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13nanve 3apervicTpupoBaHo B GepiepanbHoii cryx6e no Hagaopy 3a cobaioaeHmeM 3akoOHOLATENbCTBA
B Chepe MACCOBLIX KOMMYHYIKALII M OXpaHe KynbTypHoro Hacneus 16 despang 2007 roga. CeuetencTso 0 pervctpauy MU Ne GCT7-27224.
Pewweem npeauamyma BAK PO xypHan BKioyeH B nepeseHb Nepvofv4eckisx U3LiaHuii, DEKOMEHIIOBAHHbIX AN nyBnvkalmm pabot covckaTeneii y4eHbix CTENeHeil.
Bce npaBa 3aLyLetbl. Hyt 0iHa YacTb 3T0r0 M3TaHKs He MOXET BbiTb 3aHeceHa B NaMsiTb KOMMbloTepa 60 BOCTIpOM3BErEHa NoBbIM CriocoBom B3 peaBaPHTENBHONO MMCHMEHHOO Pa3peLLIEHNS U3aTEN.
VHCTpYKLWS Z1s BBTOPOB PasMelLieHa Ha Cavite www. annaly-nevrologii.ru. Inara ¢ acnvpaHToB 3a nybauKkaLum He B3MMAeTCs.
PyKonvcy v WiocTpawwy He Bo3BpaILAIoTCS. 3a CofiepXanvie PeKitaMHbix MyBAvKaLWii OTBETCTBEHHOCTb HECET PeK/aMofiaTeNb.
XypHan peLieHaupyembiii, BbixomwT 4 pasa B rog, Tupax £0 4 100 aka.
XypHan sknioyen B Poccuiickuii unaexc HayyHoro uutuposanus (PUHLL)
Moanucka B peakuuu 1 Ha caiite. MoanucHoi uuaekc B katanore «Mpecca Poccum»: 11878 (wa rop), 29662 (Ha nonropa).
Ha 1+ c. o6noxku: pue. 2 w3 crarsn O.A. Munosarosoii n 4p. (c. 22)
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OPUTI'NMHAJIbHBIE CTATbU

Knunnyeckas HeBpoJiorus

Peopranmusaius ceTu macCUBHOTO
pexX1Ma padOThI TOJIOBHOTO MO3Ta
y IaLeHTOB ¢ 00J1e3HbI0 I lapkmHCOHa:
aHaJIN3 UHAUBUIYAJIbHBIX
KOMITOHEHT 1o JaHHBIM M PT nmokos

E.B. Cesmepcrosa, }0.A. Cemasepcros, P.H. Konosanos, M.B. Kporenkosa, C.H. Wnnapuomkun
OIBHY «Hayunviii yenmp nesposoeuu» (Mockea)

Tpu gynxyuonanvholl maeHumro-pe3onarcroii momoepapuu noxos (@PMPTn) eozmodncto ouyerums Huskouacmommbie Koaebanus (0,01-0,1 Tu) BOLD-cuenana,
OCHOBAHHbIE HA U3MeHeHUY NAPaMempos eeMOOUHAMUKY, 4O KOCBEHHO HO36045em 0npedeAuins CHOHMAHHYIO HellpOHANbHYI0 AKMUBHOCMb PA3AUYHbIX 00aacmeil
20/108H020 M032a 6 cocmosHuY nokos. Hamu 610 nposedero pMPTn-uccaedosarue 6 epynnax 300posbix 0o6posoabyes u nayuenmos ¢ 6oaesnvio Ilapkurcona
(BII). "3 cnexmpa HellponaabHbiX cemell HOK0S 20106H020 M032d ObiAa BbideneHa cemb naccusroeo pexcuma padomo: (CITPP) 201061020 Mo3ea u oueHeHb! u3me-
HeHue NammepHa HelipoHanbHoll akmueHocmu dantoli cemu y nauuernmoe ¢ BIIL Yemaroenero, umo npu BII no cpasrenuto ¢ Hopmoii umeem mecmo yMeHblieHue
aKmuUHOCMU 8 NPagoll HuicHell meMenHol doavke (m.e. 6 30He, exodauieil 6 cocmas CIIPP u yuacmeyroueii 6 3pumenbHo-npoCHpancmeeHHoM 60CHPUSMUL) U,
HANpomue, yeeauMerue CoHmManHoil HeilporabHoll akmusrocmu 6 cocmage CIIPP ¢ meduanvrbix omoenax npagoii eepxHeil 100HOI U36UAUHDL, NPABOIL U Ae0il
Y20108bIX U3BUAUHAX, NEPeOHeBEPXHUX U 3AOHEHUNICHUX 0MAeax 1e6020 U nPasoeo npedkAuHssl. BoisenenHbie uzmeHeHUs HelpOHAABHOI AKMUBHOCMU, PACCMAMpPU-
Baembie KaK nposignerue (heHoMeHa HellponAacmu4HOCL, ROMEHYUAAbHO MO2YM A6AAMbCA OUOMADKepaMu HelipodeeeHepamugHoeo npoyecca npu bIT.

Kirouesbie cioBa: dhyHkioHansHast MPT nokos, 6one3Hb ITapkiHcOHa, aHAIU3 HE3aBUCHMBIX KOMITOHEHT,
CETb MACCUBHOTO PeXMMa PabOTHI TOJIOBHOTO MO3Ta.

one3Hb [lapkmHCOHA — OJHO M3 Hambojee JacTo

BCTpevaloIuxcsl HelpoaereHepaTUBHbIX 3a00J1e-

BaHMI YeJIOBEKa, XapaKTepuaylolleecs OpamuKu-

He3Wed, TPEMOPOM M PUTHIHOCTBIO B COYCTAHWU

C paccTpoiicTBaMM XOAbObl M paBHOBECHUS, IpHU-
COCIMHSTIOIIMMUCS TI0 Mepe HEYKJIIOHHOTO MTPOrpecCHpOBaHMS
HeliponereHepary. BII BcTpedyaeTcss IpakTUYECKH ITOBCE-
MecTHO. O011as pacpoCTPaHEHHOCTD 3a001€BaHMSI COCTABIIS -
eT 100—200 Ha 100 TbIC. HaceJeHuUs, ONHAKO B CTApUIMX BO3-
PACTHBIX TPYIIIaX YKMCIO OOJBHBIX 3HAYMUTEIHLHO BO3PACTACT.
B rpymme crapiue 60 et 3a0o1eBaHue BeTpedaercs y 1% i,
amocine 75 et — ¢ yactoToii 10 3% u 6onee. B mupe BIT ctpa-
NIAI0T B CPETHEM OKOJIO 5 MJIH YeJl., U3 HUX 1,5 MITH TPOXUBAET
B 7 BeAYIIMX 9KOHOMMYECKM Pa3BUTBIX cTpaHax Mupa. OTMme-
yaeTcsl TeHaeHIMs pocTta 3aboneBaemoctu BIT ¢ 80-x romos
npowtoro Beka [22]. B cpemHem uepe3 14 net mocne mosBie-
HUSI MOTOPHBIX MTPOSIBJIEHU 00Ie3HU MAIIMEHThI OKa3bIBAIOTCS
MIPUKOBaHHBIMY K TIOCTEJIM MJIM MHBATMIHOMY Kpeciy. Kpome
MOTOPHBIX CHMITTOMOB, Y TTaiteHToB ¢ BIT nmeeT MecTo menbrii
P HEMOTOPHBIX MPOSIBJICHMIA, TaKUX KakK HapylleHue 000-
HSTHUS, TBUTATEIbHBIE PACCTPOMCTBA B (pase CHA ¢ OBICTPHIMU
IBUXXCHMSAMU TJIa3, HAPYIICHUS MEPUCTANBTHKH XETyI0IHO-
KMIIEYHOTO TpakTa, JeTKWe U YMEPEHHbIE KOTHUTUBHBIE pac-
CTPOIICTBA, JeTIPeCcCsl, MAaHWMIECKIE aTaKu U JIp.

Panee cuuranocs, yto pu BIT Mopdonornueckue naMeHeHus
3aTparvBaloT IJIaBHBIM 00pa3oM A0GhaMUH-NMPOLYLHUPYIOLLLE
HEWPOHBI YePHOIT CYOCTaHIIMM, OTHAKO MMEIOIECST HA CETO/I-
HSIIHUY IeHb JaHHbIE CBUAETEIBCTBYIOT O HATUYUY TATOIOTH-
YeCKUX CUHYKJIEH-TTO3UTUBHBIX BKIIOUEHUH B OOOHSITETBbHBIX

JIYKOBHIIAX, TOPCATBHOM SIpe OJTyXIAI0IIETo HepBa, Apax [1Ba
U PETUKYJISIPHON (hopMaliy yXe Ha paHHUX CTaaMsIX O0e3HU
[10, 16]. B To Bpems Kak Ha paHHuUX ctagusx bII npossieHus
3a00JI€BaHUS MOTYT OBITh aIeKBaTHO CKOMIICHCHPOBAHHI C HC-
TOJIb30BaHMEM JOCTYMHBIX (MPEUMYILECTBEHHO NO(haMUHep-
TMYECKUX) MpenapaToB, LEAbli psia MpodjieM BO3HMKAET MPU
JICYCHIHM TIO3THMX CTAIMIA, BKITF0Yasi MOTOPHBIC 1 HEMOTOPHBIE
MposiBieHusl. MHOTHE U3 CUMITOMOB To3aHuX ctaguil BIT He
JyBCTBUTEIBHBI K TeM MJIM MHBIM IIPOTUBOIAPKIMHCOHNYECKAM
CpeICcTBaM, YTO TpeOyeT MpUMEeHEHWST KOMOMHIPOBAHHOM Te-
panuu M HazHaYeHUs OONBILOrO YMcla KOPPEKTOpoB. Takum
00pa3oM, B CBSI3M C Pa3HOOOpa3veM CYLIECTBYIOIIUX METONOB
nedeHust BII, momumophu3MoM KIMHUYECKUX TPOSBICHUN,
a TakXe HeoOXOIMMOCTBIO MTPOBENCHUSI MAKCUMaJIbHO paHHe
Tepanuu, akTyaJbHbIM SIBJIsIeTCs MoMcK 6uomapkepos BIT ¢ 1e-
JIBI0 00JIee OOBEKTUBHOM OIICHKM TE€UCHUS 3a00JIeBaHUS M €TO
BBISIBICHUS] HA PAHHUX CTAIMSIX.

Ha cerognsiuinuit neHb» Hapsiay ¢ pytuHHbIM MPT obcneno-
BAHWEM TOJIOBHOTO MO3Ta CTaJ0 BO3MOXHBIM 00Jiee MIMPOKOe
MPUMEHEHNUE CPABHUTEJBbHO HelaBHO MosiBuBLIMXCcS MPT-
nocnenosaTenbHocTel pu BII ¢ 11ebio onmpenenaeHust TOHKUX
U TMHAMUYECKUX CTPYKTYPHO-(DYHKIIMOHATBHBIX N3MEHEHUI
TOJIOBHOTO Mosra. Tak, M1 (YHKIIMOHAIBHOTO KapTHPOBa-
HUS TOJIOBHOTO MO3Ta MPUMEHSIETCS MeTol (hYHKIIMOHAIBHOM
MarHUTHO-pe30HaHCcHOI ToMorpaduu (GMPT) [1], ocHoBaH-
Hb1ii Ha BOLD-xonTpacte (blood oxygenation level dependent,
TO €CTh «3aBUCUMBI OT YPOBHS OKCUTEHAIIMM KPOBHU») U Mpe/I-
CTaBJSIIOIMA coOoii oToOpaxeHne Ha MP-u300paxeHusx
(TToTy9eHHBIX Ha OCHOBE TOCJIEI0BATEIbHOCTH <«IPATUCHTHOE
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9X0») 3aBUCUMOCTM BeJuuMHbl MP-curHana ot comepxaHus
Jie30KcUreMorioonHa. Beimensior 18a ocHOBHBIX Buga GMPT:
1) ¢ ompenmeneHueM CTeleHM aKTMBALMUM KOPBI TOJOBHOIO
MO3Ta TP BHIMIOMHEHNM Kakoro-imbo 3amaHus (task-fMRI);
2) ompepeneHye CIIOHTAHHON HeMpOHANBbHON aKTUBHOCTHU Ce-
POro BelllecTBa FOJIOBHOTO MO3Ta B MOKOE — TaK Ha3bIBacMasi
«resting-state functional MRI» (RS-fMRI), nmu ¢yHKumo-
HanbHast MPT mokos (0MPTi). [pu mposenernu ¢MPTo
oleHuBaoTcs Hu3KouactoTHble (<0,1 Iir) konedanust BOLD-
curHana [2, 3].

TonoBHOI MO3r — 3TO cloXHast HelipoHanbHast ceTb. Cyie-
CTBYIOT HEHPOHBI TOJIOBHOTO MO3Ta, B OMPEAETEHHOM PEeXHU-
Me MOJIePXKUBAIOIIME CBOIO pabOTy B MOKOE U COXPaHSIOIINE
CTOHTaHHYIO aKTUBHOCTH [6]. Takue HelipOHaNbHBIE YYaCTKH
MOTYT OBITh aHATOMUYECKU YOAJIEHBI APYT OT Apyra, HO (PyHK-
LIMOHMPOBATh OAMHAKOBO, T.e. MPUMeHMUTENbHO K GMPT —
PE30HMPOBATh HA OMHOI YAaCTOTE; CUHXPOHHO aKTHMBUPYEMbIe
YYacCTKM MOTYT 0Opa30BbIBATH 1IEJbIE «KOHITIOMEPATBI» — TaK
HasbiBaeMble cemu noxos (CIT) ronosHoro mosra [11]. Ha us-
yueHue Takux ceTell u Hanpaiena GMPTi.

CyImecTByeT CIIEKTp METOIOB It 00padoTK! JaHHBIX GMPTi
[4-9], naroux BO3MOXHOCTb OLIEHUTh HAIMYME W BbIPaXKeH-
HOCTb (DYHKIIMOHAIBHBIX CBS3ei MeXAy pa3TuyHbIMU Y4acT-
KaM# rojoBHoro mosra [12, 13, 18, 23, 24, 26—28]. Ogaum u3
TaKMX METOIOB SIBJISICTCSI aHAIM3 HE3aBHMCUMBIX KOMITOHEHT
(Individual Component Analysis, ICA) [21], mo3Bonstonmii
BBIWICHUTH W3 cyMMapHOro BOLD-curHama pa3amIHbIe KOM-
MOHEHTHI, MpPeNCTaBIAIONIME COo00i KapThl ¢ PasIoXEHHBIM
HU3KOYACTOTHBIM CUTHAJIOM CHHXPOHHO aKTUBUPYIOIIUX-
CSl YIACTKOB CEPOTO BEIIECTBA TOJIOBHOTO MO3Ta. DTOT METOM
00JaaeT BBHICOKMM YPOBHEM HAIEXKHOCTU IS BBISBICHUS
criektpa 30H, Bxoasimux B cocta CII [11]. Beisienennsie CIT
BO3MOXKHO 3aTeM IIOIBEPrHYTh BTOPMYHOMY aHAIW3Y, B T.U.
CPaBHEHMIO MEXIy MCCIeIyeMbIMU Tpymmamu [21].

HeobOxonuMo otMeTuth, uto npu BoisiBieHuH CII rpaHuLibl UX
YacTO MEePEeKPHIBAIOTCS, YTO MOXET CBUAETEIbCTBOBATh 00 MX
TECHOM B3aMMOJIEVICTBUM B COCTOSTHUM TTOKOs1. OHAKO Taxe y
OJIHOTO MCCIIEAYEMOTO BBISIBIISIIOTCS IAIEKO HE BCE BO3MOXHbIE
CII ronoBHoro mo3ra [11], KoTopble MPUHIUMUAATBHO CYIIE-
CTBYIOT B (PU3MOIOTUYECKUX U TTATONIOTMYECKUX YCIOBUSIX.

AKTUBHOCTB OIHOM 13 ceTell — TaK HazbiBaeMoit Default Mode
Network (Ha pycCKMii 131K MOKHO MEPEBECTH KaK «CeTh Iac-
CUBHOTO pexuma padoThl rooBHOro Mmosra», CITPP) — 3Ha-
YHUTEJIBHO TIOBBIIIAETCS B COCTOSIHUH ITOKOSI 110 CPaBHEHUIO
C BBINIOJJHEHMEM KOTHUTHMBHBIX 3a7ay (T.e. MIPOMCXOMUT Je-
AKTUBAIWS TIPU CTUMYJISIIY UMIYJIbCAMU M3BHE), YTO Ha-
[JSITHO XapaKTepu3yeT Haauuue CIIOHTAHHON aKTUBHOCTH
HelipoHOB rojioBHoro Mosra. CIIPP BwigBnsercss Bcerga.
CeTb COCTOUT U3 MPOCTPAHCTBEHHO (aHATOMUYECKHU) Pa300-
LIEHHBIX, 0AHAKO (DYHKIIMOHATIbHO CBSI3aHHBIX MEXY CO0O0
30H CEepoOro BellecTBa MPEeIKIMHbs, MEAUATbHOM, aTepab-
HOM 1 HIXKHEN TeMEHHOI KOPHI, MeIUATbHBIX OTIEIOB KOPHI
BHUCOYHBIX MOJIEH, MEIUATbHBIX OTHAEJIOB CEpOro BEIlecTBa
JIOOHBIX U 3aTHUX U TEPEIHUX OTAENOB MOSICHBIX U3BUJIMH,
MOAICPXXMBAIOIINX TIOCTOSIHHYI0 HM3KOYAaCTOTHYIO AaKTHB-
HOCTb.

AxtuBHocTh CITPP TecHo cBsI3aHa ¢ mpolieccaMy MBIIUICHMS,
BKJTIOYAs] MHTETPALMI0 KOTHUTUBHBIX Y SMOIIOHATBEHBIX KOM-
MTOHEHTOB, KOHTPOJIb COCTOSTHUS OKPYKarolIell 00CTaHOBKY 1
CTIOHTAHHBIE MBICIUTENBHBIE TTpolieccHl [14, 15, 20].

OyHkumoHanbHas MPT riokos npy 603ty MapkuHcoHa

Nzyuenue CII nepcrnekTMBHO MpH pa3IUyHBIX HelpoaereHe-
paTUBHBIX 3a0oneBaHUsX, Takux Kak BII, Gomne3np [eHTUHT-
TOHa, 00Jie3Hb AJblireiiMepa M Ap., C OLEHKOH BO3MOXHBIX
W3MEHEHUM 30H CIIOHTAHHOWM HEWPOHAJIBLHOW AKTMBHOCTH.
Kpome Toro, B Hactosiiee BpeMst ¢MPT npumeHseTcs npu
paccessHHOM CKJIepo3e, IMUICTICUM U psifie APYyrux (opm ma-
tonoruu [19]. M3menenue aktusHocTu CII rojoBHOro Mo3ra,
a B yactHoctu CITPP, MoXeT urpath BaXXHYIO poJib B IIOHMMA-
HUW PEOPraHU3alMM MaTTepHa aKTMBHOCTU TOJIOBHOTO MO3-
ra B MOKO€ TpU pa3BUTUU HEWpoAereHepaTMBHOIO Mpolecca.
OmnpeneneHne U3MEHEHWI CIIOHTaHHOM HEHPOHAIBHOM aKTUB-
HOCTH 30H, Bxoasux B coctaB CITPP, MoxeT sBUThCSI BaXXHOIH
CTYMEHbIO B COBEPIIEHCTBOBAHUM METOJ0B MOHUTOPUHIA 00-
JIE3HU Y OLICHKU JieueHUs maueHToB ¢ bII, a Takxe uzyyeHust
(heHOMEHa HENPOILTACTUIHOCTH.

Marepuannl 1 METOIBI

B uccnenoBanuu yuyactBoBamu 18 310pOBBIX J10OPOBOJIBIIEB
(9 xeHIMH, 9 MyXurH) 6e3 3a001eBaHUI LICHTPAJTBHON HEPB-
HOU CHCTEMBI, CpemHMit Bo3pacT 43 roma [27; 71], u 25 manmeH-
toB ¢ BII (14 xenuwmH, 11 MyX4nH), cpenHuii Bo3pact 59 et
[39; 76]. duarno3 BII craBuics cornacHo kputepusm banka
Mosra bpuranckoro O61iecTsa 1mo u3ydeHuio 6onesnu Ilap-
KMHCOHA. Bce nccemyemble ObLIM MpaBIIIH.

[ManyeHTsl OolleHMBATUCh 1O (PYHKIMOHATBHON IiKane XeH-
fApa, yHUGULMPOBAaHHON PEUTUHIOBOM IIKane OLEHKU 00-
ne3nu [Tapkuacona (Unified Parkinson's Disease Rating Scale,
UPDRS), Monpeanbckoit KorHuTuBHOI mikane (Montreal
Cognitive Assessment, MOCA), GaTtapee JOOHBIX TECTOB, I'O-
CITMTAJILHOM IKaJIe TPEBOTH 1 ICTIPECCHUM.

C 1enplo BBISBICHMS 30H CIOHTaHHOM HEHpOHANbHON aK-
TUBHOCTU TOJIOBHOTO MO3ra B COCTOSTHMM ITOKOSI oOciemye-
MbIM TpoBoaunach GMPTi rosnoBHOro Mosra Ha MarHMTHO-
pe30HaHCHOM ToMorpade ¢ BeTMIYNHON MAarHUTHON MHIYKITIH
1,5 T. Iu3aiiH uccaeaoBaHusl BKJIIOYAJl IOCIIEN0BATEIbHOCTh
JUIS TostydeHus1 GyHKUMOHANbHBIX aHHbIX (BOLD). Uccre-
JNYEMBIM TIpe/UIaralnacb MHCTPYKUHUSA: MAKCUMMAJbHO paccia-
OUTBbCS, JeXaTh CMOKOWHO B HAYIITHMKAX (M1 YMEHbIICHUS
CTUMYJIMPOBAHMS CIYXOBOTO aHAIM3aTOPa) C 3aKPBITHIMU IJIa-
3aMM (JUIST MCKITIOYEHUS] CTUMYJIMPOBAHMUS 3PUTEILHOTO aHa-
JIM3aTopa) MU He IyMaTb HU O YeM KOHKPETHOM, He 3aChIIaTh.
[pomoXUTeNbHOCTh CKAHUPOBaHUS cocTaBisiia 6 MUH 20 c.
Kpome Toro, ObutM MONyYyeHbl aHATOMUYECKHME M300paKeHUst
TOJIOBHOTO MO3Tra KccleayeMbIx B pexkxume T1 ¢ TommuHoi cpe-
3a 1 MM ¢ BO3MOXHOCTBIO TIOCTIEAYIOIINX PEKOHCTPYKIIMIA B JTIO-
00ii mpoexuuu (MPR).

Jns Boiganenust CIIPP, oueHKM BO3MOXHOTO W3MEHEHUS
CTIOHTaHHOI HEPOHATbHON aKTUBHOCTH B TIpefiesiax 30H, BXO-
ISIINX B €¢ COCTaB, M 00pabOTKM IMONYYEHHBIX JAaHHBIX B Ha-
IeM UCCIeTOBAaHUU MBI McTionb3oBanu npunoxenue GIFT 2.0
(Group ICA Of fMRI Toolbox) Ha 6a3e nporpammbsl MATLAB
C TIpUMEHEHWEM aHaiu3a He3aBUCUMBIX KommoHeHT (ICA),
a TaKXe CTaTUCTMUYeCKWii aHanu3 Ha 6a3e SPM 8 (Statistical
Parametric Mapping) — napHblii t-test ¢ OLIEHKOM MOJyYeHHBIX
peaynbraToB. [IpemBaputenbHas 00pab0OTKa JAHHBIX TIPOBOIM-
Jlach B CTaTUCTUUECKO# rmporpamme SPM 5 ¢ HuBenMpoBaHueM
Pa3IMYMil aHATOMMYECKOTO PUCYHKA M3BUIIMH 0OJIBIIOTO MO3-
ra Kaxmoro nHauBuayyMa. Kpome Toro, B TpyImax IaleHTOB
MbI TIPOBEJIM PEIPECCUOHHBINM aHANIM3 CO IKajaaMu XeH-fpa,
MOCA u UPDRS u KoBapuallMOHHBIA aHAIU3 C MOJOM, BO3-
PacTOM U JITUTEIbHOCTBIO 3a00JICBAHNS.
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puc. 1: pynnoBast KapTa CrIOHTaHHO# HelipOHabHOIA akTUBHOCTI 30H CTTPP ronoHoro
MO3ra 3710P0BbIX J06POBOMLLIER B TNEX MPOEKLYSX (aKCUabHOM — BYE CBEPXY,
CaruTTanbHoi — Bup CO0KY, KOPOHAPHOIA — BUg C3au):

1 = MeavanbHbie OTAENbI NOBHbIX Jonel;

2 — 3311Hve OTAENbI MOSCHBIX M3BUMH, MPEAKNMHbLS,

3, 4 — HIXHUE OT/ENbI TEMEHHbIX J0MEiA.

puc. 2; TpynnoBas kapTa CrIOHTAHHOIA HeiiPOHANbHON aKTUBHOCTY 30H CTTPP ronoBHoro
MO3ra y nauvMenToB ¢ BI1 B Tpex npoexuvsix (akCuasibHoil — Big, CBEPXY,
CaruTTanbHoM — g COOKY, KOPOHAPHOIA — B, C3aM):

1 = MeavanbHbie OTAENbI NIOBHbIX J0Nelf;

2 — 3a/1H1e OTAENbI NOSCHBIX U3BANMH, MPEAKMMHDS;

3, 4 — HItXHE OT/ENbl TEMEHHbIX AONEiA.

Tabmmua 1: 30HbI CMOHTAHHOIA HEIPOHALHOI aKTWBHOCTH, BXOAsLLME B cocTas CTIPP, BhisBNsembie B rpynnax 350poBbix 406P0BObLEB v Y nauyenTos ¢ Bl (p<0,05, nopor=3).

lpynna 300poBbIX 400POBONbLEB I'pynna nauueHToB ¢ 6onesHbio MapkuHCcoHa
06bem MNI koopauHaTtbl 30H| OGbem MNI koopauHaTbl 30H
30HbI, BXOASLLME 3HaueHus | 3HaueHns 3HaueHus | 3HaueHus
& coctas CIIPP KnacTtepa p<0,05 T rONIOBHOrO MO3ra | Knacrepa p<0,05 T roNI0BHOrO MO3ra
ke ’ [x; y; 2] mm ke ’ [x; y; 2] mm
Mpaeoe nonywapue 60nbLIOr0 MO3ra
BepxHss nobHas 182 Proccor 747 [18; 36; 51]
U3BUIMHA =0,000 3,78 [21; 21; 54]
MosicHasi U3BMAMHa [ .
(nepeaHue otaensbl) 1259 =0,000 7,61 [3; 33; 27]
pFwe-oorr - 60"
lMpeaknuHbe 1815 = 0:000 8,15 [9; -60; 27
Yrnosast it [54; -60: 27) [45; -63; 33]
R 226 fge&)'b 4,74 [42; -48; 33] 8,09 T
HuxHue ’ 5,48 [48; -60; 36]
OTAEN®I 3 HuxHsas 512 Prue-cor
TEMEHHON | TemeHHas =0,000 7,00 [51; -54; 39]
KOpb! M3BWIIMHA
Hapkpaesas
VI:BAI/IJ?I/IHa 6,94 [51; 54; 21]
CpenHsist BACOYHas! Proc.cor Coq..
U3BMNMHA 149 = F0,&7)0 542 [55; -21; -6]
Jlesoe nonywapue 60nbLIOro Mo3ra
lpsmas U3BMAMHA 0 6,87 [-3; 51; -18]
BepxHsst no6Has U3BMIMHA 1259 Fue-corr
(Mgﬂl/laﬂbele 0TaENb) 522 [-3;51;21] =0,000 7,80 [-6; 57; 21]
MosicHas U3BUNMHA . 1a.
(nepeaHue oTaensb) 557 f%‘e&)'b 647 [0; 48 6]
CpenHsis 106Has ’
U3BWMHA (CPEAUHHO- 6,88 [-6; 42; -12]
rMasHNYHbIE OTAENbI)
10,45 [0; -63; 45] 13,0 [-6; -54; 27]
P P
MpeaknuHbe 1815 Fue-cor 2063 Fue-corr 12,05 [-6; -60; 42]
= 0,000 7,72 -3; -57; 27 =0,000
[3;-5 ] 10,12 [0; -48; 36]
9,84 [-48; -57; 39]
Yrnosas Ak B Pruecor
T 5,14 [-45; 63; 36] 02 | =Gdo | s [-42; -63; 24]
oTAeNbl Pruccor
TeMeHHoi | HuxHss 217 =0,000
KOpbI TeMeHHas 4,89 [-42; -54; 39]
U3BMNMHA
CpefHsas BUCOYHAs U3BUMHA 6,16 [-45; -60; 15]
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OPUTMHAITBHBIE CTATBIA. KnuHwyeckas HeBponorust

Pe3ynsrarsl 1 00CyKIeHHE

[Ipu mocTpoeHUM KapT HE3aBUCUMBIX KOMITOHEHT, COCTOSIIIMX
13 TIPOU3BOJILHO BBIOPAHHBIX 25 OTAENbHBIX KOMIIOHEHT, Obl1a
BoimeneHa CITPP romoBHOTo Mo3ra y KaXxmoro MCCIeayeMOoro
1 chopMUpOBaHbl CYMMAapHbIe KapThl aKTUBHOCTH IS KaX-
JIOH IPYMIbI, MPOAEMOHCTPUPOBAHHBIE TSI TPYIIIIBI HOPMbI Ha
puc. 1 u mrg rpymsl maneHToB ¢ BIT Ha puc. 2. BeisBaeHHBIC
HaMU 30HbI, BXOJSIINE B COCTAB JAHHOM CETH, TAKXKE YKa3aHbI
B Ta0. 1.

