMEM alib(ha-CUHYKIEUH
ObLT BBISIBJICH B 2JIEKTPMYECKOM OpPraHe cKaTa Mpu CKPUHUPO-
BaHWM CHHANTHYECKMX 0eJKOB [36]. Anbha-CHHYKIIENH Yesio-
BeKa BIIEPBbIE ObLT BBIIEICH U3 aMUIOUIHBIX CKOTUICHUH JI00-
HOW 30HBI KOPHI JIIOAEH ¢ TUMTUYHBIMU KIMHUYECKUMU U HEl-
POTIATOJIOTIMYECKUMH TIPOSBICHISIMU 00JIe3HN AJBITeiiMepa
[59]. Io3gHee ObLIO OOHAPYXEHO, YTO albtha-CUHYKICHH
SIBJISIETCS] OCHOBHBIM KoMITOHeHTOM Tejtell Jlesu mpu BIT [57].

OcHoBHag n3odopma anbda-cuHykiaerHa (140 aMUHOKMCIIOT,
19 xJla) cocTouT M3 aMMHOKOHIIEBOW 00JacTH, comepKaiieit
HECKOJIbKO MOBTOPSTIOIIMXCS MOCTIEA0BATEIbHOCTE aMUHOKHC-
JoT (KTKEGYV), runpodobHoii LeHTpalbHOI 001aCTH, U3BECT-
HOI KaK HeaMIJIOMIHBII KOMIIOHEHT (non-amyloid component,
NAC), u orpuuatenbHO 3apsikeHHON Kuciaoir C-KOHUEBOM
obnactu [13, 25] (puc. 1). B C-xkoH1eBoit 0baacTu pacrona-
Tal0TCS HECKOJIBKO caitToB (pochopumposanms (Tyr-125, -133,
-136 u Ser-129), a Takxke JOMEH, OTBEYAIOIMIA 3a IATIEPOHHYIO
AKTUBHOCTB ab(a-cuHykiuenHa (ocHoBaHus 125—140). N-koH-
1eBast 00JTaCTh MIMEET OOJBIIIOE CXOICTBO C JIMTIHMA-CBS3BIBAIO-
LM TOMEHOM aroMIONPOTEMHOB, CBUIETENBCTBYS O TOM, UTO
amb(a-CHHYKJICMH MOXET B3aMMOIEHCTBOBATh C JIMITUTHBIM
crmoeM MeMOpaH. [TokazaHo ero B3aMMOJIEICTBIE C BE3UKYISIP-
Hoii MeMOpaHoii, copepxamieit hochoaununst [20]. Cunraercs,
410 HebobInas HeHTpanabHas yacTb (NAC) oTBETCTBEHHA 3a €TO
(hubprIM3aIMIo, B TO BpeMs Kak C-KOHIIEBOI YJacTOK (OCHO-
BaHus 96—140) obagaeT MHIMOMPYIOIIMM BIUSIHAEM Ha o0pa-
30BaHue GUOPUILT [24].

IIpennonaraercst, 4yTo B KJIETKe aib(a-CUHYKIEUH CYLIECTBYET
B IIByX PAaBHOBECHBIX COCTOSIHMSIX — B HATMBHOW M MeMOpaH-
CBSI3aHHOW (popmax. B HaTuBHOI (hopMe OH MpencTaBisieT
c000# pacTBOPUMBII HECBEPHYTHII O€JI0K, KOTOPHIA obnagaeTt
€1a00 ynopsimoYeHHOM UM COBCEM HEYIOPSIIOYEHHON CTPYK-
TYpOIi ¢ OTCYTCTBUEM OIpeieIeHHOM MPOCTPaHCTBEHHOI Opra-
Huzauuu. CBs3biBaHUE anb(ha-CUHYKJIEMHA C MeMOpaHaMu
COTPOBOXIAeTCS KOH(DOPMALIMOHHBIM TIEPEXOAOM B abda-
crupanb [13]. Anbta-CUHYKIEUH OTHOCUTCS K OeliKaM, CIIo-
COOHBIM K arperalMi. [IpM TOBBIIICHHON KOHIICHTPALUU
anba-CUHYKIJIEMHA B pacTBOpe 00pa3yroTcs (GUOPMILTLI 1 TUC-
KpeTHble cepruyeckre CTPYKTYphl, MOJAOOHbBIE TeM, KOTOPbIE
MPUCYTCTBYIOT B Tesblax Jlesu [18].

@ynkiun a1b(ha-CHHYK/IEHHA

B HacTosIiee BpeMs ONMMCaH PsiI TUITOTETHYCCKMX (DYHKIIMI
anb(da-CHHYKIEMHA, OMHAKO TOYHOE (DU3MOJOTHMIECKOE 3HAYE-
HUe 3Toro 6ejIka octaeTcs HeM3BeCTHBIM. JIoKanu3aius 0eika B
MPECUHATITHIECKUX TEPMHUHAIAX M €TI0 CIIOCOOHOCTh B3aMMO-
JeCTBOBATh ¢ MeMOpaHAMM TIPEAToaaraeT y4acTue B peryssi-
LMK BE3UKYJISIPHOTO HEMPOHAILHOTO TpaHCIopTa. BrisiBieHHOE
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Anba-CuHykneuH kak Gromapkep 6onesHy MapkuHCOHa

y HOKayTHBIX 110 reHy SNCA Mbllieil UCTOLIEHUE BE3UKYJISIPHO-
TO TyJia B TUITIIOKAMITaJIbHBIX CHHATICAX TIO3BOJIUIIO MPEATIONO-
KHUTh BOBJICYEHHOCTb ajib(a-CHHYKJICMHA B IOAIEpXaHMe
pe3epBa IMPECMHANTUYECKOTO Be3MKYMsdpHoro myna [15].
ITokazaHo Takxke, 4TO anbha-CUHYKIEHH CIOCOOEH BIMSATh Ha
BHYTPHKJIETOYHOE comepxXaHue modaMuHA IIyTeM IIPSIMOTO
B3aUMOJEUCTBHS C OelKaMK, PETYJIMPYIOLIMMU €ro CHHTE3 M
oOpaTHBIN 3axBaT. Perynupys KoaumdecTBo 10(paMMHOBOTO
TpaHCIIOpTepa B ILIa3MaTHYeCKOil MeMOpaHe, alb(a-CUHYyKIIe-
MH MOXET BBICTYIaTh B POJIK Peryistopa n1o(GpaMUHOBOIM TOK-
CUYHOCTH TyTeM KOHTPOJISI BXOMSIIETO U BBIXOMSIIETO B KIETKY
nodamuna [31]. Tloka3aHo Takxke, 4TO ajib(a-CHHYKIECUH
MOXET BIMATh Ha CHUHTE3 AodaMuHa, SIBISSICh WHTMOMTOPOM
CKOPOCTb-JIMMUTUPYIONIETO (hepMeHTa cUHTe3a nodaMuHa —
TUPO3UHTHAPOKCUIIA3HI [48].

NHTepecHo, uyto MbIM ¢ HokayroM reHa SNCA He uMeloT
BeIpaxeHHo! qucyHkuuy ITHC 1 He moka3bIBalOT MPU3HAKOB
HelponereHepauuu [15]. Tonbko TpOWHON HOKayT TeHOB
anbda-, 6eTa- ¥ raMMa-CHHYKJIEMHA COTIPOBOXKIACTCS M3MEHE-
HUEM B CTPYKTYpe CHHAIICOB, HapylleHUeM HeipoTpaHCMMUC-
CHMH U BO3PACTHOI HeipoaereHepaiueit [26]. Oto HabMOnEHME
CBMIETETICTBYET O TOM, UTO MEXaHM3M HEelpoaeTeHepaIly ITPU
BII cBsa3aH, ckopee Bcero, He ¢ motepelt (HYHKUIMOHATIbHOMI
aKTHBHOCTH ajb(a-CHHYKICHHA. [uImepakcmpeccus ambda-
CHHYKJIEMHA Y TPAHCTEHHBIX MBIIIEH TPUBOAUT K CHIDKECHHIO
BbIOpOca JoaMuHa U CUHANTHYECKON AuchYHKLUY [42].

Monorennbie opmbl BI1, 00yci0B/eHHbIe MyTAIUAMH
B rene SNCA

Hccnenosanue ponu anbga-cMHyKIeHHa B maToreHese bBII
Hayajoch ¢ OTKpbITUs B 1997 1. myTanuit B rene SNCA, mpuBo-
ISIIINX K Pa3BUTHIO ayTOCOMHO-IOMHHAHTHBIX (DOpM 3a001e-
BaHus. IlepBasg Myrauusi anbga-cuHykienHa (AS53T) Obina
OTKpbITa B OJHON WUTaJbSIHO-aMepUKaHCKON ceMbe [50] u
MO3HEE OHA Xe OIMMCaHa eIl¢ B HECKOJIbKUX UTAIbSHCKUX U
I'PEYECKUX CEMbSIX C ayTOCOMHO-IOMMHAHTHOI copmoit BII.
NnentuduiuivpoBaHsl eie ase ToueyHble MyTauuu: A30P — B
nemenkoit cembe [31] m E46K — B cembe 0acKo-MCITaHCKOTO
npoucxoxaeHus [63]. TIpy 3ToM ToyeyHBle MyTallMM TeHa
SNCA sBnstotcs kpaiiHe penkumu. B HacTosiee BpeMsi onu-
caHo He 6onee 15 cemeit ¢ BI1, accouuupoBaHHOI C TOYEUHBI-
MU MyTauussmMu SNCA.

bornee pacripocTpaHeHHBIMU Cpeiv MALIMEHTOB C HACIEACTBEH-
Hoii popmoii BIT okazanuch Mybrunavikanuu rea SNCA, npu-
BOJISIINE K PA3BUTHIO ayTOCOMHO-TOMUHAHTHOI (POPMBI 3200-
JeBaHud [56]. UTHTEpeCHO OTMETHUTh Pa3NUMs B KIMHIMIECKOM
KapTUHe 3a00JIeBaHNs Y TAIIMCHTOB ¢ TYIUTMKAIMEH U TPUIDIN-
Kanueit reHa SNCA. TsaoxecTb 3a005eBaHIsI KOPPETUPYET C YNC-
JIOM KOTWH TeHa: y alMEHTOB ¢ ayruKanueit rena SNCA Haua-
JIo 3a00J1€BaHMS TIPUXOAMIOCH Ha BO3pacT crapiie 40 JieT u He
ommuanock ot uamomnarudyeckoit bIT [28]. TIpn Hammaum Tpu-
rkauuy reda SNCA Habmonaetcst paHHee Havano BIT (no 40
JIET) ¥ HepeoKoe pa3BUTHe Oolee TKeaoro (DeHOTHIIA JeMeH-
1y ¢ Tenbliamu Jlesu. Mynsturmkanum reHa SNCA o6Hapy-
xuBatorca y 1,5% naumeHToB ¢ cemeiiHoi opmoit BIT [28, 43].
V nauuenros ¢ BII, obycnopneHHo#i Mynsturinkanuein SNCA,
B HEHpOHAX 4YEepHOM CyOCTaHILMKM HaOIIONAIOCH IMOBBILIEHNE
ypoBHst MPHK rena SNCA n yBennueHue KoamyecTBa pacTBOpH-
Moro aib(da-CHHYKJICHHA, a TaKXe 00pa30BaHHE arperaroB
aToro 6enka. IHTepecHO OTMETHTb, YTO Y TAIIMEHTOB C MYJIBTH-
mukanueit reHa SNCA B KjleTKax KpOBU TakKe HaOmomaeTcst
yBeJIMYEHNE KOMMIECTBA MOHOMEPHOTO alb(ha-CHHYKICHHA, HO
He ero arperupoBaHHBIX (hopMm [40].
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Arperans anb(ha-CHHYKJICHHA H Helipoierenepans

Aubga-cunykiaens kposu i IICK

Kak ormeuanoch Bblllle, MYJBTUIIMKALMM HOPMAaJbHOM
nocnenoBaTenbHOCTH reHa SNCA, TpUBOAAIICH K YBeTMICHIIO
BHYTPUKJIETOYHOTO YPOBHS ajib(ha-CUHYKICHHA, TOCTATOYHO
st passutust BIT. Bo3dpact Hauana u TsKecTb 3a00seBaHMUs
KOPPENUPYIOT ¢ KOJIMYECTBOM KOMUii reHa [56]. OunaMeHTHI
anb(a-CUHYKIeNHA SBJISIOTCS OCHOBHBIM YIBTPACTPYKTYPHBIM
KOMIIOHEHTOM He ToJibKo Tesel Jlepu mpu BIT, accoumupoBaH-
HOU ¢ Mynprurummkanuein SNCA, HO TakKe TIpU CIIOpaguie-
ckoii bII n npu npyrux cuHykiaeonatusx. B yactHocTu, naH-
Hble OEJKOBBIE arperathl ObLIM BbISIBACHBI B Teabuax Jlesu,
00HapyXMBaeMbIX B HEHpoHaX MalUUEHTOB C JEeMEHILMEN C
TeJIblaMu JIeBH U B ITMABHBIX ITUTOILIA3MATUYECKUX BKITIOUE-
HUSIX, KOTOpble (POPMHUPYIOTCS B OJTUTOASHAPOLIMTAX Y MALlUEeH-
TOB ¢ MHOXECTBEHHOI CHCTeMHOI aTtpodueii [19].

AJlenbHBIE BapMaHTBI TPOMOTOPHOI obmactu reHa SNCA,
aCCOLIMMPOBAHHBIE C MOBBIIICHHOM 3KCIIPECCUEH Te€HA, TIOBbI-
matoT puck pa3Butus bIT [23]. Bonee Toro, Tpu He3aBUCUMBIX
MCCIIENOBAHUS IT0 TIONTHOTCHOMHOMY CKaHMPOBAHUIO BBISIBIIIN
accolManuio Jokyca, cogepxamero reH SNCA, ¢ MOBBILIEH-
HbiM puckoM BIT [44, 52, 55]. YoeautenabHbIM JoKa3aTesib-
CTBOM HEHPOTOKCHYHOCTH alb(a-CHHYKICHMHA CTajJI0 CO3/Ia-
HUE TPAHCTEHHBIX XUBOTHBIX (Ipo30iia, MbIllb) HA OCHOBE
runepakcnpeccuu reHa SNCA yenoBeka, 1eMOHCTPUPYIOIIUX
HepoHATbHBIE aTb(a-CHHYKJICHH-ITO3UTHBHBIC BKIIIOUCHUS 1
JereHepaluio 1opaMuHepruiIecKux HelipoHoB Mo3ra [22, 37].
HeiiporokcyHOCTh arperatoB anbda-cUHyKJIeWMHa Obula
TaKXe MHOTOKPAaTHO IPOJEMOHCTPUpOBaHa in vitro [12, 61].

CriocobHOCTh amb(a-CHHYKIIENHA K (DOPMUPOBAHMIO (PUOPUILT
in vitro, HalOMMHAIOIIMX (PUOPKUILIBI, HAaOJIOTAaEMble B TeJIbLAX
JleBu, a Takke TOT (hakT, uto MyTauus AS3T yckopsieT obpa3oBa-
Hue udpun [ 18], cBUAETENBCTBYET O TOM, UTO TIOMMEPU3ALS
anbha-CUHYKJIeWHa MOXET OBbITh HEMOCPENCTBEHHO CBsI3aHa ¢
natoreHe3om BIT. HecMoTpst Ha MHOXeCTBO TaHHBIX, YKA3bIBaI0-
X Ha MAaTOTeHHYIO POJib (GMOPUILISIPHOTO anb(da-CHHYKIeHHA
B KJETKE, MEXaHM3Mbl TOKCMYHOCTU (PUOPUIT OCTAIOTCS
HEW3BECTHBIMU. B HacTosiee BpeMsl TOMUHUPYET TWIIOTE3a O
TOM, 9TO TOKCHYHBI He caMy (DHOPMILTHI aTbdha-CHHYKIEHHA, a
HeKue MHTepMearaThl, o0pasyloliuecs B rpolecce ux GopMupo-
BaHUs, Ha3biBaeMble MpoTodubpuiamu. [Tpotopubpunis —
MaJIeHbKUE OJIUTOMEpPBI, KOTOPBIE COMEPXAT P-CKIamyaTyio
CTpyKTYpY. Beero in vitro Habmoaanoch HECKOILKO BUIOB MPOTO-
ubpusT: mpoTodUOPWILIBI cheprdecKoii MO0 KOMbLEMOa00-
HOI CTPYKTYphI M TIpoToUOpriIel Tpydouek [61]. MHTepecHo,
YTO TMOCTTPAHCIISILMOHHbIE MOIU(UKAIMY abha-CUHYKIEUHA
(oxucneHue, pochopuarpoBaHue, HUTPO3UIUPOBAHNUE) BIMSIOT
Ha ero crmocobHOCTh K arperarmy [19]. IokasaHo, 9To GoJbIast
yacTh anb(ha-CUHYKJIEHHA, BXOMSILIEr0 B cocTaB Tenel JleBu,
(pochopunupopaHa B moaoxenuu Serl129 [10].