Ipu cpaBHEHMM ABYX HE3aBUCUMBbIX TPYIIIT HAMU OBUTH BBISIB-
JICHBI pa3HOHAIIpaBIeHHBIC 0COOCHHOCTH MAaTTepHA CITIOHTAH-
HOI1 HelipoHabHOI akTHBHOCTH B 30HaX CITPP B rpynme ma-
uueHToB ¢ bII. ITox u Bo3pacT obcnemyeMbIx ObLIM B3STHI KaK
KOBapHuartsl (covariates).

¥V Bcex nmauueHToB ¢ BII 1o cpaBHEHMIO ¢ TPYIIION HOPMbI HAMUK
OBbLIO OTMEYEHO YMEHbIIEHNE aKTUBHOCTH B TIPaBOii HIKHEH
TeMEHHOIi obke — 30He, Bxoasuled B coctaB CITPP u yya-
CTBYIOIICH B 3pUTENIbHO-TIPOCTPAHCTBEHHOM BOCIIPUATHN. MBI
MPOBEJIM MHOXECTBEHHBII PErPeCCHOHHBIN aHAIM3 CO IIKaJa-
mu UPDRS u MOCA 1o nanHoii 30He. Kak n3BecTHO, B LIKa-
ne UPDRS mpu onienke MHOrooopasHoii cumnroMatuku BIT
MakcuMaibHasg oleHka (199 0anioB) COOTBETCTBYeT MaKCH-
MaJIbHOM TSKeCTH 001e3HU, olieHKa () — OTCYTCTBUIO KJIMHUYE-
ckux nposienenuii. Illkana MOCA pa3paboTaHa ajist ObICTpPO-
IO CKPMHMHTA MSITKUX KOTHUTMBHBIX HApYIIEHUH, C OLEHKOI
BHUMAHWS W KOHILCHTPALIUW, WCIOMHUTEIBHBIX (DYHKIIWIA,
MaMSATH, DPEYH, OITHKO-IIPOCTPAHCTBEHHON MESTEIbHOCTH,
KOHIIENTYaJbHOTO MBILIJIEHUS, CYeTa U OPUEHTUPOBAHHOCTH;
MaKcHMaJIbHOe KonmuecTBo 6amioB — 30 (HopMa — ot 26). Tpu
aHaJIM3¢ TOMYYeHHBIX JaHHBIX ObLIA BBISBICHA OIpeneaeHHAs
TeHAEHILMS: YeM BbIle oleHka o 1mkaie MOCA, TeM Bbllie
AKTHBHOCTD B IIPAaBOi HIXKHEM TeMEHHOM IOJIbKE, a €M BBIIIE
omueHka 1o mkaixe UPDRS, TeM MeHblIIe aKTUBHOCTD B JaHHOM
30He y Bcex nauueHToB ¢ bI1. JlaHHbie peacTBieHsbI B Ta01. 2.

OyHkumoHanbHas MPT riokos npy 603ty MapkuHcoHa

Tabnmua 3; 30Hbl YMEHbILIEHNS CMIOHTAHHOM HevipoHabHOI akTyeHocTY (p<0,05 npu
CPaBHEHMM ¢ HopMoit), Bxopswume B coctas ClPP, y nauventos ¢ BI1.

06bem 3D KoopaMHaTbl 30H
Knacrepa SHauenws | 3nadenns roJIOBHOrO Mo3ra
Pal b<0,05 T
k. [x;y; 2], mm
Mpaeoe nonywapue 601bLIOro Mo3ra
HuxHsia b
Fwe-cor (- .
TeMeHHas 126 0001 5,44 [33; -54; 48]
nonbka
lMpeaknnHbe
(MemmansHble| 121 EFWE-CO" 5,27 [9; -72; 33]
=0,001
OTHeNbI)
4 2a
i |Il .'(.'..
- '\P ;

3 26 26 26
pHC. 4: 30Hb! C YBENMHEHEM CTIOHTAHHOI HEVPOHANBHOI BKTVBHOCTY Y MALIMEHTOB C BIT.
lpynnoBas cymMmapHast KapTa ronoBHOrO Moara nauwenTos ¢ bl B Tpex npoexLusx
(akcuanbHOIA — BMp, CBEPXY, CaruTTaNlbHOM — B, COOKY, KOPOHApHOW — Buf C3aaM)
C YBENMYEHUEM CrIOHTAHHOI HEMpOHaNbHOI akTueHOCTY (p<0,05 npu CpasHeHum ¢
HOpMOIA) B 30Hax, BxoAgLuX B cocTas CTIPP: 1 —npagas BepxHAd 0OHAs M3BUIMHA
(MeavianbHbie OTAENbI); 2 — MPaBOE U JIEBOE MPEAKIMHLS (EPEAHEBEXHHE OTHENbI);
20 — npaBoe 11 /1EBOE MPEKIMHLA (3ABHEHVXHME OTAENL!); 3 — npasast yriosas
W3BMAMHA; 4 — NeBast Yrn0Bas M3BMMHA.

Tabamuia 4: 30Hbl NOBLILLEHKS CMIOHTAHHOM HelipOHanbHOI akTueHoCTH (p<0,05 npu
cpagHenun ¢ Hopmoid) B CTIPP y nauvento ¢ BIl. CpasHexve asyx
Hesasucumblx rpynn; SPM5, two-sample-t-test.

Tabnuua 2; B3auMocBA3b U3MEHEHNI aKTMBHOCTI B NPABOIA HUKHEN TEMEHHOI J0Nbke 06nem 3D KoOpAMHATBI 30H
C [IBHHBIMU KIVHAYECKVIX LUK, Knactepa Stauenns| Snadenns | - Mo
p<0,05 T
ke X y; 2], Mm
MpaBas HUXHSA TemeHHas aonbka | Lkana UPDRS | Lkana MOCA TNeeoe nonywapme GOMbLIOrO MO3ra
KoopauHatb! nanHoiA 30HbI MNI (MM) [42; -48; 27] [36; -54; 45] YrnoBast 6 Paskcon 5 01 4 63 T
OueHka Mo Likane 1 1 U3BUIMHA =0,016 ' [-42; -63; 27]
AKTUBHOCTb B [JAHHOW 30HE lMpeaknnHbe
y nauueHTos ¢ bl ! T (nepenHeBepxHue 167 :p?')ﬁocgb 4,50 [-9; -63; 57]
3HaveHns p P oo =0,021 P oo =0,051 oTAeNbi) ’
lMpeaknnHbe
2 1 2 1 (3anHeHnxHre 124 B%VEOC(% 5,27 [-3; -55; 14]
o . S L o / OTfENbI) ’
= W Bl o j Mpasoe nonywapue GoALLIOrO MO3ra
- :I.f' . I w2, S ‘ e ‘ . ﬂpeﬂKﬂMHbe
L ‘I 7 N == e =4 0 (3anHeHnXHVe 124 _pFWE-CO" 5,27 [6; -63; 21]
_ | =0,001
| e T OT/enbl)
NN ‘ : MpeaknHse
i} ¥ (nepenvesepxme | 167 | Paear | 550 [3; -54; 63]
=0,000
OTfENbI)
o . . [NpaBas BepxHss
PHC. 3. 30HbI C YMEHbLLIEHVEM CrIOHTAHHOI HEIADOHAIbHOM AKTUBHOCTI Y MaLeHTOB ¢ BT, 1106Has V3BANMHA 0
['pynnoBast kapTa ro/IoBHOMO Mo3ra nauyenToB ¢ bl B Tpex npoexLysx (akcuansHoil — (MevansHble 144 =F(V)VEO°36 4,49 [3; 51; 39]
BILL CBEPXY, CArUTTaNIbHOIA — WA, COOKY, KOPOHapHOI — B C33IM1) C YMEHbLLEHHEM ’
CIOHTAHHOI! HeVpOHAbHOM akTUBHOCTU (p<0,05 MpY CPaBHEHMY C HOPMOI) B 30HaX, oTAenk)
BxofAwmx B cocras CMPP: 1 — npasast HXHAS TemeHHas fonbka; 2 — npasoe Yrnosas 158 | Prear | 621 [42; -57; 21]
NPEIKIMHbE (MEMUATIbHBIE OTAEAH). u3BnnMHa = 0,000
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Ha puc. 3 mpeacTaBieHbl 30Hbl yMEHbIIEHMSI CIOHTAHHOM Hel-
POHAJIbHOM aKTUBHOCTH y manueHToB ¢ bII B mpaBoM mpen-
KJIMHbE W MpaBoOi HWXXHEW TeMeHHOW nonbke. IlomydeHHBIE
pe3yJIbTaThl TAKXKE MpeACTaBiIeHbl B Ta0J. 3.

V Bcex manmentos ¢ BII, B cpaBHEHWHM ¢ TPYIIION KOHTPOJIA,
30HbI OOJIbIIIEl CTIOHTAHHOI HeMPOHAIbHOM aKTUBHOCTH, BXO-
asuye B coctaB CITPP, Obutn oTMeueHB! B MeIMaNbHBIX OT/IE-
JIaX BepXHUX JIOOHBIX M3BWJIMH, TTepeTHEBEPXHIX 1 3aTHEHIIK-
HUX OTJIeJIaX JIEBOTO ¥ IIPaBOTO MPEAKINHbSI, a TAKKE B YTIIOBBIX
M3BUJIMHAX, B IPYIINe ¢ BepBble BbIsIBICHHON BI1. D1 30HBI
MPOMJITIOCTPUPOBAHKI HA PUC. 4, TOJTyICHHEIC Pe3Y/IBTaThl TaK-
ke ITOKa3aHbI B TA0II. 4.

Takum obpa3zomM, y nauueHToB ¢ BIT nMeeT mecTo cioxHas pe-
opraHu3anus narrepHa aktTuBHocTH B nipenenax CITPP ronos-
HOTO MO3Ta, MOATBEePXAaloliasi, B YaCTHOCTH, BOBICUCHHUE TIPU
JTaHHOM 3a00JIeBaHUU 3PUTEbHO-IIPOCTPAHCTBEHHHIX (DYHK-
LM,
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OyHkumoHanbHas MPT riokos npy 603ty MapkuHcoHa

Reorganization of the brain’s default mode network in patients with Parkinson's disease:
resting-state fMRI-based analysis of individual components

E.V. Seliverstova, Yu.A. Seliverstov, R.N. Konovalov, M.V. Krotenkova, S.N. Illarioshkin

Scientific Center of Neurology (Moscow, Russia)

Keywords: resting-state functional MRI, Parkinson's disease, independent component analysis, brain’s default mode network.

Resting-state functional magnetic resonance imaging (rs-fMRI)
enables evaluation of low-frequency oscillations (0.01-0.1 Hz)
of the BOLD-signal, which are related to changes in the he-
modynamics parameters, thereby making possible to determine
indirectly the spontaneous neuronal activity of various areas of
the brain at rest . We conducted an rs-fMRI study in groups of
healthy volunteers and patients with Parkinson's disease (PD).
Out of the spectrum of resting neural networks of the brain, the
brain’s default mode network (DMN) was selected, and changes
in the neuronal activity pattern of the network in PD patients
were evaluated. Compared to the norm, PD was found to be

characterized by a decrease in the activity of the right inferior pa-
rietal lobe (i.e. in the area incorporated into DMN and involved
in visual-spatial perception) and, on the contrary, an increase in
the spontaneous neuronal activity of DMN in the medial seg-
ments of the right superior frontal gyrus, right and left angular
gyri, and anterosuperior and posteroinferior parts of the left and
right precuneus. The detected changes in the neuronal activity,
regarded as a manifestation of the neuroplasticity phenomenon,
may potentially serve as biomarkers of a neurodegenerative pro-
cess in PD.
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Onyxoyu rojioBbl, UMUTHUPYIOLIHE
CUHIApOM Tonockl-XaHTa

B.B. ITonomapes, A.E. bapanosckuii, 10.B. Coitoiii, C.B. 3apenxuii

IYO «benopycckas meduyurckas axademus nocAeounioMHo2o 00paso8anus»;
V3 «5-1 eopodckas kaunuveckas boavhuya» (2. Munck, Pecnybauka beaapyce)

TIpedcmasnervt pesyavmamol KAUHUKO-HEHPOSU3YaNU3AUUOHHOZ0 UCCA008aHUs 15 nauueHmoe ¢ peoko 6CHPeYaouuMucs OnyXoaamu 6 004acmu 20106bl, KOMo-
Dphie nposgasaucy cumnmomamu, cumyaupyrouumu cundpom Tonoce-Xanma (CTX). B 66,6% cayuaes smo Gbinu nepsuunsie onyxoau, a 6 33,4% — memacmaszsi
aKa MoA0YHOI dicene3bl, GPOHX08, NPOCANbI, MEAGHOMbI. YCmanoeneHbl MUnUMHAS AOKAAU3AYUS IMUX ONYX0Aell, XapaKmepHble HeapoOA0UHeCKUe CUMNIMOMb
u ux ocobenrocmu, omaudarouue dantvie cayuau om CTX. Boiscrero, umo ¢ 20% cayuaee nepsuunas A0KaAu3ayus onyxoseii 8 00aacmu 20406 Rpu smoli na-
MOA0RUL He C63AHA C NOPANCEHUeM CIPYKIMYDP HePBHOL cucmeMbl. YimouHenbl 0coBeHHOCHU POCIMA NPU NEPBUMHBIX U Memacmamuyeckux onyxoasx. Mz namu
2ucmonoeutecky 00KA3aHHbIX CAyuaes ebisgaeHbl MeHuneuoma (3 nayuenma), nespuroma (1 navyuenm) u Hexooxckunckas aumpoma (1 nayuenm). Obcyacoaromes
HOKA3AHUSA K XUPYPEUHECKOMY AeHeHUI0, UCHOAb30BAHUIO 2AMMA-HOMICA, ROAUXUMUOMEpant Aubo cumnmomamueckoli mepanuy. LIpugederbt mpu KauHuecKux
HAOAI00eHUS NePBUMHDIX U MemACmamu4eckux onyxonel 20406bl, komopsie umumuposasy CTX.

Kmouesbie ciaoBa: ciHapoM Tonmockl-XaHTa, TepBUYHEBIEC ¥ METACTATUUECKIE OMTYXOJIH TOJIOBHI,
MEHMHTHOMA, HeBPIHOMa, TUM(OMa.

uHapom Tomocel-XaHta (CTX, 0one3HeHHas

o TaIbMOIIICTHS, CHHIPOM BepXHEH INa3HIYHON

HIEIN) — PEAKUI MTONMITHONOTUYECKUN CUHAPOM,

BrepBble onucaH E. Tolosa (1954 ) u W. Hunt

(1961r). B1966T.J. Smith u D. Taxdal mpennoxu-
JIX 3TIOHUM, Ha3BaB 3Ty MATOJOTHI0 (PaMUIUSIMM 3TUX aBTO-
poB. CTX K HacTos1IeMy BpeMEHHU BCTPEYaeTCsl BO BCEX CTpa-
HaX MHpa, He MMEET OYEBMIHBIX CE30HHBIX OCOOCHHOCTEH
M €TO YacToTa cocTaBisieT 1—2 ciyvas Ha | MIH HaceJeHHUs
[3]. CTX mposiBisieTcsl CUMIITOMaMU MOBPEXAEHUST HEPBOB
1 COCYIOB, TIPOXOISIINX Yepe3 BEPXHIOW TNIA3HUYHYIO IIeNTh
(I BeTBb TPOMHWYHOrO HEPBA, IJTa30ABUraTeIbHBINM, OTBO-
TSI, OJOKOBBI UepelHble HEPBHI, TJIa3Has apTepus,
BepXHETTTa3HWYHAS BeHa), M KaBepHO3HOTo cuHyca. KimHm-
yeckasg KaptuHa CTX 0ObIYHO XapaKTepu3yeTcss MHTEHCHB-
HBIMM 00JISIMU B 00J1aCTU OpOMTHI, KOCOTJIa3ueM, TUILTOTHENH,
OTpaHWYEeHNEM IBIKCHUS TJIA3HBEIX S0JIOK BO BCE CTOPOHEL,
AHU30KOpHUEH, CTa00CThI0 aKKOMOAALIMM ¥ KOHBEPIEHIINH,
pexe 5K30(TaIbMOM M XEMO30M, KOTOpbIE BCTpEYAlOTCs
B Pa3IMYHBIX COYECTAHMAX, YACTO BBHICOKOIYBCTBUTEIBHBI K
Ha3HAYCHMIO ITIOKOKOPTUKOCTEPOUAOB M MHOTIA UMEIOT pe-
MIMBUpYIOIIKE xapakrep [3, 6, 8]. PaHee nnarHocTryeckue
kputepun CTX He OBUIM YETKO OIpeneeHbl, OMHAKO B Ha-
cTosiee BpeMsi MexXnyHapoIHbIM OOIIECTBOM IO M3YyYEHUIO
TOJIOBHOM 0OJIM TIPEAIOKEHBI KPUTEPUH, COTJIACHO KOTOPHIM
TaHHBIA IMaTHO3 00OCHOBAH TOJBKO B CIIyYasiX BBISIBICHUS
rpaHyjaeMbl (rpaHysieM) B HapyXHOH CTEHKe KaBepHO3HO-
IO CHHYCa WM B NMPOEKLMK BEpXHEH ITa3HUYHOM 1IeIn Mpu
MPT ronoBHOro mMo3ra 0o mpu mpoBeaeHun ouomncuu [7].
[Tpu mocTaHOBKE 3TOr0O AMArHO3a CAEAYeT YUYUThIBATh, YTO MO-
XOXHe KIMHUYEeCKUe PU3HAKK HAOJIONAI0TCS TIPY OOJTBIIOM
KpyTe WHBIX HEBPOJNOTHMIECKUX WJIM COMAaTUIECKUX 3a00IeBa-
HUH, TIPUBOASAIIMX K Pa3BUTHIO BTOPUYHOTO CUHIPOMA BEPX-
Heii TasHMYHOM 1eu. K MX 4mMcy oTHOCAT aHeBPU3MBI MH-
(bpa- WM CynmpaKIMHOMIHOTO OTOEJIOB BHYTPCHHEH COHHOI
apTepMu, KapoTHUAHO-KAaBEPHO3HBIE COYCTbSI, OPOUTANbHBIE
MMO3UTHI, TPOMOO3 KaBEpPHO3HOTO CHHYCa, THIEPTpOQpuIIe-
cKre 6a3aIbHbIC ITAXMMCHUHTHUTHI, CAPKOMI03, TpaHyJIeMaTo3
BereHepa, y3e/1KoBbIii ToJMapTepuur u ap. [2, 3, 6,9, 11, 13].

10

HocratoyHo penko CTX cuMyaupyroT epBUYHbIE U BTOPUYHbIE
(MeTacTaTuuecKue) OIyXonu B 001acTh rOJIOBhL. B 3THx ciyya-
X MIEPBUYHBIE OITyXOJIM MOTYT UCXOAUTH U3 CTPYKTYD HEPBHOM
CHCTEMBbI; OCHOBAHMSI BUCOYHBIX JOJIEii, OTAE0B TPOIHUYHOTO
HepBa (KOpellka, raccepoBa y3ia, nepudeprieckux BeTBel),
000J104eK OCHOBaHUS roJ0BHOTO Mosra. Mx rucronorust pas-
JIYaeTcs: mpeobanaloT MEHUHTMOMBI TeJla, OOBIIUX U MaJIbIX
KPBUTEEB OCHOBHOW KOCTM WJIM KaBEPHO3HOTO CHHYCa, pexe
BCTPEYAIOTCSI HEBPUHOMBI, HEHPOGUOPOMBI TMOO IBAHHOMBI
[1, 2, 10]. B GonbIIMHCTBE CAy4aeB 3T OMYXOJHU SBJSIOTCS A0-
OpOKaueCTBEHHBIMU MEUICHHO PACTYIIMMU OOpPa30BaHUSIMHU,
KOTOPBIE [T0 MEPE CBOETO 3KCTPAKPAHUATIBLHOTO PacIpocTpaHe-
HUS TIOCTENEHHO KOMIIPUMHUPYIOT COCYAUCTO-HEPBHBIIA MyYOK,
TIPOXOMSIINY Yepe3 KaBEePHO3HBII CUHYC ¥ BEPXHIOIO TIa3HUY-
HYIO Lieb. Y psia MalueHTOB ePBUYHbIE OMYXOJU B 001aCTH
roJioBbl co cxoxell ¢ CTX cuMnToMaTUKOi MepBUYHO JTOKAJU-
3YIOTCSI BHE HEPBHOI CHCTEMBI: TIPUIATOUHBIX TTa3yxax, opou-
Te JIM00 KOCTSIX OCHOBaHUS yepena. [ucTonornyecky TakoBbie
OOBIYHO MpeCTaBICHbI 3T0KAYECTBEHHBIMUA HOBOOOPA30BaHMU -
MU (KapiMHOMa, CapkoMa, MIOOIacToMa), KOTOPhIe UMEIOT
OoJsiee OBbICTPBIA MH(MUIBTPATUBHBINA XapakTep pa3BUTHs, MO-
paxasi yKa3aHHbIE BbIIIE YEPEMTHbIE HEPBBI MOCTE IECTPYKIIUU
KOCTHBIX CTEHOK [4, 9, 12].

MeTacTaTiaecKuii XapakTep OIyXoJIeii IIpy JaHHOM! JIOKaJI3a-
LIMM MTATOJIOTMYECKOr0 MPOILIecca BCTPeYaeTCs MOUYTH B ITOJIOBU-
He Bcex cyvaeB. [Ipeo06iianatoT marMeHTh ¢ MeTacTa3aMy paka
JIETKMX, OpPOHXOB WM MOJIOYHOM Kene3bl. Pexke BcTpeyaroTcest
CJIyyaud METAacTa3oB OITyXOJIEM MOYEIIOJIOBOM CHUCTEMBI, paka
TIPEJICTATEILHOM XeJIe3bl, KeTyT0UHO-KUIIETHOTO TPaKTa, Me-
na"omsl [1, 2, 4, 8]. B nmutepaType onmmcaHbl eAMHUYHbBIE Ha-
OJII0JIEHUST METACTa30B B 00J1ACThb TMEpPeAHEN U CpelHeil yeper-
HOU SIMKHM KapIIMHOMBI THMYca, TnddHepeHINPOBAaHHOTO paka
IIMTOBMAHOM Xene3bl [2, 13]. B 75% at1x ciydaeB MeTacTasbl
JIOKAIU3YIOTCSl B TapeHXuMe 0a3abHbIX OTAENOB BMCOYHBIX
noJieit, 0000uKax Mo3ra (TUIIa KapiiMHOMAaro3a), KOCTSIX CBO-
JIa WM OCHOBAHMS Yeperia. Y 3THX HallMeHTOB B 3aBUCMMOCTH
OT JIOKaJIM3alM1 MeTacTa3oB (OpOUTANBHOM WM Mapace/uisip-
Hol) Kinaccuyeckast kaptuHa CTX MoXeT TOMONHATHCS 00111e-
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MO3TOBHIMM  CUMITTOMAMHM, TEMUIIApe30M, OTHOCTOPOHHUM
CHIXXEHUEM OCTPOTHI 3peHMsl (CHUHOPOM BEpLIMHBI OPOMTHI)
[4]. KpaiiHe penko CTX cuMyaMpyloT OMyXOJM KPOBETBOP-
HBIX OPTaHoB (3KCTpaMey/UISpHBIC ILIa3MOLUTOMBI, MHO-
3KECTBEHHBIC MMEJIOMBI, TMMGOMBI). B 3TuX clydasix KIUHU-
YyecKasl KapTHHa Y MallMeHTOB, KPOME BOBJICUCHHMST YEPEITHBIX
HEpPBOB, OOMONHUTEIBHO BKITIOYAET CHUMIITOMBI ITOpPaXKCHIS
KeyI0YHO-KUILEYHOTO TPAKTa, BO3MYXOHOCHBIX Ma3yX, JIUM-
ounHo¥ TKaHu U ap. [4, 11, 12].

Bri6op Tepanuu mogoOHbIX OMYX0JIeii OKOHYATENbHO He Ompe-
JeNeH W JIeNaeTCsl UHAUBUAYAJbHO B KaXIOM KOHKPETHOM
cllyyae B 3aBUCUMOCTH OT pa3Mepa, JTOKAIU3alu1, TMCTOJIOTUU
OITYXOJIM, BO3pacTa MallMeHTa, HAJMYMsI COMYTCTBYIOLIEH Ma-
Tosnoruu. B nutepaType mpemnokeHbl XUpypruuecke MeTOIbl
yIaJieHus TAKUX OMyXoJeld pa3TuIHBIMU AOCTYTAMU (B T.4. 9H-
JIOHA3aJIbHBIM), PAIMOXUPYPIUS, paIMOTEePaIs, TOJIUXUMKO-
Tepamnus ¥ CMMIIToMaTiieckas teparmus [1—6, 8—13].

Kpaiinss penxoctb my6inMKauuil B OTeYeCTBEHHOM U MUPOBOIA
JIUTEpAType CyYaeB OMyXoJieii roJI0Bbl, KOTOPBIE MPOSIBISUINCH
HEBPOJOTMYECKUMU CUMNTOMaMu, umutupyromumu CTX, mo-
OyAMIM TIOAETMThCS MHOTOJIETHMM OIBITOM TUArHOCTUKU U
JiedeHus1 15 ManueHToB ¢ 3TUM JMarHO30M, COIOCTaBUB COO-
CTBEHHbBIE PE3YJIbTaThbl C JAHHBIMU COBPEMEHHOM JTUTEPATYPHI.

TTanuenTs! 1 MeTOIbBI

B nepuon ¢ 1991 mo 2013 rr. (B TeueHue 24 net) Bo I1-M HeBpo-
JIOTUYECKOM U HEHPOXUPYPTIICCKOM OTHEICHUSIX S-if KITMHU-
JeCcKOi 00MbHUIIBI I. MMHCKa MBI HaOmogany 170 manueHToB
¢ KJIMHUYECKUMM TIPOSBICHUSMU, XapakTepHbiMu i CTX.
Cpenu Hux B 15 (8,8%) HaOMOACHUAX TPUYMHAMU Pa3BUTHUS
HEBPOJIOTUYECKUX CUMITOMOB, cumympyiommx CTX, Obuin

Onyxomu TOn0BbI, UMUTUpYIOLLME CHHAPOM ToNOCk—XaHTa

TepBUYHBIC MJIM BTOPUYHEBIE (METAaCTATUYECKIE) OITYXOJIH TO-
JIOBHOT'O MO3Tra, KOCTeid OCHOBaHUS yepena, opouT J1ubo Mmpu-
JaToyHbIX Ma3yx. C MIMarHOCTUYECKOM 1ieJIblo BCeX MallMeHTOB
MOIBEPTald KOMIUIEKCHOMY COMATHYECKOMY M HEBPOJIOTH-
YEeCKOMY OCMOTpY, Ja0OpaTOpHOMY W MHCTPYMEHTAILHOMY
(peHtreHorpamma ierkux, Y31, oudporactpoayoaeHOCKONus,
KOJIOHOCKOITHS 1 JIP.) CCIIEAOBAaHISIM BHYTPEHHUX OPTaHOB Ha
MpeaMeT OHKOTOMCKa. [Ipy HeoOXOMMMOCTH TIPOBOAMIN KOH-
CYJIbTAllUM CMEXHBIX CIIEIMATUCTOB: TeparneBTa, OTOJapMH-
rojiora, TeMaTojiora, ypoJiora, oHKojiora. OUeHUBAIM COCTOSI-
HUE IJIa3HOTO JHA, IIPOBOIWIN o(TaabMoMeTpHio 1o [epTento
JUISL OTpeieNieHts] BBIPaXXEHHOCTH 3K30(hTalbMa B MUJUTUME-
tpax. [IpoBoOMIM CITUPATBHYI0 KOMITBIOTEPHYIO TOMOTpaduio
(CKT) na ammapare Light Speed Pro 32 (GE MEDICAL
SYSTEMS), MPT-uccnemnoBanue roJoBHOr0 Mo3ra 1o CTaH-
JapTHBIM TIpOTpaMMaM, a TaKXe MAarHHTO-Pe30HAHCHYIO
(MP)-anruorpacduto Ha anmapate Vista Polaris (Picker, CIIIA)
C HanpspxeHueM MarHuTHoro 1ot 1 T, B matu ciayyasx mpo-
BOIMJIM TUCTOJIOTUYECKOE MCCIIeI0OBaHKE MaTepuaa, oJTyJeH-
HOT'O MHTPAOIIECPAIIMOHHO JIM IIPH IIPOBEICHUN OUOTICHH.

Pe3ynbratni u 00cyxnenmne

B cBomHOI#1 Tabm. 1 TIpencTaBaeHB! HeMorpaduuecKre TaHHbBIe,
KJIMHUYECKKE CUMIITOMBI Y 00CJI€IOBAHHbIX MALIUEHTOB, JIOKA-
JI3aIUS YU TUCTOJIOTUST OITYXOJTH, @ TAKKE METOMBI JIEUCHMS.

Kaxk crenyer u3 Tabin. 1, B uccnenoBaHHOM rpymme ObL10 9 XeH-
IMH M 6 MYX4YWH, CpPedHWii Bo3pacT cocTaBui 59,0 Jet.
B 10 (66,6%) ciydasx MaTtoJOrMyecKuii MpoLecc HOCUI Tep-
BUYHBINA, a ¥ 5 (33,4%) maleHTOB — METacTaTHYeCKUH Xa-
paxTep co cleayloleil IoKamM3alueii paka: MoJIouHast xxene3a
(2 yen.), 6ponHxu, mpoctata U MeaaHoMma (mo 1 uen.). Ilep-
BUYHBIE OIYXOJM TOJMOBHOrO Mo3sra, mMurtupylonme CTX,

Tabnmua 1: ﬂemorpad)mqecme [NIaHHbIE, KNUHUYECKNE NPOABNEHNS, NOKaNU3aLIM] ONyX0NK, rUCTONOTUS 1 BblﬁpaHHbIVI METOA NEYeHna y 06CNE10BaHHbIX NALMEHTOB.

BoeneveHune yepenHbix HEPBOB,
Mon, Bo3pact Jlokanu3zauus onyxonu Tmctonorus Mertop nevyeHus
KJIMHNYECKUE NPOSIBJIEHUS
M., 57 net I, V1", VI cneBa, 3k30¢pTaibM KPbISIO KIMHOBUHOMN KOCTU nmmdoma NoNMXUMMoTEPanUs
M., 60 net Il, IV, V1, VI cneBa, ak3odTansm KPbISO KIMHOBUAHOM KOCTU HeBpPUMHOMA yaaneHue onyxonu
X., 40 net I, IV, V1 cnpaga, ak30pTanibm KPbIIO KIMHOBUAHOMN KOCTU MEHMHI1oma raMmma-HoX
X., 60 net I, IV, V1 cnpaga, ak30dpTansm napacennsipHas obnactb MEHUHIMOMA yaanexue onyxonu
X., 58 net ll, V1 cnpaga, ak30¢pTansm BUCOYHas Aonsi MEHUHI1oma yaaneHue onyxonu
X., 78 net lIl, V1, VI cnesa, ak3odranbm, xemo3 peLueTyatas KocTb, 0pbuTa, HOCOBAs MONOCTb - CUMNTOMATUYECKOE
X., 81 rog Il, IV cnpasa KPbIIO KIMHOBMAHON KOCTW, OCHOBHasA nasyxa - CUMMTOMATUYECKOE
X., 87 net I, V1, IV, VI cnpaga, ak3odTanbm, XeMo3 opbuta - CUMNTOMATUYECKOE
M., 46 net I, IV, V1, VI cneBa, 3k30¢pTanbm, Xemo3 opbuTa, peleTyaras KocTh - CUMINTOMATNYECKOE
X., 61 rog I, IV, V1, Vl cnpaga KPbISI0 KIMHOBWAHON KOCTY - CUMMTOMAaTNYecKoe
paK MOJIOYHOIA Xenesbl, MeTacTasbl
X., 52 roga II, 1Il, IV, VI cneBa o - CUMMTOMATNYECKOE
B KQBEPHO3HbINA CUHYC, OCHOBHYIO Nasyxy
aK MOJTOYHOM Xene3bl, METacTasbl B KOCTH
X., 53 roga lIl, IV, V1, VI cnpaga, ak3odTanbm P - CUMMTOMATNYECKOE
OCHOBaHMS Yepena
M., 19 net Il, IV, V1, VI cneBa, ak3odTanbm MeJlaHOMa KOXW, MeTacTas B opouTy - CUMMTOMATNYECKOe
M., 66 net lIl, IV, V1, VIl cnpaga, ak30dTabm pak GpOHX0B, METACTA3 B TENO KIMHOBMAHOMN KOCTM - CUMINTOMATNYECKOe
pak npocTatbl, MeTacTasbl B KOCTM OCHOBaHUS
M., 68 net lll, V1, VI cnpasa, ak3odtanbm, Xemos - CHUMMTOMATUYECKOE
yepena, Ta3a, N03BOHKM

*V1 — 1-q BetBb V/ Napbl YepernHbix HEPBOB.
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Yale UCXOAWIH U3 OOJIBLIOTO UM Maloro KPbUIbEB MO0 Tea
KJIMHOBUIIHOW KOCTH, pexXe M3 MapacesIsipHOi 001acTu miu
0azabHBIX OTHEI0B BUCOuHOM moin. Y 3 (20%) maumeHToB
OIyXOJIb MEPBOHAYAIBHO ObLIa JIOKATU30BaHA BHE CTPYKTYD
HEepBHOI cucTeMbl (0pOUTa, STICHKM MPUAATOYHBIX Ta3yX), HO
3aTeM IpU MHTPaKpaHWAJbHOM MHBAa3WBHOM DOCTE BbI3Basa
MOpaXeHHe YeperHbIX HEPBOB, MPOXOAIIUX Yepe3 BEPXHION0
[JTa3HUYHYIO IIeNb, a TaKXKe MPOSBISACH 3aTPYTHEHHUEM HO-
COBOTO JIbIXaHMsI, HOCOBBIMU KPOBOTEUCHMSIMU U CHIXXEHUEM
3peHusl.

OCHOBY KJIIMHUYECKOM KapTUHBI Y BCEX TMAIIMEHTOB COCTABUIN
IJ1a30[BUTaTeIbHbIE HApYIIEHUs! (IUTUIONUsI, CTPadbu3M, orpa-
HUYEHWe ABKEHMS IJ1a3Horo s60Ka) 3a cuet nopaxeHus 111,
IV u VI naps! yepenHbIx HEPBOB C OJHOW CTOPOHBI (ClieBa WK
CIIpaBa), HO B PasIM4HbIX coueTaHusix. B 13 (86,6%) cnyuasax
HaOJIofaI TUIIMYHBIA HelponaTuyeckuil 60eBoil CHHAPOM
MIPEUMYIIIECTBEHHO B JIOOHOW 00JacTH, BapbUPOBABIIMI MO
UHTEHCUBHOCTU OT JIETKOTO O PE3KO BBIPAXEHHOTO 3a CYET
nopaxeHusi I BetBu TpoiiHuyHoro Hepsa (V1). Tommdecku
MIOJIHBIA OJHOCTODOHHMI CHHAPOM BEpXHEW NJIa3HOM LIEIU
y 00CIeqoBaHHbIX MALMEHTOB OB TOJBKO Y 7 well. (46,6 %),
B OCTaBIIMXCSl CIyyassix OH HOCWJ MaplMaJbHbIiA XapakTep.
Kpome storo, y 12 narueHToB ¢ omyxojsamu (80%) Habmomaics
aKk30¢TabM, y 5 ven. (33,4 %) — xemo3, y 1 ven. (6,6%) — cHU-
xenue 3peHus, uto mist CTX HexapaktepHo. Bo Bcex cinyvasix
JIMAarHO3 OIyxoiu ObLl moxTBepxaeH mpu mposeaeHun CKT
(MPT) ronoBHoro Mo3ra. Iucronorus omyxoneil 1Mo pasHbIM
MpUYMHaM OblTa M3yyeHa TOJbKO Yy 5 MAlMEHTOB: U3 HUX B
3 cyyasix xapakTep MUKPOCKOTTIMYECKOI KapTHHBI COOTBETCTBO-
BaJl MEHUHTUOME, O | ciydato — HEXOIXKUHCKOM TuMbome U
HeBpuHOMe. B 3-x ciryyasx ObL10 Mpou3BecHO TOTAIbHOE ya-
JIEHWE OITyXOJIU TTyTeM KPaHMOTOMUU Yepe3 MOIBUCOYHBIN J0-
CTYII, Y OTHOI1 MALIMEHTKN — C TIOMOII[bIO TAMMA-HOXa, y OJHO-
0 YyesoBeKa MCIOMb30BaHa MOJMXUMUOTEpPANus, Y OCTaIbHBIX
TIAIEHTOB TTPOBOIMIACKH TOIBKO CUMITTOMATUYECKAs TEPATTHS.

Bribop HamboIee pamgMKaabHOTO XMPYPIHICCKOTO METOIA Jie-
YeHUsI, 10 HallleMy MHEHMIO, 3aBUCHUT OT MHOXeCTBa (PaKTOPOB,
HO B MEPBYIO O4Yepeb OT Pa3MepPOB U JIOKATM3AIUU OIyXOJIH.
[Tpu rIyOMHHOM pPacIOIOXKEHUH, BOBICUCHIH B ITATOJIOTIYC-
CKUI1 MpolLIecC CTBOJIA TOJIOBHOTO MO3Ta MJIM OOJBILIOM 00beMe
OITYXOJIU 11e1ec000pa3HO MPOBOAUTH MapIMalbHOE YIaNeHue,
a HepeOKO — TOJNBKO e¢¢ OMorcuio. MBI COMMOApHEI ¢ MHe-
nueMm B. Beraldini u coaBrt. [6], 4TO y HEKOTOPHIX MAaLMEHTOB
ylaJieHue OIMyXoau Mogo0HOM JIOKaIM3aluy HeOOIbIINX pa3-
MEpOB MOXKHO ITPOBECTH C IIOMOIIBIO SHIOCKOIA, MCITOIB3YS
TpaHCHa3aJbHBIN JOCTYM. Psin mcciemoBatesneit peKOMEHIYIOT
WHBIE XUPYPTUUECKHE TOCTYIIEL 1) TpaHCMaKCHJIISIPHBIA 9KC-
TpagypaNbHBIA, 0COOCHHO IS HEBPUHOM C He3HAUYUTEITHBHBIM
MHTpaKpaHUATbHBIM pacrpocTpaHeHHeM; 2) T0OHO-BUCOYHBII
WHTPAIypaJbHBIN TP OIYXOJISIX ¢ HEOOJBIINM 3KCTpaKpaHH-
AITbHBIM POCTOM; 3) TPECUTMOBHIHBIN B KOMOMHAIINH C TPAHC-
MaKCUJUISIPHBIM [2].

B vactu ciayvaeB (pu MasibIX pa3Mepax OIyXoJu) albTepHaTh-
BOM XMPYPTHMIECKOTO BMEIIATETHCTBA MOKHO pacCMaTpPHUBaTh
PAIMOXUPYPIUIO C MOMOILbIO FAMMa-HOXa, OMHAKO B HAILER
CTpaHe 3TOT METOJI JICYUCHMSI TI0Ka LIMPOKO He AocTyreH. [Ipu
reHepaIn30BaHHOM OHKOJIOTMYECKOM ITpoliecce (MHOXECTBEH-
Hble METACTa3bl B TOJIOBHOM MO3T MJIM KOCTH Yepelna) CUMTaeM
OIEPAaTUBHOE BMEIIATEIbCTBO HE MOKA3AHHBIM.

HJ’[H WTIOCTpalliu 0CODEHHOCTEH KIMHUYECKOI KapTHUHLI,
JIOKaIM3aluu U TUCTOJOIMH pPa3jTUYyHbIX BUI0B or[yxoneﬁ B
obnacT T'OJIOBBI, KOTOPBIC MPOABIATNACH KIMHUYECKUMU CUM-
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ntoMamu, cumyaupys CTX,
MIPUBOAUM HECKOJIBKO KIH-
HUYECKUX MPUMEPOB.

Hayuenmxa 1., 78 ner,
MOCTYIIIA B HEBPOJIOTH-
JecKoe OTIENIeHHE C Kallo-
0aMu Ha yMepeHHble 001
B obiactu opOUTHI U Jiba
ClieBa, YYBCTBO  «BBIIHU-
paHus»  JICBOTO  IJIa3HO-
ro s010Ka, JBOGHHE TIpU
B3IJISAZIE BO BCE CTOPOHBI, 3a-
JIOXEHHOCTb M HEMOCTOSH-
HOE KPOBOTEUYEHWE U3 JIEBOI
MOJIOBUHBI HOca. bosbHa
OKOJIO Mecsilja, Korga To-
JIOCTPO Pa3BUJIOCH JBOCHUE
npeaMetoB BieBo. CrycTs
2 Helead TMPUCOSTMHUIUCDH
00JT1, BBITISTYMBAHKE JIEBO-
0 TJIa3HOTO S10J10Ka U MTO3.
B teuenue mocnenHux 6 Mec oTMeYasa 3aJl0XEHHOCTb U Kpo-
BOTEUYEHUS M3 HOCa CJieBa, 3HAYE€HWsI KOTOPOMY He TIpHiaBaa.
N3 npyrux 3abojieBaHMIl OTMEYAET MIIEMUYECKYIO 0OJIE€3Hb
CepaLa, MapoKCU3MAJbHYIO MEPLIATENbHYI0 apUTMUIO, apTe-
PUMANBHYIO TUTIEPTEH3UIO, ANIeHAIKTOMUIO, ITTOTUIISKTOMUIO
Hoca cjea. [Ipu moctyrieHuu obliee COCTOSHKUE YIOBIETBO-
putenbHoe. [TalMeHTKa MoBbIlIeHHOTO MUTaHus. BapukosHoe
pacImpeHre BeH HIDKHIX KOHEUHOCTel ¢ TpO(UIeCKUMH Ha-
pylIeHMAMHU KOXu. AprtepuanbHoe mapieHue 140/80 mm pt.
cT., mynbe 50—56 B 1 MuH, puTMuuHbIA. HeBponornuecku: B
CO3HAHMHU, OPUCHTHPOBAHA B MECTe M BPEMCHM, KOTHHTHB-
Hble (DYHKIIMM HE3HAYUTENBHO CHIDKEHBI M COOTBETCTBYIOT
Bo3pacTy. Dk30¢TanbM cieBa A0 22 MM, nTo3 ciea IV cre-
MeHW U BhIpaXeHHBIN xeMo3 JieBoro Beka (puc. 1). He moBo-
JIAT JIEBOE IJIa3HOE S0JI0KO KHAPYXW, BHYTPb, BBEPX. 3pauku
D=S. YMmepeHHast 00Jb Mpy ManbhalMy B TOUKe Bbixoma I-it
BETBYM TPOMHMYHOTO HepBa cjieBa M TUIECTE3US B 9TOM JEp-
Matome. Cuia B KOHEYHOCTSX JOCTATOYHAS, MBIIICUHBIHA
TOHYC He M3MeHeH. IlTybokue pediekchl Ha HOrax He BbI3bI-
BAIOTCS, OUCTANBHBIA THUI PacCTPOMCTBA UYBCTBUTEIBHOCTH
[0 THUIY <«HOCKOB», MATOJOTMYECKMX CTOIIHBIX 3HAKOB HET.
Koopaunauust He HapylieHa. OOILEKIMHUYECKUI aHaU3
kposu: COD — 28 mm/4, reMornoouH — 129 r/x, Tpombonm-
bl — 249%10°/71. BrOXMMWYeCK1it aHaTK3 KPOBU: MOYEBUHA —
9,8 MMonb/11, KpeatuHUH — (0,1 MMOJIb/J1, OCTaJIbHbBIE TIOKa3a-
Tean B HopMe. OKYITUCT: Ha TJIA3HOM JTHE OVCKH 3PUTETBHBIX
HEPBOB OJICTHO-PO30BbIC, YSTKUE, APTEPUU U BEHBI PaCIIMpe-
HBI, U3BUTHL. KOHCYIbTaLIMs Top-Bpayva: jieBast MOJIOBMHA HOCA

puc. 1: Maupentka LL., 78 ner, ¢ auarHo3om;
OMyXoNb  KNVHOBWIHOI Nadyxu C
POCTOM B MOIOCTb HOCA ¥ BEPXHIOK
FAa3HMYHYIO LLENb CReBa.
(OTMEYaITCA NOMHbIA MTO3, 3K30(TALM
NIEBOr0  rMagHoro S0NI0Ka,  BbIPAXEHHbIil
xemo3. [lpoBeseHa TamnoHaga nomoCTH
HOCA B CBSI3Y1 C KDOBOTEYEHYEM 13 OMYXONH.

puc. 2: MPT ronioBHOMO MO3ra C KOHTPACTUPOBAHUEM (MTALMEHTKA Ha puc. 1).
A, b: obbemHoe 00pasoBanue YKasaHHOM BbIWE JIOKANM3ALMM DPa3MEpaMM
36%53%57 MM (CTpenku).



OPUTMHAITBHBIE CTATBIA. KnuHwyeckas HeBponorust

00TyprpoBaHa OOBEMHBIM O0Opa3oBaHUEM OJIEAHO-PO30BOTO
1IBeTa, KOTOpOe KPOBOTOUMT Ipu KoHTakTe. MPT rojoBHOrO
MO3ra: B IPOEKIIMU PelIeTYaToOl KOCTU C paclpocTpaHeHUEM
Ha JIEBYIO OpOUTY, JieBble OT/IEbI MOJIOCTH HOCAa U MHTPAKpa-
HUAIbHO B IPOCBET BEPXHEil INIA3HUYHOIA 1LEIU OMpeenseTcs:
MaccuBHOE 00BbEMHOE 00pa3oBaHue pasMepaMu 36x53%x57 mu,
HakaruiMBarouiee KOHTpacT (puc. 2). OHKOMOWCK He BbISBUI
HOBOOOpa30BaHUII BHYTpeHHHMX oOpraHoB. OcMOTpeHa IOp-
OHKOJIOTOM, PEKOMEHIOBaHA CHMIITOMATUYECKas Teparus
C YU4eTOM BO3pacTa M COIYTCTBYIOIIEH CEpAeYHO-COCYIUCTOMN
MaTOJIOTHHU. YMepIa goMa ciryctst 10 mHelt mocie BBIHUCKH.

Takum 00pa3oM, Y MallMEHTKU BEpOSATHO OblTa pakoBas OITy-
XOJIb, TIPEATOTOKHUTEIbHO MCXOASIIAS M3 PEelIeTIaTOl KOCTH
(MM KTMHOBUIHON Ia3yxu), KOTOpas MpHU OBICTPOM 3KCTpa-
KpaHUATbHOM MH(DUIBTPATUBHOM POCTE OOHApyXKeHa MpU BU-
3yaJbHOM OCMOTpE B IOJIOCTU HOCA, TPOSIBIISASCh KPOBOTEUE-
HueM. MIHTpaKpaHWATbHEIA POCT OMYXOJIM BRI3BAJT MOPAXEHUE
YepeNHbIX HEPBOB, MPOXOMSIINX Yepe3 BEPXHIOK TIa3HUIHYIO
nrenb cieBa (I-s BeTBb TPOWHWUYHOTO HEpBa, OTBOISIINIA, Ya-
CTUYHO TJIA30IBUTATEIbHBIA HEPBBI), a TakkKe 3K30(DTaTbM
U 3aTpyIHEHUE BEHO3HOTO OTTOKA (TPOSBMBIIEECS XEMO30M)
13 JieBoii opOuThl. TakKe y MalMeHTKH BBISBIEHA CEHCOPHO-
apediekTopHas (ITapaHEeOILIaCTUYECKAsA?) ITOJMHEBPOIATHS
B KOHEYHOCTSIX. B TaHHOM cJy4ae oImyXoJsb B 00JIACTH TOJIOBHI
TIepBOHAYAILHO ObLIa PACITONOXEHA BHE HEPBHOM CCTEMEI, HO
TIPY YBETMUCHUU B pa3Mepax BbI3Baja KIMHUYCCKUN CHMIITO-
MOKOMIIIEKC, XapakTepHsiii st CTX.

Ilayuenmka b., 53 Toma, TOCTyIuIa B HEBPOJIOTMYECKOE OT-
JeNieHue ¢ XKajobaMy Ha OIyIleHWe BeKa CJIeBa, IBOCHHUE TIPU
B3IJISAZIC BO BCE CTOPOHBI, MHTCHCHBHYIO 00Jb B JIOOHOM 00/1a-
CTH cJIeBa, OOIIIYIO CIa00CTh, TIOXyIaHKE, OTCYTCTBUE allNeTUTa.
Cyuraet ce0s1 00JIbHON B TeUeHUE 3 Hell, KOoraa ocTpo Ha (hoHe
TIOBBIIICHNS apTepHanbHOTo maBiaeHus mo 150/80 MM pr. cT.
CHayvaJia pa3BUJIOCh IBOCHHUE, & YePEe3 HECKOJIBKO THEH OIMyCcTH-
Jioch JieBoe Beko. C 1oo3peHrneM Ha MUACTeHUIO aMOY/TaTOPHO
Ha3HavYeH KaauMuH 180 MT/CyT, ITocIe 4ero oTMevana KpaTkoB-
pPEMEHHOE YIy4lIeHHe, HO 3aTeM MPUCOEIMHIINCH BbIpaXKeH-
Hble 00J11 Bo J10y cneBa. [Ipu npoBeaeHuu ambyaatropHo MPT
TOJIOBHOTO MO3Ta IIaTOJIOTMH He BBIABICHO. [ocmmTanm3mpo-
BaHa B IIaHOBOM mopsinke. M3 paHee nepeHeceHHBIX 3a00J1e-
BaHMIA: paK MPaBOil MOJIOYHOM 3KeJie3bl ¢ KOMOMHUPOBAHHBIM
JIEICHIEM TI0 3TOMY ITOBOY (MAaCTIKTOMUS, XUMHO- 1 JIy4eBast
Tepanus) 2 roga Hasaa. HaOmomaercst oHkostorom.B mocnen-
HUE HECKOJIbKO MeCsIeB OTMevaia oOIIyio ¢l1abocTh U ToTe-
pio amretuta. [1py MOCTYIUIEHNH 00IIIee COCTOSTHIE OOIBHOIM
yIoBJIeTBOpUTeNbHOE. IlallMeHTKa TOBBIIIEHHOTO ITUTAHUSI.
KoxHbie mokpoBbl OeaHbie. Ilepudepuueckue aumbarnye-
CKUeE Y37IbI He YBemueHbl. ApTepraibHoe napieHue 120/80 mm
pT. cT., mysbc 80 B 1 MuH, puTMUuHBIiA. HeBponornyecku: B co-
3HAHWM, OPMEHTHPOBaHa, afekBaTHa. YepermHble HEPBLL: MTO3
II crerrern cireBa, nerkwuii (21 MM) 3K30(hTanbM, TBIXKCHMS JIe-
BOT'O IJIa3HOTO SI0JI0KAa OrpaHMYEHBI BO BCE CTOPOHBI. 3pavyku
S>D, peakist 3paykoB Ha CBET COXpaHeHa. YMepeHHas1 00-
JIe3HEHHOCTh TIPH TTAJBIIAIIMK B TOUKe BbIXoma | BeTBU Tpoii-
HUYHOTO HepBa ClieBa U TMIecTe3usl B 3ToM aepMarome. Cuna
B KOHEUHOCTSIX JOCTATOYHAsI. MBIIICUHBII TOHYC He M3MCHEH.
KoneHHble, axiUIoBE pedieKChl PaBHOMEPHO OCIAONICHEI,
JyBCTBUTEILHOCTh He HapymieHa. KoopmuHaTopHbIE MpPOOBI
BBITIOJTHSIET VIOBJICTBOPUTEIILHO, B ITpoOe Pombepra yeroitunba.
O6mexmHnIecKuii aHamm3 Kposu: COD — 22—-28 mm/4. bro-
XMMUUECKUI aHaIu3 KPOBU: JakTaTaeruaporeHasa — 2855 ME
(nopma 10 400 ME), C-peakTuBHbBII 6e710K — 4+, ocTalbHbIE
mokazatenn B HopMe. OKy/IMCT: Ha IJIa3HOM ITHE IUCKH 3pH-
TeJbHBIX HEPBOB THIIEPEMUPOBAHbI, OTEUHBIE, KOHTYPHI pa3-
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Onyxomu TOn0BbI, UMUTUpYIOLLME CHHAPOM ToNOCk—XaHTa

puc. 3: CnupanbHas KT ronosHoro Mo3ra naumentku b., 53 roga, ¢ auarHo3om:
paK NpaBoil MOMOYHOA Xenesbl (COCTOSHME mMocne KOMOMHUPOBAHHOMO
NEYEHMA) C MHOXECTBEHHBIMM METAcTa3aMu B KOCTW CBOAA W OCHOBaHMS
Yepena.

A, B: BO BCEX KOCTSX CBOA M OCHOBAHWS yepena, GOMbLUE CeBa, BbIBASIOTCS

MHOXECTBEHHbIE MENKVE 04aryl IECTPYKLMM (CTPEnku).

MBITBI, IEPUIATTMIIIIPHO KPOBOM3NUSHUS, O0Nee OOIIMPHEIE
Ha JIEBOM IJ1a3y, apTepUHU CYKEeHbI, BEHbI PACIIMPEHBI U U3BUTHI.
CrnupanbHast KT. Bo Bcex KOCTSIX CBOIa M OCHOBaHMS yepera,
OoIbllie ClieBa, BBIABISIOTCS MHOXECTBEHHBIC MEIKHE O4Yaru
ngectpykuuu (puc. 3). OcmorpeHa B HUM onkosioruu; B cBsI3n
C PacHpOCTPaHEHHOCTbIO MATOJOTMYECKOrO Mpoliecca pPeKo-
MEHIOBaHa CUMIITOMaTHYeCKas Teparmsl.

Takum 00pa3oM, y MalMEeHTKH Yepe3 2 rofa Mocjie KOMOMHM-
POBAHHOTIO JIEYEHHsI paka MpaBoit MOJIOYHOM Xese3bl Habo-
JIaJIoCh TIPOTPECCUPOBAHUE TIPOLIECCA B BUAE MHOXECTBEHHBIX
METacTa30B B KOCTH CBOIAa M OCHOBaHMS Yepera, KOTOpHIC
KJIMHUYECKU TPOSIBUIMCH CUHAPOMOM BEpXHEl TIa3HOI 1eu
crneBa (ToTajgbHasd OQTATBMOIUIETHS, 3K30(TaabM, XeMO3)
1 JIMKBOPOIMHAMMYECKIMHU HAPYIIEHUSIMU TIPU UHTAKTHOCTH
BELIECTBA T'OJIOBHOIO MO3ra. B jutepaType aHajJorMyHble Ha-
OJTIOIEHUST OTIMCAHBI Y TIALMEHTOB C PAKOM JIETKUX, KaplIMHO-
MOi1 TMMyca U MenaHoMO#. Bce mccnemoBarenu nomyepkuBa-
10T Y 3TUX MaLMEHTOB 0oJiee ObICTPHIN MpOrpece KIMHUYECKUX
CUMITOMOB U Xy[IIWii mporHo3 [1, 4, 8, 13]. Beibop Tepanuu
METacTa30B B 00,1aCTb NIepeAHEN U CpeNHEN YepEemHO-MO3TOBbIX
SIMOK MOXET OBITh ClIeJIaH HE TOJIbKO B MOJIb3y CUMIITOMATUYE-
ckux MeTofioB. [TpemioxeH Takxe MyJbTUMOIATBHBIN TTOIXO0]
B BUJIe KOMOMHAIIMM XUMUOTEPAITUY U JIy4eBOU Tepanuu mep-
BUYHOH OMyX0JU, KOTOpast COYETAETCs C MUKPOXUPYPTUYECKOIA
pe3eKurell U Mocnenyomeil cTepeoTakCu4eckon panuoTepa-
nueit metacTasos [12, 13].