MexaHU3Mbl HEHPOTOKCMYHOCTU NPOTOGUOPUILT alb(a-CUHYK-
JIeMHa HesicHBL. MIMeeTcst peamnonoxkeHne, 9To IpoTohrOpUILIH
MoryT (hopMHMpOBaTh MOPbI, CTIOCOOHBIE K BCTPAMBAHHUIO B MEM-
OpaHy 1 U3MEHSTIONINE € TIPOHUIAEMOCTb U, KaK CJIeICTBHIE, KIle-
TOYHBIN ToMeocTa3. [TocnenHye faHHBIe YKa3bIBAIOT Ha TIPUOHO-
Nono0HbIe CBOICTBA anb(a-cuHykiaenHa [35]. [TokazaHa crioco6-
HOCTh aTb(ha-CUHYKJIENHA U €T0 arperaToB K CEKPEeInH ¢ TIocTe-
TYIOIIAM 3aXBaTOM COCeIHMMM KieTKamu. [Ipemmomaraercs, 4to
9K30TeHHBIN (GPUOPUILTSIpHBIIA anb(a-CUHYKJIEUH MOXET B Jajlb-
He1IeM CITy>XUTh IIEHTPOM arperaiy pacTBOPUMOTO MOHOMED-
Horo Oenka [61]. B cymMe nprBeaeHHbIE TaHHbIE TOATBEPKAAIOT
TUIOTE3y O HEMPOTOKCUMYHOCTH (DUOPMILISIPHBIX (OpM anba-
CUHYKJIEMHA U UX PoJiu B atoreHese bI1, omHako TOIHbIA Mexa-
HU3M HelpoaereHepaliy 0CTaeTCsl HeU3BECTHBIM.
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3a mocjeaHue 1IecTb JeT PSIoOM MCcceaoBaTeiell BbicKa3aHo
TIPETONOXEHNE, YTO YPOBEeHb Iepuepruueckoro ambda-
CUHYKJIEHA MOXET CITYXUTh MapkepoM pa3Butus bII. B atoit
CBSI3M TPEANPUHUMAIUCH TOMBITKM COMOCTABICHUSI YPOBHS
anbha-CUHYKIIeMHA KJIETOK KPOBU U (PUBHOTOTMIECKUX XU~
kocreit (LICXK, mnasma) y mauuentoB ¢ BII u B KoHTpore.
Pesynbrarel uccienoBaHuii CyYMMUPOBAHBI B Ta0. 1.

[IpoTHBOPEYNBOCTh TEPBBIX HAHHBIX OOBSICHSIUCH Majo-
YICIEHHOCTDIO aHATM3UPYEMbIX BHIOOPOK U pa3HOOOpa3reM
MPUMEHSEMBIX METOIOB OLEHKK YPOBHS ajib(a-CUHYKIeH-
Ha. Pe3ynbraTsl uccienoBaHUI OCIETHUX JIET MOKA3bIBAIOT,
YTO M3 BCEX KJIETOK KPOBM DPUTPOLUTHL SBJISIOTCS OCHOB-
HBIM HMCTOYHMKOM anb(a-cuHykiaenHa (> 95%) [11, 54].
[MonydyeHHBIE pe3ynbTaThl MalOT OCHOBAHME IMPEAIOJaraTh,
YTO IPOTHMBOPEYMBOCTh AAHHBIX 00 YpOBHE ajib(a-CHHYK-
JienHa B (DU3UOJOTUYECKUX XKUIKOCTIX MOXET OObSICHSITHCS
Takxe (PaKTOpoM BHYTPEHHETO M BHELTHETO reMon3a. Yuer
atoro (akropa (IIOACYET SPUTPOLUTOB, HOPMHUPOBKA Ha
YpOBEHb IeMOIIO0MHA), a TAKXKE pacllUpeHMe aHaIM3Kupye-
Moii BhIOOpKM manueHToB (10 300) He MO3BOJIMIM TEM He
MeHee ITOMYINTh OMHO3HAYHEIM pe3ynbrar 9, 27, 54]. BaxHo
OTMETHTh, YTO BO BCEX MCCJIEAOBAHUSIX IO OLEHKE YPOBHS

Tabnmua 1: MiccnenosaHus o CONOCTaBAEHMI0 YPOBHS anba-CUHYKNEMHA B nepu-
bepUYECKVIX TKAHSX M XWIKOCTAX Y MawmeHToB ¢ Bl u B koHTpOre.

0GbexT uccnenoBaHus Pesynbrar* Ccbinka

Cnopaguyeckas bl

Anbda-CvHYKEMH TPOMOOLMTOB 1
O1ONTaToB KOXV

Anbha-CuHyKnevH niaambl KpoBu
Anbha-CuHykneH nnasmbl KpoBu

Anbha-CuHyKnemH niaambl KPOBM npi
YUeTe remonuaa

Anbda-CuHyKEMH TMMAOLMTOB

Anbda-CuryknemH mumdoLmTos
MIEPUPEPHHECKOI KDOBK
Anba-CuryknemH aumdoLmTos
MIEPUQEPHHECKOi KpOBK

Anbda-CuryknemH aumdoLmTos
MIEPUOEPHHECKOi KpOBK

Wamenenmit Het | Michell A. et al., 2005 [38]

Lee P. etal., 2006 [33]
Li Q. etal., 2007 [34]

Shi M. etal., 2010 [54]
Kim S. et al., 2004 [30]
Fuchs J. et al., 2007 [23]

MoBbiLIEH
CHuxeH

1A3MeHeHuiA Het

MoBbiLLIeH

1A3meHeHuit Het

Vamenenui Het | Brighina L. et al., 2010 [14]

Vamenenui Het | Muenuna C.H. v ap., 2010 [4]

Anbdpa-curyknemt LICX Chmxen  |Westerlund M. et al., 2008 [62]
Anbda-cuyknent LICK Vamenenmii et | Mollenhauer B. et al., 2008 [41]
Anega-Gaykneit LICK npn ysere Cumeen | Hong Z.etal, 2010 27]

remonusa

Anba-cunyknenn LICK npu yuete
remMonvsa

Arperartbl anbga-cuHyknevHa B LICK MobiweHbl | Tokuda T. et al., 2010 [58]
HuTposumupoBanHbiit anbda-cuyknenH | Mosbiwex | Prigione A. et al., 2010 [51]
HacnepcreenHbie gopmbl BI1 ¢ ussectHoi atnonoruei

Anbha-CHHYKIIEMH KDOBM, MALWMEHTbI
C TpUnAMKaLmed reHa SNCA

Anbha-CHHYKIIEMH KpOBM, NaLeEHT
C MyTaumedi B rese PARK?

Anbdha-CuHyknenH immMgoLmTos
nepvdepuyeckoil KPOBI Y NALMEHTOB
C MyTaumet B rexe LRRK2

V1ameHenmii Het | Aerts M. et al., 2011 [9]

Mosbiwen | Miller D. et al., 2004 [40]

Wamenenmit Het | Miller D. et al., 2005 [39]

Cruxed | Myenura C.H. u gp., 2010 [4]

TpuMeyanvie: * ypoBeHb anb(a-CUHYKNEUHA/arperaToB anbda-CHyKenHa B rpynne nauyienTos ¢ Bl no cpastenwio ¢
KOHTDONEM.



HAYYHbII 0B30P

anbda-cuHykiIenHa B tuMdonuTax nepucdepruyeckoil Kposu
dbpakuuio TMMOOLUTOB MONyYaId MYTeM LIEeHTpUdyrupoBa-
HUSI LEeNbHOW KpOBU B IpafueHTe ukona. [IpumMeHseMblii
METOJ] HE TO3BOJISIET MOJHOCTBbIO MCKIIOUUTh KOHTAMUHA-
LU0 ostyyaeMoil ppakuuu TMMQGOLUUTOB 3pUTpoLUTaMu. B
9TOl cBsA3M B OyamyiieM WHGOPMATUBHBIM MOTJIU OBl CTaTh
UCCJIeI0OBAHUS, BBITTOJTHEHHBIE HA KJIETKAX KPOBU, TIONYYeH-
HBIX MyTe€M KJIETOYHOTO COPTHHTA.

[MpenmpuHUMAaNIUCh TaKKe MOMBITKU OILIEHKU YPOBHS ajba-
CUHYKJIeMHa KJIeToK KpoBu Tpu BII mu3BecTHOI 3THOJIOTUM C
BBISIBICHHBIM MOJIEKYJISIpHBIM nedektom [39]. Hamu BbisiBie-
Hbl nanueHTsl ¢ BIT, o0ycaoBieHHO MyTaLMsSIMHU B TeHe 000-
TalleHHO JeUIIMHOBBIMU TOBTOpaMu KuHa3bl 2 (LRRK2-
accouuupoBanHas BIT) [5, 45, 46], v BrepBble MPOBENEHO
HCCIIENOBAHNE TI0 M3MEPEHHIO YPOBHS anb(a-CUHYKICHHA Y
9THX NaluueHToB [4]. B KayecTBe 00BeKTa UCCIENOBAHNS HAMU
BBIOpPaHBI TUMGOLUTH Teprudeprnyeckoir KpoBU, MOCKOIBKY
U3BECTHO, YTO MMEHHO 3TH KJIETKU MOTYT SIBJSTHCS MOIENb-
HOI CUCTeMOM TSI M3ydeHUsT TUChYHKIINM, XapaKTePHOU TSI
BII, B cuity cxoxecT cMHTe3a U 0OMeHa JodaMiHa B KJIETKaxX
MMMYHHOU U HEUPOHAJIBHOM CUCTEM.

C ucnonb3oBaHUEM METOA BECTEPH-OJIOTTMHIA HAMU TTOKA3a-
HO CHIXKCHHE ab(a-CHHYKICHHA TUM(GOILIUTOB TIepudepude-
CKOM KpoBH y maumeHToB ¢ LRRK2-accouumnposanHoii BII (B
T.4. ¥ B Tpymre Hocuteseir myrauun G2019S) mo cpaBHEHUIO ¢
naueHTamMu co cropaguveckoit BIT u xoHTponem [4].
Carballo-Carbajal u coaBT. mokasanu in vitro CrocoOHOCTb
6enka LRRK?2 perynmupoBaTh TpaHcKpunuuto reHa SNCA [16].
BrisiBIIeHHOE HaM¥ CHIDKCHME YPOBHS alb(pa-CHHYKIICHHA Y
MalueHToB ¢ MyTauusiMu B reHe LRRK2 Hesb3sl 00bSCHUTD
BrustHueM LRRK2 na tpanckpuriumio reHa SNCA, TIOCKOJbKY
Mbl He Habmogamu cHkeHus ypoBHsS MPHK rena SNCA y
nanueHToB ¢ LRRK2-accoumupoBanHoii BII. TlomyyeHHbie
Pe3yNbTaThl, CKOpee, MO3BOMSIOT MPENIIONOXUTh U3MEHEHUS
Ha TMOCTTPAHCISIIMOHHOM YpoBHe. B HameMm ucciemoBaHUM
MBI MCIIOJNB30BAIM aHTUTENA K aibda-CUHYKJIEHHY YeJoBeKa
(BD Transduction Labs, CIIIA), iMMyHOT€HHbIE K aMUHOKMC-
Jotam 15—123; 3T0 mo3BONSAIO BBIABAATH (HOpMBI anbga-
CHHYKJICHHA, COfepKallle Bce M3BECTHBIC HA CETOMHSITHMIA
JeHb caTel dochopmmmposanus (y125, s129, yl133, s136),
KpoMe 6enka, hochopuIrpoBaHHOTO IO CEPUHY B TO3ULIAN 87
(s87). Henb3st uckmounTh HakorieHue (pochopunupoBaHHOR
opMmbl s87 wiu arperatoB anbba-cuHykiaenHa. C apyroii cto-
poHbl, BausHue LRRK2 Ha ypoBeHb abha-CUHYKIEMHA MOXET
OBITh OITOCPENOBAHHBIM. B 9acTHOCTHM, TIOKa3aHa aKTHBAILUS
ayrodaruu npu uaMeHeHuM aktuBHocTH LRRK2 (mpu Hamm-
yuu Mytanuu G2019S) [49], 9To MOXeT MPUBOAUTD K YCHIIe-
HUIO JAerpajaliy ajbda-CUHyKIeHHa B KieTkax. LRRK2
SBISIETCS MYJbTUIOMEHHOM MpOTeMHKUHA30i. MyTauus
G2019S, noxanuzoBaHHas B KWHa3HOM JoMeHe LRRK2, noBbI-
11aeT KMHa3Hylo akTUBHOCTb LRRK2. HensBecTHBIM OcTaeTcst
Hamyre (PYHKIMOHATBHOM CBSI3M MEXIY aHOMAJTbHOM (DYHK-
uueit LRRK2 wn arperauueil anbda-cuHykienHa. Beero ogHo
HCCIleqoBaHue T0Ka3ano (hochopuipoBaHne peKOMOMHAHT-
HOTO anb(a-CHHYKICHHA TM3aTOM KJIETOK C THITEPIKCIIPECCH-
eit LRRK2[52], B To BpeMsI KaK HET TAHHBIX O IIPSIMOM yJacTUH
LRRK?2 B dhochopunupoBaHuu anbha-CUHYKIEHHA B KJIETKaxX
WIM Ha MOACIBHBIX XHMBOTHBIX. [l TIOATBEpXKICHUS
BBISIBJIGHHOTO HaMM BAMSIHUS MyTauuu reHa LRRK2 Ha meTta-
0013M anbga-CUHYKIeHa He0OXOAUMBI JaibHEMIINE Uccie-
JOBAaHUS.

[TpoTHBOPEYMBOCTL PE3YJIBTATOB MO OIEHKE MOHOMEPHOTO
HeMOoIU(pULIMPOBAHHOTO alb(a-CUHYKIeHHA B mepudepuye-
CKUX TKAHSIX ¥ (DM3UOTOTMYECKUX XUOKOCTIX Y MALUEHTOB C
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BII u B KOHTpOIE He TO3BOJISIET B HACTOSAIIEE BPeMsI TOBOPUTh
00 MCITOIb30BaHNK OLIEHKH TepudepruuecKoro anbha-CuHyK-
JIeWHa B KauecTBe MporHocTuaeckoro Mmapkepa bI1. B kauecTBe
MEePCIIEKTUBHBIX CIEIYeT OTMETHTh IOMBITKM BBISBICHUS
MoIUGbULIMPOBAaHHBIX (GOpM JaHHOro Oenka. Tak, B uccieno-
BaHuu Prigione u coaBT. B quMdonmTax mnepudepruyecKoit
KpoBH TaineHToB bI1 BEISBIEHO MMOBHIIICHIE HATPO3UIHPO-
BaHHOI1 (hOpMBbI anbda-cuHykiIenHa [S1].

Hawubonee nHTEpeCHBIMU MPENCTABMSIOTCS UCCIENOBAHUS TI0
OlIEHKe arpernpoBaHHbIX HopM anbda-cuHykiaenna. B 2006 .
El-Agnaf u coaBT. mpemToXUIN MepBblif METO OLIEHKU OJIU-
roMepHbIx (opM anbda-cUHyKJIEeUHA B (DU3HONOTUUECKUX
KMIKOCTSIX Ha OCHOBE MMMYHO(MEPMEHTHOTO aHaiu3a
(ELIZA) v moka3anu TOBBIIIEHUE ONUTOMEPOB ajbda-
CUHYKJIeMHa B Mmi1a3Me kpoBu y maiueHToB ¢ bIT [21]. [Tpu
3TOM HabJI01a0Ch 3HAYUTENbHOE MEePEKPbIBaHKE TOIyYae-
MbIX BETMYMH MeXIy Tpynnamu. BrocnenctBuu 4yBCTBU-
TEJTLHOCTh METO/A ObLTa TOBBINIEHA 33 CYET MCMONb30BAHUS
XEMUJTIOMUHECHIEHTHON NEeTeKIMM U TI0Ka3aHO YBEJIMYEHUE
0JIUroMepHbIX (opM anbda-cuHykiaerHa B LHCXK mauueHToB
¢ BII. YyBcTBUTENBHOCTD U CHELU(PUIHOCTL METOAA MTOBBI-
IATCh TIPU COTIOCTABIEHUY OTHOIIIEHUSI KOJTMIECTBA OJIUTO-
MepHbIX hopM anbda-CUHYKIEHHA K 00LIeMY anb(a-CUuHYK-
JieuHy — cooTBeTcTBeHHO 89,3% 1 90,6% [58]. K coxaneHuro,
UCCIIeJOBAaHUSl TIO BBISIBICHUIO arperupoBaHHBIX (opm
anb(a-CcUHYKJIEHA OCTAIOTCSl eAMHIYHBIMU W TPEOYIOT TIO/I-
TBEPXIEHMSI Ha PACIIMPEHHBIX BEIOOPKaX.

CnenyeT OTMETUTb MEPCIEKTMBHOCTb YCOBEPILEHCTBOBAHMS
COBPEMEHHbIX METOOB HEMpPOBU3YAIM3ALIUM IyTeM CO3IAHUSL
HOBBIX PaTOAKTUBHO MEUEHHBIX JIUTAHAOB, IIO3BOJSIONIX
CENIEKTHBHO OKPAIMBATh arperarhbl ajibha-cuHyKIerHa [29, 60].
Hcnonb3oBanue momoOHBIX JTUTaHIOB mpu mpoBeaeHud [19T
MO3BOJIUT IPOBOAUTH MPYXKM3HEHHYIO JUATHOCTUKY CHHYKJIEO-
natuii. JlaHHOe HampaBlieHHe sBisieTcss HOBBIM. HeoOxommm
PSII VICCTENOBAaHWA T OLICHKM JYBCTBUTEJBHOCTH JTaHHOTO
MeToa st aarHoctiku BIT, a Takke BBISIBICHUSI KOPPEILMU
TSDKeCTU 3aboneBaHusl ¢ HOPMUPOBaHKMEM ab(a-CHHYKIECHH-
MO3UTHBHBIX BKITIOYCHHI B MO3Te YeTOBEKa.