Hayuenm B., 57 net, Haxoguiics Ha JIeYEHUU B HEBPOJIOTHYE-
CKOM OTIEJEHUM IBaXbl. 3a00ea ocTpo 0e3 BUIMMON MpHU-
YUHBI, KOT/JIa IOSIBUJIUCH OOJTM B IOOHOI 00J1aCTH ClIeBa U IBOE-
Hue. CrycTs HECKOJNBKO AHEH MpU IMepBOil TOCIUTANU3alK
OTMeyvaJicsl TTo3 cieBa | cTemeHM, cxomsiieecsi KOCOIJa3ue,
OTpaHWYEHUE OTBENEHUsI JIEBOTO TJIA3HOTO sI0JI0Ka KHAPYXH,
yMepeHHasl 00J1€3HEHHOCTb TIPY MajbMaly B TOUKE BbIXOIA
I BeTBU TpoiiHMyHOro Hepsa cieBa. MPT rojoBHoro mMosra
n MP-anruorpadusi He BBISIBUWIM MATOJOTMU. [IMarHOCTUpO-
BaH MAVOINATUYECCKUI CUHAPOM BEPXHEN IJIa3HOM LIENN CIIEBa,
Ha3HayeH MpPEIHU30JIOH B 03¢ 1 MI/KT Macchl 1O aJbTepHHU-
pytomieit cxeme 6e3 achdexra. CrycTst MecsiIl TTOC/e BBIMUCKA
COCTOSIHME YXYIIIMJIOCh: YBEIMYMIUCH 00MM B JIOOHOH 00-
JIACTH, YCYTyOWIMCh IJIa30[BUTATebHbIE HAPYLICHMS, TIPH-
COEIMHUITNCH YYBCTBO «BBIMTMPAHMSI» JIEBOTO TIa3HOTO 510710Ka,
ChIlb HA TYJOBUIIE M MEPUOAUYECKOE TMOBBILICHUE TeMIepa-
Typbl Tena a0 38°C. [Ipy MOBTOPHOI TOCTIMTANIU3AIIMU COCTOS -
HUE MalueHTa ObUIO YIOBIETBOPUTEIbHBIM, CO3HAHUE SICHOE.
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puc. 4; MPT ronoHoro mo3ra mavyenta B.,
57 net, ¢ AMarHo3om; B-knetouas
KPYMHOKNETOYHAS  HEXOMKKMHCKas
- Y 30 mmdoma.

A-B: B oKLY TeNa 1 KPbla OCHOBHOI KOCTY CeBa OMPEAENSeTCs U3OMHTEHCUBHOE

Ha T, oGbemHoe 00pasosarme 37x20x15 MM C PAcTpOCTpaHEHEM B MeuanbHbie

0T0e/bl CPEnHelt YePEnHOIA MKV, HAKANAMBAIOLLEE KOHTPACT (CTPENKM); CUGOH NIEBOi

BHYTPEHHEH COHHOI ApTEpUN BIIETEH B CTPOMY OMYXOIX.

Ha xoxe TymoBuila MeJiKas pacIpOCTpaHCHHAs CBIb. YBe-
JIMYEHBl M CJIeTKa OOJIe3HEHHBI INeiHbIE W HATKIIOUMYHBIE
miMbarrieckue y3ibl. [leyeHb NMpW Maibllalldd BBICTYIAeT
Ha 3 cM M3-TIom Kpas pebepHoit gyru. HeBpomornuecku: mro3
cnepa IV crenenu, cxomsimeecs: KOCOIasue, He OTBOIUT JIEBOE
IJ1a3HOe SI0JI0KO KHApYXH, B OCTAJIbHBIX HAITPaBJICHUSIX TBUKE-
HUSI He OTpaHU4eHbl. DK30(hTambM cinesa 22 M. 3pauku D=S.
YMepeHHast 00Jb MpU MaNbIIallMKd B TOYKE BbIxoma I-il BeTBU
TPOMHMYHOTO HEepBa ClieBa U TMIIECTE3US B 3TOM JIEPMATOME.
O6mwmit ananmu3 kposu: COD — 35 Mmm/4. UMMyHOTOTHYECKOE
HCCIENOBAHNE KPOBM METOIOM IIPOTOYHOM ITMTO(II0OpOME-
TPUM BBISABAJIO COYETAHHE MOHOKIOHAIbHBIX aHTuTen CII, g
u CII ,, — 1,3% nua3maTuyeckux KieTok 6e3 Npu3HaKOoB KO-
HanbHOCTU U anbdal-dperonporent. [Tpu Y3U u KT opranos
TPYIHOI KJIETK! M OPIOLTHOM TI0JIOCTH YBEJMYECHBI Celie3eHKa,
TIMMOY3THl CPEeNOCTCHMS, KOPHEH IeTKHX, 3a0pIoIIMHHEBIE
1 ToaB3a0IIHbIE TMbOy3asl. MPT rogoBHoro Mosra: B mpoek-
IIMM TeJla ¥ KPblIa OCHOBHOM KOCTH CJIeBa OTPENeIIeTCs N30-
uHTeHcuBHOE Ha T, 00beMHOE oGpasoBanue 37x20x15 MM ¢
pacIpocTpaHEHUEM B MeIMaIbHbIE OTAE/IbI CPSIHEH YepermHoi
SMKY, HakarnauBatollee KoHTpacT. CugoH JieBoil BHyTpeHHe
COHHOI apTepyH BIUIETCH B cTpoMy orryxonu (puc. 4). Ocmo-
TPEH IeMaToJOroM, OHKOJIOTOM. BrInonHeHa OuomcHs oImyxo-
JIM Y HAAKJIIOUMYHOTO IuMdaTruyeckoro ysia. B odboux ciyya-
SIX TUCTOJIOTUYECKAst KapTUHA COOTBETCTBOBATA B-KieTouHOI
KPYITHOKJIETOUHOI HeXOMKKMHCKOM muMdbome (puc. 5). Ilepe-
BeneH B HUU onkomoruu, rae mposeaeHo 3 Kypca XUMHOTe-
parmui; ukinodocdan, MabTepa, TOKCOPYOMLINH, BAHKPECTHH,
MpeTHM30JI0H. M3BeCTeH KaTaMHE3 B TeUeHME 8 MeC: COCTOSIHUE
TalyeHTa YayqIioch, HabIloIaeTcs MOMHBIA perpecc 1To3a,
MCUYEe3HOBEHME 0OOJeii BO JI0Y, COXpaHSeTCs JIETKOe OrpaHrde-
HUE TOABUXKHOCTH JIEBOTO [JTa3HOTO SI010Ka KHAPYXU.
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puc. 5: Tuctonorus 06bemHoro 06pa3oBaHys roNOBHOMO MO3ra y nauuenTa B.
Bce norne 3peHust 3anonHeHo HOMbLLIMMI HEOMNACTUYECKUMM B-nuMpoLMTaMM,

B onucaHHOM HaOIOIEHNY Y TIAIIMEHTA OCTPO Pa3BUIACH M30-
JIMPOBaHHAs KIMHIYECKAs KapTHHA TIOPakKeHMsI YePETHBIX He-
psoB 111, V1, VI, uro cootBercTtBoBaio CTX, U mpu 3TOM He
ObL10 BBIsIBIEHO U3MeHeHuit mpu MPT ronosHoro moasra. Ilo-
MIBITKA TPOBEIECHUS Kypca MpeTHU300Ha 0Ka3atach Headdek-
TUBHOM, yTo HeTUNU4HO A1 CTX. Cryctst Mecsil, IpUCcoeam-
HWJIACh TEMATOCTIIEHOMETANNS, TUM(pOaNeHOTATHS; Ha 3TOM
(hoHE YCyTyOMIMCh CUMIITOMBI TIOPaKEHHUS BEpXHE TIa3HUY-
HOW ILeIM, MPUCOSAMHIICS 3K30(TaabM. Torma e BIEpBbIe
npu MPT ronoBHOTro Mo3ra BBISIBJICHA OMTYXO0JIb, TIPEAMONI0XM-
TeJIbHO MEHMHIHMOMA KpBhlIa OCHOBHOM KocTH. OJHaKO MpoBe-
JIEHHOE TMCTOJIOTMYECKOoe MCCeA0BaHE TIO3BOIMIO MOATBEP-
JIWTh OOIIYIO TPUPOIY PA3TMIHBIX KIMHUYCCKHUX TPOSBICHUIA
3a00JI€BaHuUS, BBICTABUTh AUAarHo3 muddysHoii B-kieTouHoii
KPYITHOKJIETOUHON HEXOMXKUHCKON JUM(OMbI, Ha3HAYMTh
MATOTEHETUYECKYIO TEeparuio, TOOMThCS CHavyala CTaOWITn3a-
LM TIpOIlecca, a 3aTeM ero perpecca. [Toxoxee KIMHMYECKOE
HabJoieH1e MaiyeHTa 48 JieT ¢ CUMITTOMaMU CUMYJIAPYIOLIM-
Mu CTX, mpuuMHOI KOTOPOH SIBUJIACh 3KCTpaMemyJulspHast
miasmouunToma, onucaHo K. Shengwen u coasr. [11]. B mpen-
CTaBIEHHOM MMM CIy4ae TakXe NOCTHIHYTO 3HAYMTENbHOE
YIy4IIeHWe COCTOSTHUS MAllMEeHTa MOoCye Kypca XMMUOTEePaITiy
(BUHKpPECTHH, aIpHaMHUIINH, TeKCaMeTa30H) ¢ MOCICIyIONIei
ayTOJIOTMYECKOM TPaHCIUIAHTallel CTBOJIOBBIX KJIETOK.

TakuM 00pa3oM, MepBIMYHBIC W BTOPUYHBIC (MeTacTaTHye-
CKHE) OMyXOJX B 00JACTH TOJOBHI, MOTYT IIPOSIBISITBCS CHM-
MITOMOKOMILJIEKCOM, KOTOPBIi HarmmoMuHaeT TakoBoii mpu CTX.
Hamn ximHImIecKuii OTBIT 1 TUTepaTypHbIe JaHHbBIE YKa3bIBalOT
Ha TO, UTO B CJIyYasiX pa3BUTHS YACTHIHOTO WM MOJTHOTO CHH-
JpoMa BepxHell TIa3HUYHOM IeIM AlMeHTHl B 00513aTeIbHOM
TOPSIKE TOJDKHBI ITOABEPTaThCs TIIATETEHOMY KOMILIEKCHOMY
KIMHUKO-HENpOBU3YaIn3alliOHHOMY 00CIeIOBAHMIO HA TIpe/I-
MeT UCKJIIOUEHUS OHKOJIOTMYECKOro XapakTepa mpoiecca. [Ipu
TOATBEPKICHAN TAKOBOTO B KAXKIOM MHIMBUIYATLHOM CITyJae
pelaeTcs BOMPOC O BLIOOPE afieKBATHOIO METO/IA OIIEPATUBHO-
o 1100 KOHCEPBATHBHOTO (B T.4. CAMIITOMATUYECKOT0) METOIA
JIeUCHNSL.
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Head tumors simulating the Tolosa-Hunt syndrome

V.V. Ponomarev, A.E. Baranowskiy, Yu.V. Sytyi, S.V. Zaretskiy

Belarusian Medical Academy of Postgraduate Education, 5th Clinical Hospital (Minsk, Republic of Belarus)

Keywords: Tolosa-Hunt syndrome, primary and metastatic tumors of the head, meningioma, neurinoma, lymphoma.

The article presents the results of a clinical neuroimaging study
of 15 patients with rare tumors of the head that were manifest-
ed by symptoms simulating the Tolosa-Hunt syndrome (THS).
These were primary tumors in 66.6% of the cases and metastases
of breast, bronchus, prostate and melanoma cancers in 33.4%
of the cases. The typical localization of these tumors, typical
neurological symptoms, and their features that distinguish these
cases from THS were established. In 20% of the cases, the pri-
mary tumor site in the head in this pathology was found not to

be associated with damage to the nervous system structures. The
growth features in primary and metastatic tumors were specified.
Of 5 histologically proven cases, meningioma was detected in
3 patients, neuroma in 1 patient, and non-Hodgkin's lymphoma
in 1 patient. We discuss indications for surgical treatment, use
of a Gamma Khnife, polychemotherapy, or symptomatic therapy.
Three clinical cases of primary and metastatic tumors of the head
that simulated THS are described.
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IIyHKIIMOHHBIM 5HAOCKOITNYECKU I
METO/, JICYEHU ST OCTPOTO
KOMITPECCUOHHOTI'O KOPEIIIKOBOI'O
00JIEBOIO CUHApPOMA

A.B. Bepmmnun, A.O. T'yma, C.O. Apectos

OIBHY «Hayunviii yenmp nesposoeuu» (Mockea)

Tepxymannas sndockonuyeckas noachuunas oucksxkmomus (PELD, om awen.: percutaneous endoscopic lumbar discectomy) — cospemennas sHoockonuueckas
MeXHOA02USA, NO3BOAAIOUIAS VOGNS SPbIANCU MENCHO3B0HKOBIX OUCKO8 NOSCHUMHOZ0 0MOeAa NO360HOYHUKA, IPHeKMUEHO AeHUmb KOMNPECCUOHHDIT KOPeUK0Bbli
(G01e80i CUHOPOM, MUHUMUSUPOBAMb XUPYPEUHECKYIO MPABMY, MAKCUMAALHO COKPAMUMb CPOK 20CHUMAAU3AYUY, BPEMEHHOU HempyOOCROCOBHOCMU U peaduu-
mayuy nayuenma. B cmamve nposeden anau3 pe3yrbmamos xupypeuteckoeo sexerus 20 nauuenmos ¢ 0CMpbiM KOMIPECCUOHHBIM KOPEUK08bIM 001e8bIM CUH-
dpomom ¢ npumereruem mexnosoeuu PELD, nokazanbi oueguoHbie npeumyuiecmed 0aHH020 6U0a 0NePAMUBHOZ0 GMelamenbCmea, npedcmagaeH XapaKmepHblii

KAUHUMeCK Uil npumep pesyaomamoe Ae4eHus.

Kirouesbie cioBa: MEPKYTaHHAA SHIOCKOMMYECKasd MOACHUYHASA TUCKIKTOMUSA, KOPEIIKOBBIN CUHAPOM, JIEUEHUE.

HACTOSIIIIEE BPeMsI OMHOM M3 CAMBIX PACIIPOCTPaHEH-
HBIX TIPMYMH OOpallieHUs] K Bpady sIBJIseTCs OONb
B criuHe. [JaHHy0 60Jb B Pa3INYHON CTETEHU WC-
nbithiBany 80—100% Hacenenus 3emiun. B Teuenue
roga 6oiM B CIIMHE OTMevaroTcs npuMmepHo y 20%
JHL B Ionyasauuu 1y 50% i TpyLoCIoCOOHOIo Bo3pacTa
[1,4,5,7,9, 12]. B 82-95% ciyyaeB 60/ib B CIMHE SBJISIET-
cs1 BepTeOporeHHou [6, 8], m 3TOT BUI 60N TPEACTABISAET CO-
00l1 aKTyaJibHYyIO MPOOJEMY COBPEMEHHON MeAULUHBI. bojb
B CIIMHE CYLIECTBEHHO OrpaHMYUBAET AKTUBHOCTD MALIMEHTOB,
YXYIIIaeT Ka4eCTBO XU3HM, a B OTACIbHBIX CIIyYasix U3MEHSIET
TICUXO3MOIIMOHANBHBII cTaTyc. B 50% ciydaeB y maIueHToB ¢
JJIMTEIbHO HE KYIMUPYeMoii 00JIbI0 BEpTeOPOreHHOIO XapaKTe-
pa MMEIOTCS TIPU3HAKKM XPOHUYECKOTO MCUX03MOLMOHAIBHOTO
HanpsDKEeHUs1, YTO CYLIECTBEHHO yCyryosieT mpobiemy [2, 5].

Pactymmit TeMIT XW3HU TPYIOCIIOCOOHOTO HACEJIEHUS, OT-
CYTCTBME PpETYJISPHBIX 3aHSATHI JIe4eOHO (PU3KYIBTYpOId,
HenpaBWJIbHOE MUTaHWE M M30BITOYHAs Macca Teja, IucC-
(byHKIINST MBIIIEYHOTO KOPCETa, BO3PACTHBIC JIeTeHEPATHBHO-
IHCTpOGUIECKUe M3MEHEHUS TTO3BOHOYHMKA — BCE 3TO IIPH-
BOAUT K YBEJMUYECHHUIO KOJUYECTBA MALMEHTOB C IPbIKaMU
MEXITO3BOHKOBBIX AMCKOB. BCeMUpPHO TPUHSTBIM «30JI0TBIM
CTAaHIAPTOM» XUPYPTMIECKOTO JIEUCHWS TPBDK MEXKIT03BOH-
KOBBIX JTUCKOB SIBJISIETCSI MMKPOIUCKIKTOMUS. OCHOBHBIE
MIPEUMYIIECTBA SHAOCKOIMMYECKOTO METOfa IO OTHOIICHUIO
K TPagWLIUOHHBIM MOXHO C(hOPMYIMPOBATH CICAYIOIIMM 00-
pa3oM: MUHMMaJIbHas TPaBMaTU3alsl, YMEHbIIEHUE YaCTOThI
1 TSDKECTH OCJIOXHEHUIA, COKpalllcHne BpeMEHH TIpeObIBAHIS
MalMeHTa B CTAIIMOHApPE, B Pe3y/bTaTe — CHIDKEHHE CTOMMO-
CTU JIeYeHUs], KOCMETUYeCKUit apdexT [3]. DTu mpeumylie-
CTBa TIPWBENN K CTPEMHTEILHOMY Pa3BUTUIO HOBBIX MUHM-
MaJIbHO MHBA3MBHBIX SHIOCKOIMMIECKIX TEXHOIOTUH JICICHHS
NIeTeHePaTUBHO-IUCTPObUYECKUX 3a00/1€BaHUI TO3BOHOYHU-
Ka. OmHOM M3 TaKWX TEXHOJOTUH SBISCTCS NepKymaHHas Nno-
ACHUYHAA OUCKIKMOMUSL, BBITIOHSIEMAsT 3aTHEOOKOBBIM TpaHC-
(hopaMeHaIbHBIM AOCTYIIOM.
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Briepsbie 3a1HEO0KOBOI MYHKIMOHHBIA TOCTYI BBITOJTHMIN
He3aBucumo Apyr ot apyra P. Kambin B CIIA u S. Hijikata
B Amonuu [10, 11, 14, 15]. B ux paborax npousBoauiach
MYHKIIMOHHAS HYKJICOTOMHS 0€3 3HIOCKOIMYECCKON BH3ya-
JU3anuu noa peHtreH-KoHTpojaeM. P. Kambin u H. Gellman
B 1983 . omMcanu aHaTOMUYeCKHEe OCOOEHHOCTH CTPOEHUS
MOSCHUYHOTO OTAeNa M JOKaszalu 0e30IacHOCTh JOCTyIa
K MEXIO03BOHKOBOMY IHMCKY 4Yepe3 TaK Ha3blBaeMbIi Tpe-
YTOJILHUK 0€30TacCHOCTH, KOTOPBIN B MOCEAYIONIEM ObLT Ha-
3BaH «tpeyronbHruKoM Kambuna» [16]. B 1986 1. A. Schreiber
KOMOMHMPOBAJ JaHHYI0 METOAMKY C IHIOCKONMMUYECKOI BHU-
syanuzanueii. UM OBIT omycaH OMMOPTAIbHBIA METOH, IPH
KOTOPOM OIMH Pa0O0uMii TIOPT UCIIONB30BANICS IS YIANCHUS
(bparMeHTOB 1KCKa, a IHAOCKOMUYECKas BU3YyaIu3alLus Ocy-
IIECTBIISIACH Yepe3 MOPT, YCTAHOBJIEHHBIH C TPOTUBOIIOIOX-
HOI CcTOpOHBI. TakuM 00pa3oM, B OIEpaIlii Y4acTBOBAJIH
JIBa XMpypra OJHOBPEMEHHO, U C LIeJIbI0 CO3JaHUSI paboyero
MIPOCTPAHCTBA JUISl YCTAHOBKYM 3HAOCKOMA TpeOOBaIoCh yaa-
JIUTB YacTh MEXKITO3BOHKOBOTO AucKa Beiremymo [18]. B 1988 1.
P. Kambin omny0aukoBan ONBIT NMPUMEHEHUS] 3HIOCKOIM-
YyecKoi BM3yaJu3aluu YoaleHusl Myjiblo3Horo sapa [13].
B 1997 . A. Yeung pa3paboTan HabOp MHCTPYMEHTOB IS
MyHKUAOHHON 3HAOCKOMMAYECKON TOSACHUYHOU IUCKIKTO-
MuM, nonydyuBiiuii HazBaHue YESS (Yeung endoscopic spine
system) [17, 19]. B 2000 t. T. Hoogland pa3pa6oTan cucremy,
nosyuyuBuiyto HazBaHue THESSYS (transforaminal endoscopic
surgical system). T1ozxe T. Liibbers Obl1a pazpaboTaHa cucteMa
SpineTIP (Transforaminal, Interlaminar, Posterolateral), mo-
3BOJISIIONIAS] KOMOMHUPOBATh TpaHCHOpaMeHaNbHBIN, UHTPa-
JIAMUHAPHBIN U TTOCTepOIaTePATbHBIN MYHKIMOHHEIE JOCTY-
TIBI [UTST JOCTVKEHMSI JTy9IIIero pe3yibrara onepanun. JanHas
MeTOoIMKa BHeJpeHa B paboTy Halero otaeneHus. Ee ocHOB-
HOE MTPeVMYIIECTBO 3aKJII0YAETCSI B TOM, UTO HE TIPOU3BOMISIT-
CS Pe3eKINI KOCTHBIX CTPYKTYP, BHEAPEHUE B IIO3BOHOYHBIIA
KaHaJl ¥ CMeLIeHHWe HEPBHOTO KOpelika, a CJIelI0BaTebHO,
B IOCJIeAyIOLIeM He 00pa3yeTcsl BbIpaKeHHbIN pyOLIOBbIi TPO-
1ecc.
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Ieasio wWccaenoBaHus SIBUJIOCH M3yYeHUE BO3MOXHOCTEI,
6e3omacHOCTH U 3(D(PEKTUBHOCTH METOAA MEPKYTAHHOM 3H-
JOCKOMUYECKOi mosicHnuHoi auckakromuu (PELD) — npun-
LUUIHATBHO HOBOTO, MWHMMAJIBHO WHBAa3WBHOTO MOAXOMdA
K XMPYPTHYECKOMY JIEUEHHIO IPHIK MEXIIO3BOHKOBBIX IUCKOB,
COIPOBOXAAIOUIMXCS OCTPHIM KOMITPECCMOHHBIM KOpEIIKO-
BBIM 0OJIEBBIM CHHIPOMOM.

HallHeHTbl W METObI

B nccnenoBanme BKIOUeHH! 20 MAIMEHTOB, KOTOPBIM BBITOJ-
HSIOCH XAPYPTUUYECKOE JICYSHUE ¢ MCIIOIb30BaHIEM TEXHOJO-
run PELD. Cpeay HUX MalMeHTH ¢ LIEHTPaIbHBIMU, ITapame-
IMAHHBIMHU, (opaMeHATBHBIMH M 3KcTpadopaMeHaTbHEIMU
TPBCKaMM JIMCKOB TOSICHIYHOTO OTHEIa MO3BOHOYHMKA. [Ipm
BBITIOJIHEHUU TAHHBIX OTlepaliuii MPOM3BOIUTCS 3aAHEO0KOBOI
JOCTYI yepe3 (hopaMeHapHOE OTBEpPCTHE, MUHYS MO3BOHOY-
HBII KaHAJ 1 He TIPOM3BO/S pacCeUeHIE OKPYKAIONTIX TKaHeH,
a paspe3 KOXHbBIX MOKpoBoB cocTaBiaser 7—9 mMm. PELD —
JIOCTaTOYHO CJIOXKHBIA TeXHWYESCKHM BHI OIEpally, MOITOMY
Tepes KaXIbIM BMEIIATeIGCTBOM IIPOM3BOIUTCS IIAHMPOBA-
HUE U pa3MeTKa ¢ UCIOJb30BaHMEM peHTreHorpamMm 1 MPT-
cHUMKOB. [Ipon3BoauTCS pacueT TOUKHM JOCTYIA, ONpeieeHIe
30HBI 6€30IacCHOCTH (TpeyroilbHNK KamOmHa) M yrom aTaku.
[Tpu momoIy reoMeTpUYECKUX pacuyeToB OINpenesseTcsl pac-
CTOSIHHE OT TIOBEPXHOCTH KOXM JI0 LIEHTpa MEXIT03BOHKOBOTO
IMCKa, KOTOPOEe OTKJIANBIBACTCSl TEPICHIMKYIAPHO CpemHeit
JMHUU. [UmoteHy3a 0o0pa30BaHHOTO TPEYroJbHUKA ITPOXOIUT
yepe3 6e30MacHyIo 30HY, a €e JJIMHA COOTBETCTBYET PacCTos-
HUIO J0 LIEHTpa MEXII03BOHKOBOTO AMcKa (puc. 1A). YBemm-
YKBasi PacCTOSTHUE OT CpemHel JIMHMM, Mbl YMEHBIIAEM YTOJI
ataku ¢ 45° 1o 30°, TeM caMbIM obecrieunBas mormagaHue pabdo-
9ero IopTa BO BpeMsI OIIepallii B 30HY MHTepeca, COOTBETCTBY-
IOIYI0O MECTY DAcoJIOXKEHMsI TPhIKU. Takoe pacrooXeHue
MO3BOJISIET BU3YaIM3UPOBATh SIMAYPATbHOE IIPOCTPAHCTBO
1 TIPOXOISAIINI HepBHBIM Kopemok (puc. 1b).

JIOCTyI BBIMOMHSIETCS TTOJ MHTPAOIEPALIMOHHBIM PEHTIEHOIO-
T'MYeCKUM KOHTpoJieM. OT TOUHOCTU YCTaHOBKU paboyero mop-
Ta HEMOCPENCTBEHHO 3aBMCUT KIMHUYESCKUM MCXON, T.K. MpU
HEKOPPEKTHOM BBITIOJIHEHWM [AHHOTO 3Tara ONepalny ecTb
PUCK MOBPEXIEHUSI BBIXOAAIIETO U MPOXOMSIIEIO HEPBHBIX KO-
PEIIKOB, BHEAPEHUS B MO3BOHOUHBINM KaHAI C MOBPEXICHACM
TypaTbHOTO MEIITKa ¥ TOCTIEAYIONIel TMKBOpeeil, HEeBO3MOXHO-
CTBIO YIaJIeHUs hparMEeHTOB I'PhIKEBOTO BRIISTYMBAHUS (PHC. 2).

Jlanee MpoM3BOISITCS YCTAaHOBKA 3HAOCKONA M yAAJICHUE CO-
JEPXKUMOTO MEKITO3BOHKOBOTO IMCKA IO TOCTIKCHISI TIOTHOM
JEKOMIIPECCUM HEPBHOTO KOpELIKA M SHUAYPaIbHOIO IpPO-
cTpaHcTBa (puc. 3).

[Mpu BBITIOMHEHWN TaHHOM METOAMKY MCIIOIb3YETCsT TIPMHIIMIT
aunataiyd 6e3 MeXaHMYeCKOTO PAcCEUeHHMs] OKPYXKAIOIIMX
TKaHeii, YTO 3HAYUTENBbHO YMEHBILAET BPeMs TOCTTUTATN3ALUY
1 TIEpUOJT paHHe i peaduIUTalluM.