Jakmoyenue

B Hacrosiiee Bpemst yuacTtue ajibda-CMHYKIeHHA B TIaTOreHe3e
BIT monrBepxxnaeTcs B psifie MccnenoBanuii. Pa3paboTka nuar-
HocTMYecKuX TecToB BII, OCHOBaHHBIX Ha OLCHKE YPOBHS
anmb(da-CHHYKIIENHA B Pa3IMYHBIX TKAHIX YeJIOBEKa, OCTAeTCs,
OJIHAaKO, 3afayedl HepelleHHOH. OTCYTCTBUME TaKMX TECTOB
00YCJIOBJIEHO B MEPBYIO OYepenb OTCYTCTBUEM SICHOTO IOHUMA-
HUS TOTO, KaK¥e arperathl amb(a-CHMHYKIeHHA 00J1afaloT Heli-
POTOKCUYHOCTBIO, a TAKXKe CJIOXKHOCTBIO Pa3pabOTKX METOIOB
BBISIBJICHUST OJTMTOMEPHBIX (hOpM altb(a-CHHYKIICHHA. AHAI3
JIUTEPATypHBIX NAaHHBIX, a TaKXKe Pe3yNbTaThl COOCTBEHHBIX
HCCIICIOBAHMIA ITPEIIOJIaTaloT, YTO OLICHKA YPOBHS HEMOII(H-
LIHMPOBAHHOTO MOHOMEPHOTO aib(a-CHHYKICHMHA KPOBU U
LICX ceromHst He MOXeT OBbITh UCITOJb30BaHA B KAYECTBE MPO-
rHocTyeckoro Mapkepa bII. Pe3ynbrathl ocTaloTcst mpoTUBO-
PEYMBBIMU JaKe MPH ydeTe pakTopa BHYTPEHHETO M BHEIITHETO
TeMoNn3a. AJIBTEPHATUBHO, IEPCIIEKTUBHBIM MOXET OBITH
U3MepeHne MOTU(PHUIIMPOBAHHBIX (HOPM alb(a-CUHYKICHHA B
KPOBH, a TaKX€ Pa3BUTHE METONOB IETEKLMU OJUTOMEPHBIX
(opm anbta-cunykinenHa. Hanbonee ycrelrHbIM MOXET CTaTh
pa3BUTHE METONOB HEMPOBM3YAT3aIiH, CIIOCOOHBIX BRISIBIISITH
HaKoIlIeHUe alb(a-CUHYKIeHHA B MO3Te.

Paboma noddeparcana epanmom POOU No 09-04-00934-a.
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Alpha-synuclein as a biomarker of Parkinson’s disease

S.N. Pchelina

Petersburg Nuclear Physics Institute RAS;
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Parkinson’s disease (PD) is a common neurodegenerative disor-
der. Toxic aggregation of a small presynaptic protein alpha-synu-
clein is considered to be the main step in the pathogenesis of PD.
Today there are no suitable diagnostic tests based on biochemi-
cal investigation of such readily accessible tissues as blood and
cerebrospinal fluid (CSF). A search for PD biomarkers aimed at
diagnosis and monitoring of the disease remains very actual. As
suggested in several studies, the use of the peripheral alpha-

synuclein level might be a prognostic marker for PD, but until
now this question remains open. Evaluation of blood and CSF
alpha-synuclein levels in patients with PD compared with age-
matched controls provided conflicting results. Specific detection
and quantification of oligomeric forms of alpha-synuclein in
combination with the improvement of imaging techniques may
be considered as most perspective direction.
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Crniopagnyeckast 00J€3Hb
Kpenrudenbara-Axkooa:
KJIMHNYECKOE HAOJIIOIeHE

A.B. Ilepecenosa, H.W. Croiina, B.B. Iie3mumkmuii, P.H. Konosanos, O.C. Kopemina, 1.A. 3apamummn

Hayunwiii yenmp nesponoeuu PAMH (Mockea)

bonesnv Kpeiimygpeavoma-Axoba (BKA) omnocumes k npuonHbim 601e31IM uenoeeka — epynne (pamansHuix HelipodeeeepamugHoix 3abosesanuil. CoeaacHo
IMUOA0RUYECKOIl KaaccuuKkayuy evideasiom cnopaduyeckue (uduonamuueckue), npuobpemennvie U Hacaedcmeentble Gopmbl. Bozodyoumenem HpUOHHbIX
Oonesnell s6asemcs UHpeKUUOHHbII npuorHbll Oeaok (PrP*), obpasyiowuiics 6 pesyabmame KOHQOPMAUUOHHbIX UIMEHeHUI HOPMAAbHOR0 (HeuHpeKyUOHHO-
20) Knemoyrozo Oeaka PrF*. B cmambve npusedennt cospemennbie duacrocmuueckue Kpumepuu cnopadudeckoii bKA. [Ipedcmasaeno kaunuveckoe Habaiode-
Hute eposmHoil cnopaduyeckoii BKA. B sxcnepumenmansibix yeaogusx (Kyamypa KAemox u KCnepumMenmanbibie JcUgomHble) pazpadamviearomes pasiuy-
Hble mepanesmuyeckue nOOX00bl nPU NPUOHHBIX 30001€BAHUSX, 00HAKO 8 KAUHUYECKOI npakmuke nposedeHo AU60 KPOBOOSMICS AUULb HECKOABKO UCCAe008d-

HU.

KimoueBbie cs0Ba: criopanuyeckas 6onesnb Kpeiiridenbara-Axoda, muarHocTnieckue KpUTepyu, MpUOH

one3nb Kpeittudenbara-Akoda — BapuaHT mNpu-

OHHOI1 0ONe3HM YeIoBeKa, BO3OYAUTENEM KOTOPOi

sBNsieTcsl MUHMEKIIMOHHBIN MPUOHHBIN 6eok (PrP*),

o0pasyloImuiicss B pe3yasTaTe KOH(MOPMAIIMOHHBIX

U3MECHEHMM TPETUYHOM MJIM YETBEPTUYHOM CTPYKTY-
PbI HOPMAJIbHOTO (HEMH(MEKIIMOHHOTO) KJIeTouHoro Oenka PrPe,
HecMoTpss Ha MOEHTUYHYIO TEPBUYHYI0 aMUHOKHUCIOTHYIO
MOCNeA0BaTeNbHOCTh, MH(EKLIMOHHas (opMa OTIMYAETCS OT
HOPMAJIbHOTO MPUOHHOTO 0eJiKa (hM3UKO-XUMUYECKUMU 1 O10-
JIOTIICCKMMIY CBOMCTBAMHU.

CoracHo 3THONOrMYecKOi Knaccudukarmy mpu BKS Beime-
JISIIOT criopagnyeckue (MAMONaTUYecKue), IpuoOpeTeHHbIE U
HacjeacTBeHHble (GopMmbl. [IpuobperenHas bKS Bkmodaer
SITPOTeHHYIO (HOPMY, 00YCITOBICHHYIO ICHTPATBHON TN TIePH-
(bepryeckoit MHOKYJISLMEH MPU MEIULIMHCKMX BMeLIaTeNlb-
CTBaxX (HEHPOXMPYPIUs; MCIONb30BaHWE MHTPAKpaHUATBHBIX
ITyOOKMX 3JIEKTPONOB; TPAHCIUIAHTAIIMS TBEPHON MO3TOBOM
000JI0YKH, POTOBHUIIBI; MPUMEHEHUE TOPMOHOB TMIIO(pU3a —
TOPMOHA POCTa WM TOHAAOTPONKHA, MOJYYEHHBIX OT YEI0Be-
Ka), a Takxe BapuaHT bKA — rpu ynoTpe0reHny B nuimy msica
KOpPOB, CTPafaloIuX CIOHTMO(MOPMHOII SHIIeDantonaTuei.

BnupeMuoNornieckre JaHHble B EBpore cBUIETENbCTBYIOT O
TOM, 4TO 3aboyeBaeMOCTh cropaauyeckoii BKA cocrapnser
npumepHo 1,5—2 cydas Ha 1 mutH B rox [8].

Xopo110 U3BeCTHO, uTo criopaandeckas BKS xapakrepusyercs
3HAYUTETBHBIM Pa3HOO0pa3ueM KIMHIIECKUX ¥ THCTOITATOJIO-
ruyeckux GpeHoTunoB. OOHUM U3 BAXHBIX ()aKTOPOB B JAHHOM
clyyae sIBJISIETCSl TeHeTWYecKuid moauMopdusM 129 xomoHa,
KOIMPYIOIIET0 METHOHWH M/Wiv BaiwH. I[lpeamonmaraercs
TaKXe HAJIMYUe PA3IMYHBIX IPUOHHBIX IITAMMOB, KOTOpLIE, B
OTJIMYHME OT KJIACCUYECKMX MATOrCHHBIX IITAMMOB, OTJIMYAIOT-
cS He TI0C/IeN0BaTeIbHOCThIO aMUHOKKCIIOT B TEHOME, a pa3-
JIMYHBIMUA KOH(OPMALIMOHHBIMK COCTOSIHUIME PrP, BKiouas
U pa3IMyHyl0 KMHETHKY paclierieHus npoteazou K [6, 10].
Takke MIEHTAGUIIMPOBAHO 2 THITA yIACTKA AaMIHOKHCITOTHBIX
TocenoBaTeIbHOCTEl PrP, ycTOMIMBEIX K IEHCTBHIO ITPOTea3
(PrP™), KoTopble OTIMYAIOTCS CBOEH MOJEKYISIPHON MAacCoi.
ITomMmMo 3TOTO OMUCAaHO TIO MEHBIIEH Mepe 15 mommMopdu3-
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moB PRNP. [To MHeHMIO psiia aBTOPOB, YETKOE BIMSHME TTOKa-
3aHO TOJIbKO U1 129 KOmOHA; 10 JaHHBIM IPYTHUX MCCIea0Ba-
TeJieil, MHbIe FeHETUUECK1e BapualliK PETYISTOPHOTO PErnoHa
PRNP Takxe MOIyT acCOLIMMPOBATHCS C MOBBILIEHHBIM PUC-
KoM pa3ButHs criopaaundeckoit BKA [7, 11].

KiaccuyeckMM TMCTONATONOTMYECKMMK MPU3HAKAMU TIPU-
OHHBIX 3a00JI€BaHUII SIBIISTIOTCSI CIIOHTHO()OPMHBIC U3MEHEHHS
BellleCTBA MO3ra, HeWpoHajbHas rubesb, acTpo- M MHUKPO-
1103, CrIoHrMo(hOpMHbIE U3MEHEHMST PaCIIpeIe/ICHBI JTOKATb-
HO wiH AU Y3HO ¢ PeIKUMHU CIMBAIOIIUMICS BaKyoIsIMHA B
Heliporuie. AMUIOUIHbIE OJIAIIKA OTMEYEHBI IIPU OIpee-
JIEHHBIX TonTUmax crnopaguyeckoit KA, a Takxe mpu ocobom
BapuaHTe 6oe3Hu [6].

OCHOBHBIMH KJIMHUYECKAMHY TPOSBICHUAMH CHOPaIIICCKON
bKA gBnsitoTcs mporpeccupyoniasi I€MEHLMSI, 3pUTENbHbIE
WIM MO3XEYKOBble HapyLIeHMsI, SKCTpamupaMuIHas WIK
TpaMuIHas TUCHYHKINS, MIOKJIOHYC, HA MTO3THMX CTaIMsX
— akuHeTH4yeckuil mytusM. IIpomomxuTenbHOCTL 3a00JeBa-
HUA B OOJBIIMHCTBE CIyyaeB — MeHee 2 JIeT, OObIYHO OHa
cocraBisieT 3—6 MecsieB. bone3Hb yallle HAYMHAETCS B BO3-
pacte 60—65 siet, omHaKo 6oJiee paHHee 1 0ojiee Mo3IHee Haya-
JIO TaKKe BO3MOXHO [6].

HuarHoctika bKS Ha coBpeMeHHOM 3Tame BKITIOYAET Kak
KIIMHIYECKWE, TaK W J]A00PaTOPHO-UHCTPYMEHTATbHBIE JaH-
Hble. I3 MHCTpYMEHTAIbHBIX METOJIOB MCCIENOBAHUIA TUArHO-
ctuyeckoe 3HaueHue npu BKA umeer anekrposHuedanorpa-
¢ug (B3I, Tunmmunsie n3MeHeHUs Ha DOI HabMIOMAIOTCS B
pa3BepHYTOli cTaIMK 3a00J1eBaHusI B BUAE IBYX- WU Tpexdas-
HbIX ocTpblX BoH (PSWC — periodic sharp wave complex) ¢
4acToToi 1—2 B CEKYH]IY, KOTOpbie OOBIYHO HAKJIABIBAIOTCS Ha
OOIIMI CHMKEHHBIN YpoBeHb aKTUBHOCTU. 1o maHHBIM psima
aBTopoB, npu BKS wyBcTBUTENbHOCTH ompeaencHuss PSWC
cocraBnsieT 66%, cneuuduanocts — 74% [13].

M3 1abopaTOpHBIX TECTOB OOIICTIPHHSTHIM SBIISICTCS UCCIETO-
BaHMeE LIePeOPOCIIMHATIBHOM XUIKOCTHU C ONpeneaeHueM 0enka
14-3-3. JIaHHBIN MPOTEUH SIBASIETCS JOCTOBEPHBIM MapKepoM
OBICTpOIT HelipoHaIbHOI mecTpyKimu. C MOMEHTa OIMCAHUS



KIMMHUYECKWIA PASBOP

BO3MOXHOCTH €r0 HCIONb30BaHUS B auarHocTuke BKA B
1996 r. [S] maHHBIN TeCT, KOTOPBII SBJISACTCS BHITTOJTHUMBIM U
JOCTOBEPHBIM, BOIIE] B PYTUHHYIO MPAKTUKY B AMATHOCTHKE
atoro 3aboneBanus [3]. CornacHo omyOIMKOBaHHBIM JaHHBIM
YYBCTBUTEILHOCTh M CHEHU(PUYHOCTh JAHHOTO TeCTa COCTAB-
astet 94% u 84—86% coorBercTBeHHO [1, 13].

B nHacrosimiee Bpemsi, coriacHO peKoMeHaoBaHHbIM BO3
CTaHAapTaM M CTPATeTUSIM 110 HAA30pY, MpeIoTBPalIleHUIO
U KOHTPOJIO 3a WHGEKUMOHHBIMU 3a00JieBaHUIMU
[http://www.who.int/zoonoses/diseases/Creutzfeldt.pdf],
MpeIIOXEHbl CHeAyIolMe AUATHOCTUYECKUE KPUTEpUU
cnopagunueckoit bKA.

Bosmoxcnas cnopaduyeckas BKA:
* TIpOTrpeccUpyIomIast JeMEHIIHS |

* aTUIMYHAS KapTuHa Ha DI (Inbo MccrenoBaHue HE TIPO-
BOJAMJIOCH) H

* TIPOAOJIXUTENBbHOCTD Oone3Hu < 2 JIeT M

* HaJIMyKe 10 MEHbBIIEH Mepe ABYX U3 CIEeAYIOMNX KINHUIE-
CKUX TIPOSIBJICHUIA; MUOKJIOHYC, 3pUTEIbHbBIE MU MO3XKEU-
KOBbI€ HApYIIeHWsI, TMPaMUIHAS, SKCTparMpaMyIHast Iic-
(YHKIMSA, aKHHETUIECKUIA MYTH3M.

Bepoamnas cnopaduueckas BKA (npu OTCYTCTBUM JAHHBIX 32

ATBTEPHATUBHBIN TMAarHO3 TTPU 0OBIYHOM OOCIIEIOBAHWN):

* [POrpeccUpyolas IEMEHIIUS;

* TI0 MEHBIIEH Mepe [1Ba CIEYIOMINX KIMHNIECKUX TIPOSIBIIE-
HUSI; MUOKJIOHYC, 3pUTEIbHBIE MJIM MO3XEUKOBbIE HapyIIe-
HUSI, TMPaMUITHAS/9KCTpATMpaMUIHAsT TUCHYHKIWS, aKu-
HETMYECKUI MyTH3M, BMECTe C

* TUIUYHBIMU U3MeHeHus MU Ha OO (reHepann3oBaHHLIE
TpexdazHble TePHOINIECKIE KOMILIEKCH IPUOTU3UTETEHO
€ 4acToToit | B cex) Mmpu Jo00ii KIMHUYECKON ITUTEIbHO-
CTH 3a00JIeBaHNs M/

* TOJIOXUTEJIbHBIN aHalIu3 LepeOPOCIMHATBHON KHUAKOCTH
Ha 6eyok 14-3-3 ¥ KiIMHMYecKas IIUTENbHOCTh OOJIE3HH,
MIPUBOJSILEH K JTeTaTbHOMY McXony, < 2 JIeT.

Jlocmosepnas cnopaduyeckas BKA:
* HelporaToJorMIecKoe MOATBePKIeHNE (CM. HUKE) M/

* MOATBEPXACHNE HAIUYUS TMPOTeas3a-pe3UCTEHTHOTO MpHU-
oHHoro npotenHa (PrP) (ummyHoumtoxumus wiu Western
Blot) u/um

* HaJM4YMe CKPEnmr-acCOLMMPOBAHHBIX (GUOPUILI.

Heiiponatonoruyeckue kpurepun BKA: ciopannyeckoit, atpo-

Te€HHOI1 (YCTAaHOBJIEHHBII PUCK) WX HACJIEACTBEHHOI (aHaI0-

TUYHOE 3a00/IeBaHNE Y POACTBEHHUKOB MEPBOW CTEMEHU POJI-

CTBa WJIM accOLIMMpOBaHHas ¢ 3a0oneBaHreM PRNP myTanus):

* CIOHTHO(OPMHas SHIIe(GANoNaThs B LiepeOpaabHON 1/
MO3XEUKOBOIi KOpe 1/UiIK CyOKOPTUKAIbHOM CEPOM Bellle-
CTBE;

u/um

* sHuedanonatusi ¢ PrP uMMyHopeakKTUBHOCThIO (OJIsIII-
KU u/viu 1uOhYy3HbIN CHHANTUYECKUI M/WUIKM TSTHU-
CTbII1/TIepUBAKYOJSIPHBIN THUIIHI).

B nmocneqHue roas! 601bII0OE 3HAYEHNE B TUATHOCTHKE U CITO-
pamnyeckoit BKSI mpumoOperaoT HelipoBM3yaTn3allMOHHEIE
Mmetonsl. [Ipy MPT-uccnenoBanuu y 436 maiueHToB €O CIIO-
pagnueckoit BKS 6bu1 BeimeseH HanbOonee crelMpUUHbI 1
YyBCTBUTEIbHBINA TpU AM(QGEepeHIIMaIbHON IMarHOCTUKE
bK{I narrepH u3MeHeHuii: MOBBIIIEHE MHTEHCUBHOCTH CUT-
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Cnopanuyeckast 6onesHb Kpeittudenbara-Akoba

Hajla OT XBOCTATOTO Siipa M CKOPJYIBI MJIM, TIO MEHbBIIEH
Mepe, OT IBYX KOPKOBBIX PETMOHOB (TeMITOPAJIbHEIM, ITapue-
TaJlbHBIN WM OKUMIUTaIbHBIN) B pexxume DWI unu FLAIR
[12]. CornacHo taHHOMY UCCEA0BAHUIO IPU CPAaBHUTEIBHOM
aHAIM3e Pa3IUYHBIX METONOB IMAaTHOCTUKY (Haluuue (heHo-
MeHa PSWC na D3I, mosbleHue ypoBHe Oenka 14-3-3 B
L CX wmn namenennii mpy MPT) 9yBcTBUTETBHOCTD U CIIE-
uuduuHOCTh AN yKazaHHoro MPT-martepHa cocTaBuiu
cootBeTcTBeHHO 83% u 83%, mnsa DOI — 44% wu 92% (Hau-
OoJblnas cenudUUHOCTD), IS onpeneeHue oenka 14-3-3
LCX — 86% u 68%.

Hcxond W3 TONYyYEHHBIX JAHHBIX, MeXIyHApOIHBIM
Koncopuuymom mo BKS Obln mpenioxeHbl onpeieieHHbIe
KPUTEPUH ISl AMarHOCTUKY criopanuyeckoit BKA [12]. B nan-
HBIX KPUTEPUAX YIUTHIBAIOTCS:

1. KnuHuueckye CUMITTOMBI:
1. lemeHLus.
2. M03:XeuKOBbIe WU 3pUTENTbHBIE.
3. IlupaMuHble WK SKCTPATUpaMUIHbIE.
4. AKUHETUYECKUIT MYTU3M.
I1. [laHHBIC TOMOJHUTETBHBIX UCCIICIOBAHMIA:

1. TunnuHbIi BoJHOBOM Komiuieke (eHomen PSWC) Ha
CCIN

2. Ompenenenue Oenka 14-3-3 B HCXK (y maumeHToB €
JUTUTENIbHOCTBIO 3a00JIeBaHUsT MeHee 2 JIET).

3. TloBblllieHWE MHTEHCUBHOCTH CHMTHAjJa OT XBOCTATOIO
SIpa M CKOPIYIIBI MITH, TI0 MEHBIIEH Mepe, OT 2 KOPKOBBIX
PETHOHOB (TEMITOPAIbHO-NAPUETATbHO-OKIIMITUTAIbHbIN )
B pexkume DWI unu FLAIR.

CornacHo 3Toil cxeMme /ISl TOCTAHOBKKM BEPOSITHOTO MarHo3a
bKA Heobxomumo Hanuuue IBYX KpUTEpUEB U3 MyHKTa [ 1, o
MeHblIIeil Mepe, omHoTo Kputepust u3 myHkra 1. Jlns mocra-
HOBKM BO3MOHOro nuarHoza bKf Heobxomumbl aBa Kpute-
pust U3 myHKTa | mpu AIMTebHOCTH 60Je3HU MeHee 2 JIeT.

B kauectBe WTIOCTpalliy IPpUBOAUM CJICAYIOIICC COOCTBEH-
Hoe HabmoaeHue cropaauyeckoro ciaydas bKS.

BombHasg K., 63 eT, Haxommnack B VI HeBpOIOTHUECKOM OTIIE-
nennun HUW wespomorun PAMH ¢ 16.06. mo 04.07.2003 r.
Anamnes 3abonesanusa: B nepsbix uncnax mMasg 2003 1. oTMeya-
JIOCh HECKOJIBKO 3MM300B HEaJeKBATHOTO TTOBEIEHUS C 3JIe-
MEHTaMH arpecCHMBHOCTH, KOH(IMKTOBANA C POACTBCHHMKA-
M. 09.05.2003 1. mosIBUITMCH IIATKOCTh MPU XOIb0E M CKOBaH-
HOCTb B TTaJIblIaX MpaBoii KUCTH. OMHOKPATHO OTMEYAJICS TPH-
CTYII MOTEPU CO3HAHUS C TOHUYECKUMM CYIOpOTaMu, ObLIN
3putenbHble rauiiouHanuu. 12.05.2003 . mpu KOHCYbTALMU
HEBpOJIOTa TIPENBSABIAIA KaJ0OB Ha HapyIIeHUE 3PeHUS
(mBOCHHME MPEAMETOB U MeJIbKaHUE «MYILIEK» Tepel [1a3aMHu),
3aMeJIIEHHOCTh PeYH, TPYITHOCTU C TIOAOOPOM CJIOB, Hapylile-
Hue Xoab0bl. [Ipu ocMoOTpe: KOHTaKTHA, OPUEHTUPOBAHA, peyub
CKaHIMPOBaHHasl, 3JIeMEHThl MOTOPHOM ada3uum Ha QoHe
I3apTPUM; MTOBBHIINICHIE MBIIIEYHOTO TOHYCA B IPaBOM pyKe
MO0 CMEIIAHHOMY THITY, MaTOJOTMYEeCKUe CUHKUHE3UM; IHC-
KOOpIWHAIMS TIPH BBHITIOJHEHUUW IIaJIbLIe-HOCOBOM IPOOBI
clieBa M TSITOYHO-KOJIEHHOM MpoOBI CIIpaBa; CTaTUIeCcKast
aTaKCHsI; BBIYYPHBIE IBIKEHUS B PyKaX, YCTAHOBOYHEBIE ITOJIO-
KEeHUS TajblieB 00enx KucTeidl. IIpoBommiach cOCymucTo-
MeTaboayeckast Tepanusi. COCTOSIHUE MAIMEHTKU MTOCTENeH-
HO YXY/IIIaJOCh: HApaCcTaIi HapyLIeHWsI PeYy, U3-3a IaTKOCTH
TIpU Xomb0e HyXXIanach B IIOIIEPKKeE.



Tom 5. Ne 4 2011

16.06.2003 . rocriuranusupobaHa 8 HUM nesponornn PAMH
JUIs YTOYHEHMs OuarHos3a. IIpu MOCTYIIEHMH CO CTOPOHBI
BHYTPEHHMX OPTaHOB ITATOIOTMN He OTMEYEHO.

B nesponocuneckom cmamyce: B co3HaHUM, B MECTE U BpeMe-
HU OPUEHTHPOBAHA HE IOJHOCTbIO, KOHTAKT C OOJbHOMI
3aTpyIHEH WM3-3a peuyeBBIX HApYIIeHWi (CEHCOMOTOpHAS
acda3ust), MHCTPYKLIMU BBITIIONHSAET HE BCETNa; CMEIUIMBA.
MeHMHTeaIbHBIX 3HAKOB HeT. MeJKOaMIUIUTYAHbIA TOpU-
30HTAJIbHBIN HUCTArM, OOJIBIIIE BJIEBO; TIOBBIIIEH TIIOTOUYHBII
pediexc; mu3apTpusi ¢ AMEMEHTaMU CKAHAUPOBAHHON pevH.
Jlerkuii TeTpanape3 (cuja CHUXeHa 10 4-X 0aI0B); MbIIIeY-
HBIIf TOHYC B pyKaX MOBBIIIEH MO TTACTUYECKOMY THUITY, B
HOTaxX — MBIIIeYHAs] TUTIOTOHUS; TUIIOTPO(HUM MBIIIIT 00enX
KucTeit. [unepkuHe3bl B NMPOKCHMAJbHOM OTAENE IMpaBoil
pyKu (1o TUMY reMudaiii3Ma) ¥ B MPaBoii KUCTH (110 TUITY
cXuMaHug 1 pazxuMaHust). CyXoXuIbHbIe pedIeKChl TTOBbI-
IIEHbl Ha TPaBbIX KOHEYHOCTSIX; KJIOHOWJA IMpPaBOil CTOIBI.
[Manbie-HOCOBYIO TPOOY BBITIONHSIET C AUCKOOPIMHAIIMEN C
2-X CTOPOH; TPOBEpKa BBIMTOJHEHUS MATOYHO-KOJECHHOM
npoObl 3aTPyIHEHA U3-32 CJIOXHOCTEH KOHTaKTa C MallUeHT-
KOi; B mpobe Pombepra magaet, XoAUT MEIKAMU LIaraMu, ¢
noxnaepxkoit. CHIKEHHE CYCTaBHO-MBIIIEYHOTO UyBCTBA B
najblax cror. OYHKIMS Ta30BBHIX OPraHOB COXpaHEHa.

Ob6wuii ananu3 Kposu, Moy, OUOXUMUHMECKUL AHANU3 KPOBU, AHA-
au3 kposu Ha onkomapkepsl (CA-72-4, CA-125), IKI, penmee-
Hoepagus opearoe epyoroil kaemku, Y3U eHympennux opeanog —
0e3 MaToJIoTvy.

Ananu3 kposu Ha RW u BUY oTpuuiaTebHBINA.

3aknouenue ncuxonoea: BbBIPaXKCHHOC MHTCIJICKTYyaJIbHO-MHE-
CTHYECKOEC CHM2KCHUC.

Koenumuenvie evizgannsie nomenyuans (BII): ceHCOpHBIE KOM-
noHeHTsl BIT (P300) Ha He3HAuMMBIA CTMMYJ BBIAEASIOTCS
OTYCTIINBO, TapaMeTphl OTBeTa M3MEHEHBI HE3HAUUTENBHO.
[Tpu BeIIENEeHUN OTBETOB Ha 3HAYMMBII CTUMYI — PE3KOE YBe-
JIMYEHUE JIATCHTHOCTH KOTHMTHBHOTO KOMILIEKca 10 527 Mc,
YKa3bIBaolllee Ha BRIpakKeHHbIE KOTHUTUBHEIE HAPYIICHMS.

C MOMEHTa TOCIIMTAIM3ALNN COCTOSTHUE OOJMBHOM yXymIIa-
JIOCh W MpuoOpeno ObICTPO Iporpeccupyloliee TeueHUeE.
Crana COHJIMBOM, HETAaTUBHO OTHOCHJIACh K OCMOTPY, YXYI-
IIMJTICh TOHMMaHKE 00palleHHON peun U COOCTBEHHAST peyb.
B nmanpHeiimem mpucoeIMHUIUCH pedIeKCH OpaJbHOTO
aBTOMAaTHM3Ma, 3acThIBaHWE, HApPOC IUIACTUYECKUN TOHYC B
pyKaX, YCHIMINCH THIepKIHE3bl. COOCTBeHHAs peub CHU3H-
JIach 0 OTAENbHBIX 3BYKOB. [10sIBMIOCH TOTIEpXBAaHKE XU~
KOU MUTIeH. YCUITWITNCH THITOTPOMWH MBI KUCTEH, TIOSBH-
JCh TUMOTPOGUM APYyrux Mbiil. OTMEYaauch eTUHUIHbIC
MHUOKJIOHUM B MbIIIIAX pyK. ITosiBuICS XBaTaTeNbHBIN ped-
JIEKC C 2-X CTOPOH.

Ha 537 ot 19.06.2003 T. BBISIBISUTMCH TPyOble 0OLIEMO3TOBbIC
U3MEHEHMSI ¢ JOMHUHUPOBAHUEM MeIJIEHHOM (Ie/bTa-aKTUB-
HOCTH) ¢ HaIMYMEM BCIBILIEK OCTPHIX BOJIH B IIEPEIHMUX OTIEC-
Jlax ¢ TeHAEHIMEN K Tepruoan3aum, ocobeHHo Ha (oHe dhoTo-
cTuMyyanun. [Ipy TMIepBeHTUIISAINY — eTUHIIHBIC SITHICTI-
TU(hOPMHBIE 3HAKU ¢ MMOKJIOHUEN. M3 TOKanbHBIX 3HAKOB —
HeycToiuMBoe MpeodagaHue MapoKCU3MoB crpana (puc. 1).

[pu MPT 20106H020 mo3ea ot 19.06.2003 T. 0TMEUEHO TOBBIIIIE-
HUe MHTeHcuBHOCTU MP-curHana B pexxume DWI oT Kophi
JIOOHBIX M TEMEHHBIX NoJielt (IO TUITY JIEHThl) 000UX MOJIyIIa-
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puc. 1: 33 bonbHoit ot 19.06.2003 .

B 93 Habniomaiotcst rpybbie 00LLEMO3rOBLIE M3MEHEHMS C [OMUHUPOBAHMEM
BMOGY3HOA MEIEHHOI aKTMBHOCTI 11 HAMYMEM BCMbILLEK OCTPbIX BOMH B MEPESHIX
0T0enax C TeHZEHLYel K nepuou3aLim.

puc. 2: [npdyauonno-saselerHas MPT (pexum DWI) ¢ koaddmumertom auddy-
310HHOrO B3gelLmBanys b1000, akcuanbHast MpoeKLMS.

MoBbILLIEHUE WUHTEHCMBHOCTU CUTHANA OT CEPOrO BElLIECTBA MONYLIAPHiA BOMLLLIOTO
MO3ra (MPeIMYyLLIECTBEHHO MPABOIO) ¥ FONIOBKIA XBOCTATOrO SApa Cripasa (CTpenku).

puii MO3Ta U TOJIOBKU XBOCTATOTO Apa CIIPaBa; cJiabo paciuu-
peHbl cyOapaXHOMAATbHbBIE MPOCTPAHCTBA KOHBEKCUTATbHOMN
MOBEPXHOCTH (pHC. 2).

C 25.06.2003 r. maumeHTKa CTajga He IOCTYIHAa KOHTAKTY.
Jlexxana B «yTpoOHOI» MM03€; IMJI0XO (DUKCHUpOBaaa B3IJISL.
Veunuauch TUTIEPKWHE3B! MBI JIA W KOHEYHOCTEH;
OTMeYaJIach 00IIast TIIePeCcTe3Hs: Ha YKOJIBI pearnpoBaa rpu-
Macoit 6omu u ctoHoM. IlepeBeneHa Ha 30HIOBOE MUTAHUE.
MoueBoii Ty3bIpb KaTeTepU3MPOBaH (CaMOCTOSITEbHO He
MOYMTCSI).

Ha 557 ot 25.06.2003 1. oTMeueHO HapacTaHue 00IEMO3r0-
BBIX M3MEHEHMI1: bojiee BhIpakeHHas nuddy3Has MemjeH-
Has aKTUBHOCTb, CIJIaXXMBAETCS €€ IPaJMeHT OT 3aThUIOYHbIX
K JI00HBIM oTaenaM. JloKajdbHble 3HAaKM HESIBHBIE.
OTyeT/IMBbIE MPU3HAKK BO3AEHCTBUSI Ha CTBOJOBBIC CTPYK-
Typsl Mo3ra. OCTpBIe BOJNHBI HOCIT OoJice MOTUMOPQHBII
XapakTep, BbIpaXeHbl B JOOHBIX OTAEIaX, K KOHIY 3alluCK
OTMEYAeTCsI HEKOTOPOE YCUIICHHUE MEPUOAUIHOCTH B MX ITPO-
ABJIEHUH, YCUJIMBAIOTCI MPU PUTMUYECKOH (POTOCTUMYIISI-
UK. DIunenTudOpMHbIe 3HaKKM BbIPaXeHbl MEHbIIIE, YeM B
MpeaplayleM 00CIen0BaHUM, U HOCST 00Jiee HU3KOYaCTOT-
HbII XapakTep (puc. 3).
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puc. 3: 33 bonbHoit ot 25.06.2003 T

Mpu HabntoneHm 33T B MHAMUKe OTMEYAETCA HApaCTaHue 0BLLLEMO3TOBbIX U3MEHE-
HWW, AMOGY3HOA NOAMMOPAHOA MEZNEHHOI aKTMBHOCTI, @ TaKXe YCUNIeHUe nepuo-
[M4HOCTM OCTPbIX BOH B IOGHIX OTAENAX.

B punamuke Ha 3T ot 03.07.2003 r. BBIABASIMCH TpyObIe
0011eMO3roBbIe M3MEHEHMS B BUIe HAMMIUSA T y3HOI Men-
JICHHOW aKTUBHOCTU M HATMYMS HammepHa nepuoouyeckux
ocmpbuix 6041 (BpeMEHAMU HAlIOMUHAET pummuteckyio 3-x ¢as-
HYW0 akmuerocmy). JIOKambHBIE 3HAKM HEOTYeTIMBHIC. Ilo
CPaBHEHMIO C MPEABIAYIIMMM oOcnemoBaHusaMU oT 19.06. u
25.06. BBISBIEHO 3HAYMTEIBHOE YXYAIICHHE OOIIEMO3rOBBIX
M3MEHEHNH, YTHeTCHME KOPKOBON AaKTUBHOCTH, YCHJICHHUE
BBIPAKEHHOCTU TMEPUOAMYECKUX OCTPBIX 3-X (ha3HbIX BOJIH,
OTCYTCTBUE MPU3HAKOB PEAKLIMU aKTUBALIUK (puc. 4).