IMpuBoaMM XapaKTepHbIi KIMHAYECKUIi IpUMep.

Iayuenmka K., 26 net, moctynuia ¢ Xajno0aMyu Ha UHTEHCUB-
Hble 00K B MOSICHUYHON 00J1aCTH ¢ Uppaavaleil B HIKHUE
KOHeyHOCTH, oHemeHue V-V manbueB crom. B HeBponoru-
YecKOM CTaTyce: BhIPaKEHHBIN pamuKyIspHbIA 00eBON CUH-
IpoM To KopemKkaM L5 ¢ mByx cropoH. CHMIITOM HaTsoKe-
HUS TOJIOXUTEIbHBIA Ha 60° cripaBa u 45° cneBa. CHUXXEeHHUE
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puc. 1: TnaHupoBaHme CxeMbl OnepaLmm.

A - onpenenexve paccTosHMs [0 LIEHTPA MEXMO3BOHKOBOTO [yCKA W
6esonacHocTy,

b — onpezenenue npasuibHOIA TO4KY JOCTYNA U 3MEKBATHOMO YIia araky.

30HbI

A b

puc. 2: MHTPaonepaLvoHble PEHTTEHOTPaMMbl YCTaHOBKI paboyero nopra.
A - dpoHTanbHas npoexups;

b - natepanbas npoexups.

b

puc. 3: Bup onepauuu.

A - 31an yganeHust rpbxy MEXMO3BOHKOBOrO NCKa;
b — ynanenHoii dparmen.

A

puc. 4: Tpbixa MeXno3BoHKOBOro aucka L4—L5, LieHTpanbHo-napameavanHoe
PacroNoXeHue.
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puc. 5: MPT noSCHU4YHO-KPECTLIOBOr0 OT/AENa NO3BOHOUHIKA YEPe3 6 MEC C MOMEHTa
Orepauym.

CYXOXMIIBHBIX PE(IIEKCOB U TIOBEPXHOCTHON UyBCTBUTEIbHO-
CTH C IByX CTOPOH Mo iepMaToMam LS. [TairieHTKe BBIOTHEHO
MPT-uccnenoBaHue MOSICHIYHO-KPECTIIOBOTO OT/ENIa TIO3BO-
HOYHHMKA, HA KOTOPOM BBbIsSIBIeHa 0OJIbIIAs IIeHTpaIbHAs Cy0-
JIMTaMeHTapHasl TPblKa MEXITI03BOHKOBOTO IMCKa Ha ypOBHE
L4—L5 ¢ nByxcTOpOHHE! KOMITpeCCHei MPOXOASAIINX HEPBHBIX
KOPEIIKOB U IypalbHOTO Mellka (puc. 4).

[ManmenTke BhimonHeHa onepauusa PELD. B mocneonepanu-
OHHOM TMEPUOJE OTMEYEHbl TMOJHBIA PErpecc KOPEeIIKOBOTO
00J1eBOr0 CHHIPOMA, YMECHBIIICHIE OHEMEHMS II0 COOTBETCTBY-
IOIIMM JepMaTOMaM U OTCYTCTBHE IBUTIATENbHBIX M Ta30BBIX
HapymieHuii. [TareHTKa aKTHBU3MPOBAHA B TIEPBbIC CYTKH IT0-
CIie oIepali ¥ Ha BTOPBIC CYTKU BHIITMCAHA B YIOBICTBOPH-
TEeJIbHOM COCTOSIHAM C COOTBETCTBYIOLIMMU PEKOMEHIALIUSIMU.
ITpu KOHTPOIBHOM OCMOTpE Yepe3 6 MeC aKTHBHBIX XKao0 Ta-
IHEHTKA He MPeIbsBIsIa, OTMEJala perpecc OHeMEHHSI B HO-
rax. B ator Bu3uT BeinosnHeHa KoHTponbHass MPT nosicHuuHo-
KPECTILOBOTO OT/ENa, Ha KOTOPOii BU3yaTu3UPYyeTCsl TOTATbHOE
yIaJeHue TPhDKMA MEXII03BOHKOBOTO IMCKA, IOMHAS ICKOM-
Mpeccus TO3BOHOYHOTO KaHajla M HEPBHBIX KOPEIIKOB ¢ JIBYX
CTOpPOH Ha ypoBHe L4—L5, oTcyTcTBUE MPU3HAKOB A€CTAOMIM -
3allMu cerMeHTa (puc. S).

O0mmue pe3yabTaThl H 00CYXK/IEHNE

Bo Bcex 20 caydasx omeprpoOBaHHBIX HAMU C MCIOIb30BaHM-
eM TexHonoruu PELD ObL1 1OCTUTHYT XOPOLIMI KITMHUYECKUIA
pEe3yJIbTaT B BUIIE perpecca KOpEIKOBOro 001€BOro CUHAPOMa
B TIEPBHIC CYTKH ITOCJIE OTIEpallii M OTCYTCTBHE peLUINBa 00-
JIEBOTO cMHIApOMa B TeueHNM 12 Mec. B omHOM cirydae ObLI0 OT-
MEYEHO YCUJIEHHE KOPEIIKOBOTO 00J1€BOr0 CHHAPOMA, KOTOPOE
OBLTO KYIIMPOBAHO KOHCEPBATUBHO B TeUeHME CYyTOK. B mpen-
OIEPALIMOHHOM U IOCIEONEPALIMOHHOM TEPUOLAX MTPOBOIM-

Cnucok auTeparypbl

1. Anexcees B.B. HeBposnormueckue acmeKThl JIEUEHUS OCTPBIX
CKeJIETHO-MBIIIEYHBIX 00JIEBBIX CUHIPOMOB. Pycck. Men. xXypH. 2004;
5:266—269.

2. Beiin A.M. boneBbie CUHAPOMBI B HEBPOJIOTMYECKOU MpakTuke. M.:
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3. Iywaii A.O., Apecmog C.0O., Cemenos M.C., Jlenceepuose JI.T. Dumo-
CKOTIMYECKOe YHaJleHVe BHYTPUUEPETTHBIX KPOBOM3NUSIHUI U (eHe-
CTpaLysl CHMITOMATHYECKUX apaXHOMAATbHBIX KUCT TOJIOBHOTO MO3-
ra. AHH. KJIUH. ¥ 9KcriepuM. Hespout. 2015; 1: 25-31.
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JIach orleHKa 00JIeBOTO CHHAPOMA TI0 BU3yaJIbHO-aHAJIOTOBOM
mkane (BAILI), orieHka KayecTBa XM3HHU 110 miKajge Oswestry
Disability Index (ODI), a Takxe olieHKa UcXo[a JeUYeHUs 1o
nikajne MacNab (cum. Taba.).

Lkana oueHku [lo onepauun Mocne onepauun
Oswest
Disabilitryy Index (ODI) 32 8
BALL 6,2 1,9
15 — 0TAMYHO;
MacNab - 4 — xopowo;
1 — yNOBNETBOPUTENBHO

B xome uccnenoBanust OB pa3pad0TaH KIIMHUYESCKUI TTOIXO,
copMUPOBaH aJIrOPUTM BhIOOpA BUIA ONEPALMU ¥ PEKOMEH-
JalMy BeIeHUS TOC/ICONepallMOHHOIO ITeproaa. AKTHBU3a-
1S TALMEHTOB TIPOM3BOAMIACE B IIEPBEIE CYTKM OT MOMEHTA
onepaiuu. TeM caMbIM CPOK TOCIUTAIM3aLUM COKPATHJICS
J0 1-2 cyT.

TakuM obpa3oM, IepKyTaHHast SHIOCKOIITYecKast OSICHIIHAS

JVICKIKTOMIS IMEET PSII TPEMYILECTB:

* MUHMMaJIbHas TPABMaTUYHOCTb;

* MMHUMU3AIS pyOII0BO-CIIA€YHOTO TIPOIIecca B 30HE omepa-
L1H;

* MEHBIIUE CPOKU TOCTIUTATU3AINHT;

+ GoJIee paHHSIS TTOC/IeONePAIIOHHAS AKTUBM3AIINS TTAlIeHTa,;

* MUHMMU3ALUS OTPAHWYCHWI B paHHEM MOCICOIICpaliOH-
HOM TepHoIe.

MoXHO cziesaTh BBIBOJI, YTO MEPKYTaHHAs! SHAOCKOIMYECKAs
IVICKIKTOMMS — 3TO NMPUHIMITAATEHO HOBAas M UPE3BBIYANTHO
MEPCIEKTUBHAS TEXHUKA XUPYPTHYECKOTO JIeYeHMsT KOMITPEC-
CHUOHHOTO KOPELIKOBOro 60s1eBoro cuHapoma. I[Ipu npaBuib-
HOM aJITOPUTMe TToI00pa GONBHBIX 1 YeTKOM TEXHWKE BBITION-
HEHUsI JAaHHBII METOJ JaeT XOPOLIMIA KIMHUYECKUIA pe3yIbTaT
Y MMHUMU3KMPYET PaHHKE U OTCPOYCHHBIEC OCIOXHEHMsI, TAK1e
KaK HEeCTaOMJIFHOCTh CETMEHTA IT03BOHOUHWKA, PELUINBEI
U TMOBBILEHHbIH PYOLIOBO-CIIAEYHBI MPOLIECC B 30HE OMepa-
MM, MUHUMU3MPOBAB ONEPALMOHHYIO TpaBMy Onaromaps
TMIPUMEHEHUIO COBPEMEHHBIX 3HIOCKOMIMIECKUX TEXHOJOTHIA,
BBITOJIHSSL IIYHKIIMOHHbBIE BMEIIATEIbCTBA, YIAETCS TOOUThC
TIOJTHOTO perpecca 00JeBOro CUHIPOMA, YIyYIlIeHHUs] KayecTBa
XM3HY TTAIIMEHTOB, M30€XaTh OCIOXHEHUI, BOBMOXHBIX TIPU
BBITIOJTHEHUU OTKPBITHIX OI€PaLMK, YMEHBIIUTD BPEMSI HAX0X-
JEHUS B CTallMOHApPE, 3HAYMTEIbHO COKPATUTh BpeMsI BOCCTa-
HOBJICHHS 1 BpeMEHHOI HETPYIOCIIOCOOHOCTH. JIaHHBIIT METO
BO3MOKHO BBIIIOIHSATD B YCJIOBUSIX MECTHOM aHECTE3UU 1 Iepe-
BECTH JaHHbIE ONIEPAIIMU B CETMEHT «XMPYPIHsI OTHOTO THST».
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Puncture endoscopic technique of treatment for acute compressive radicular pain syndrome

A.V. Vershinin, A.O. Gushcha, S.O. Arestov

Scientific Center of Neurology (Moscow, Russia)

Keywords: percutaneous endoscopic lumbar discectomy, radicular syndrome, treatment.

Percutaneous endoscopic lumbar discectomy (PELD) is a mod-
ern endoscopic technology that enables removal of herniated
discs of the lumbar spine, effective treatment of compressive ra-
dicular pain syndrome, minimization of a surgical trauma, and
the shortest period of patient hospitalization, temporary disabi-

lity, and rehabilitation. The article analyzes the outcomes of sur-
gical treatment of 20 patients with acute compressive radicular
pain syndrome using the PELD technology, demonstrates the
obvious advantages of this type of operative intervention, and
presents a typical clinical example of treatment outcomes.
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KanHuko-Mmop@osornyecknum
aHaJIN3 KOPKOBBIX JIUCTCHE3UN,
COIIPOBOXK A0 XCH
SMUJICIITUYECKUMU CUHIPOMaMU
1 CUMIITOMATUYECKOU SIMUJIETICUEN
y JIE€TEU

0.A. Musosanosa, JI.B. Kanununa, A.Il. Munosanos, JI.II. Karaconosa, 1I.E. Tamoues, C.X. buue-oox, JI.H. Kack

TEOY JITIO «Poccuiickas meduuurckas axademus nocaeduniomHozo oopazoearus» Munzopasa Poccuu;
TBOY BIIO «Poccutickuii HauuoHanbHbiil uccaedosamensciuti meduyurckui yuueepcumem um. H.H. Ilupoeosa» Munsdpasa Poccuu,
OI'EHY «HUH mopghosoeuu uenoseka»; ITBY3 «llemckas eopodckas kaunuueckas 6oavnuya um. 3.A. bawinsesoii I3Mp;
ThY3 «Mopozoeckas demckas eopodckas kaunuueckas boavnuya A3M»> (Mockea)

TIposedernl KaumuKo-MoponoeuHeckue conocmasiens 6 epynne Kopogsix ouceenesut, COnposoNCORIOWUXCS PA3EUIUEM SNUACHMUMECKO20 CUHOPOMA, 1O OdH-
Hoim 50 aymoncuil. Jluaenos muxpouedanuu 6oia noomsepycoer y 40 ymepuiux nayuermos, NOAUMUKPORUPUS YCMAHOBACHA 8 6 CAYHAAX, 20A0NPO3IHUePANUS —
6 4 caymasx. Anaau3 pe3yavmamos napoxCcU3MAAbHbLX He8POA0UYECKUX HAPYUIEHUTI OKA3AA, YO Y YMEPUIUX NAUUEHMO8 C KOPKOBbIMU OUC2eHe3USMU HA NepeoM
200y Jncustu domuruposanu cundpom Becma (32%), muokaonuueckas snunencus maadenuecmea (4%) u cundpom Omaxapa (4%). Taxcecmb meuenus snusencuu
0npedensnach 603pacmom 0ebroma u CmpyKmypoli Snusenmueckux npucnynos. Jlgueamenhble u KoSHUMUGHbIe pACCMPOLICEA Pa3AUHOI CImeneHu omme4anich
¥ 6cex nayuenimos ¢ Kopkogvimu duceeresusmu. B 100% cayuaes oy 00Hapy yeeHb: CONymCmayiouue AHOMAAUY PA3BUMus 6HympeHHuX opeanos. Muxpoyegdaaus
COMEManach ¢ OpyeuMu 6PONCOCHHbIMU AHOMAAUSMY Pa3eumus Mosea 6 62,5% Habaroderuti, nosumuxpoeupus u 20s0npossuyepaus — 6 100%. lucmosoeuuecioe
uccaedoBanie 20106H020 MO32a YMEPUILX NAUUEHIMO8 ¢ MUKpouepauel, noaumukpoupueti u 2010npo3sHuedanuel bi36u0 pso 00uux npUHAK08 — pedyKuyuio
YUCAQ U NAOMHOCIU HellpOHO8, HAPYUleHUe KOPKOBOU YUMOAPXUMeKMOHUKY, HaAuMUe KPYNHbLX QusMopduuHbix Heliporos. [lonyuentbie Hamu 0anHbie noomeepic-
darom npuHaoAeXNCHOCMb YKA3AHHBIX (POPM NAMOAOUY K 2pYRne KOPKOBbIX OUC2eHe3UIl.

Kniouesblie cji0Ba: KOpKOBbIE AUCTEHE3UU, MUKPOLIEe(hanusi, TOTUMUKPOTUPUS, TOIOMPO3IHLIe(anHs,
HapyleHrue KOPKOBOI IIUTOAPXUTEKTOHNKH, ayTOIICHS.

OCJIeIHME TO/Ibl HA CBET OsIBJIsAeTCs 0K0sI0 1% ne- MU (haKTOpaMu — TeHETUYECKUMM (POJIb TeHETUKU B Pa3BUTHU

Tel ¢ MHOXECTBEHHBIMU BPOXIEHHBIMUA TTOPOKAMU MaToJioTuu Mosra odmeussectHa) [1, 2, 20, 21, 28], cocyau-

Pa3BUTHS, YTO BHOCUT 3HAUMMBIA BKJIa[ B CTPYK- CTBIMU, META0OTMIECKUMHU JTUOO NHPEKITMOHHBIMH |5, 29].

TYpYy NPUYMH MJIAJCHYECKO CMEPTHOCTH, 3a00Je-

BaeMOCTH ¥ JeTCKOi mHBanunHoctu [6, 9, 10, 25]. Hanb6onee Tsxenble 1eeKTH HEpOOIACTHOI MATPALIHN CBS-
Cpennuii mokasatesib 4acTOThI BPOXAEHHBIX MopokoB ITHC 3aHBI C MMATOJIOTMYECKUMU U3MEHEHUAMU, BOSHUKAIOIIMMU HA
cocrapnsier okono 2,16 na 1000 ponusummxcs gerei [3, 8], 3Tane pasBUTHs MO3TOBBIX Ty3bIPEi, HANPUMEP, TOIONPO33H-
OIIHAKO pcaibHasl 4acCTOTa, BCPOATHO, CIIC BBILIE, ITOCKOJIbKY nedanus, Ipu KOTOPOil He MPOUCXOIUT pa3ieeHus SMOpHO-
B HCOHATaJIbHOM IIEPUOAC (I)I/IKCI/Ipy}OTCHBOCHOBHOM JIMIIb OT- HaJIbHOTrO TIepelHero Mo3ra Ha ABa TOJyliapusl KOHEYHOIo
YETIIUBO BHIPAXEHHbIE LIePeOPATIbHbIE AHOMATUHU, COYETAIOLIIN - Mosra [19]. K noznHum aedextam HelpoOaacTHON MUTpaluu
ecsl ¢ TIOPOKaMM Pa3BUTHS JTMIIEBOro Yepena. Tak, mo naHHbIM OTHOCATCA T€HEPAIN30BaHHbIE HAPYIIIEHNS CIOMCTOCTH KOPEHI
MOCIENHUX TOMYJISIIUOHHBIX MCCAEI0BAHMMA, YaCTOTa TOJbKO U TUpubUKaIUK (Maxurupus, JuccaHuedanus). IloBpex-
ronionpossHuedatny Bapbupyet ot 0,48 10 0,88 Ha 10 ThIC. HO- nenus B 111 TpuMecTpe GepeMEHHOCTH yallle MPUBOAAT K JIO-
BOPOXIEHHBIX [16]. KaJbHbIM TMOBPEXAEHUSIM CTPOEHUSI KOPbl TOJOBHOTO MO3ra

(doxambHast KopkoBas auciia3us). KoHeuHo, momooHas aud-

BpoxneHHble TIOPOKM Pa3BUTHS TOJOBHOTO MO3ra B LEJIOM (bepeHLMALIUS TUCTUTa3Uii KOPBI YCJIOBHA, MOCKOJIBKY Ha Kax-
1 KOPbI 00JIbLIMX TOJNYIIAPUIA BYACTHOCTY BO3HUKAIOT B Pe3yJib- JIOM 3Tare MUTPALMOHHOTO MyTH HEepo0acTOB BbISBJISIIOTCS
TaTe MEePBUYHBIX WM BTOPUYHBIX HApYIlIeHUI HeHpOoOIacTHOM Pa3IMYHbIE HAPYLIEHUS KOPKOBOW LIMTOAPXUTEKTOHUKH.
murpauuu [7, 26]. I3BeCTHO, 4TO HeCOBEpIIEHHAS KOPKOBas
CIIOUCTOCTH (IMCTAMMHAPHOCTD) ONPEIEseT IMATOJIOTHIECKII CunTtaercs, 4yto mpu KopkKoBbix aucreHesusx (KJI) passu-
TUIl PasBUTHA M3BWIMH. Yaiie cyOKOPTMKAlbHbBIE IeTepOTO- THe STINETICUY CBA3aHO C CUHAITUYECKON Je30praHn3aleit
UH, (pOKANbHBIE IMCTUIA3UH KOPBI CBA3AHBI C aHTEHATAIbHbI- KOpBI, HAIMYMEM CBEPXMUTPUPOBABLINX 3KTOMMYECKUX HEM-
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POHOB B MSTKOM M TMAyTMHHON MO3TOBBIX 000JIOYKaX JIOO
C TJIMOHEBPAIbHOM T€TEPOTOIMEN B 3TUX XK€ y4aCTKaX IOJIOB-
Horo Mo3ra [30]. [Tpu 3ToM KOHKpeTHBIE 0COOEHHOCTH MOP(O-
JIOTUYECKOTO CyOCTpaTa SMMIEIITHYECKUX ITPHUCTYIIOB IIPOIOI-
Kal0T MHTEHCUBHO U3yyaThcs. B psime paborT, MocBsIeHHbIX
MOpP(MOJOTMYECKOMY HU3YYEHUIO XUPYPTUYECKU YHAJEHHBIX
SIWJIENTOTEHHBIX 30H MO3Ta, OTMEUYAaeTCsl HaIM4IMe KPYITHBIX
IM3MOP(MUYHBIX HEHPOHOB M TaK HA3bIBAEMBIX OAJUIOHHBIX
Kknetok [15, 24, 27, 31]. banioHHbIe KIETKA OTHOCSTCS K CMe-
IIAHHOMY HEWPOHAIbHO-TINATBHOMY T€HE3y U CUHUTAIOTCS
a0eppaHTHBIMU (OTCTAIOLUIMMHU B Pa3BUTUH) (POpMaMH KIIETOK
B COCTaBe repMUHATUBHOTO MaTpukca [18]. CneayeT OTMETUTD,
YTO OAJIOHHBIE KJICTKH TaKKe OIPENe/ISIOTCS B aHOMATBHOM
KOpe OOJIBIIMX ITOIYIIAPUIl TOJOBHOTO MO3Ta ITPY TeMIMeETa-
sHUedaTy 1 Ty0epo3HoM cKiepose [14, 23].

S.V. Kothare u coast. (1998) cuuTtalot, YTo NepUBEHTPUKYJISIP-
Hasl y3710Bast TETEPOTOITHSI BO3HUKAET B PE3YJIbTaTe HapyIIeHUS
murpanun HeauddepeHIMPOBaHHBIX HEMPO0IacToB, A03pe-
BalOIIMX B Mpe/enax repMUHATMBHOTO MaTpUKCa U MpeBpaiia-
IOIIUXCS B 000CO0JIEHHBIC Y3EIKN 0e3 CMHAIITUYECKUX CBS3EH
C IPYTHMU CJIOSIMU KOPbI, KOTOPHBIE, TO-BUNUMOMY, U SBISIOTCS
«Hocutenasimu» anunencuu. [lo muenuto E Andermann (2000),
SIIJIENTOTCHHBIE IIepeOpalbHbIC aHOMAJTUU PACIONOXCHBI
«IaJieko» OT TeTEPOTOIMHU CEPOTo BEIIECTBA TOJOBHOTO MO3-
ra, 4TO HE COrJiacyeTcs C pe3yJbTaTaMu IPYIUX UCCIEIOBaHUM.
MMMyHOTHCTOXMMUYECKHE UCCISTOBAHNUS YUYaCTKOB TeTePOTO-
TTUY BBISIBJISIN CHIKEHHYIO KCIIPECCHUIO aib(a-CyObe IMHUIIBI
Ca’" /xapMoy/IMH-3aBUCUMOl KuHa3bl 11 v ee akTuBHOI hoc-
(boprmpoBaHHO# (POPMBI, a TAKKE CHIDKEHUE YUCTA pelell-
TopoB N-MeTun-d-acmapraTa, 4To, IO-BUIMMOMY, IPUBOIIIO
K MaToJI0rMuecKoMy BO30Y:KIEHMIO HEPBHBIX KJIETOK [13].

TakuM 00pa3oM, B HacTosIee BpeMsl MHOTHE KITIOYEBBIE BO-
TpocHl (DOPMUPOBAHIS KIIMHIUECKOM (PEHOMEHOIOTHI U MOP-
onormyeckoit kKaptiHbl KJI ocTaoTcs AUCKYCCHOHHBIMM, YTO
1 OTIPENIEIIMIIO aKTYaTbHOCTh HACTOSIIIETO MCCIIETOBAHMS.

MaTepnaJI H MCETOJbI UCCICI0BAHNA

Hamu npoBeneHbl  KIMHUKO-MOPGHOIOTMYECKUE COIMOCTaB-
nenust B rpymmne KJI, compoBOXmArOIMMXCS Pa3BUTHEM SIIH-
JIEITUYECKOTO CHHApPOMa, 1o JaHHBIM 50 ayromcwmii. Chy-
Yau BPOXAEHHBIX aHOMAJM{ Mo3ra HaOJoJaluch HaMu B
TymmHcKo# 1 MOp030BCKOIM IETCKUX KITMHUYECKUX 00 TEHUIIAX
. MockBbl. AyTOTICHITHBII MaTepua Ha UCCIeA0BaHUE TTOCTY-
majg M3 MaToJOrOaHaTOMMYECKUX OTAEICHWI 3TUX OOJbHUIL.
CorocTaBISITNCh 3aKITI0YNTETHBI KITMHAYECKUH 1 TIATOJIOTO-
AHATOMMYECKWIA TMAaTHO3bI, MAKPO- 1 MUKPOOIMCAHMS TOJIOB-
HOTO MO3Ta, B OTAEJbHBIX CIyYasx BBIOJHEHHBI (oTorpacbuu
MOPAXEHHOI LIepeOpaTbHON KOPHI.

MuxkporpenapaTtbl TOJJOBHOTO MO3ra, OKpallleHHbIE TeMaro-
KCUJIMHOM ¥ 303MHOM, ObUTH HccienoBaHbl B LleHTpanbHOI
TaToJIoro-aHaroMudeckoii Jadoparopuu ®T'bHY «<HUU mop-
onornu venosekar (mupextop — wieH-kopp. PAH, mpod.
JI.B. Kakrypckuit). [TpoBoauaoch mociaoiiHoe u3ydeHne KOophl
TP Pa3IMYHBIX THTIAX KOPKOBBIX TMCTEHE3UH C TIOMOIIBIO MU~
Kkpockoma “Leika-2500" ¢ uudpoBoii poToHacanKoit.

Pesyabrathl

Crpykrypa KII, ocHOBaHHas Ha pe3y/bTaTax IMCTOJ0TMYeCcKO-
T0 UCCTIeIOBAHMUSI AyTOTICUT, TIpE/ICTaBIeHa Ha puc. 1.
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puc. 1: CTpyKTypa KOPKOBbIX SUCTEHE3VIA NO Pe3ynbTaTam MOPONOrMYeckoro
ucenenosanus (n=50).

Muxpoueghaaus

Mukpouedanus y 40 ymepiiux naiyeHToOB MpOSIBISIACH, 10~
MIIMO Je(HUIINTA MACCHI TOIOBHOTO MO3Ta (CTAHAAPTHOTO ITPH3-
HAKa JaHHOTO BUJIA LiepeOpajbHbIX AaHOMAUIi), yMEHbLICHU -
€M YuciIa MUpaMUAHBIX HEPOHOB, HATMYKEM AU3MOPHOUYHBIX
HelipoHoB. [ocaemHuit pu3HaK BechMa XapaKTepeH U IOKa-
3bIBAET, YTO MMKpOLE(haIns AeHCTBUTENLHO MOXET paccMa-
TpUBaThcs B KauecTBe BapuaHTa KI.

Mukpouedalnio XapaKTepu3yloT CIOXHBIE MEXaHU3Mbl BO3-
HUKHOBEHMSI, M OHa Yallle SIBJISETCS COCTABISIONICH pa3iny-
HBIX HACJIEACTBEHHBIX CMHIPOMOB, MMEIOLIMX XPOMOCOMHYIO
WK TeHHYI0 TpUpony. B HalleM mccienoBaHuu MUKpolieda-
JIMSL coueTanach ¢ BeHTpuKyjomeramueit (47%), atpodueit
1 11 Y3HBIM [TH030M T0T0BHOr0O Mo3sra (37%), MUKpOTHpHU-
eit (30%), maxurupueit (2%) v nopsnuedamei (1%).

HpI/IBOI[I/IM HECKOJIbKO XapaKTCPHLIX MPUMEPOB, MOKa3bIBalo-
IIMX OIIPEACICHHDBIC 0COOEHHOCTHU KOPbI 00IBILINX HOJIYH.IapI/Iﬁ
T'OJIOBHOI'O Mo3ra y TAHHOW KaTe€Tropuu Nalue€HTOB, BBLIABJICH-
HbIC HAaMHW IIPU T'MCTOJOIMYCCKOM HCCICAOBAHUN MUKPOIIPE-
mapaToB.