ITo HacTOSTHMIO PONCTBEHHWKOB IepeBelicHa B OOJIBHUILY IO
MECTY XUTENbCTBA, IIe O0MbHAS yMepiIa yepe3 HellelTio.

Takum oOpa3oM, coueTaHue B JaHHOM HaOJIIOAEHUH MIPOrpec-
CUpPYIOILEH TeMEHIK, MUOKIOHUH, 3pUTENbHbBIX, MO3KEUKO-
BBIX HApYIIEHWIi, a TaKKe MUPaMUIHAsL/ IKCTPATMPaMUTHAS
IUCGHYHKIMS BMECTe ¢ TUIMMYHBIMU M3MeHEeHUsSMU Ha DIT
(reHepanuzoBaHHbIE Tpexha3HbIe MEPUOTUYECKUE KOMILIEKCHI
MpUOIM3UTENILHO C 4acToToi 1 B ceK) MO3BOJWIM MOCTABUTD
JAHHOI MalMeHTKe IUarHo3 BeposTHOH cropaandeckoir KA
(cornacHo pekoMeHaoBaHHBIM BO3 cTaHmapTam u cTpaTerusiM
0 Ham30py, MPeIOTBPAICHAIO X KOHTPOIIO 32 WH(MEKIMOH-
HBIMM 3a00JI€BaHUSIMM). DTOT XK€ MMArHO3 COOTBETCTBYET U
kputepusiM bBKA-KoHcopiyma (cM. Bbiie).

Jlo HaCTOSIIEr0O MOMEHTA OCTAeTCsl OTKPHITBIM BOIPOC O Tepa-
MUY TPUOHHBIX 3a0oneBaHuii. Ilpu BK omyOnukoBaHbl
Pe3yNbTaThl PAaHIOMM3UPOBAHHOTO TBOMHOIO CIIETIOT0 KOHT-
POJIMPYEMOTO UCCNIEIOBAHUS C UCIIONIb30BAHUEM aHAIbIETUKA
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puc. 4 33 BonbHoit ot 03.07.2003 T

Mo CpaBHEHMIO C MPEAIbiYLLMM UCCNIEI0BAHUEM BbISIBNIETCS 3HAYMTENbHOE HapacTa-
HYe AMPOY3HbIX U3MEHEHUA C YTHETEHVEM KOPKOBOM PUTMUKM ¥ GOPMMPOBAHUEM
naTTepHa NepUoAMIECKVX TPEX(DasHbIX OCTPbIX BONH (OTMENEHbI HA PUCYHKE).

(GnynmupTHA, KOTOPBI, KaK OBUIO MOKA3aHO B KIETOYHOU
KyJIBType, 3allUIaeT HEHPOHBI OT aroNTOTHYECKOH Tulesnu,
BbI3BAaHHOI (PparMeHTaMK MPUOHHOTO OejiKa U GeTa-aMUIou -
HBIM TienTuaoM. OTMEYeHO TMO3UTMBHOE BIMSHUE JAHHOTO
npenapaTa Ha KOTHUTHBHbIE (DYHKIMK TIPU JAHHOU MaTono-
ruu. OnHaKo, MO 3aKJII0YEHUI0 aBTOPOB, HEOOXOMUMBI AaJlb-
Helimue uccnenoBanus [9]. Takxke, 0CHOBBIBASACH Ha KCTIEPU-
MEHTaJIbHBIX JIAaHHBIX, TIPOBEAECHO UccienoBaHue 3hheKTB-
HOCTH Y 06€3011aCHOCTH MPOTUBOMAISIPUITHOTO MpernapaTa KBU-
HakpuHa (MEMakpyHa) NPy MPUOHHBIX 3200JeBaHUSX (Cropa-
JUYecKasi, ATPOTeHHas, HacleAcTBeHHass u BapuaHT bBbKS)
(PRION-1 uccnenosanue). HecMoTps Ha TO, YTO KBUHAKPUH
(B mo3e 300 Mr B JeHb) XOpOLIO TMEPEHOCWICS, 3HAYMMOTO
BIUSIHUSI HA KJIMHUYECKOE TeueHre 00JIe3HN B TAHHOM UcCle-
JIOBaHUM OTMEUYEHO He ObLIo [2]. B HacTosIIee BpeMs: OTKPHITO
uccienoBanue 11 daspl 3pPekTMBHOCTY KBUHAKPUHA B OTHO-
HICHNM BhIKMBaHUS Mpu criopanuyeckoit BKA (http:// clini-
caltrials.gov/ct2/show/NCT00183092). [Ipyroe uccienoBaHue
AHTMOMOTUKA TOKCULIMKIIHA TIpoBoauTcs B Utanuu [4].

K coxaneHuio, HECMOTPS HA TO YTO B 3KCIEPUMEHTAIbHBIX
YCIOBUSX (KYJIBTYpa KJIETOK M 3KCIEPUMEHTAJIbHbIE KHUBOT-
HBIe) pa3padaTHIBAIOTCS Pa3TMYHbIC TepaeBTUUECKUE TIOIXO0-
IbI, B KIMHUYECKOM TPAKTUKE IMPOBEACHO MM IIPOBOIITCS
JIMIIb HECKOJIBKO MCCNIeI0OBAHMU, YKa3aHHBIX BBIILE. YUUTHIBAS
orpeieJIeHHBIE CIOXHOCTU TPOBEACHNS KITMHMIECKHMX UCCITe-
TOBaHUI TIPH TAHHOM TTATOJIOTMH (HU3Kas 9acTOTa BCTpedae-
MOCTM M OBICTPO Mporpeccupyouee (aTaibHOEe TEYEHHE),
OoJee paHHSIS ¥ TOYHAs TOCTAaHOBKA TUAarHO3a MOXKET SIBUTHCS
HEeOoOXOAMMBIM YCJIOBUEM IS YCIEIIHOM pa3paO0TKK BO3MOX-
HBIX TePAaNeBTUYECKHX MTOIXO0B.
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Sporadic Creutzfeldt-Jakob disease: clinical observation

A.V. Peresedova, N.I. Stoida, V.V. Gnezdizky, R.N. Konovalov, O.S. Korepina, I.A. Zavalishin

Research Center of Neurology, Russian Academy of Medical Sciences (Moscow)

Key words: sporadic Creutzfeldt-Jakob disease, diagnostic criteria, prion

Creutzfeldt-Jakob disease (CJD) is a form of human prion dis-
eases, fatal neurodegenerative conditions. They can be etiologi-
cally divided into sporadic, hereditary and acquired forms.
Conformational change of the normal (cellular) form of prion
protein (PrPe) to a pathological form (PrP*) is a central event in
the formation of an infectious agent. In this article, diagnostic

criteria for sporadic CJD are summarized. Case report of prob-
able sporadic CJD is presented. Many therapeutic strategies
(based on cell cultures or animals) have been tested as potential
treatments for prion diseases. However, only few clinical trials
are in progress now or have been completed.
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IlpennonaBaHne HEBPOJIOTUU —
IIPOLIECC HEIMTPEPHIBHBIN

B.B. Mammn

Yawanoscxkuii eocydapcmeennbiii yrusepcumem

pernonaBaHe HEBPOJIOTUHU B CTPYKTYPE TTOATOTOB-
KM Bpaya Ha METULIMHCKOM (DaKyJIBTeTe He3HAYM -
TEJILHO 110 BpeMeHU. PeaibHO XXe 3HaueHue Hallle-
IO TIpeAMeTa TPYIHO MePeolicHUTh. DTO CBS3aHO C
PacIpoCTPaHEHHOCThIO M COLIMANBHOM 3HAYM-
MOCTbIO 3a00J71€BAHUI HEPBHOI CUCTEMBI, C POJIbIO HEPBHOM
CHCTEMBI B TIATOTEHE3¢ COMATUYECKOM ITATOJIOTHH, ¢ BKIaIOM
Kadeap HeBpoOJIOTHH B POPMUPOBAHKE IMYHOCTH CTYIEHTA KaK
Oymylero Bpauva.

Kadenpa HeBpojoruu, HEHpOXUpyprud, (GU3MOTEpanuud u
JiedeOHOI (PU3KYIBTYPH YIBTHOBCKOTO TOCYIapCTBEHHOTO YHU-
BepCUTETA pabOTaeT Ha OCHOBAHUM YYEOHOTO ILIaHa, YTBEPXKAEH-
Horo MuHucTepcTBOM 00pa3oBaHMs 1 HayKu Poccun. Ero pea-
JIM3AIMS OCYIIECTBISIETCS ITOCPEICTBOM COCTAaBJICHUS YIeOHOM
niporpamMmbl. DopMbl peanu3aly y4eOHOM MPOrpaMMbl TPaIM-
IIMOHHBI (JIEKIIMK, IPAKTUYECKUE 3aHATHSI, CEMUHAPHI). JIeKmn
3aHuMaloT 20% yueOHOro BpeMeHHU 1 COCTABIISIIOT OCHOBY IPEIIO-
naBaHWs1 HeBpoJioruu. I1o 1ensm 1 CTpyKType JIeKLUM, B OCHOB-
HOM, SIBISTIIOTCS MH(OPMaLMOHHBIMKA. HecMoTpsl Ha Hammame
JOCTATOYHOTO KOJTMYECTBA YUeOHNKOB, MH(MOPMAIIMOHHAS JIeK-
1151 TIO3BOJISIET MPECTABUTD MOCTEAHNE JaHHbIE 00 3TUONIOTUH,
MaTOreHe3e, MMArHOCTMKE M JIeYeHUM 3a00JeBaHUIl HEpBHOI
cucteMbl. Kypc JTeKImit 1o HeBpOIOTHH TIpeaBapseT 0030pHast
JIEKIMSI TI0 UCTOPMU MEIMIIMHBI, OCHOBAM HEMPOMM3MOIOTUHI 1
TONMUYECKOMN TMarHOCTUKM. JIEKIIMSI TIPOBOIMTCS C TIEJIBIO CHCTe-
MaTH3aluy 3HAHWIA, TOMyYeHHBIX Ha Kadeopax aHATOMUM,
(usnonorun M marojoruyeckoil ¢usuonornd. Hamu Takxke
TIPAKTUKYIOTCS] KOMIUIEKCHBIE JIEKIIMHY, HATIpUMep, TI0 HEMpOrH-
(heKumsIM, TIPOBOIMMBIE COBMECTHO € TIPO(eccOpOM-MUKPOOHO-
JIOTOM. DTO MO3BOJISIET YHU(PUIIMPOBATH B3MISAIbI HA K1accuu-
KallMio U IMarHOCTUKY MH(EKIIMOHHBIX 3a00JIeBaH1ii HEPBHOM
CHCTEMBI, 00ECITeUynBaeT IIPEEMCTBEHHOCTh B IIPOBEICHHN
HEMpPepbIBHOTO 00YYEHMS.

Llenpto MemuuMHCKOrO 00pa3oBaHMs SIBASETCS MOATOTOBKA
Bpaya, OTBEUAIOIIETO II0 CBOMM TPo(eCCHOHATEHBIM M JIHY-
HOCTHBIM KauyecTBaM 3alpocaM COBPEMEHHOTO OOIIEeCTBa.
[TpuyeM oBnameHue CTYIEHTOM NMPOGheCcCUOHANIbLHBIMU HaBbI-
KaMu He sIBIsieTcsl camoleniblo. He cekpert, 4To y CTyneHToB
HaOJI0IaeTCS CHIDKEHUE YPOBHS KYJIBTYPHI — MHTEPeca K XyIIo-
’KECTBEHHOH JUTepaType, TeaTpaJbHOMY MCKYCCTBY U T.I.,
ToTa KaK 03 pa3HOCTOPOHHETO Pa3BUTHS IMUYHOCTH CTYAECHTA
HEBO3MOXHO (hOpMHpOBaHIE 00IMKa Bpaya.

M3BecTHO, uTO Hambonee 3dekTuBHON (HOpMOI 00yUeHUS
SIBJISIIOTCSL TIpAaKTUYeCKKe 3aHATUSA. B mpoliecce obmieHus co
CTYICHTAMU HEOOXOOMMO YUYMTBHIBATH JMYHOCTHEIE, HALMO-
HaJIbHbIE, MOJIOBbIE PAa3IMYMs. YUUTHIBAS MHOTOHALIMOHAJb-
HBIIl COCTAaB HACEIEHUST YIIbSHOBCKOTO PETMOHA, ISl HAC 3TO
MIPUOOpeTaeT 0COOEHHO BaKHOE 3HAYCHME.

BaxHelmmmM 371eMEHTOM TIPAKTHYECKOTO 3aHATHS SIBIISIETCS
Kypawus 60JbHBIX C MOCAEAYIOIUM KIMHIUIECKUM pa30opoM 1
HamucaHueM y4eOHoii ucTopuu 6oje3Hu. B npolecce KanHuU-
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4YeCKOro pa3dopa Ha OCHOBE MOCTOSIHHOTO KOHTAKTa CO CTYIEH-
TOM TIpENnoaaBaTelb BHOCUT KOPPEKLIMIO B €T0 PacCyXICHHUs,
(hopMUpYeT y CTyAeHTa CTOCOOHOCTb MPUMEHSTh MOJYYeHHbIE
3HaHUSI B peajbHOU 00cTaHOBKe. OueHb BaXeH OOMEH MHe-
HUSIMU B TPYIIE, AUCKYCCUsI, CAaMOCTOsITENIbHAs pabora CTy-
neHToB. CaMOIOArOTOBKA 3aHMMAeT Beylliee MECTO B 00pa3o-
BaTeJbHOM TMpouecce. TakuM o00pa3oM, Ha MPaKTUYECKUX
3aHATUSX OTPa0ATBIBAIOTCS YMEHUS BBISIBIATH CUMIITOMBI U
CUHJIPOMBI IOPaXXEHU 1 HEPBHOM CUCTEMBI, @ TAKXKE UCITOIb30-
BaTb JOMOJHUTENbHbIE METOIbI 00CIEeA0BAHMS HEBPOJOTHYE-
CKUX OOJIBHBIX; 3aT€M IIPOBOXUTCS TECTOBBI KOHTPOJb 3HA-
Huil. Ecnu nepedpasupoBath 3HameHuToe: «JleMokpatus —
Hauxyamas gopmMa npapieHus1, €CJIM He CUUTATh BCEX OCTANb-
HbIx» (Y. Yepunib), TO aHANTOTMYHYIO MBICITb MOXHO BbIpa-
3UTh U OTHOCUTEbHO TECTUPOBAHMSI.

OnHoit 13 PopM 00yYeHUS CTYAEHTOB 10 HEBPOJIOTUU SIBJISIET-
cs paboTa B CTylIeHYeCKOM HaydHoM oOmiectBe. CoxpaHsieT
CBOE 3HaUeHMe NPUBBLIYHASA (opMa — B BUIE HamucaHus pede-
PAaTOB ¥ BBICTYIUIEHUIA C TOK/IATaMK Ha 3acelaHMsIX CTyIeHYe-
CKOI0 Hay4HOTo KPyXKa, HO 0COOEHHO MOOLIpsieTcs paboTa B
TaK Ha3bIBaEMbIX «TBOPYECKMX KOJUIEKTUBaX». Kak mpaBuio,
3TO ONHO W3 HANpaBJIeHWii, pa3padaThIBAEMbIX aCIUPAHTOM
Kadeapbl. AKTMBHOE YYacTHe CTYISHTOB B TAaKOii IeSITEIbHOCTH
O3BOJISIET UM OCBOUTb HOBBIE METOIMKH, HAYYUThCSI TBOPYEC-
KM MBICIIUTh, aHAJTM3UPOBATh, BUIETh HOBOE B OOBIICHHOM.
Pe3ynbraThl JIyYIIMX MCCIEAOBAHUI TPEACTABISIOTCS B BHUIE
JIOKJIaI0B HA UTOTOBO KOH(EPEHIIMH CTYIEHYECKOTO HayYHO-
ro obiecTa (aky/breTa, MyOJUKYIOTCS B COOPHUKAX MOJIO-
JbIX yueHbIX. Bce 910 popMupyer coBpeMeHHOro Bpaya-uccie-
JIoBaTeJIsl.

HenpepbiBHOCTb 00pa3oBaHMsl — HEOTbeMJIeMasl YacTh MOATO-
TOBKM Bpaya-HeBpoJjiora. [TocTaumioMHasi OArOTOBKA TMpe-
yCMaTpuBaeT 00yyeHue B KIMHUYECKON MHTEPHATYPE U OpIM-
HaType, MPOXOXICHWE LMKIOB TEMATUYECKOrO YCOBEPILEH-
CTBOBaHUS, y4acTHe B paboTe HaAyYHBIX CUMIIO3UYMOB, KOH(De-
peHIuii, che3n0B U T.0. HayuHblii KBanM(pUKaLMOHHBIA ypo-
BEHb Bpay IMOBBILIAET B ACTIMPAHTYPE.

B VibstHOBCKOIM 06acTH, Kak M B Poccuiickoii ®denepanyy B
LEJIOM, COXpaHsIeTCSl HeOJIAroNpusTHAsT SMMASMHUOIOTHIeCKasT
CUTyalus IO apTePUAIbHOM TUIICPTOHUH, SIBISIOLICHCS OTHUM
U3 CaMbIX PacIIpOCTPAHEHHBIX U CYLIIECTBEHHBIX (DaKTOPOB prcKa
PasBUTHS 3a00JIeBaHMI CCTEMBI KPOBOOOPAIIICHNST 1 CMEPTHO-
CTH HaceleHus OT HuX. OcTaeTcss MHOTO HepeIeHHBIX ITPOOIeM.
CokpanieHue oobeMa Mpo(uIakKTUIecKOi paboThl B JieUeOHO-
MPOMITAKTUYECKIX YIPEKACHUIX, OTCYTCTBHE TIOCTOSIHHO JeHi-
CTByIOIIEH MH(POPMAIIMOHHO-TIPOIIATAHANCTCKO CHUCTEMBI ITO
(hopMUPOBaHHUIO Y HACEJIEHUST CTPEMJICHHUS K 3M0POBOMY 00pazy
KM3HY ITPUBOMIAT K TOMY, 4TO 00JIee TIOJIOBUHEI OOJIBHBIX apTepH-
aJIbHOM T'MIIepTOHMEN He BbIABJISIIOTCA. B Je4eOHbIX yupexne-
HUSIX HEOCTaTOYHO COBPEMEHHOM AMAarHOCTUYECKOH armapary-
PHI IUTS OKa3aHUS TTOMOIIH OOJBHBIM KapAHOHEBPOIOTMIECKOTO
PO Ha YPOBHE COBPEMEHHBIX TPEOOBAHMIA.
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KBamudukaims HeBpoIOroB He BCETa COOTBETCTBYET COBpE-
MEHHOMY YPOBHIO MEIMLMHCKOM IOMOILIM, OKa3blBacMOM
OOJILHBIM C 11€peOPOBACKYJISIPHBIMU 3a00JIEBAHUSIMU.

CrnoxuBriasicst 3a MOCAeIHUE TECATUNETHS STUASMUOIOTHYe-
CKasl CUTyallusl, CBSI3aHHASI C POCTOM CepIeYHO-COCYAMCTHIX
3a0oneBanuit (CC3), mpencraBiusieT co00il MPSIMYyIO Yrpo3y
3MI0POBBI0 HACENEHUsI, a HAHOCUMBIE €10 MOTepH MPUBOMAT K
3HAUYUTETLBHOMY 3KOHOMHYeCKOMY yiiep0Oy. Exeromno yse-
JIMYMBAETCS YMCIO MALMEHTOB, MOYYaBIIUX JIEUCHUE B CTa-
IMOHAPHEIX YCIOBUSIX TIO ITOBOMY apTepUAIbHON TMIIEPTOHUI
(AT). TIpu 2TOM OCHOBHBIM METOIOM BBISIBIICHUS MOBBIIIEH-
HOT'O JaBJACHUS ¥ OLeHKU 3(h(HEKTUBHOCTU MPOBOIUMBIX KOP-
PUTHUPYIONIMX TIPOLIETYDP MPOMOIKAET OCTABATHCS TPAAUIIMOH-
HOe pa3oBoe MM 3-4-KpaTHOe OIpeiesieHre apTepuaabHOTO
nasnenus (AJl) mo merony H.C. KopoTkoBa, npeacrapsiioniee
«MeHee 9eM MHKPOCKOIMMYECKYI0 YacTh OT THICSY 3HAYECHUI
3TOTO TOKAa3aTeNs, XapaKTepu3ylomuxX 24-4acoBoil poduib
aptepuajbHoro masieHus» (Mancia G., 1989). OcHoBHBIE
HajIeXIbl HA YTOUHEHUE U IOTIOJTHEHWE TPAIUIIMOHHOTO METO-
JIa CBS3BIBAIOT € CYTOYHBIM MoHHUTOpHpoBaHueM ALl (CMA]T).

B MHOrouMcneHHBIX MccneNoBaHUsX MOCIEIHUX JIET, PA3BUBAIO-
IIMX 3TO HampaBJieHKe, ObLIO MOKA3aHO, YTO CPeHUE BETUUMHBI
AJl B Oormbllieii cTereHW BOCTIPOM3BOAMMBI TIPU TOBTOPHBIX
UCCNENIOBAHMSIX, YeM TpaiulOHHble u3MepeHust AJl, 3Hayu-
TEJIbHO CHJIbHEE KOPPETUPYIOT CO CTETIEHBIO M BHIPAXXEHHOCTHIO
M3MEHEHU I OPraHOB-MUILIEHEH, TO3BOJISIIOT TOTYYaTh AOTIONHU-
TeJbHYI0 UH(MOPMAIMIO 10 TAKUM TMOKA3aTeNIsiM HeOMaromnony-
Yusl, KaK TOBBIILIEHHAs BapUabeIbHOCTh U UCKAKEHHBIN CYTOY-
Helil mpoduns AIl, uckmoyath runepauarHocTuky Al mpu
«TUTIEPTOHMH OEJIOTO XajIaTa» M HEMOOIEHKY TSKECTH COCTOSTHUIA
y MAIMEHTOB C KPAaTKOBPEMEHHBIMU 1 HOYHBIMU MobeMaMul A/l
noyyatb Oosee HalexHyo MHbopMalmio 00 3hheKTMBHOCTH
npoBoIMMOro JieueHust. OfHaKo 3TOT MeTof auarHoctuku Al B
HACTOSILEE BPEMSI UCTIONB3YETCS TONBKO MU30IMYECKH.

bopwba ¢ AT gBasieTcss ofHUM U3 BaKHEHIIMX HampaBaeHUi
JESITeTTbHOCTH TI0 CHUKEHUIO CepIeYHO-COCYIMCTHIX 3a0oe-
BaHMIii, B CBA3M C YeM MpeaiaraeTcsl cucreMa 3GeKTUBHOTO
KOoHTpoJis 3a Al 1 ee 0CTOKHEHUSMMU.

Cuctema mpemHazHayeHa I YAy4YIIeHUS 3(QHeKTMBHOCTU
MPOQUIAKTUKY CePAEYHO-COCYIUCTBIX 3a00IeBaHNIT 1 CHIKE-
HUS YPOBHS JeMOrpauyecKuX U COLMATIbHO-9KOHOMMYECKUX
noTepb B peruoHe. OHa cocTouT U3 S0 TepMUHAJIOB, Pacmofo-
JKEHHBIX B OOJIACTHBIX, TOPOACKUX M PAlOHHBIX JIEYeOHO-TIPO-
(umakTHUECKUX YYpeXKAEHUsIX, a TakkKe B KabMHeTaX Bpaueii
0011Iel TIPaKTUKK, 1 IIEHTPAIBHOTO CepBEpa, PacIioioKeHHOTO
B YIbSTHOBCKOM 00JTACTHOM KapIMOJIOTUYECKOM JUCIIaHCepe.

Kaxnmp1if TepMUHAI OCHAIIEH HECKOIBKIMHI HOCMBIMU CYTOY-
HbIMM MOHMTOpaMM apTepuaibHoro napiaeHust MAJTA-03Vn u
cepaeuHo-cocyaucroii aedareabHocty CKM-01Vn, paspabortaH-
HBIMM Ha TIpeAnpusiTUsIX YIbSHOBCKOM 00J1aCTH, a TakxkKe Imep-
COHAJIbHBIM KOMITBIOTEPOM, OCHAILEHHBIM CIELMATbHBIM TIPO-
rpaMmHbIM obecrieuenueM (CI10) «CAM-tepMuHat», MO3BO-
JISIOMIAM 33/1aBaTh IUIAH MOHMTOPMPOBAHMS M CYMTHIBATH B
namsaTh PC HakoMmIeHHYI0 B MOHMTOPAX 3a BpeMs MOHUTOPHPO-
BaHUSI MeNUIIMHCKYI0 nHGopMaimio. Kpome artoro, monkmo-
yeHHbli K PC ADSL-monmeMm oOecrieunBaeT OBICTPYIO CBSI3b
yepe3 VHTepHET ¢ LeHTpaibHbIM cepBepoM. CHenuanicTbl Ha
MeCTax OCYLIECTBIISIIOT MPOLENyPY HEMOCPEACTBEHHOTO MOHU-
TOPHPOBAHMS COCTOSIINX HA YIETe MAIMEeHTOB.

B coctaB 1ieHTpabHOrO cepBepa BXomuT Heckoabko PC, ocHa-
nieHHbIx CITO «CIM-cepBep» ¥ o0ecrieuyrBarOIIMX CBSI3b C
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YcTanoBKa MOHMTOpa
aPTEPUANBHONO IaBNEHNS.

TepMUHATAMK M BHEITHNMU 0a3aMU JAHHBIX (TIpH HEOOXOMU-
MOCTH), KpPUIITO3AIIUTY BCEil MepenaBaeMoii yepe3 MHTepHET
uHbOPMAlIMK, €€ aBTOMATUYECKUl aHalu3 M COCTaBJEHUE
3JIEKTPOHHEIX 0a3 JAHHBIX, CONEPXKAIINX NCKTPOHHBIC MEIH-
LIMHCKME KapThl M MCTOPMM OOJIE3HEl KaxkIoro IalMeHTa,
HMEIOIETO CBOM MepCOHUGUIIMPOBAHHbINM CeTeBOI HOMeEp, a
TaKXe CTATUCTUUECKUE M AMHAMUYCCKIE JAHHBIE TI0 YPOBHIO 1
xapaktepy CC3 B pernone B nenom. [Ipu aHanu3se mocTymnaro-
meit u3 tepMuHanioB umH@opmauuu CIIO «CAM-cepsep»
ABTOMATHYECKU OIpEACNsIeT IMAIMECHTOB, Y KOTOPBIX MMEET
MECTO TIpeBBIIICHNE TI0Ka3aTeIeil pacCUMTAHHBIX TTapaMeTPOB
KPUTUYECKUX BEJIMYMH U BbIIEIEHUE UX HA 9KPaHe MOHUTOPOB
LEHTPAJTBHOTO CepBepa B «OIACHYIO» TpyIIy. OIBITHEE CIie-
LMATNCTBI, OOCTYXMBAIOIIME LIEHTPATBHBIA CepBEp, UMEIOT
BO3MOXHOCTb, U3y4UB MH(GOPMALIMIO YIOOHBIX ISl BOCIIPUSI-
THUS 3JIEKTPOHHBIX (POpM, OBICTPO M KOJUICTHAIBHO TIOCTABUTh
IMATHO3 M Ha3HAYMTh JICYEHUE B KaXKIOM KOHKPETHOM CIIydae.
HasHaueHue odopmiisieTcs MonyaBTOMaTUYECKM, MPU 3TOM
Bpay BPYYHYIO 3aMOJIHSIET TOJIbKO OK0JIO 5% mH(OpMaLuy B
BNIEKTPOHHYIO METUIIMHCKYIO KapTy, KOTOpasi 3aTeM OTIpaB-
JIeTcs B TEPMUHAN [UIS JIeYalllero Bpaya Ha MecTe U B a3y
JAHHBIX IS TIOTIONHEHUS WCTOPUU OOJEe3HU TalMeHTA.
TepMuHanel M LIEHTPAJIbHBIA CepBep OOOPYIOBAHBI TAKXKe
YCTPOMCTBAMU BUACOKOHGMEPEHLCBI3M I OCYLIECTBIECHUS
IMCTAHIIMOHHOTO IWAJoTa <«OIBITHBINA CIICIMANUCT — Bpad
o01Iel MPaKTUKU — MaLUeHT».

YerpoiictBa Gecriepe0OHOTO MUTaHMS M pe3epBUpPOBAHUE
3JIEKTPOHHBIX 0a3 JaHHBIX 00ECTeUYMBAIOT BLICOKYIO CTeNeHb
COXPaHSIEeMOCTH CHCTeMHON HH(OpMAIU. DIEKTPOHHBIE
MeIUIMHCKKE KapThl ¥ UCTOPUM OOJIE3HU YIIPOLIAIOT IIPOBEIe-
HUe AMcnaHcepu3auuu u BefaeHust Peructpa Al

Cucrema monyuyuia Beicokyto olieHKy B HUM kapnuonoruu
uMm. AJl. Msacuukosa (mpod. A.H. Porosza, 2006 r.), B
TocymapcTBeHHOM HayuyHO-HCCIEIOBATEILCKOM IIEHTPE IIPO-
(punakruueckoit Mmeauumubl, HII HeBposoruu PAMH (nokT.
Men. HayK A.B. ®@onskuH, 1okT. Mexn. Hayk JI.A. TepackuHa),
noAfepKaHa pellicHUeM IPaBUTEIbCTBA YIbSHOBCKOM 00Ja-
cT. JIaTIvK IyJIECOBOI BOJHBI, MCIONB3YeMBIif B MOHUTOPAX
AJl, moyaun 30J10TyI0 Menanb Ha ZKeHeBCKOM CaloHe HOBHIX
TexHosorui (ampensb 2006 1.).

[Ipennaraemast cucteMa MO3BOJISIET PE3KO YAYULIUTL dPdeK-
THUBHOCTP JIEUCHUS CEePACYHO-COCYIUCTBIX 3a00JI€BaHUI TIpU
OIHOBPEMEHHOM CHUXEHMU €r0 CTOMMOCTH 3a CYET CTaLlUO-
Hap- ¥ UMIOPT3aMeIA0LIMX TeXHONOTHIA.

Kpome 3T0T0, CepritHOe TIPOM3BOACTBO 3TOM TeXHUKU MTOMO-
KeT CO3IaTh HOBEIC pabodre MecTa, 4TO B OIIpeeIeHHON Mepe
MTOMOXET YJIYYIIUTH COLMATbHO-9KOHOMUYECKYIO CUTYALIMIO B
VIIbTHOBCKOI 00/1acTH, BHECET BKJIal B (POPMHUPOBaHKE TT03M-
TUBHOTO UMUIXA O0JIACTH.
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YyacTHuKm Lkonbi-cemurapa 17 Hoabps 2011 r.: npod. B.B. Maww, akan. PAMH
AA. CropomeLt, fieka MeauLmHekoro dakynbtera YarY npod. B.). Topbyos.

OpHuM U3 Haubojiee BaXHBIX Pa3gesioB PabOTHI CHCTEMBI
SIBJISIETCS] BO3MOXKHOCTD OLIEHKU (hakTopoB pucka Al u comyt-
CTBYIOIIMX €l 1IepeOpPOBACKYIAPHBIX 3a00eBaHMil. [1o HammM
TaHHBIM, CPeIM U3BECTHBIX (PAKTOPOB PUCKA Ha MEPBOE MECTO
BBICTYIAJIM BO3pacT, KypeHUe U YMOTpeOJeHUEe ajaKOoros.
[Mpryem mpu HapacTaHWU CTETIEHU TSDKECTH 3a00JIeBaHNUS YII0-
TpeOJeHHe aJKOTrolsd CTaHOBWJIOCH MpPeo0IamalolIuM 10
3HAYMMOCTH (HDaKTOpOM pUCKa Hapsiy ¢ HATMYMEM CaxapHOro
nuabeta (C/I) 1 ceMeifHbIM TTOJIOKEHUEM (MJI51 XKUTENel Topo-
J1a), ¥ COLMANTbHOM KaTteropueil (U1 XXuTenei cena).

Y MyXuuH Ha mepBOE MECTO BBICTYIAIK BO3PACT, YIoTpeliie-
HUE aJIKOTOJIsl, YPOBEHb XOJIECTepHHA, COIIMATbHAS KaTeTOPHsT
u Haymmune CJ1, a y xenniuH — Haauuune CJ1, ypoBeHb xonecTe-
pPYHA ¥ MECTO XUTENLCTBA (CENo).

V obcnenoBaHHBIX OT 25 10 45 JeT uMen 3HaueHue ypoBeHb
XOJieCTeprHa, KOTOPBIiA TT0 Mepe HapacTaHUs TSKeCTH 3a0ote-
BAHUsI TEPsUI CBOIO 3HAYMMOCTD U YCTYIAJl MECTO IOBBILIEHHO-
My uHzaekcy Macchl Tea (MMT). Y nun 45-60 et Ha niepBbIit
IUIaH BBICTYTIATM TOJI, couraibHas Kareropus, CI, a Takke
YPOBEHb XOJIECTEPUHA.

Cpemu mapameTpoB CMA]JI K 0CHOBHBIM (haKTOpaM pUCKa cep-
JIEYHO-COCYAMCTHIX U 11ePeOPOBACKYISPHBIX OCIOXHEHUIA
OTHOCATCS: Harpy3kKa IaBIeHUEM, HapylIeHHE CYTOYHOTO
PUTMa M MOBBIILIEHHAs BapruabebHOCTb A/,

Taxkum 06pazom, mpodunakTrka 11epedpOBACKYISIPHBIX 3a00/eBa-
HUit ipy AT’ B MOJIOZIOM M CpEIHEM BO3pacTe IO/KHA ObITh I71aB-
HBIM 00pa30M HaTlpaB/ieHa Ha TPeAYNPEXIeHUE TUACTOMMIECKON
Al xoTopast TecHO CBsI3aHa C Maccoii Tena, MUILEBBIMU 1 HACTeNI-
CTBEHHBIMU (bakTOpamu. Y Jrofieit MoXMIoro Bo3pacTa K mepe-
YMCIIEHHBIM (haKTOpaM JTOOABIISIETCS TUTIEPXOJIECTEPUHEMISI.

MBI yBEpEHBI, YTO TONBKO CHCTEMHBI TOIXOI MOXET M3Me-
HHUTh CUTYaLMIO C CEPIEYHO-COCYIUCTOM 3a001eBAEMOCTHIO B
peruoHe.