Hayuenmxa M., 1 ton 2 mec. IIpu MopdoIornuecKoM Hccie-
JIOBAHUM OTMEYaJI0oCh HApyLIEHUE CTPOSHUSI OCHOBHBIX IIUTO-
ApXMTEKTOHMUYECKUX c1oeB. [Ipn BbIIEeIEHNN TOHKOTO Mapri-
HaJIbHOTO CJIOSI B PA3IMYHBIX YIAaCTKAX KOPBI OIPENEISIOCh
Xa0TUYHOE <«BTOPXEHHE» OTHOCUTENbHO MHbdepeHIInpoBaH-
HBIX TTMPaMIIHBIX KIeTOK bela yepe3 HapyXKHBII U BHYTPEH-
HUI 3€pHUCTBIC ClloM, 0e3 (OPMUPOBAHMS UMM OTOCTBHBIX
FOPU3OHTAIBHBIX MoJIoc (puc. 2A). [To cBouM pa3Mepam KieT-
K1 bella ToKHBI COCTaBIsATh OCHOBY V CJI0S1 KOPBI B BUJIE Xa-
PaKTEePHBIX KPYITHBIX HEIPOHOB, PaCIIONOXEHHBIX MEXIY BHY-
TPEHHUM 3€PHUCTBIM CJIOEM U CJIOEM MOJMMOPMHBIX KIETOK
BOJIM3M STEHIUMBI Xesynouka. CienoBaTesibHO, peub UAET 00
0YaroBoii TETEPOTONUHU KJIETOK bema mu3mMophryHOTo THIA
(puc. 2b), muieHHBIX TUTPOUAHOM 3€PHUCTOCTH U OTPOCTKOB,
YTO, BEPOSITHO, CBSI3aHO HE TOJIBKO C MX BPOXICHHOM HETTOTHO-
LEHHOCTBI0, HO 1 C JOIOMHUTETHHBIM UIIEMIYECKIM TTOBPEXK-
JIEHUEM U BbIPAXXEHHBIM MEPULIEILTIONSPHBIM OTEKOM.
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puc. 2: MUKPOCKOMKS KOpbl FONOBHONO Mo3ra yMepLugit 6onbHoit M., 1 rog 2 Mec.
Mukpouedanus (aeduumt maccel Moara — 27,2%).

A - otcyTcTaue auddepeHLLMaLmm CIIOeB KOPbI FONIOBHOMO MO3ra Ha MApTVHANbHIA,
HAPYXHBIIA 36DHUCTbIA, COA MEAKMX MMPAMUHBIX KNETOK M BHYTDEHHMI 3EPHUCTBIA
Cnovt. MonHOKpOBUE COCYLIOB MO M03roBoii 060N0uKw. epUBEHTPUKYNISDHBIA 1
NEPULEANIONAPHLIA OTEK BELLECTBA MO3ra;

B — y4acTok Kopbl C 04aroBoii reTepotonueil KNeTok bewa, kotopbie MpUONMXeHs! k
MapritHIbHOMY Coi0 (1) 1 PACTIONOXEHbI B 30HE HAPYXHOrO 3epHucToro cnos (II).
(Oxpacka rematokcunHoM v 303uHom, x100.

Takum 00pa3oM, B JaHHOM HaOJIOAEHUU, TOMUMO BHYTpPHU-
yTPOOHOTO WH(MUIIMPOBAHUS U MUKpOLe(aINU B COUCTAHUU
¢ IpyrUMU 1iepeOpaabHbBIMA aHOMAUSAMK, OOHApyXeHa JucC-
KOMIUIEKTAIMS CIIOEB CTPYKTYPHI KOPHI M 0YaroBast TeTepoTo-
s KJeTok beria.

Tayuenmxa C., 7 1et. MakpocKoOI¥s TOJIOBHOTO MO3Ta y IaH-
HOI yMepllleii MaleHTKN BbISIBIJIA OTCUHbIE, ITOJHOKPOBHBIE
TBEPIYIO ¥ MITKYIO MO3TOBBIC 000109KM. MO3r pa3zieiieH Ha JiBa
noyiuapus, aeuuut Maccol (—25,8%). U3BuanHbl B 061acTH
BMCOYHBIX JIOJIEN — MEJIKKE, HEITyOOKUe, MECTAMM YILIOIIEHEI,
B JPYTHX ydacTKax 0e3 M3MeHeHMi. ’KeTymouku pacIlipeHEbl,
sneHauMa Omectsiiasg. CTBOIOBBIE CTPYKTYPHI 03 O0COOCHHO-
creil. MMKpOCKOIMYECKOE MCCIEeNOBaHUE KOPbI OOJIBILIMX I10-
JIyHIApHIA TOJIOBHOTO MO3Ta BBIIBIJIO HAPYILIECHHE LIUTOAPXUTEK-
TOHHMKH €€ CJIO¢B IIPX SBHOM Ae(DUIMTe IMMPaMUIHBIX KIETOK
bena B III u V cnosax (puc. 3). PaBHoMepHOe pacmpenencHue
OJIUTONEHIPOIIUTOB C YMEPEHHBIM MEPUIIEIUTIOIIPHBIM OTEKOM.
B ocHOoBHOM crtoe (V) Tipu 0011IeM YMEHBIICHUH YHCIIa TTPaMUI-
HBIX KIeTok bella 0OHapyXeHbI OTIAEIbHbIC TPYMIIbI KPYITHBIX
IM3MOP(IIHBIX HEPOHOB HETPABIIEHO (DOPMBI ¢ HEOOTBIIIM
SIIPOM, 303MHO(DIIILHOM IIMTOIIIA3MOM, JTUIIEHHOM TUTPOMIHBIX
BKJIIOYeHMH (rpaHynsl Huccris). B aHoMabHbBIX HelipoHax — OT-
CYTCTBHE aKCOHOB. Hammune nu3mMopduIHEIX HEHPOHOB B V cloe
KOpBI MICKITIOYAET BAPUAHT T€TEPOTOIHH (pHC. 4).
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puc. 3; Mykpockonust KOpbl FOMOBHOTO MO3ra ymepLuei nauyentku C., 7 net.
Mukpouedanua (neduumt maccol Mosra — 25,8%), 0uarosas MUKpOrVpHs,
EIVHUYHbIE MenKie NUpaMMHble KNeTki B Il cnoe kopbl (CTPenKu), oTek BOKpYr
OMMTOAEHAPOLMTOB — MENKVIX, PAcCesHHbIX KneTok. Okpacka remartokCMiMHOM W
303uHoM, x100.

puc. 4: MUKpOCKOMMA Kopbl FONOBHOMO Mo3ra ymepLued naupentku C., 7 et
Mukpouedanus (nedvumt maccsl Mosra — 25,8%), o4arosas Mukporvpus. [pynna
[M3MOPQUUHbIX HEIPOHOB, JIOKANM30BaHHIX BV ¢loe kopbl. OKpacka reMaToKCHIMHOM
1 303uHoM, X400,

Pesynbratel HelipocoHorpaguu, KT u MPT rosoBHoro mo3sra
TTOATBEPAMIN Y OOJMBHBIX ¢ MUKpoledantneil Haluuue mepe-
OpaJIbHBIX aHOMaJINii pa3BUTHS. B yacTHOCTH, Y mpencTaBieH-
Hoit Beitie nanueHTku C., 7 net, jaHHble KT rojoBHOro Mo3ra
MTO3BOMIIM BepU(MUIIMPOBATh MUKPOIedaNi0 B COYCTAHUU
C TUIIOIUIA3UEN MO30JIMCTOTO TeJIa U BEHTPUKYJIOMETaIuei.

B Halem mccie0BaHUY Y TTALIMEHTOB ¢ MUKpOLedanueii ObuT
BBISIBIIEH PSIZl COMYTCTBYIOIMX aHOMAIMI Pa3BUTHSI BHYTPEH-
HUX OPraHoB: BPOXIEHHbIE IIOPOKH CEPALIA M MATHCTPAIbHBIX
cocynoB (57,5%), runorazus Tumyca (42,5%), Tunomniazus
HaanoyeyHukos (27,5%), runomiasus nodek (20%) u Hemon-
Hast o0y nerkux (20%).

Toaumuxpoeupus

JInarto3 «IoJMMHUKPOTHPHSI» TTOATBEPXKIEH MOP(HOIOTUUECKI
T10 PE3YJIbTaTaM IEeCTH ayTOIICHIA.

Tucronormyeckast KapTvHa FOJIOBHOTO MO3ra MAaIMEHTOB C MO-
JMMUKPOTHPUEI TIPeNCTaBIeHa Ie30pTaHu3allMeld CJI0EB KOPbI
0OJIBIIKMX IIOJIyIIAPMIA TOJOBHOIO MO3Ta, MPEUMYILECTBEHHO
B 00JIACTM HENTYOOKUX M3BUJIMH (pUC. 5) ¢ eaBa 3aMETHBIM
MapruHaibHBIM crioeM (), 6e3 4eTKoro nepexosa B HapyXKHbIiA
3epHucthiil cioii (II). Oba ciost mIpaMUIHBIX KJIETOK CJIMBa-



OPUIMHANIbHBIE CTATBW. Knuknyeckas Heponorus

puc. 5: Mikpockonmst Kopbl FONOBHOMO MO3ra yMepLLeiA nauuenTku 1., 7 Mec.
Monvmukporvpus, Hernybokas v WIpokas U3BUIMHA 663 BbIENEHNS MaprUHAbHOTO
11 3epHVCTOrO Cnioes. Okpacka reMaTokCUMHOM 1 303uHoM, x100.

puc. 6: Makponpenapar rofoBHOr0 Mo3ra
yMeplue# nauvenTky K., 6 mec.
Monumukporvpus. Maxvrupus.
Mukpouedanys.

10TCS B O[IHY MOJIOCY C PEOKUMHU AU3MOPGOUYHBIMU HEMPOHAMU;
JIAIIB 9acTh M3 HUX COXPAHSET TPEYroJabHYIO0 (OpMY IIpU Ha-
JIMYUU IBYX aKCOHOB. BOJIBIIMHCTBO HEHPOHOB OKPYIJION MU
OBaIbHOM (DOPMBI C BBITSHYTBIMU TUIIEPXPOMHBIMU SAPAMU
U Y3KOW MOJOCKOM LUTOIUIa3Mbl 0€3 BKIIOYEHUI (TpaHyJbl
Huccns). Ipy moauMUKporupyum, B OTINYUE OT MUKpoLeda-
JIMM, BEC TOJIOBHOTO MO3Ta B 1I€JIOM COOTBETCTBOBAJ BO3PACT-
HBIM HOPMATHBaM.

B Hameit cepuu HaOMONEHMI MOJTUMUKPOTMPUST COUETaIach
¢ BeHtpukyintoMmeraaueir (83,3%), arpocdueil MOAKOPKOBBIX
guep U nonyuapuii Mosxeuka (33,3%), maxurupueit (16%).
BbisiBeHBl aHOMAIMK CTPOEHMs BHYTPEHHUX OPTaHOB: IH-
noriazus Tumyca (66,6%), BpOXIECHHbIE MOPOKU Pa3BUTHUS
cepaua U MarkcTpaibHbIX cocynoB (50%), TMomIa3us Haamo-
yeynnkoB (50%), rumoruiasus nouex (33,3%), HemonHas 100y-
nsums nerkux (33,3%), runonnasus ceneserku (33,3%).

Ha puc. 6 mpexacraBieH MakpoIpermapaT TOJOBHOTO Mo3ra
yMepiteid 00/1bHO# K., 6 Mec, ¢ MHOXECTBEHHBIMU BPOXIEH-
HBIMU LIepeOPaTbHBIMM U COMAaTUIECKMMU TTIOpoKamMu. B aTom
HAOJIIONEHUM TIPOCIICXKUBACTCSl ONMpeNeNeHHas MPUYMHHO-
CIIEICTBEHHAS CBSA3b C TECTAIIMOHHBIM WHCYIMHO3aBUCUMBIM
caxapHbIM 11a0eTOM Y MaTepu, KOTOPBIA, O-BUAXMOMY, CIIO-
€O0OCTBOBAJ aHOMAJIbHOMY (hOPMMPOBaHMIO U3BUIIMH M 6003
obenx remucdep ymepiiei manueHTK. AHOMaTbHOE CTPOEHHE
KOpbI 0OJIbIINX MONYLIAPHUiA FOJIOBHOTO MO3Ta ObLIO MOATBEPXK-
JIEHO TIOCTMOPTaJIbHBIM TUCTOJIOTMYECKUM MccenoBaHneM. Ha
cekumu Obuta oOHapyxeHa Auddy3Has Mmaxurupus B JOOHO-
BUCOYHBIX OTE/IaX B COUETAHUH C TOJMMUKPOTMPUECHi B 3aThI-
JIOYHBIX OT/IE/IaX TOJIOBHOTO MO3ra.

Toaonpo3snuepaaus

JIWaTHO3 «TOJIOIPO33HIIE(haTHsT» MOATBEPXKACH MOP(HOTOTHIE-
CKHU TI0 pe3ynsTaTtaM 4 ayTorcuii.
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Mopdosnornuecku Hamu ObUTM BepUPUIIMPOBAHBI JBa THIIA
TOJIONPO33HIIehaTNHy: atobapHas dhopma (n=2) 1 ceMunooap-
Hast ¢opma (n=2). [ucTonornyeckas KapTWHa Yy TallUeHTOB
C TOJIONIPO33HLEe(anueil BO Bcex HAOMIONEHUSIX BbISBUIA [E-
30praHM3aIMIO CI0EB KOPHI OOJIBIINX MOTYIIApHil TOJIOBHOTO
Moazra. [Tpyu MUKpOCKOMUU KOPBI OOIBIIMX MOJTyIIApHii TONTOB-
HOTO MO3ra OTMEYaJIoCh UCTOHYEHNE B 000MX MONYIIApUi U3-
3a OOJIBIIMX pa3MepoB 001Iero xemynouka. [Ipy coxpaHeHUH
U YETKOM BBISBASIEMOCTU MapruHaibHoro ciosi (I) mom Hum
onpezensiiach ManoaudGepeHIIMPoBaHHAS 30Ha C pPAaBHOMED-
HO PacCesTHHBIMHM MEJIKMMH MUPAMUTHBIMUA KJICTKAMM, TIpe-
CTaBJIsIIolIas Co0oi «CMelIMBaHKe» HapyXHOTO 3€PHUCTOTO
(IT), mupamunsoro (III) u BHyTpeHHero 3epHuctoro (IV) cro-
eB. B riybokux oTmenax Kopbl 00HApYXKeH CJI0i KPYITHBIX ITH-
paMUIHBIX HelipoHOB (V) 1 TOHKas MpOoCioiKa MOJMMOPMHBIX
kietok (VI), mpoHMKalomKX B 3NEHAMMY OOLLIETO Xeayaouka.
BripaxkeHa ne3opraHu3aliys cJI0eB KOPHI TOJIOBHOTO MO3Ta Hajl
OOLIMM XKEeNYTOYKOM.

IMpuBomuM XapakTepHble KIMHHMKO-MOP(hOTIOTMYECKIE Ha-
OoneHusI.

V nayuenmxu JI., 2 Mec., cTpamaromieii ToJI0Ipo3sHIIehaIeit
(cemunobapHas opma), Tpu HeiipocoHorpapuy OOKOBbHIE
U TPETHi XXENYIOYKM MPEACTaBIsIM COOOM OOLIyl0 aH3Xo-
TeHHYIO TIOJIOCTh HETIPaBUIIBHOU (hOpMBI 0K0I0 90X94X75 MM.
IV xenynouex pasmepom 10x5 mm. MexmonymapHas 1ieb:
ornpenenseTcs B MepeHUX OTaeaax 10 YPOBHS MOSICHON M3BU-
JIHEI, TTOSICHBIC OOPO3IBI — Ha HEOOMBIIOM YIaCTKE B TIepel-
HUX OTAeNax, TIyOMHOM 0KOJIO 6 MM. AreHe3Ksl MO30JIHUCTOrO
Tena. OTCyTcTBYeT AU(QEpeHLIMPOBKA 3pUTEIbHBIX OYrpoB.
Xua3ma ocToBepHO He ompenensiercs. O0macTh Xua3ManbHOU
oucTepHbl neopMupoBaHa. CTBOJ MO3ra CMeLIeH BHU3, MOCT
MO3ra pacroJioXeH HEMOCPEACTBEHHO Hajl OOJBIIUM 3aThUIOY-
HBIM O0TBepcTHEM. MO3XEUOK YIUIOIICH, CAaBlIcH, 03 BKIMHE-

| puc. 7. Makponpenapar  ronoBHoro

y | Mo3ra ymepLueil naupenTk J1., 2 Mec,
z C rononpo3aHLedanvel (cemunodapast

o N dopma).

Monywapvs GOMLWOrO MO3ra pasmeneHsl Hernybokoi 60p03noit; Mpu OTAENeHU

OZLHOV 0K BhisBNIEH 0BLLMiA Gonbluoii Xenyoyek 663 GOKOBbIX BETBEN.

- Pl ! i

puc. 8: Mukponpenapat rofoBHOr0 Mo3ra ymepuieit nauuentku J1., 2 mec,
C rononposaHiiedanued, cemunodapHas (opma. PauemosHas BeHo3Has
aHruoma B MArkux 060n04kax Mo3ra. Okpacka reMaToKCUMHOM 1 3031HOM,
x100.
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Ha KT econ06H0e0 M032a BU3yanu3upyloTCsl BUCOUHBIE poOra
M YacTh 3a[HUX POrOB DOKOBBIX XeJIyI04YKOB MO3ra. [ooBHOM
MO3T pa3e/ieH MEXIIONYIIApHOIi LIEIbIO Ha JABE reMUChEpHI.

IMpn Makpockomuu TONOBHOTO MO3ra ymeplieil 60jbHo# JI.,
2 Mec, TBepaasi MO3roBasi 00oyiouka Oblia TJIaaKoM, OaecTs-
IIeil, ¢ pe3Ko MOJHOKPOBHBIMHU COCYIaMU M YCUIICHHEM CO-
CyaucToro pucyHka. [oJoBHOI MO3T yMEHbIIEH B pa3Mmepax,
pazzenuTeNnbHas 60po3na MeXXIy MONyIapusiMu Mesikast. Bay-
TPEHHIOIO MOBEPXHOCTh IOIYLIAPUI COCTABISAIOT HEOOIbIINE
rpynmsl u3BWIKH. [1pu pasneneHuu remucdep o6HapyxeH 00-
Uit xemynodek (puc. 7) 6e3 60KOBBIX pOroB ¢ OOHaXEHUEM
MOIKOPKOBBIX CTPYKTYp. DIIeHANMA XKelya0uKa TiaaKas, oje-
CTsIIast, ¢ BHIPaXKEHHBIM COCYIMCTBIM PUCYHKOM. BeliectBo
Mo3ra cnabo auddepeHurpoBaHo. Ilpu rucToIOrMYECKOM
HCCJIeIOBAaHIM TOJIOBHOTO MO3Ta B MSITKHMX MO3TOBBIX 000J10Y-
KaX BBISIBJICHbI 09aT¥ aHTMOMAT03a, TIPEICTaBISIONIIE TPYIIITBI
TOHKOCTEHHBIX KPOBEHOCHBIX COCYIOB B PHIXJION CTPOME, UTO
COOTBETCTBYET aHTMOMMCILIA3MM THIIA BEHO3HOI palieMO3HOI
aHTUOMBI (puc. 8).

B Hamem wuccnemoBaHWM TOJOMPO33HIEANs coyeTanach
¢ mukpouedameit (50%) n BeHTpukyaomeranueii (25%). Boi-
SIBJIEHO 3HAYUTENbHOE YUCIO COIMYTCTBYIOIIUX BPOXACHHBIX
TTOPOKOB — aHOMaJIMM JinieBoro ckeireta (100%), rumoruiasus
tumyca (75%), BpoXIeHHbIE TOPOKH Cepalia U MATUCTPATbHBIX
cocynoB (50%), rurnoruiasust HaamoueyHukoB (50%), Kpunrop-
xu3M (50%), HemosHast noOysIus erkux (25%), runorniasus
nouex (25%), ux coueTaHue.

Ocobennocmu Hegpoa02UMeCKUX HapyueHuil
npu KOPKOBbIX OUC2eHe3UAX U CONYMCMEYIOuUe AHOMAAUU
PA36UMUS BHYMPEHHUX 0P2AHOB

AHa3 pe3ynsTaToB MapoKCHU3MAaTbHBIX HEBPOJIOTHYESCKUX Ha-
PYILEHUIA TOKAa3aj, YTo Y yMepliuX mauueHToB ¢ K] Ha mep-
BOM TOJIy KM3HHM JOMUHKPOBaI cuHIpoM Becta (32%), pexe —
MUOKJIOHWYECKasl MUIeTicust MiaaneHyectsa (4%) v CUHAPOM
Oraxapa (4%). Cpenu yMepIIUX HaleHTOB CTApILIEro Bo3pacTa
ObLIM IMArHOCTMPOBAHBI Pa3IM4YHble (HOPMbI CUMIITOMATUYE-
CKOH (pOKaIbHOI SIMIETICHHU: IOOHO-BUCOUHAS — 24 %, BICOY-
Has — 20%, n1o6Has — 16%.

TseKecTh TeueHUS AMUICTICUM ONpeaesiiach BO3pacToM Ie0o-
Ta ¥ CTPYKTYPOI 3MMJIENTHIECKUX NpUCTynoB. B 94% Habmro-
NeHni MaHubecTalys SMUIeNTUYECKUX TIPUCTYIIOB B TPYIIIE
ymepiuux aeteii ¢ KJ/I 6b11a Ha IepBOM TOy XMU3HMU.

JIBuTaTeIbHBIE ¥ KOTHUTUBHBIE PACCTPOMCTBA Pa3IMYHOM CTe-
TICHM OTMEYAJTHCh Y BceX mareHToB ¢ KJI.

B GosbiHCTBE MyOIMKAIN, KaCAIONIMXCS KITMHUYECKOI Kap-
tiHBl KJI, ommcaHel B OCHOBHOM BHCIIHKE COIYTCTBYIOIIVE
AHOMAJTM Pa3BUTHS M TOJHKO B €IMHMYHBIX paOOTaX MPEACTaB-
JIEHBI BpOXIIEHHBIE TOPOKU Pa3BUTHsI BHYTPEHHUX OPTAHOB MPH
aHam3e ayTorcHii. JIJ1sl BOCIIOMHEHNUS JTAHHOTO TIpo0esIa HaMu
npoaHanusupoBaHo 50 ayrorcuii mamuentos ¢ KJI. Tonomnpo-
3sHIebhans ¥ nonumukporupust B 100%, a mukporedanus
B 62,5% ciyyaeB COYETAIUCh C AHOMATUSIMU PA3BUTUS BHY-
TPEHHMX OPraHoB, Yalle IPYTUX ¢ TOPOKaMU Pa3BUTUS CEpaLa
1 MarucTpaibHbIX cocynoB (32 ciyyas u3 50, 64%) (puc. 9).

K TspkensiM hopMaMul COTYTCTBYIOIIUX aHOMATMH Pa3BUTHUS
BHYTPEHHHUX OPTaHOB OTHOCSITCSI OTKPHBITHIN apTepHanbHBII
NPOTOK, MUKPOKapAys, KoapTalus OpIOLIHOM a0PThl U CTEHO3
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puc. 9: CTpykTypa CONYTCTBYIOLLYMX aHOMaMiA PA3BUTUS BHYTPEHHIX OPraHOB:

1 = NOpOKy PasBuTUS CEPALA W MarUCTPNIbHbIX COCYIOB; 2 — FMMOMA3NS THIMYCA;
3 = MONMKKCTO3 NOYEK; 4 — TUNonNasus HamM0YEUHINKOB; 5 — AHOMAIIMM KLLIEYHNKA,
6 — rvunonnasus ceneseHKki; 7 — HenoHast noByNALMS Nerkux.

ycTbst aopThl. [To naHHbM [LW. Jlaztoka (1991), Ha3BaHHBIE 1MO-
POKM pa3BUTHS cepalia ¢popMupyloTcs Ha 4—8 Hel OGepeMeH-
HOCTH, YTO HapylllaeT ONTMMAjbHbIe YCIOBUS JaIbHEHIIEro
pa3BUTUS MO3ra, B T.4. HelipobmacTHYI0 Murpauuio. Kpome
TOTO, TIOMOOHEIE COYETAHUS CIICAYeT YIUTHIBATh ITPU ITPOTHO3E
coCTOsTHMSI peOeHKa, 11eJIeCo00pa3HO MPOBECTU AOMOTHUTE b~
Hble 00C/IeNOBaHKS K HA3HAYMTh COOTBETCTBYIOLIYIO TEPATMIO.

Ha BTOpOM MecTe 110 4acToTe BCTPeYaeMOCTH COIYTCTBYIOLINX
AHOMaJil BHYTPCHHHUX OpPTaHOB ObITAa TWITOILIA3MS THMYca
(20 cnygaes u3 50, 40,0%), runoruia3ust KOpbl HAAMOYEYHUKOB
(15 cayyaes u3 50, 30,0%), runomiasus ceneseHku (10 ciayya-
e u3 50, 20,0%), KoTOpBIE, IO-BUIMMOMY, C(OPMUPOBATUCEH
BO BTOPOIi OJIOBMHE OEPEMEHHOCTH, a [0 TePaTOTEHHOMY IIe-
pHOYy COBIaaIM ¢ TUpHdUKALUE 1 YCIOKHEHHEM KOPKOBOIA
UTOAPXUTEKTOHUKH.

Ha TpetheM MecTe OKa3aauCh APYrHe BPOXIEHHBIE IIOPOKU
pa3BUTHS BHYTpeHHUX opraHoB (15 ciayyaes u3 50, 30%), cpe-
IM KOTOPHIX MPEBATMPOBaIM TUIOILIA3US U TOJIUKUCTO3 T10-
yeK, SMOpHOHAIbHAS IMYMOYHAsl TPhLKA, MUIOPOCTEHO3, He-
3aBEPILECHHbII TIOBOPOT KUIIIEYHMKA, TUIIOILIA3Us JIEBOIA 101U
nevyeHu. [TomoOHBIe OMCIIIA3MKM UMEIOT pa3IMIHble TepMUHA-
LMOHHBIE MEePUOAbl. Tak, MMIOIIACTUYECKAS WIM KUCTO3HAS
JIMCTIIA3Ms T0YeK BO3HUKAeT A0 37-ro AHSI SMOPUOHATBHOM
KM3HU, a IOPOKY pa3BUTHS KUIEYHUKA — Ha 3—5 Mec Oepe-
MEHHOCTH, COBIAAs 110 BPEMEHM C HAYaJIOM HEMpOoOIacTHOI
MUTpALIUN.

Ha yetBepToM MecTe — HenonHas gobynasus nerkux (10 cmy-
yaeB u3 50, 20,0%) B Buae HEIOPa3BUTUS OTAETbHBIX AOJIEH
W CeTMEHTOB JIN0O OTCYTCTBHE TPETHEI TOJIM B IIPABOM JIeT-
KOM, 4TO CHIXKaeT (GyHKIIMOHAIbHbIE BOZMOXHOCTH JbIXaTe/Ib-
Hout cuctemsl y aeteit ¢ KJI. ITo TepMUHALIMOHHOMY ITepHOLY
HapyIIeHUe JTOOYISIINY JISTKIX BO3HUKAET Ha 8 Hell recTallui,
YTO COOTBETCTBYET MEPUOAY HEMPOOIACTHON MUTPALIUY.

Tlpuvunot aemaavhoix ucxo0oe

BaxHbimu KJ'[I/IHI/IKO-MOI)(I)OJ'[OFI/I‘ICCKI/IMI/I aCIICKTaMu IIpO-
0J1eMbl K,Z[ y JETEN C AMWIENTUYECKUMU CUHIApPOMAaMHu U CUM-
NITOMaTUYECKOW SMWIETICUEN SABJSIOTCA MPOMOJIKUATETBHOCTD
XKM3HU U pacnpeacaeHUE JIETAJIbHBIX MCXOOOB IIO0 BO3pacTy.
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MakcuManbHbBI MUK JIETATbHOCTH ObUT 3a(UKCUpPOBAH Y
21 ymepurero pebenka (42,0%) Ha 1-2 romax xusHu. B aro
YKCIIO BOILIM Bce HaOMIOOEHUS TOMoNpo33Huedanuu, 3 u3 5
HaOJI0eHUIT TTOMMMUKpOrUpUd U 14 HabmoaeHui MUKpoLe-
(banmuu. Bropoit ik netanbHOCTH — 13 HabMIOAEHU — OTMe-
YeH Mpu MUKpoledanuu B mpoMexyTke 2,5—4,5 net. B nanb-
HelIeM JieTaTbHbIe UCXOMBI Y MAlMEHTOB ¢ MUKpoliedanueit
BBISIBJIEHBI B 1—2 ciydasix ¢ 5 1o 9 rofiel Ku3HU, 1 MUHUMATTb-
HBII MUK JIETATbHOCTU OTMeUeH B Bo3pacTe 13—14 net. Ycra-
HOBJICHO, YTO y 2 YMEpIIMX MAllMEHTOB MUKpOIIehatns code-
Taaxach C MOJIUMMKPOTUPUECH.

Mo2XHO 3aKJTIIOYUTb, YTO CMEPTHOCTSD naiueHToB ¢ KJI xapakre-
pU3yeTcsl TpeMs BO3paCTHLIMU MUKaMU: MaKCUMAaJIbHBIN — Tep-
BbI€ 3 Tofa XM3HU, CPeAHUI — 6—7 JIeT U BRICOKUit — 12—14 n1eT.

HemnocpenctBeHHON IPUYMHOM CMEPTH SBJISUIUCH: OPOHXO-
niHeBMOHUS (64,0%), ocTpble BUPYCHBIE PECIIMPATOPHbIE 3260-
JIEBaHUS, CETICUC U TIOTMOpraHHast HeTocTaTOYHOCTh (110 10,0%),
ocTanbHble TpUUMHBL — 6%. Kak M mpenmonaraioch, Hau-
MEHbIIIAs IPOIOJKUTENbHOCTD XU3HU 0Ka3alach y MallMEHTOB
¢ Haubosee TsxenbiMu dopmamu KJI (romonpo3sHuedanus)
M MaKCHMAJIbHBIM COMYTCTBYIOLIAM COMATUYECKUM «TPY30M»,
YTO MOIYEPKUBAET HEOOXOAUMOCTD UX PaHHEl AMATHOCTUKU U
KoppeKiuu. Yaiie Bcero B MaTonoro-aHaTOMUIECKHUX AUarHo-
3aX JOMUHKPYET IIHEBMOHMSI KaK CIEACTBUE HENOCTATOUHOCTH
MMMYHHBIX OPTaHOB M HE3PEIOCTH JIETOYHOM TKaHH, T.€. B UTO-
re CMepPTh HACTYITaeT OT OCTPOIi JIETOYHO-CEPASYHON HelocTa-
TOYHOCTH U TMIOKCHU MO3Ta. DTO IOATBEPXIEHO MPU HEIo-
CPEICTBEHHOM MOP(OIOrMYECKOM U3Y4EHUHU TOJOBHOTO MO3ra
y yMepiux naieHToB ¢ KJI.

HecmoTpss Ha TpymHOCTM pasrpaHUueHUs] MPHKU3HEHHBIX
1 aroHaJIbHBIX U3MEHEHNI HEPOHOB, MBI CKJIOHHBI OTHOCHTD
UX BaKyOJISIPHYIO JeTeHepaluio, BBIBISABIIYIOCS B MCCIENO-
BaHHBIX CJIyyasix, K MPKU3HEHHOMY COCTOSIHMIO. J[e10 B TOM,
YTO B Mpelaparax 0OHAPYXWBAINUCH MPU3HAKN XPOHMIECKOMH
TUTIOKCUM, MOPGhOJIOTMYECKUMU MapkepaMu KOTOPOil ClIy-
JKaT HEepeAKO BCTpeyalolIMecsl ouyaru KajablM(PUKALUK PSAOM
C TPaHYJIOBAKYOJISIPHOI IeTeHepannell HepOHOB WM B 30HE
MOTUOILIMX HEHPOHOB.

TakuM obpa3oM, yKa3zaHHbIe LiepeOpaibHble U3MEHEHUS M-
TBEPXIAIOT HAJIMUKME BbIPaXKEHHOW COMATUYECKON MaTOI0TUH,
cornpoBoxaatolleit oociaenoBaHHbie cyyaun KJI.

O0cyxnenue

B HacrodmieM McciegoBaHNK BBIPaXKEHHBIH Ae(UIAT MAacChI
TOJIOBHOTO MO3ra OOHapy:KeH Y BceX MallieHTOB ¢ MUKpoLeda-
Jveit, Torma Kak aus apyrux dopm KJI medunut Macchl Mo3ra
HE CTOJIb XapaKTepeH: IPH MOJUMHUKPOTUPUHU U TOJOMPO33H-
Hedanuy BhIBIEHA clabasi TEHACHLMS K CHIDKCHWIO Macchl
MO3ra.

Puc. 10 Har9aHO WUTIOCTPUPYET HEAOCTaTOUYHYIO MH(pOpMa-
THUBHOCTb IIMPOKO UCIIOIH3YEMOT0 B KIMHUYECKOM MPaKTHUKE
U3MEPEHUsI OKPYXKHOCTHU TOJIOBbI [UISI TMaTHOCTUKU MMKPOLIe-
(baymmy, 0cOOEHHO TIPY HAJTMYMU TaK HA3bIBACMOM «BHEITHEN»
ruppouedatn (CKOIUIeHNE N30BITOYHOTO KOMIMIECTBA JINKBO-
pa B cybapaxHOMIAIbHOM MPOCTPAHCTBE).

CooTBeTCTBYIOIIME TUCIPONOPLIUYI 00beMa MO3Ta U TMaMeTpa
YyeperHoil KopoOKM OTMEUEHBbI MTPU PEHTTEHOBCKOM UCCJIENO-
BaHMM Yepena, a TAaKKe P MPOBEICHUU IIPEHATAIbLHON Heli-
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KOpKOBbIe JINCreHe3nn 1 AninenTiyeckne CUHAPOMbI

puc. 10: Makponpenapar rofoBHoro
M03ra yMepluero Manbyuka A., B
Boapacte 1 roga 7 mec. Coueraxme
MvKkpouedanau M maxvrupuu,
AepuumT Macchl Mosra — 71,7%.

pocoHorpaduu. Tak, B panHux myonukauusax U. Chitkara et al.
(1987) pesynsTaThl peHaTadbHOU HelipocoHorpaduu y depe-
MEHHBIX XEHIIWH TOATBEPIMIN CIa0YI0 KOPPEIALUIo MEXIY
OumapreTaJbHBIM Pa3MepOM TOJIOBHI IIOAA (HMXE CPETHEro
pazmepa) 1 HaJIMYMEM TTOCTHATATBHON MUKPOTIE(haTUH.

Jlns nanpHeiei olueHK MopdoreHe3a MUKpoLedatnu Bax-
HO 3HaTb, C KAKUMU APYTMMU JUCIUIa3USMU KOPBI OHa COYe-
Taetcs. B aToM ciydyae Hanboee 0ObeKTUBHBIMU TPEACTaBIIS -
10TCs1 laHHbIe ayronicuu. OKazanock, uto y 25 u3 40 ayrorncuit
(62,5%) BhIsIBICHBI COYETAaHUE MUKPOLIC(ATNK C Pa3TUIHBIMU
BPOXIICHHBIMU TIOPOKAMU Pa3BUTHS TojioBHOTO Mo3sra. Cie-
JIOBaTeJIbHO, MUKpoIehanusi He SBISETCS M30JMPOBAHHBIM
MOPOKOM Pa3BUTHSI KODBI, M CYLIECTBEHHBI! BKJIal B CyMMap-
HOE CHIKEHME MacChl MO3Tra BHOCST aTpO(IIECKHe TIPOIIECCH
B JIPYyTUX ero otnenax. JlokazatenabHOIl TpeACTaBIsieTcs: KOH-
LETIKS O CTUMYJSIIIAKU aronTo3a HEHPOHOB B YCIOBUSIX U3-
ObITKa KJIETOK B TMpolecce HOpMabHON HelpoOaacTHOI
murpanuu. JlaHHash KOHLETIMs OOBSICHSET Hauuue y Je-
Tell M30JMPOBAHHON MUKpoIlehaany (B HallleM MaTepuaje —
37,5%) ¢ ayToCOMHO-PEIeCCUBHBIM TUIIOM HACJIETOBAaHMS, T.C.
nedeKTaMu TeX TeHOB, KOTOPhIE PETYIMPYIOT alloNTo3 UK UH-
TUOMPYIOT SKCTIpeccuio anonToTuyeckux reHos [30]. ITpu aTom
OOJBUIMHCTBO HAOMIONEHUI MUKpoOlLedaTuu COMpOBOXIACT-
Csl HapylIeHUSIMUA HENUpPOOIACTHON MUTPAIMU, YTO TIPUBOIUT
K COIYTCTBYIOLIMM aHOMAJIMSIM Pa3BUTUSI MO3Ta WU MUKPO-
nedaau B COCTaBe COYETAHHBIX BPOXKIECHHBIX MOPOKOB pa3-
BUTHS.

[lpn aHammse ayromcumil MAUMEHTOB C TOJIMMUKPOTHPUEH
U ToJIoNpo33HIledaIell pa3TuyHble liepedpaabHble AaHOMATUY
ObuK BhIsiBIEHB! B 100% ciiydaeB, BKITI0Yast BHyTPEHHIOKO T~
Ipoliehalinio, TUITOTLIA3MIO MPOIOJITOBATOTO MO3Ta U MO3XeY -
Ka v T.1.

Takum obpazom, KJI coueTarorcst ¢ BpoxXaAeHHBIMU TTOPOKaAMU
Pa3BUTHUST IPYTUX OTHEIOB TONOBHOTO MO3Ta, a OTUATHOCTUKA
TaK Ha3bIBAEMBIX M30JIMPOBAHHBIX ()OPM OCHOBBIBAETCS Ha J10-
MMHUPYIOIIMX MAaKPOCKOMMYECKHX MPU3HAKAX, YTO TOATBEPXK-
JIaeTCsl TP aHaIM3e ayTOTICUITHOTO MaTepuraa.

ITpu couetaHHoOi 1EepeOpalbHON MATOJIOTMU CYHIECTBYIOT
TPYIHOCTH IU(bepPEeHIINANTPHON TUATHOCTUKM JTOMUHHPYIO-
IIEro Mopoka pa3BUTHsI TosoBHOro Mo3ra. CJIOXeH aHaiu3
TUCTOJIOTMIECKOTO ITOCIIONHOTO CTPOCHUSI KOPBI YMEPIINX
MalMEeHTOB PAa3HOrO BO3pAcTa, YTO OOBSICHSAETCS PSIOM O00b-
eKTUBHBIX 00CTOSITENLCTB. Bo-MepBbIX, B MIadlIeM BO3pacTe
He BCETIa MOXHO Paclo3HATh BCE CIOM KOPBI OOJIBIINX ITOJTY-
MIApUil TOJOBHOTO MO3Ta, HAXOMUBIIMECS HAa Pa3HBIX CTAIUSIX
Pa3BUTHUS BIJIOTh 10 12—14 JeT U 3HAYUTENbHO pasiMyaro-
IIFecs 0 OTAeNaM KOphl. Bo-BTOPHIX, ayTOIICHY KOPBI TOJIOB-
HOTO MO3Ta B3SITHI 03 yyeTa CTaHIAPTHBIX MOJeil M 30H M Ha
Pa3HBIX CPOKaX 110C/Ie CMEPTU AETEM, UTO TIPUBOLUT K PA3HOMY
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00beMy TIOCMEPTHBIX U3MEHEHHU I roI0BHOTO Mo3ra. HecMoTps
HAa MEPEYNCIEHHbIE TPYIHOCTU, HaM YAAJIOCh BBISIBUTb OCHOB-
Hble BapMaHThl HAPYIIEHUs IIUTOAPXUTEKTOHUKM KOPbI 00JIb-
IIKMX TMOJyLUIapuii TOJOBHOTO MO3ra MpM pa3HbIX (opMax ee
muciria3uu. Kak ObL1o 1moka3aHo BBIIIE, IPU MUKpOLe(aIny,
MOJTUMUKPOTUPUU U TOJIONPO33HIehaInu npeobnafana auc-
KOOpAMHALIMS CI0€B KOPbI OOJIbLIKMX MOJYLIAPU, Yallle BCEro
B BMIIE OTCYTCTBUS MX mHddepeHInay, NCUe3HOBEHHS OJI-
HUX ¥ TpeobnafaHusl Opyrux KomroHeHToB. [Ipu stux wu3-
MEHEHMSX IIPOCTIEKUBACTCI YeTKas CBS3b MaKpOIATOJOTUH
M3BWIMH U CTPOCHUS IOIJIEXAIIell KOPHI, YTO OOYCIOBICHO,
BEPOSITHO, OOIIMMHU MeXaHU3MaMu MOp(oreHe3a Makpo- U MU-
KPOCKOMUYECKUX IKBUBAJIEHTOB AUCIUIA3UM KOPBI TOJOBHOTO
Moara. OOIINM CTPYKTYPHBIM IIPU3HAKOM BCeX Mopdoornye-
cku BepuduipoBaHHbiX BunoB KJI sBisercs pasHooOpasHas
KapTUHA Je30praHu3aluu 1 JaMMHALUK CJI0EB KOPbI, YTO OT-
MeJad U IpyTHe aBTophl [12] B OTHONIIEHUY MAXUTUPUH U T10-
JIMMUKPOTUPUU C BHISIBIECHUEM YeThIpeXCIOoMHON Kopbl. Harm
JaHHbIE TIOATBEPKAAIOT AHOMATLHOE CTPOEHUE KOPBI OOJIBLINX
MOJTYIIApHii TOJOBHOTO MO3Ta JaXe B TeX yJacTKax, KOTOPBIE
OBLIM B3SITHl Ha TUCTOJIOTUYECKOE UCCIIeN0BaHKE CIyYaiiHo.

K coxaneHuio, paxe cOBpeMEHHbIE MPUXM3HEHHBIE HEMPO-
BU3yaIM3allMOHHbBIE UCCIEIOBAHMUS B PsiIe CIydaeB He Bcerna
MOTYT BepubULMPOBATh PACTIPOCTPAHEHHOCTb CTPYKTYPHOTO
nedexTa Mo3roBoit TkaHu. B HameMm uccnenoBanuu y 20 nau-
eHToB ¢ KJI (40%) nMeno MecTo yacTMYHOE PacXoXIeHHe 3a-
KJTIOUMTENBHOTO KIMHMYECKOTO U TIaTOJI0r0-aHATOMUYECKOTO
JUarHo30B (He ObLIM pacro3HaHbl COMYTCTBYIOLINE Liepedpab-
HBIe aHOMAJTY PAa3BUTHS TOJIOBHOTO MO3Ta).
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Taxum 0Opa3oM, mpu JeTaabHbIX ucxonax y S0 mauueHTtos ¢ K/
MaKCHMAaJTbHO WH(OPMATUBHBIM AUATHOCTUYECKUM METOAOM
OBLIO TIOCTMOpPTAIbHOE MOP(ONOTUYECKOE MCCIEA0BAHUE TO-
JIOBHOTO MO3ra, BBISBJSAIONIEE TIOPaKEHUE HA OPTaHHOM, TKa-
HEBOM U KJIETOUHOM YPOBHSIX.

[ucromornyeckoe uccieqoBaHUE TOJOBHOTO MO3Ta YMEPIIHX
MAalMEHTOB ¢ MUKpoledaareil, TOMMMUKPOTHPUEH M TOJO-
npo33HIedanueii, HeCMOTPS Ha OUSBUIHBIC PA3TITIMS TAHHBIX
BapMaHTOB 1IepeOPATbHBIX AHOMAJIMIA, BBIIBUIO PSI OOIIUX
MIPU3HAKOB — PEAYKIMIO YUCTa W IIOTHOCTH HEHPOHOB, Ha-
pyLICHIE KOPKOBOU IIUTOAPXUTCKTOHNKH, HAJTMIKE KPYITHBIX
IM3MOP(OUYHBIX HelipoHOB. [lomydeHHBIe JTaHHBIE TTOATBEPXK-
JaI0T MPUHALJIEKHOCTD YKa3aHHBIX (POPM MaTOJOTHH K TPYIIIe

KIL [4].

Bo Bcex cmyyasx KJI Ha ayrtomcusix ObUIM OOHapyXeHbI CO-
MYTCTBYIOIIE aHOMAJIMU Pa3BUTUSI BHYTpeHHMX opraHoB. [1o
CpOKaM aHTeHaTaJbHOTO (POPMUPOBAHUS (TEPMUHALMOHHBIM
Tepyron M MOPQOTeHe3) COMaTUIECKUE MVMCIUIA3UX COBITAMAIIH
C IMCTEHE3USMHU KOPbI TOJIOBHOTO MO3Ta.

Takum 06pa3oM, BriepBbie Ha OOJIBIIOM ayTOIICUITHOM MaTepy-
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Clinical and morphological analysis of cortical dysplasias accompanied by epileptic syndromes
and symptomatic epilepsy in children
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Clinical and morphological correlations in the group of corti-
cal dysplasias accompanied by the development of an epileptic
syndrome were performed based on 50 autopsies. The diagnosis
of microcephaly was confirmed in 40 patients who died; poly-
microgyria was detected in 6 cases; holoprosencephaly was de-
tected in 4 cases. Analysis of the consequences of paroxysmal
neurological disorders revealed that the West syndrome in the
first year of life dominated in 32% of died patients with corti-
cal dysplasias, myoclonic epilepsy of infancy in 4% of the cases,
and the Ohtahara syndrome in 4% of the cases. The severity of
epilepsy progression was determined by the onset age and the
structure of epileptic seizures. Motor and cognitive disorders of

varying severity were noted in all patients with cortical dysplasias.
Associated developmental anomalies of the internal organs were
found in 100% of the cases. Microcephaly was combined with
other congenital brain anomalies in 62.5% of the cases, while
polymicrogyria and holoprosencephaly in 100% of the cases.
A histological examination of the brain of dead patients with
microcephaly, polymicrogyria, and holoprosencephaly revealed
a number of common features, including a reduction in the num-
ber and density of neurons, abnormalities of the cortical cytoar-
chitecture, and the presence of large dysmorphic neurons. These
findings confirm the fact that these forms of pathology belong
to the group of cortical dysplasias.
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MopdoxrmMmuyeckast OLieHKA
pe3yJabTaTOB HEMPOTPAHCITJIAHTALIUU
[IPU SKCIIEpMMEHTAJIbPHOM
IMApKMHCOHU3ME

A.B. Crasposckas, JI.H. Boponkos, H.I'. Immukosa, A.C. Onbmanckuii, P.M. Xynoepkos, JL.I. Xacnekos, C.H. Mnnapuomxun
OIBHY «Hayunbiii yenmp nesposoeuu» (Mockea)

bonesnv [lapkuncona xapaxmepusyemcs deceHepauueil HuepoCMpUamHo20 00(pamuHepeU4eckoeo Hymu, 4mo u 00ycA06AUaAem Pa3eumue 0CHOBHbIX 08UAMEAbHbIX
CUMNMOMO8 3a00nesanus. B céasu ¢ cumnmomamumeckum Xapaxmepom 00CHYRHO Ha ce200Hs NPOMUBONAPKUHCOHUMECKOI MePanyY 8 Kauecmee aabmepHamues
PACCMAMPUBAIOMes no0xo0bl, C6s3aHHbIE ¢ MPAHCHAGHMAYLE! 8 MO32 (DYHKUUOHAALHO COXPAHHBIX 0(aAMUHEPUHMECKUX HEllpOHO8, RoAYHaeMbX U3 ubpobiacmos
uepes cmaouro UHOYYUPOBAHHBIX NAKPUNOMEHMHbIX cmeonoebix Kaemok (MIICK). B nacmosweii pabome na modenu 6-OHDA-undyyuposannoeo napkurconuzma
Y Kpbic Hamu Obiau uccaedoganbt 0on2o8peMerHble dguzamenhble IQpexmbl u 0aHa MOPOHOXUMUECKAS OUEHKA Pe3VAbMAMOos MPAHCAAGHIMAYUYU 6 CIPUAMYM IC-
B0MHbIX doghamuHepeuteckux Heilporos, noayuenrvix u3 UIICK uenosexa. Helipompancnaanmayus 8 0CHOBHOI epynie JcUBomHbIX (n=8) npueoduaa k docmosep-
HOMY YAVHUIEHUI0 08U2AMENbHBIX (DYHKYULL U PeOYKYUU CUMNIMOMAMUKY NAPKUHCOHU3MA, M020d KAK AHAA0LUMHAS MPAHCHAGHMAUUS (uOpodAACHO8 8 CIpUamym
JCUBOMHDIX 8 2pYNNe CpagHeHus (n=4) He GAUANG HA CUMPMOMAMUKY NAPKUHCORU3MA. HMMyHoMOponoeumeckuil aHanu3 nokasasn, umo ouggepeHuuposantbie
uen0Beyeckue Helipotbl NOCAe MPAHCHAGHMAYUY 8 MO32 KPbiC COXPAHAIOM CE0I0 NOKAAUAUUI0 8 CIPUGITYME U OCIIAIOMCS JCU3HECHOCOOHbIMU 00 Yembipex Mecyes
nocAe onepayuu; npu Imom Habaiodaemcs pacnpocmpaneHie Ux ompocmkos eokpye obaacmu mpancnaanmayuu. TposedenHoe uccaedosanue nokasbieaem npuH-
YUNUAABHYIO B03MOXCHOCIb KOPPEKUUU HAPYWEHUT MOMOPUKY Y IKCNEPUMEHMAAbHIX Jcusomubix ¢ 6-OHDA-Mo0eabio napkuHCOHU3MA 3a cHem penonyasyuu
doamunepeuteckux HelipoHos, UcmouHUKOM Komopbix Moeym Obimb UIICK, noayuaemvie u3 comamuueckux Kaemok (udpodaacmos).

KnioueBbie ciioBa: mapkuHcoHusM, 6-OHDA, nHaynmpoBaHHbIe IUTIOPUITOTEHTHbBIE CTBOIOBbBIE KJIETKH,
JohaMUHepruIecKye HelpOHbI, HepOTPAHCIUIAHTALINS, UMMYHOMOP(OXMMHUUYECKOE NCCIIeIOBAHNUE.

oJie3Hb [lapkHCOHA — pacmpocTpaHEHHOE Helpo- JnohaMUH-TIPOAYIIUPYIONIMX KJIETOK, MOTEHUUATbHO CIIO0-

JieTeHepaTUBHOE 3a00JieBaHUE, B PA3BUTUU KOTO- COOHBIX 00ecrneunTh 0oJiee IIUTENbHBIA U CTOWKUIA 3 heKT

poro 0oJjibllas Pojib MPUHAMIEKUT T€éHETUIECKUM [5, 13, 14].

(axropam [1, 21]. bone3ns [NapkuHcoHa xapakTe-

pusyeTcs porpeccupyroleit morepeit nodpammuHep- [TonbITKM HEWpOTpaHCIJIAHTALMM TpU NapPKUHCOHU3ME
TUYECKMX HEMPOHOB CPENHEr0 MO3ra B YEPHOW CyOCTaHLMU C UCIOJb30BaHUEM (heTabHBIX TKaHEH CpeaHero Mosra u
M, KaK CJIE[CTBUE, 3HAYNTEIbHBIM (CBbIle 80%) CHUXEHNEM HEMPOHOB, MOJYYEHHBIX K3 3MOPUOHANBHBIX CTBOJIOBBIX
YPOBHA 10(paMUHA B CTpUATyMe. DTO NPUBOLUT K Pa3BUTHUIO KJIETOK, MTPOAEMOHCTPUPOBAIU, YTO TPAHCILIAHTUPOBAHHLIE
OCHOBHBIX IBUTaTEJIbHBIX CHMIITOMOB 3a00J€BaHUsS — Opaau- KJIETKM MOTYT PEMHHEPBMPOBATH CTPUATYM, BOCCTaHABIIM-
KUHE3UM, MBILIEYHOMH PUTMIHOCTU U Tpemopa [22]. B cBAsu BaTh N0aMUHEPTUIECKYI0 HEHPOTPAHCMUCCHUIO U B HEKOTO-
C OTKpHITHEM T0(QAMUHEPIHYECKOTO AePUIMTA B KAaYecTBe PBIX CIy4YasixX YIyYIIaTh IBUTATEIbHbBIEC TUCHYHKIINT, OMHAKO
KJII0YEBOTO MAaTOTEHEeTUYEeCKOro 3BeHa 6one3Hu IlapkuHcoHa 9TOT 3(PPeKT oKazaucs IMI0X0 BOCMPOM3BOAUMBIM [15, 16].
HauOosee 3QPEKTUBHBIMY NOAX0IAMU K JIEYEHUIO Ha TIPOTH- bonee Toro, TpaHCTIaHTALUS SMOPUOHATBHBIX KJIETOK MMeE-
JKCHMM MHOTUX JIET SIBJIIOTCS 3aMECTUTE/IbHAS Tepamnus Jie- €T 3HAUMTEJIbHbIE 3TUYECKUE, PEIUTMO3HBIE, TEXHUUYECKUE
BOJIOMOIH (OHONOrHYECKUM MPELIECTBEHHUKOM T0(aMuHa) ¥ TIPAKTHYECKUE OTPAaHMYEHNS, K TOMY K€ OHa CBS3aHa C He-
Y Ha3HaYEHME aTOHMCTOB NOMAMUHOBLIX PELENTOPOB; IPU- 00XOAMMOCTBIO CTOMKON MMMYHOCYIIPECCUM B TIOCIEONEpPa-
MEHAIOTCA TaKXKE KOPPEKTOPBI APYTUX 3BEHBEB LIEHTPAJIBLHOTO LIMOHHOM rtepuoe [6, 8]. PeanbHoil 1 HanboJIee IIEPCIIEKTHB-
HelipoTpaHcMUTTepHOTO nucbananca [4, 7]. OmHako mo Mepe HOIi aJbTepHATUBON MPU MApKUHCOHM3ME MPeICTaBIsSeTCs
TIPOrpeCcCMpoBaHMs GOJIE3HU TONOKUTENbHbI d(hekT mpu- TPAaHCILIAHTALIMS B TOJIOBHOI MO3T MOJHOLIEHHBIX IO CBOUM
MEHSIEMBIX TPOTUBOMAPKUHCOHUYECKUX TPENnapaToB MOXET Mop(hO(DYHKUMOHAIBHEIM XapaKTePUCTUKAM HodaMuHep-
CTaHOBUTHCSI MEHEE CTOMKMM, a HapacTaloUIMe OCIOXHEHUS TMYECKUX HEHpOHOB, NU(bMEPEHLMPOBAHHBIX U3 UHOYLU-
MHOTOJICTHE} Tepanuy U MOsIBIEHUE CUMIITOMOB, PE3UCTEHT- DOBaHHBIX naopunomenmusix cmeonosvix Kiemok (UIICK)
HBIX K 10(aMHHEPTHYECKON CTUMYJISILUH, CTABST Mepe] Bpa- (2,9, 10, 18, 19]. B cBoto ouepens, UTICK MoxHO moTydath
YOM BCE HOBBIC M HEPEAKO TPYAHOPAa3pelIMMBbIe MPOOIEMbI U3 cOMaTHYecKUX TKaHell (¢hubpobracToB) caMux MmalueH-
[4, 11, 12, 22]. CnenyeT 100aBUTE, YTO COBPEMEHHBIE METOLIBI TOB, OPMEHTHPOBAHHEIX Ha OIEPALUIO, C TOMOIIBIO OTKPHI-
JIeYeHUs MapKMHCOHM3MA He TPENOTBPalIaloT MPOrpeccupo- Toi B 2006 I. TEXHONOIMHU KJIETOYHOTO PEIPOrpaMMUPOBAHUS
BaHHUS TEKYLIETO HeipoaereHepaTUBHOIO Ipouecca. UMeHHO [23, 24]. Takoit MOAXOMA MCKIIOYAET 3TUUYECKHUE MPOOIEMBI
HO3TOMY TpeOyeTcs CO30aHNe HOBBIX TEPATIEBTUYECKHUX OIl- 1 o0ecreuyrBaeT TeHETUYECKYI0 UIEHTUYHOCTh TPaHCILIAH-
LU, B YMCIE KOTOPBIX PAaCCMATPUBAETCS BOCMOJHEHHUE I0- TaTa ¥ OPTaHU3Ma PELUIINCHTA.
(ammaa B [THC ¢ moMomIpio TpaHCIUIAHTAIIMM 3K30T¢HHBIX
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B 2012—13 rr. Hamu coBMecTHO ¢ HCTUTYTOM 001IIEl TFeHeTH-
ku PAH u MHctutyroM MonekysipHoit renetuku PAH Haua-
To nepBoe B Poccuu uccnenopanue, B Koropom UITCK Obiiu
UCTIONB30BAHbBI IS JICUEHUST SKCTIEPUMEHTAILHOTO MapKUH-
COHHM3Ma, BBI3BAHHOTO IIPSIMBIM BBEICHHEM B UYCPHYIO CYyO-
craHuio Heiiporokcuna 6-OHDA [3]. Breito mokaszaHo, 4to
cTepeoTakcuyecKasl TpaHcIIaHTauus nonydyeHHbix u3z MIICK
YesioBeKa M0(haMUHEPTHIeCKUX HEHPOHOB B IIOJIOCATOE TEJIO
KpBIC C NMApPKUHCOHU3MOM ITPUBOLUT K OTYETIMBOMY YJIyd-
HICHWIO ABUTATeBHBIX (GYHKIWIA M PeIyKIUN CUMITOMATHKH
napkuHcoHn3Ma [3]. B Hacrosmieit pabote MBI IIpeaCcTaBsieM
pacIIMpPEHHBIE PE3yJIbTaThl JJIUTEIbHOTO HAOMI0AEHHSI 3a Olle-
PYPOBAHHBIMU 3KCIEPUMEHTATLHEIMU XXUBOTHBIMY U TAaHHBIC
MOP(HOXUMHUIECKOTO MCCIIENOBAHMS MX MO3Ta, TOKA3BIBAIOIINE
MPUHIMITUATBHYIO BO3MOXHOCTh BHDKMBAEMOCTU TPAHCILIAH-
THPOBAHHBIX HEMPOHOB Ha MPOTSLKCHUN HEENb U MECSIIEB.