Mpenogasanyie HEBPONIOTMA — MPOLIECC HEMPEPbIBHbITi

JIng KoopavHALWMU IeHCTBHIA, TIOBBIIIEHUST MTPOGECCHOHANb-
HOM TOATOTOBKM Bpauyell pa3IMYHBIX CIENHMaTbHOCTEH B
BOITPOCAX aHTMOHEBPOJIOTHH CO3IaH PerOHaNbHBIA HayIHO-
MpaKTUIECKUii IeHTp « MHCYIIBT 1 apTepuranbHast TUIePTOHUS»
(mo pemenuto Yuenoix coBetoB HII neBpomormu PAMH u
MHcTuTyTa MEOWIMHBI, 3KOJOTUU W (PU3MIECKON KYJIBTYpPHI
VnI'Y). OnHuM 13 IPUOPUTETHBIX HAMpaBIEHUI PaOOTHI LIEHT-
pa SIBJISIeTCS IPOBEACHKE 00YJIAIONINX CEMUHAPOB I10 aKTyajlb-
HBIM BoIipocaM HeBpojioruy. CeMUHApHI TIPOBOASATCS Ha pery-
JIIPHOI OCHOBE OIVMH pa3 B MecsLl. JIJist yaacTHsI B HAX TIpUT/Ia-
IIAI0TCS HEBPOJIOTH, TePaIeBThl, KAPAUOJIOTH, aHECTE3UONOTH,
BpayM CKOPOif MEAMIIMHCKOM TIOMOIIH Y/IhSTHOBCKA M O0JIACTH.

B nexuusix ocHOBHOE BHUMaHUE YAEJSIETCS] BOIIPOCaM 3Mume-
MMOJIOTMHM, 3TUOJIOTUH, TIaTOTeHe3a, paHHeH NMarHOCTHKU U
JIEYEHUS] COCYNUCTHIX 3a00JieBaHWI TOJOBHOTO MO3Ta.
O6cyxnaloTcsl Kinaccubukaluu apTepuaibHON TMIIEPTOHUMU,
MEeXaHM3MBbI MATOTeHe3a aTepoCcKIepo3a, COBPEMEHHBIE MpPe-
CTaBIICHUSI O CHUCTEMe TeMOCTa3a M BO3MOXHOCTSIX BO3MEH-
cTBUs Ha Hee. [IpencTaBisiorcs qaHHble Permctpa WHCybTa,
CO3AHHOTO CHJIAaMU COTPYIHMKOB Kadenpbl HEBPOJOTMH,
HeUpOXUpYprir, (GU3MOTEpanuu U JiedeOHOU (GUBKYIBTYDHI.
[maBHBIM HampaBieHWEM pa0OTHI CYMTAETCS YHUDUKAIMS
MOJIXO0B K JAMATHOCTUKE U JIEYEHUID OCHOBHBIX CEepAeYHO-
COCYIMCTBIX 3a00JI€BaHUIA.

B mpoBeneHuM mIKoON-CEMMHAPOB TPUHUMAIOT Y4acTue He
TOJIBKO COTPYAHUKM Kadenpbl, HO W BeIyIUe CIEIUATUCTHI
ctpansl: mpod. D.3. SfxymoB (Kazanp), mpod.
N.E. TToBepenHosa (Camapa). B mapte 2011 . B YabsHOBCKe
corpyanukamu HII HeBponoruu PAMH 6bi1o mpoBeaeHo
3acemaHue «AKameMUM HEBPOJIOTUM UM MHCYIETa», B KOTOPOM
npuHsaau  ydactue npod. M.M. TanawsH, npod.
JI.A. YepHukoBa, ctapiu. Hayd. cotp. P.H. KoHoBanos, ctapii.
Hayd. cotp. M.A. Jlomaienko, B Hosiope 2011 1. — akan. PAMH
A.A. Cxkopowment (Cankr-Iletepoypr), mom. A.A. ®Pupcos
(CapaHck).

TakuM 00pa3oM, OmbIT pabOTHI 6e3 OTphIBa OT MPOM3BOJICTBA,
(opMbl KOTOpPOI MOTYT COBEpPILIEHCTBOBATbCS, MOKa3al ee
3t beKTUBHOCTL. PaboTa MIKOAbI-ceMUHApa MO aKTYalbHbIM
BOIPOCAaM aHTUOHEBPOJIOTMHU TPEACTaBiseT cOOOW ONHY U3
(hopM HempephIBHOM MOCTINILIOMHON IIPodheCcCHOHANTBHOI
MOITOTOBKY Bpayeil pa3TIM4HbIX CIIELIMaTbHOCTEH.

MeHbllle BCEro XOTenoCh Obl, YTOOBI MBIC/IM, BbICKa3aHHbIE
31eCh, ObLIM BOCHPUHSITHI KaK TOMBITKA OCMbBICJIEHHSI OCHOB
MeJarornyeckoro mpoiecca v AMIaKTUKU. DTO, CKOpee, 3aMeT-
KM Ha MOJIsX... IMEHHO T03TOMY OTAeIbHbIE pa3lesbl CTaTbu
OBLIM TIPeNCTaBIeHB HAPOYNTO (DParMEHTAPHO.

[IpobaeM B MemuIIMHCKOM 00Opa3oBaHUU ceityac MHOTO Kak
HMKOra. XOTeJ0Ch Obl, YTOOBI ¥ B HACTOSIIEE BpeMsl, U B BeK
TPSOYIINX TIEpeMEH B BBICIIEM METUIIMHCKOM 00pa30BaHUH Y
CTYIEHTOB (DOPMUPOBANUCH HE TOJBKO MPO(ECCHOHANbHbIE
HaBBIKM, HO X TADMOHMYHO pa3BMBaIach JUYHOCTh OYIYIIETro
Bpaua, Bpawa-HeBpomnora!

KonrakrHbiii anpec: Maumn Bukrop Bnanumuposuy — 1.M.H., mpod., 3aB. Kadeapoit HeBPOIOIUH, HEHPOXUPYPIuY, DU3HOTEpanuy 1 JeueOHOI
omskynsrypsl ®TBOY BITO «YnbsgHOBCKM rocymapcTBeHHbIi yHIBepcuTeT». 432000, YbsHoBCK, yi1. Jluxauesa, 1. 12; e-mail: vvmashin@yandex.ru
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I1 HarmmoHanbHBIM KOHTpECC
o ooJie3Hu IlapkuHcoHa
1 pacCTpOMCTBAM JIBUXKEHUU

C.H. Nnnapromkun

Hayunoiii yenmp nesponoeuu PAMH (Mockea)

KoHLe ceHTs0ps 2011 . B MockBe mpouen
Il  HauvoHanbHbIii  KOHTrpecc Mo  0oJe3HU
[MTapkuHCOHA 1 paccTPOMCTBAM IBIDKEHMH (C MEXKITY-
HapomHbIM yyacTeM). OpraHuzaTopbl 3TOTO Mac-
mTabHoro MepornpusiTus — HaydHblii 1ieHTp HeBpo-
norui PAMH, Hayunwiit coser mo HeBpoiorunm P® u
HanmoHansHoe 06111ecTBO 1Mo M3yyeHuto done3nu IlapkuHcoHa
U PacCTPOWCTB IBIXEHUI, CO3AaHHOE B Haiel ctpane B 2009 &

B pabore dopyma mpunHsnm ydgactue cBbime 800 Bpaueit,
HAY4YHBIX COTPYTHUKOB, aCTIMPAHTOB, CTYACHTOB U3 OoJiee 4eM
60 perroHoB Poccum, a Takke npeactaButen 12 cTpaH OaxK-
Hero U fanbHero 3apyoexnbs. Cpenn 80 MOKIaMIMKOB — Bely-
e poccuiickue crenuanuctel MockBbl, MOCKOBCKO# 001a-
ctu, Cankr-IlerepOypra, Kasanu, KpacHosipcka, Ydul u npy-
TUX TOPOJIOB, IPU3HAHHBIE JIWEPHI TAHHOTO HATIPABICHUS U3
Benmuko6puranuu, lepmannu, ®@paniun, Yexun. [loctepHbie
ceccuu o0beAMHUIN 40 CTEHIOBBIX COOOIIECHMIA.

TemaTHuecKre KOHIPECChI, HAyYHO-TPaKTUYECKUE MEPOTIPUSI-
THS 10X arunoit HammoHampHOTo 00IIecTBa OTPaXKaioT pacTy-
Liee 3HAUYEHUE [BUTATEJIbHBIX PACCTPOMCTB KakK KpPYMHOIO
CaMOCTOSITEJIBHOTO pa3fiena COBPEMEHHOW HEBPOJOTHUMU.
be3ycnoBHO, 3TO OKa3blBaeT 3HAUMTENbHOE BIUSHUE Ha
COCTOSIHUE 3MOpPOBbS, YPOBEHb MHBAIMOM3ALUM M Ka4eCTBO
KM3HM HacejleHust Poccuu, a Takke Ha pa3BuTHe Helpodap-
MAaKOJIOTUH, HeUPOXUPYPTUH, HEHPOPEaOWIUTONOTUN U IpY-
TUX CMEXHBIX IUCLHMIUIMH, COBEPIICHCTBOBAHUE JIEYEOHO-
JMarHOCTUUYECKON 0a3bl METUIIMHCKUX YUPEXISHUI CTPaHbI.

B mepBHIif JeHb KOHIpECca COCTOSUIMCH YUeOHBIC IUKIIBI 110
aKTyaJIbHBIM ITpobJieMaM IBUTATeIBHBIX PACCTPOICTB Ha Oa3ax
BeIyLIMX KITMHAYECKUX U HAYYHBIX LIEHTPOB MOCKBBI:

+ JleyeHue paHHUX ¥ TO3AHUX cTaguit Oone3Hu [lapkuHCOHA
(Ha 6a3ze kaeapsl HeBpoJoruu PMAIIO u LleHtpa akcTpa-
MUPaMUIHBIX 3a00JeBaHuil, Kypatopsl — mpod. O.C. JleBun
u npo¢. H.B. ®enoposa).

* HenpuratenbHble pacctpoiicTBa npu 60s1e3HM [TapkuHCcOHA
(Ha 0ase xadeapbl HEPBHBIX OONE3HEN M KIMHUKU WM.
A4, Koxesnukona [Tepporo MI'MY um. .M. CeueHoBa,
kypatop — akaix. PAMH H.H. fIxHo).

* Penkue opMbl SKCTpanmpaMUIHbIX 3a001eBaHmil (Ha Oa3e
Hayunoro ueHtpa HeBpojoruu PAMH, kypatopsl — nipod.
N.A. Banosa-CmorneHckas u npod. C.H. MnnapuonikuH).

+ IlcuxoreHHble ABMIaTeIbHBIE paccTpoiicTBa (Ha 0ase
Kadenper  HeBposormu IO Ilepsoro MIMY
uM. M.M. CeueHoBa, KypaTop — mpod. B.JI. Tomy6es).

Ob61ee YncyIo Bpadeil, IPUHSBIINX YUaCTHE B YICOHBIX IIMKIIAX
U TIOJTYYUBIIUX COOTBETCTBYIOLIME cepTudukatel, — 205 ve.
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B aymuropusx 1 Xonnax B0 Bpems paboTbl KOHTPecca.

ITo or3pIBaM yYacTHHMKOB, Takasg (opma paOOTHI IPeNCTaB-
JISIeTCsI OYeHb YIAYHOM 1 MHTEPECHOM HE TOJIBKO IS MOJIOABIX
HEBPOJIOTOB, HO M JUIS OIBITHBIX crienuanuctoB. [IpoBeneHue
Y4eOHBIX LIUKJIOB (IKOJ) 3aCIyKHMBaeT BCIYECKON MOAAEPKKI
Y Pa3BUTHUS B IIOCIEAYIOIINE TOMIBL.

OcHoBHag TporpaMMa KOHIpecca BKJII0OYasa OO0JbIIOE
YUCNIO MJIEHAPHBIX M CUMIIO3UANbHbBIX 3acelaHUii, MPOXO-
nuBmux B 3aaHuu IlpaButenbctBa MockBel Ha HoBom



VHOOPMALS

ApbGarte. 3HauuTeNbHOE BHMMaHME OBUIO MOCBSIIEHO
BOIIPOCAM S3MMAEMUOJOTMM U PaHHEH NUATHOCTUKM Tap-
KWHCOHHU3MA, KIMHUYECKOMY MOJIUMOPGU3MY U HEMOTOD-
HBIM TpPOSIBIEHUSIM 00JIE3HM, COBPEMEHHBIM BO3MOXHO-
CTSIM METOIOB HEHpPOBU3YaNU3aLUKU M HEHpOhU3HOIOTUH,
BO3PACTHBIM ACMEKTaM JBUTaTeIbHbIX PACCTPOMCTB, HOBBIM
AKCMEPUMEHTAbHBIM MOJIEISM 3KCTpanmupaMUIHbIX 3a00-
JneBaHui. Kak B OCHOBHOI4, TaK ¥ B MpOrpaMMe CaTeJIuT-
HBIX CUMIIO3UYMOB, ObLIM IIMPOKO MpPEACTaBIEHbI COBpE-
MEHHBIEC BO3MOXHOCTH KOHCEPBATUBHOTO U XUPYPTUIECKO-
0 JIeueHHUs 3a00JieBaHMI, COTPOBOXAAIOIINXCS Pa3BUTHEM
JBUTaTeJIbHBIX PACCTPOMCTB, B T.U. OMBITY MPUMEHEHUS
psiia MHHOBAIIMOHHBIX MPOTUBONMAPKMHCOHUYECKMX Mperna-
PaTOB M aATOPUTMAaM IIPHUHSATHS PELICHI TPH BEIOOpE TaK-
TUKH JCICHHUS.

OueHb BaxHO, 4To Y HaloHaIbHBIX KOHTPECCOB 110 00JIe3HI
[TapkuHCOHa M pacCTpOMCTBAM IBIKEHUI YXe TOSBISIETCS
CBOE HEMOBTOPUMOE «JIUI0», CBOM TPAAMULIMKU W y3HABaeMble
yepTel. B Mx uucie — mpoBeneHHe CEMUHAPOB 10 UCTOPUU
JIBUraTeJIbHbIX PACCTPOMCTB, TEMATMUECKUX KMHOCEAHCOB WU
BUIEOCECCHil, KOHKYPCOB Ha JIYUIlUii CTeHAOBLIN noKan. Bee
9TO BbI3bIBAET OOJBILON UHTEPEC ayAUTOPUM U B HEMAJION CTe-
MEHU CIMOCOOCTBYIOT CO3MAHMIO YHUKAIbHOM, TIOUTH «CeMeii-
Hoit» aTMocdepbl 115 6osiee TECHOTO OOLIEHMsT KOJLIET U e1-
HOMBILIIEHHUKOB.

IMo marepmanam Konrpecca moarorosieHo 400-cTpaHuyHoe
KOJUIEKTUBHOE PYKOBOJICTBO, COAEp:Kalllee aHHOTHMPOBAHHBIE
TOKJanbel M Te3uchl. [IpeacTaBieHO COBpeMEHHOE COCTOSTHME
npobsembl 601e3HK TTapKMHCOHA M PacCTPOMCTB ABUXKEHUH,
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I HauvoHanbHbIA KOHrpece no Gonesny MapkyHCOHa 1 PACCTPOACTBAM JBIUKEHUI

JIAeTCs PeabHBII «Cpe3» MPOBOAMMBIX B HAILIEH CTPaHE MCClie-
JOBAaHUI, 9TO OTpaXXaeT OCHOBHBIE JOCTIIKEHUS OTCUECTBECH-
HBIX YYEHBIX B JAHHOH CJIOXHON 00JacTM HEBPOJOTUH, U,
HECOMHEHHO, OKaXeTCS ITOJIe3HBIM IIMPOKOMY KpYTy Bpaueit
Pa3IMYHBIX CIICIIMATBHOCTEH, TIperofaBaTeNeii, KITMHIICCKIX
OpIMHATOPOB, CTYAEHTOB U CIELMANINCTOB B 001aCTH (pyHaa-
MEHTAJIbHBIX HEAPOHAYK.

B pamkax paGoThl KOHIpecca COCTOSJIOCh OYepeaHOoe 3acea-
Hue O61ero coopanusa HaumoHanbsHOro o6uecTsa mo usyde-
Huto 6one3nu [TapKrHCOHA U paccTpoiCTB ABMXeHMit. Ha Hem
OBLTM BBICOKO OIIEHEHBI Pe3yabTaThl ABYXJIETHEH paboThI
0011IeCcTBa, B MEPBYIO OUepeIb — YCUIMS TI0 BHEAPEHUIO 3JIEK-
TPOHHOTO perucTpa 6one3nu [lapkuHCOHA B peTMOHAX CTPAHBHI,
CO3[IaHUe caiiTa U CreLUaTU3UPOBAHHOIO MEeYaTHOrO OopraHa
ob11ecTBa, opraHuzanus Beepoccuiickoro o01iecTa moMoIu
nauyeHTaM ¢ 0onesHbio [lapkuHcoHa, 60j1e3Hb10 [EHTMHTITOHA
U IPYTUMU WHBATUIV3UPYIOIIUMH PAaCCTPONCTBAMU IBIKE-
HUI.

Ipe3unymy OO1iecTBa ObLI0 PEKOMEHIOBAHO, TOMUMO YKa-
3aHHBIX BOTPOCOB, YAEMUTh MEPBOCTENIEHHOE BHUMAHKE TIO/I-
TOTOBKE HAllMOHATBHBIX 9KCTIEPTHHIX PEKOMEHAIINIA T10 Jieve-
Huto 6one3Hu [TapkrHCOHa, TOAAEPKKE CO3AAHUS PETMOHANb-
HBIX CHELUATM3UPOBAHHBIX LIEHTPOB, pa3paboTKe U BHENpe-
HUIO CUCTEMbl Y4€OHBIX LUKIOB (HEMPEPHIBHOTO MOCIEIM-
MJIOMHOT0  oOpa3oBaHMs]) MO  mpobiemMaMm  0oJe3HU
[TapKMHCOHA M PACCTPOUCTB MBUXEHUI, YCUICHUIO B3aUMO-
JEHCTBUSI C HEHTPaJbHBIMU M PETMOHAIBHBIMU OPTaHAMU
31paBOOXPaHEHMSI.
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MHCTPYKLIMA UTA ABTOPOB

KypHan «AHHaJIbI KTMHUYECKON ¥ SKCTIEPMMEHTATBHON HEBPOIOTHI»
My0JIMKYeT CTaThi MO BCeM MpobieMaM 3a00/1eBaHUil LIEHTpaIbHOM 1
nepudepuyeckoin HepBHOU cucTeMbl, QYHIAMEHTAIbHBIX HEpOHayK,
MCTOPUM HEBPOJIOTHH, ACSTETLHOCTH HEBPOJIOTMICCKIX Kadenp cTpa-
HBI, & TAKXE M0 CMEXHBIM € APYTUMU MEIMLUHCKUMU CIIELUATBHOCTA -
MU TpobIeMaM.

B XypHane nyomuKyroTCS MepeIoBble M OPUTMHAIbHBIE CTAaTbU, Hayy-
Hble 0030pbI, JTEKLUHN, KITMHUYECKKE Pa300phl, AMCKYCCUOHHBIE TOYKI
3peHus, MMchMa B pelakiIvio U ApyTre Matepuansl. Bee mpeactapnse-
MbIe MaTepUabl MPOXOMIT 003aTENbHOE PELIeH3UPOBaHKe 1 00Cy/a-
I0TCS peIAaKLIMOHHOM KOJIIETHEN.

Oomme npasmia. Pykommch TomkHa OBITh IIPeCTaBIcHa B IBYX K3eM-
TUISIpax, HareyaTaHa 12-M KerieM yepe3 IBa MEXCTPOUHBIX MHTEpBaa
Ha ofiHOt cTopoHe beoii Gymaru Gpopmarom Ad (210 x 295 mm) ¢ mons-
MH 2,5 CM €O BceX CTOpoH TekcTa. OHa T0JDKHA BKITIOUATh: 1) THTYIb-
HbIT JIUCT; 2) pe3toMe; 3) KIoueBble CI0BA M COKpPALIEHHBIH 3arojio-
BOK; 4) BBEJIgHIE; 5) MaTepHalIbl ¥ METOBL; 6) pe3y/IbTathl; 7) 00CYX-
neHue; 8) Ouborpadmueckuii ykasarenb; 9) Tabmuiisr; 10) mommicy K
pucyHKam; 11) witocTpauum.

K pykomuicy B 06513aTeTbHOM TTOPSIIKE TIPUIIATaeTest SNEKTPOHHAS Bep-
UL, WIEHTIYHAS TIEYaTHOM, — Ha SJIEKTPOHHOM HOCHTEJIE THOO B BHJIE
(haiina ((aiinos), MpUCIAHHOTO B PEIAKIINIO MO NEKTPOHHOI MOUTE.

K cratbe HeoOXomuMO TPUIOXUTb OGUIMATLHOE HAMpaBIeHUE
YUpexIeHusl, B KOTopoM mposeneHa pabota. Ha mepBoii cTpaHmiie
CTaTbM JIOJDKHA OBITh MOAIMMCH HAYYHOTO PYKOBOAMTEINS WM HHOTO
OUIMANBHOTO JIUIA, 3aBePEHHAs KPYIVION TlevaThio yupexneHus. Ha
TOCTIeIHEl CTPaHKIIE — MOMMCH OTBETCTBEHHOTO (KOPPECTIOHIMPYIO-
IIero) aBTopa.

TuryabHblii CT T0MKEH conepxarb: 1) Ha3BaHMe CTaTbk — MH(OpPMa-
THBHOE M NOCTATOYHO KpaTKoe; 2) GaMIIMKM U MHULMAB aBTOPOB;
3) moHOe Ha3BaHME YUPEKIEHMs, B KOTOPOM BBIMOMHSIACH PadoTa;
4) bamumiio, UM, OTYECTBO, TIONHBII TIOYTOBBII afpec ¢ MHICKCOM,
Homepa TeleoHOB M (hakca, ampec dMEKTPOHHOI MOYTHI aBTOPA,
OTBETCTBEHHOTO 32 KOHTAKTHI C peaKIIeii; JOJKHOCTb i MeCTo pabo-
THI COABTOPOB; 5) COKPAIIEHHBII 3aT0MOBOK (KOMOHTUTY.I) VIS TIOMe-
ILEH}S B BEPXHEH YaCTH CTPaHMIIbI XYpHaNa.

Pe3tome mevataetcst Ha OTAEbHON CTpaHUIE, OHO JOMKHO OBITh YeT-
KUM, THDOPMATHBHBIM, KOMIAKTHBIM 1 TIOTHOCTBIO OTPAXaTh OCHOB-
HOE cofepXaHHe CTAaTbd. B HeM credyeT m30eraTb HEKOHKPETHBIX
BBIPAXCHHIT THITA «B CTaThe 0OCYXKAAIOTCS BOMPOCEL...», «Pa3dupaeTcs
npobsaema...» u T.I. OobeM pestome — He bonee 200—250 cos. Ha atoii
Xe CTPaHHIIE TOMEMAIOTCS KI0YeBbIe CI0BA (OT TPEX 0 AECSTH), CIIO-
COOCTBYIOLIME MHIEKCUPOBAHMIO CTAThbU B MH(MOPMALIIOHHO-TIOMCKO-
BBIX CHICTEMaX.
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O0s3aTeNbHO TIPECTABIEHNE PE3IOME HA AHIMICKOM f3bIKE, BKITIOUAst
Ha3BaHUE CTATbU M YUPEXJCHUH, (GaMuiuy aBTOpoB U KIIOUEBbIE
cnoBa (Mpy HEOOXOIMMOCTH 3TOT TEKCT OYIET PeaKTHPOBATHCH).

Texct. O6BeM OpPUTHHATBHO CTaThH, KaK IIPABIIIO, HE JOKEH TPEBHI-
mwath 10—12 crpanull, 06beM KIMHUYECKHX Pa300poB — 5—8 cTpaHml,
00BEM JIEKIMii 1 HayuHBIX 0030poB — 12—15 cTpaHuIL.

Opl/lFl/lHElJleble CTaTbH 10JKHbI HIMETD CJICAYIONLYI0 CTPYKTYPY:

Bsedenue. B HeM hopMymupyloTcs Leb 1 HEOOXOAMMOCTb POBEAEHMUS
MCCTETOBAHMS, KPAaTKO OCBEIIACTCS COCTOSHIE BOTPOCA CO CCHITKAMM
Ha Hau0oJiee 3HAYMMbIE ¥ [0 BO3MOXHOCTH HeIaBHUE TYOIMKALIMH,

Mamepuanvr (xapakmepucmuxa 60abHbix) u memods.. [puBondaTcs
KOJTMYECTBEHHBIE M KaUeCTBEHHBIE XapaKTePUCTHKK OOJbHBIX (00CIe-
JIOBAaHHBIX JIMI), XapaKTePUCTHKA SKCTICPUMEHTANTBHOTO MaTephana,
YeTKO OMUCHIBAKOTCS BCE METOIbI MCCIEIOBAHMM, TPUMEHSIBIIMXCS B
paboTe, BKJII0Yas METObl CTATUCTUYECKON 00paboTKY NaHHbIX. Omu-
CaHue METOJIOB MCCIEIOBAHMS TOJKHO 1aBaTh BOSMOXHOCTb MX BOC-
npou3sBefeHust. [1pn ymOMHUHAHMK anmapatypbl 1 HOBBIX JIEKapCTB B
CKOOKAX yKa3bIBAIOTCSI POM3BOIUTENb M CTPAHA.

Pesyasmamui padomb:. TIpencTaBIsIoTCA B TOTUYECKON MOCTEn0BATEb-
HOCTH B TeKCTe, TabIMIaxX ¥ Ha pUCYHKaX. B TeKcTe He cieayeT MoBTo-
PATh Bce NaHHbIE M3 TAOMMIl M PUCYHKOB, HalO YIOMMHATH TOJbKO
Haubosiee BaXHble U3 HUX. B pucyHKax He ciemyeT 1y0nmMpoBaTh 1aH-
HbIE, TIPUBECHHbIE B Ta0MMLAX. [ToAmuch K pUCYHKaM U OMUCAHKE
JIETajleil Ha HUX 10 COOTBETCTBYIOIIEH HyMepalMend Hamo IpencTa-
BJIAITh Ha OT/EIbHOM CTpaHuLe. BennunHb u3MepeHuit J0KHBI COOT-
BeTcTBOBaTh MexmyHaponHoit cucteMe enunui (CH). Mecro, re B
TEKCTE JTOJIKHBI OBITh MOMEIIEHB! PUCYHOK MM TaOMMIA, OTMEYAeTCs
Ha T110J1e CTPAHUIIBl KBAPaTOM, B KOTOPOM JIaeTCs HOMEP PUCYHKA WK
TaOMUIIBI.

Obcyxcdenue. B naHHOM pasmene He0OX0mMMO 00OOIIMTH M HOTIED-
KHYTb HOBBIE ¥ Han00JIee BaXXHBIE aCTIEKThI PE3Y/IbTATOB IPOBEACHHO-
TO MCCIEN0BaHMs1, 00SI3aTeNbHO B COTIOCTABNEHIY C TAHHBIMU APYTHX
uccnenopareneil. He ciemyer moBTopaTh CBeAEHHMS, yXe MPUBOIMB-
1mecst B pasiene «BeneHue», a Takke KyomMpoBaTh MOIPOOHbIE TaH-
Hble U3 pazaena «Pe3ynpTathly. B 06cyxneHne MOXHO BKIIIOYMTH 000C-
HOBaHHBIE PeKOMEHIAIMU 1 KpaTKoe 3aKmoderue. [Ipyu cpaBHUTENb-
HO HeOOJbIIOM 00beMe CTaThi pasnenbl «Pe3ynsraTey 1 «O0cyxne-
HUE» MOTYT OBITh OOBEIMHEHBI.

Tabauyp. Kaxnas u3 HUX MeYyaTaeTcsl Ha OTAEIbHOl CTpaHHMLE yepe3
J1BA MHTEPBAJIA 1 I0JDXKHA MMETh HA3BAHUE M TIOPSIIKOBBII HOMED COOT-
BETCTBEHHO NEpBOMY YIIOMMHAHMIO e¢ B TekcTe. Kaxmplil cTonbel B
Tabmu1e JOMKEH MMETh KPaTKMid 3ar0MoBOK (Mpy HEOOXOIMMOCTU B
Ta0NIMIIAX MOXHO MCIIOIb30BaTh ab0OpeBuatypsl). Bee pasbscHeHud,



WHCTPYKLIMA 191 ABTOPOB

BKJIIOYas paciuudpoBKy ab0peBuatyp, Halo pa3mellaTh B CHockax. B
Ta0NMIIAX XKeMaTeTbHO YKa3bIBaTh CTATHCTIHIECKUE METOMBI, HCTIONB30-
BaHHbIE JUTA TIPEICTABNCHIS BApUAOETbHOCTH TaHHBIX 1 3HAYMMOCTH
TIOJTYYEHHBIX PA3THYMIi.

Hanocmpayuu (pUCYHKM, TUarpaMMbl, hoTorpaduu) mpeacTaBIsoTCs
B 1IBYX aK3emiuisipax. Dotorpacdun nomKHBI OITh BHITIOTHEHBI B T/ISTH-
1IeBOM BapHaHTe, MPEeACTAaBIEHb Ha 3NEKTPOHHOM HOCHUTENIE ¢ paspe-
wenuneM He MeHee 300 dpi (1:1). Ha 060poTHOI cTopoHe WmocTpaiuii
MSITKAM KapaHIalioM Heo0XoIMMO YKa3aTh (haMIIHIo aBTOpa (TONbKO
TIEPBOT0), HOMEP PUCYHKA, 0003HAYKTH €T0 BepX. PUCYHKH He TOTKHBI
OBITb TIEPETPYXEHBI TEKCTOBBIMU HATITUCSIMH.

Toonucu x uantocmpauusm. TleyaTaroTcs Ha OTAENBHOM CTpaHHMLIE Yepe3
IBa MEXCTPOYHBIX MHTEpBANa ¢ HyMepamueil apaOCKUMH Lu(pamu
COOTBETCTBEHHO HOMepaM pHCYHKOB. Iloamuch K KaxXmoMy pUCYHKY
COCTOMT W3 €T0 Ha3BaHMS U JIETCH]IBI, Pa3bSACHSIIONICH YacT! PUCYHKa,
CUMBOIbI, CTPENKU U APYTHE JETaNM, KOTOPHIE MOTYT OBITh HESCHBI
IIMPOKOI ayIUTOpuy vuTareseil. B moamucsx K Mukpodotorpadusm
VKa3bIBAIOTCS OKpacka (Ipy HEOOXOIMMOCTH) 1 CTETIEHb YBETMUEHHS.

Bubauoepagus (CIMCOK TMTEPATYPhI) TIEYATAETCS HA OTIHEIbHOM JIUCTE
YUTH JTECTaX Yepe3 1Ba MEXCTPOYHBIX MHTEPBANA, KaXIbIi HCTOYHUK C
HOBOH CTPOKM TOJ TOPSAKOBHIM HOMEpoM. B crmcke Bce paboThI
TePEYNCIIAIOTCS 110 aT(PaBUTHOMY MPUHIIMITY: CHAavala 0TeUeCTBEHHBIE
aBTOpHL (MM 3apyOeXHBIe, YbM PAOOTHI OMYONMKOBAHEI HA PYCCKOM
A3bIKe), 3aTeM — 3apyOexHbie. [Tpy ymoMuHaHUM OTAEAbHBIX (aMu-
T aBTOPOB B TEKCTE MM JOJLKHBI IIPE/IIIeCTBOBATh MHUIIMANEI (DaMu-
JM WHOCTPAHHBIX aBTOPOB TIPH 3TOM HPUBOAATCS B OPUTMHATBHOM
TpaHcKpumnium). B Texcre ctathu OubIMOrpadguueckye cChliKy AatoT-
cs1 apabckumu 1udpaMu B KBapaTHBIX ckoOKax. B cricku nutepary-
DPHI He peKOMEHIYETCS BKITIOYATh IUCCEPTALIMOHHEIE PAa0OTHI, T.K. 03Ha-
KOMJIEHHE C HUMU 3aTPYIHUTENBHO.

[Topsimok cocTaBneHMs CrUcKa cleayiomuil: a) aBTop(bl) KHUTH KK
cTathi; 6) Ha3BaHWe KHUTY WJIU CTAaThbH; B) BBIXOAHbBIC AaHHbIE. [Tpu
ABTOPCKOM KOJUTEKTHBE JI0 YETBIPEX YeTOBEK BKIIOUUTEIHHO YTIOMUHA-
10TCSl BCE aBTOPHI (C MHULMANAMK TOcae (aMUIIHMii), TIpu OOJbIIMX
ABTOPCKHUX KOJIEKTHBAX YIIOMUHAIOTCS TPU MEPBBIX aBTOpa M JOOABIIA-
eTcs «i 1p.» (B MHOCTpaHHOI nuTepatype «et al.»). Eciu B kauecTse
ABTOPOB KHWT BHICTYNAIOT MX PENAKTOPBI MJIM COCTABUTENH, TOCIE
(baMITIH TIOCTETHETO M3 HUX B CKOOKAX CIEAYeT CTaBUTh «ped.» (B
MHOCTPaHHBIX CCBITKAX «ed.»).

B 6ubmorpaduueckoM onucaHny KHUTH (TOCTIE e Ha3BaHus ) IPUBO-
JSITCS TOPOJL, [Ie OHA U3/IaHa, TIOC/Ie IBOETOUMS — HA3BAHUE U3MIaTe b-
CTBa, TIOCTIE 3aMATON — ToI M3naHus. Ecim ccbiika naetcs Ha T1aBy 13
KHWUTH, CHayala YMOMMHAIOTCS aBTOPbl M Ha3BaHWE IMIaBbl, MOCTE
TOYKM — C 3ar1aBHOM OYKBbI cTaBUTCS «B KH.:» («In»:) u pamunus(n)
aBTOpa(OB) MM PENAKTOPA(OB), 3aTeM HA3BAHKE KHUTH 1 €€ BEIXOIHBIE
JIaHHbIE.

B 6ubmuorpaduyeckom omucaHuy CTaTbi U3 XypHana (IocIe ee Ha3-
BaHWS) TPUBOIATCS COKPAICHHOE Ha3BaHUE XYPHAA 1 TOM M3MaHUSI
(MeXmy HUMY 3HAK TIPEMHAHKS He CTABUTCS), 3aTeM TI0CTe TOUKH C
3aII9TON — HOMEp OTEYECTBEHHOIO XYpHAIA (11 MHOCTPAHHBIX XYyp-
HaJIOB HOMEP TOMa), TI0CIIe TBOCTOUHS TTOMEIAIOTCS I PHI MepBOit K
Toc/IeaHel (Yepes TUpe) CTPAHHMII.
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PeKoJuIers OCTaBseT 3a co00il IPaBO COKPAIIATh M PeNaKTHPOBATH
CTaTbH,

Cratbu, paHee ONyOIMKOBAHHBIE MM HAampaBleHHBIE B APYTOM Xyp-
HaJI TU00 COOPHMK, He TIPHHIMAIOTCS.

CTaTbI/I, O(I)OPMHCHHI)IC HE B COOTBETCTBUU C YKa3aHHBIMM ITpaBUJIaMHU,
BO3BpAIIAIOTCsA aBTOpaM 0e3 pacCMOTPECHUA.
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unu 1o gaxcy: (499) 159-98-47
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