MaTepua.nbl W METO/bI

Mopdoxvmmyeckas OLEHKA PE3yNbTaTOB HEAPOTPAHCMNAHTALMM NP MAPKVHCOHM3ME

CKMPOBKE aHTUTeHa B MMKPOBOJIHOBOH meun (600 W, 5 MuH)
B uurpatHoM 6ydepe (0,01 M, pH=6,0). /Inst BhIsIBICHUS TH-
posunruapokcunassl (TH) u Tpancnoptepa modamuna (DA)
UCTIONB30BAIM MOHOKJIOHAJIbHBIE KPOJNMYbM AHTUTENA, UIS
BBISIBJICHUS SIIEPHOTO aHTUTCHA YeJOBEKa MPUMEHSUIN aHTH-
Tena Mbllu. sl BU3yanu3aluy CBS3BIBAHMS MCTIOIb30BATN
OMOTMHUIMPOBAHHBIE AHTUTENIA KO3bI MPOTUB COOTBETCTBYIO-
MIMX UMMYHOIJIOOYJIMHOB M 3KCTPaBUAMHIICPOKCHIA3Y, B Ka-
YeCTBEe XpOMOTreHa MPUMeHSIM 3,3-IMaMMHOOEH3UINH C XJI0-
PUAOM HUKeNS (YepHOE OKPALIMBAHUE) WK KOOAbTa (royboe
okpammBaHue). OKpalvBaHWe MPOBOAMIN IO IIPOTOKOJIAM
Mpou3BoAuTeNs aHTuTen (Sigma). Jl1s Kaxmoil cepuu mperna-
PaTOB CTaBUJIM HETATUBHBIN KOHTPOJb. [Ipenapatsl u3yyanim u
(ororpaduposamu Ha Mukpockore Leica DMLB (Iepmanust),
¢ kamepoit DC-300 (3 Mnkc, uetHasi). MopgomMeTprdeckoe
UCCJIeOBAHUE BBIMOIHSIM B iporpamme Leica QWin.

Pe3ynbratbi u 06cyxeHmne

MeTo/p! moy4eHMsI U3 KyJIbTUBUPOBAHHBIX PUOPOOIACTOB ye-
noBeka UTTICK u ux HampaieHHOH nuddepeHIIPOBKY B 10-
(bamMHepriuyeckue HeMpOHbI ObLIM AETATbHO OMMCAHBI HAMU
panee [3]. MoaenupoBaHue MapKUHCOHU3MA Y KPhIC C MTOMO-
1110 HeiipoTokcrHa 6-OHDA, u30uparenbHO HOBpEXIAIOLIe-
ro 1o(aMMHEPTUYECKUE HEMPOHBI, a TaKXKe TPAHCILIAHTAIMS
B XBOCTATOE SIAPO IKCIIEPUMEHTATBHBIX XXMBOTHBIX CYCTIEH3UU
noaMIHEPIHIeCKUX HEHpoHOB (n=8) wim (uOpoOIACTOB
(Y XKMBOTHBIX B TpYIITe CpaBHEHUS, N=4) MPOBOAMIUCH B COOT-
BETCTBUMHU C 0TpabOTaHHBIMU MpoToKodamu [3, 17, 20].

JI7sT OIIEHKW BEJWYMHBI HEHPOTOKCHIECKOTO TMOBPEXKICHUS
IBaXIHI (Yepe3 4 1 8 Hell TTocIe CTePEOTaKCUYESCKUX OTIepalHii)
KpbICaM BBOAMJIM aroHUCT N0(aMUHOBBIX PELENTOPOB aro-
MopduH B go3e 0,1 Mr/Kr moakoxHo. TecTupoBaHWE U aHATN3
TOBEIEHNS SKCIIePIMEHTATBHBIX SKMBOTHBIX IIPOBOIMIICS OIMH
pa3 B Hemeno Ha mpotrsikeHuM 12 Hem. Cpok mepeXuBaHMS
KUBOTHBIX MOCJIE€ HEWPOTPAHCIUIAHTALIMM COCTABIAT 16 Hen.
[pu npoBeaeHMHU TeCTA B «OTKPHITOM I0JIe» B TEYEHUE 3 MUH
OIpeNe/IsIi TOPU30HTAIBHYIO TBUTATEIbHYIO AKTUBHOCTD; TIPH
STOM YYUTHIBAIM 00IIee KOJTMIECTBO IEPECCUCHHBIX KBaapa-
TOB 1 BEIMYMHY NpoiineHHOTro myTr. GUKCHPOBaHUE 1 aHAIN3
MOBEIEHYECKHX SKCIEPUMEHTOB MPOBOIWIN C MOMOILBIO CH-
CTeMBl BHICOHAOIONEHNS 3a TOBEIEHUEM KHMBOTHHIX Any-
maze. HaumHast ¢ 1Byx mHel 10 omnepanuy HelipOoTpaHCIUIaH-
TallMd U B TEYECHME BCEro mepuoja 3kcrepuMeHTa (16 Hen),
KPHICH €XeTHEBHO TONYYaI IMKIOCIIOPHH (12 MI/KT mepo-
PabHO) ¢ LeIbI0 MMMYHOCYIIPECCHU U TIPSIOTBPALICHUS M-
MYHOJIOTUYECKOI HECOBMECTUMOCTH KJIETOK TOHOpA C MO3TOM
PpeLUITIeHTA.

[TonyyeHHsie pesynbraThl ObUTM 0OpabOTaHBI C MOMOILBIO
nporpamMmmbl STATISTICA (release7) meromoMm BuikokcoHa
(MaHHa-YutHu).

ITo okoHYaHUM OKCIICPUMECHTOB KMBOTHBIC YCLIIUIAJIUCH XJI0-
pO(l)OpMOM, 3aTEM OCYHICCTBJIAIACDH ACKAIIUTALIUA U U3BJICYC-
HUE MO3ra.

O6pa3ubl Mo3ra (GUKCHpOBaIu B (hopMarHe Ha (GochaTHOM
coJieBOM Oydepe 1 TPOBOAMIIM Yepe3 3TaHOJ 1 X10podopM Ui
3amuBKy B napacduH. Cepun GpOHTAIBHBIX CPE30B (TOMILIHON
7 MxMm) rotoBunu Ha mukpotroMe Leica SR2000. IMpenapats
OKpalIfBaJi IMMYHOTUCTOXMMUYECKAM aBUIMHIICPOKCHIA3-
HBIM METOIOM, YaCTh IIPEIapaToB TaKXe OKpAIIMBalIU Kpe-
3uJI0BbIM (brojieToBbIM. Cpe3bl TOoABepraiy TEIIoBOM JeMa-
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V KpBIC ¢ SKCIIEPUMEHTATBHOM MOS0 ITAPKMHCOHM3MA I10-
CIle TPAHCIUIAHTAIINK TOTYIYCHHBIX 10(haMAHEPTHICCKIX Heli-
POHOB B I0JI0CATOE TEJIO OTMEYAJIOCh OTYETIIMBOE YIydIleHUE
JIBUTATENTbHBIX (DYHKIWN M PeOyKIMS CHMITOMOB ITapKUHCO-
HUYECKoro cuHapoma. (puc. 1, 2). BpamiatensHoe moBeaeHue,
HabJroaeMoe B TIEPBOM armoMOP(GMHOBOM TeCTe, T.e. uepes
4 Hent mocyie BBEICHUS TOKCUHA, IOCTOBEPHO OCIa0IsIOCh TPU
BTOPOM TECTHPOBAHUU Yepe3 8 Hell II0C/Ie HEHPOTOKCHYECKOTO
MOBPEXICHUS.

B rpynmne cpaBHeHuUst HelipoTpaHcIlaHTaUus (prudpobIacToB
B XBOCTAThI¢ SIpa KPBIC He OKa3ajia BRIPaXXeHHOTO 3¢ deKTa Ha
MOBeicHUE XUBOTHBIX. TeCTUpOBAaHUE IBUTATENbHON AKTHB-
HOCTH TaKMX KPbIC B «OTKPBITOM II0JI€», IIPOBOAUMOE €XEHE-
JIeTBHO, He BBISIBHJIO CTATUCTHMUYECKU JOCTOBEPHBIX Pa3ITIMid
MOBEJIEHYECKUX [0KAa3aTeNeid 10 TPAHCILIAHTALMM M CIIYCTS
5 Hen (puc. 3).

Ha pa3nbIx cpokax nocne TpaHcriantauuu (3, 5, 7, 14, 32 nus
1 4 MecC) TIPOBOIWIN UMMYHOTHCTOXUMIIECKOE UCCIIeHOBAHNE
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puc. 1: U3meHeHne ABUraTeNbHON akTUBHOCTH B «OTKPLITOM MONE» Y KPLIC C
MAPKMHCOHMYECKUM  CMHOPOMOM 1I0CNIE BBEAEHMS IMddEPEHLMPOBAHHbIX
LOGaMUHEPTUYECKVX HEPOHOB B CTPUATYM.

Mo 0Cv OPAVMHAT; YMC0 NEPECeYeHHbIX KBAPATOB; M0 0CH abcuuce: 4 Hel — BpeMs

nocne BeefeHns TokcuHa 6-OHDA B uepHylo cybctanwmio, 5, 33, 47, 64 v 91 cyr

— BPEMS MOCNE BBEEHMS KNETOYHON CycnieHav. CTpenkoid 0603HAYEH MOMEHT

BBE/IEHMA N0DAMUHEPTUYECKMX HEMPOHOB;

+ = pa3muud [LOCTOBEPHbl MO CPABHEHMIO C OHOM (MCXOBHBIM YPOBHEM

[BUraTeNbHOM aKTVBHOCTH);

* = DAsAMMs [OCTOBEPHbI MO CPABHEHVIO C YPOBHEM ABMFATENIbHON aKTMBHOCTI

cnycrs 4 Hepy nocne Beeenv Tokcuna npu p<0,05.

5cyt  33cyt 47cyt 64cyt 9oyt
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puC. 2: MPUMEDbI TPEKOB B «OTKPBITOM MO Y KPBIC C PA3BMBLLUVMCA TAPKVHCOHMYECKVM
cvHapomoM (A) W yepe3 33 cyT mocne BBEMEHMS AMGEPEHLIMPOBAHHBIX
[0(AMUHEDTVIHECKWX HEIPOHOB (B) TEM Xe XVBOTHBIM.
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¢doH 4 Hep 6 cyT 14cyt  2lcyt 29cyt 34yt

puc. 3: ﬂ,VIHaMVIKa ﬂBVIFaTeﬂbHOVI aKTUBHOCTM KPbIC C NaPKUHCOHMYECKAM CUHAPOMOM
B «OTKDbITOM Mofie» nocne BBefeHMS (GMOPOOMACcTOB B XBOCTaTbie Sipa
(moxasaHo CTPenKo).

Mo Ocv OpAMHAT: KOMMYECTBO MEPECEYEHHbIX KBAAPATOB; MO OCH aBCLMCC:

4 Hep, — Bpems nocne BeaeHUs TokcuHa 6-OHDA B YepHyio CyBCTaHLMIO; fanee —

4ucno AHeVI JKCnepumeHTa MeXy TeCTamu; +- pa3nnyna fOCTOBEPHDI MO CPABHEHUIO

C MCXOZHBIM YPOBHEM JBUraTenbHoiA akTveHoCTY mipi p<0,05.

aKcnpeccun HelipoHaibHbIX 0ekoB TH u DAT, sapastiormuxcs
Mapkepamu J0(aMUHEPrUYecKuX HEMPOHOB, a Takxke siep-
Horo aHtureHa yenoseka (HNA) mist BbIsSIBIEHUS TpaHCIUTaH-
THPOBaHHBIX KJIeTOK. OMHOCTOPOHHEE MOBPEXICHUE UEPHOU
CyOCTaHIIMM TOCNIe MHTpaHUTpaibHOro BBemeHus 6-OHDA
TIOATBEPKATIOCH Pe3KUM CHInKeHneM skcripeccun TH B umncu-
JIaTepabHOM CTPHATyME.

Ha cepuitHbIX mocienoBaTeIbHBIX Cpe3ax B TpaHCIUIAHTATE BbI-
SBJISTH KJIETKH, COIEpPKAIIVe KaK SIepHBIi aHTUTCH YeToBeKa,
TaK 1 fodaMUHepruyecKuie Mapkephl (puc. 4), IpuyeM JI0Ka-
mzauusa TH u DAT-no3UTUBHBIX KJIETOK OblIa OZMHAKOBOI.
TpaHCTITAHTHPOBAaHHBIE TOGMaMUHEPIMYECKIE HEHPOHBI OT-
JIMYATIMCh MAJIbIMU pa3MepaMu (CpelHsis ILIOLIaab HEIPOHOB
cocrabmia 107210 Mxm?).

3a mpeneaaMu 00J1aCTH TpaHCIUIaHTALIMK HAOMI0JaIN eIUHIY -
Hble JohaMUHOBbIE HEUPOHBI, He 3Kcmpeccupyomue HNA
U SIBJISTIONIECS COOCTBEHHBIMY HEWPOHAMY CTPUATYMA KPBICHI.
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puc. 4: TpaHcnnauTaums HelipoHos, anddepenumpoanbix 3 UMCK yenosexa,
B CTPUATYM KDbICbI C 3KCMENMMEHTATbHBIM MAPKUHCOHVSMOM.

A, b — nokanu3auus TpaHCTNaHTaTa B XBOCTATOM APE KPbICH! (OKpacka o Hucenio);

B — HNA-noautviBHbig KETKY B 06N1aCTH TPAHCMNHTALMI (32-if ieHb).

(0603HaueHus:; Nissle — okpacka no Metomy Huccns, HNA — nokanusauys SfepHoro

aHTUreHa YenoBexa.

Yncno knetok
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puc. 5: Jlokanuaaumst v wucno odaMuHepruyeCckuX HEiAPOHOB B PasHble CPOKY Nocne
TPAHCMTAHTALM,

A - CTpenkamu ykasaHa nokamm3aumst OGaMUHEDTMYECKVX HEIPOHOB Ha 3-M, 5-if

W T-it BHM 1IOCNIE TPAHCTTAHTALMM (CXEMbI C PEMPE3EHTATUBHbIX MPENapaTos);

b - nnotHocTb Kknetok (B none 3peus — 0,04 MMZ), SKCIPECCUPYIOLLYX SnEpHbIiA

anTurex yenoseka (HNA), Ha 7-i 1 32-it fHi nocne TpaHCTaHTaLmi.
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puc. 6: BbisBneHve TUPO3MHTUIPOKCUNaskl (TH) B TpaHCINAHTaTe.

A - podamuHoBan [JeHepBaLMs CTpMaTyMa Ha CTOPOHE PaspyLUEHUs YepHOi
cy6cTaHwMM v TH-NO3UTUBHBIE KNETKW B 001aCTI BBEJEHVA MO XOZY TPeKa OT Mriibl
(32-1 neb);

b — TH-no3uTuBHbIE KNETKM B CTpUATyMe 061acTIn TPaHCMNAHTATa Ha 2-1 Hen nocne
BBE[IEHNS;

B — pacnpoctpanerie TH-no3uTvBHbIX OTPOCTKOB B KDAeBOi 30HE TPAHCMNAHTATA Ha
4-it Hep,

O0acTh TpaHCIIAHTaLIMKM K 5—7 IHSIM OblIa OKpYXeHa
[JIMAJbHBIM BaJOM, COCTOSIIIUM M3 aCTPOLIMTAPHBIX KJIETOK
KPBICHI.

Yucno HNA-03UTUBHBIX KJIETOK B 00J1aCTH TpaHCIUIAaHTALIMK
CTATUCTHYECKM 3HAYMMO CHILKAJIOCh B TEUCHUE TEPBOM He-
JIeNn Tocie BBeneHus (B cpemHeM Ha 46%), mociie 4ero o0b-
€M TpaHCIUIAHTaTa OCTAaBaJICA CTAOMIBHBIM BIUIOTH 0 MecsIa
u cocransin 0,06—0,1 MM3; pu moCYETE C YYETOM MOMPABKU
AbepKkpoMOu o011Iee YUCTIO BISBISEMbIX KJIETOK YeJIOBEKa ye-
pe3 1 mMec mocie BBefAeHuUs1 cocTaBisiio A0 150 Teic. (puc. 5).
Yepes 4 mec nocne onepau HNA-TI03UTUBHBIE KJIIETKU TaKXKe
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OOHApYXMBAIUCh B 00JaCTM TpaHCIUIAHTalUuKW. Murpauuu
HNA- umn TH-no3uTHBHBIX KJIETOK 3a Ipefeabl 00JacTu
BBEAEHUS (MO0 KOJMYECTBEHHOH OLIEHKE PACCTOSHUSI MEXIY
BBISIBJISICMBIME HEMPOHAMM) BBHISIBICHO He OBLTO, UTO, MO BH-
THMOMY, MOXXET CBHIETEILCTBOBATD B TOM YHCIIE U O BRICOKOM
creneHn auddepeHIMpoBKM KieToK. KommyectBo coxpaH-
HBIX TO(paMUHEPINUeCKUX HEHPOHOB B TPaHCIUIAHTATaX Ha
2—4 Hen nocJjie BBeAEHMs COCTABIIIO OKOJIO 1% OT BBISBIISIEMBIX
HNA-no3utuBHBIX KieTok. Haumnas ¢ 7 aHs mocne orepa-
MU, B 00JIACTH TpaHCIUIaHTaTa Habmoganu nosieieHue TH-
MO3UTHBHBIX OTPOCTKOB TPAHCIUIAHTHPOBAHHBIX HEMPOHOB
(puc. 6), a Ha cpokax 32 mHS U 4 MeC. OTPOCTKH BBISIBIISUTICH
U 32 Ipefie/laMu 00JIaCT! TpaHCIUTaHTalUK (1o 1 MM oT ee rpa-
HUIIBI), YTO TTO3BOJISIET MPEATIONIOXHUTH (DOPMUPOBAHNE KOH-
TaKTOB MEXIY KJIETKaMU TPAHCIJIaHTaTa U CTPUATHBIMU HEli-
POHAMU SKCIIEPUMEHTATbHBIX JKUBOTHEIX.
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Morphochemical evaluation of neurotransplantation outcomes in experimental Parkinsonism

A.V. Stavrovskaya, D.N. Yoronkov, N.G. Yamshchikova, A.S. Ol’shanskiy, R.M. Khudoerkov,
L.G. Khaspekov, S.N. Illarioshkin

Scientific Center of Neurology (Moscow, Russia)

Keywords: Parkinsonism, 6-OHDA, induced pluripotent stem cells, dopaminergic neurons,
neurotransplantation, immunomorphochemical analysis.

Parkinson's disease is characterized by degeneration of the ni-
grostriatal dopaminergic pathway that underlies the basic motor
symptoms of the disease. Since the currently available antipar-
kinsonian therapy is symptomatic by its nature, approaches as-
sociated with intracerebral transplantation of functionally intact
dopaminergic neurons derived from fibroblasts through the stage
of induced pluripotent stem cells (iPSCs) are considered as an
alternative. In this work, based on a model of 6-OHDA-induced
Parkinsonism in rats, we have studied the long-term motor ef-
fects and provided morphochemical evaluation of the outcomes
of human iPSC-derived dopaminergic neuron transplantation
into the animal striatum. Neurotransplantation in the main
group of animals (n=8) resulted in significant improvement in

the motor functions and a reduction of the Parkinsonism symp-
toms, while similar transplantation of fibroblasts into the animal
striatum in the control group (n=4) had no effect on the Parkin-
sonism symptoms. Immunomorphological analysis demonstrat-
ed that differentiated human neurons, which were transplanted
into the rat brain, retain their localization in the striatum and
remain viable for up to four months after surgery. In this case,
the outgrowth of their processes around the transplantation site
was observed. The study has demonstrated the fundamental pos-
sibility for movement disorders in experimental animals with a
6-OHDA-model of Parkinsonism due to the repopulation of do-
paminergic neurons, the source of which may be iPSCs derived
from somatic cells (fibroblasts).

KonrakThbiii agpec: CtaBpoBckas Amna BaguMoBHa — KaHI. OMOJI. HayK, 3aB. J1a0. 3KCIIEPUM. MAaTOJNIOTMK HEPBHOI cucteMbl OTaena
uccnenosanuii Mosra ®ITBHY «Hayunblit nenTp Hesponorum». 105064 Mocksa, iep. O0yxa, 1. 5. Ten.: +7 (495) 917-80-07;
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TEXHOJIOI'NI

B0o3MOXXHOCTU KOHTPACTHOIO
VJIBTPa3ByKOBOI'O UCCJICIOBAHU
B aHT'MOHEBPOJIOTUU

A.O. Yeuérkun, JI.II. JIpynna

OIBHY «Hayunbuii yenmp nesposoeuu» (Mockea)

Mlbmpa%ylcoeoe uccaedosanue ¢ KOHMPACMHbIM YCUNEHUEM A6.11eMCA HOBbIM NePCNEKMUBHbIM HANPABAeHUeM 6 AHeU08U3YAIU3AUUU, KOMOopoe 6 nocaeonue 200bi
Haxooum éce bonee WUPOKOe npumenerue 6 KAUHUMeCK Ol npaKmuxe. Hpueo@umcx ucmopus pazeumus danHo2o Memoaa, demanvio paccmampuearomcs 0CHO6Hble
qbu3ul<0—mexnuuecxue NPUHYUNbI KOHMPACMHO20 YAbMPA36YK06020 MCCﬂedOBaHuﬂ, a makxjice Co6peMenHble 603MONCHOCMU €20 UCNOAb306AHUS 6 duaerocmuie

PazAUMHbIX (hopm cocyducmbix 3a001e8aHUil 20108H020 M032d.

KimoueBbie cJ10Ba: KOHTPACTHO-YCUJIEHHOE YJILTPa3BYKOBOE UCCNIEI0BAHNE, MUKPOITY3bIPBKH,
CTEHO3 COHHBIX apTepUil, HEOBACKYIISIPU3ALILSL.

JsTpa3BykoBoe uccienosanue (Y3U) otHocutcs

K HanOoJee MIMPOKO MCIIOIb3YeMbIM METOIAM Me-

JOUIMHCKOM BU3yaln3alliy ¥ 110 CPAaBHEHUIO C JIy-

YeBBIMU METOAaMU 00JIaaeT PSIIOM HEOCTIOPUMBIX

MIPEUMYIIECTB, TAKWX KaK HEMHBA3WBHOCTbH, IIH-
pokasi JOCTYIHOCTb, MOOUJIBHOCTh MPUOOPOB, OTHOCUTEb-
HO HEBBICOKAs CTOMMOCTb OOODYIOBAaHUS U OOCIENOBaHMUS,
BO3MOXHOCTb MHOTOKPAaTHOTO HCCJICIOBAHMS IMAIlieHTa 0e3
pucka as 300poBbs. [locTosSIHHOE TeXHMYECKOe COBEpIleH-
CTBOBaHME YJIBTPa3BYKOBBIX MPUOOPOB MO3BOJISIET ITOIYyYaTh
M300paXeHMS JOCTATOYHO BBICOKOTO KadecTBa. CyImeCcTBEH-
HBIM TIPOPHIBOM B YIYYIICHMHM KavyecTBa BU3Yyalu3alluu
1 B MOJTyYeHMH OOJbIIEH MUArHOCTMYECKO MHbOpMamMu
CTaJIo WCIOTh30BAHNE SXOKOHTPACTHBIX IpemnapatoB (DKII),
OCHOBaHHBIX Ha (DOPMHMPOBAHMK MUKPOITY3bIPHKOB (MHUKPO-
YaCTHII) C 0COOBIMUM SXOKOHTPACTHBIMU CBOMCTBaMU. CIIEKTp
IMAaTHOCTMYECKHX 3a/1ad, pellaeMBIX ¢ UX MOMOIIBIO, ¢ KaX-
IObIM TomoM paciuupsieTcs. OCHOBHBIMU HaIpaBICHUSIMU
ucnojib3oBaHuss DKII sBIAOTCS aHTHOIOTUS, OHKOJOTHS,
TeTIATOJIOTHS, KapOMOJIOTHS, YPOHEPPOJIOTHUS, aKyIICPCTBO
u opronenus. Ha ceromHsHMii A1eHb B MAPOBOI KIIMHUYE-
CKOWl TIpaKTUKE WCIONb30BAHNE KOHTPACTHOTO YCUIICHUS
npu Y3U sgBiseTcss 00s13aTeIbHBIM YCIOBHEM MCCICIOBAHUI
0OJIbHBIX TIPAKTHYECKH JIF000T0 KIMHUYECKOTro poduis [6].

Wcropuyeckuii acneKT pa3BuTs
IXOKOHTPACTHBIX NMPENapaTos

3a wucropuio cBoero mnpumeHenus OKII mpomm 3Haum-
TENBHYIO SBOJIOLUIO B TUIAHE Pa3BUTHS Pa3MEPOB U CTa-
OunbHoCTM MUKpomy3bippkoB (MII), mockonbky B wupea-
Je OHM JAOKHBI OTBEYaTh CIEAYIOIIUM TPeOOBAHMSM:
1) IOCTaToyHO JETKO BBOAMTBHCSI B COCYIMCTYIO CHUCTEMY;
2) UMeTh MaJIEHbKUI pa3Mep, CXOXKUI C IpUTPOLIUTAMU, YTOOBI
JIETKO TIPOXONUTH Yepe3 KanuUISIPhI JIeTKUX (He bonee § MKM);
3) NpUBOAUTH K CTAOUIBHOMY aKyCTHUYECKOMY YCUJIEHUIO YIlb-
TpPa3ByKOBOTO CUTHaNa; 4) ObITh CTAOMJILHBIMU B TEYEHUE Tie-
puoza, HeOOXOAMMOTO JIIsl IPOBEACHUSI IUATHOCTUYECKOTO HC-
CJIEIOBaHUSI; 5) OBITh 20COMOTHO 6E30MTaCHBIMU TS TALIUEHTA —
B YaCTHOCTM, MMKPOUYACTHIIBI HE JOMKHBI CIUBATHCS MEXIY
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c000ii 11 00pa30BHIBATH KOHTJIOMEPATHI, YTOOBI He BBI3BATh OK-
KITIO3UIO0 COCYIIOB.

Emte B 1968 1. R. Gramiak u P. Shah [19] omucanu ycunenne
YIBTPa3ByKOBOIO CUTHala ITIPM IPOBSACHMU WMCCIEA0OBAHUS
A0pTHl B M-pexmMe B X0Ie aHTHOrpauIecKuxX poreayp He-
MOCPEICTBEHHO B MOMEHT BBENEHUSI PEHTTEHOBCKOIO KOH-
TPAaCTHOTO BellecTBa. JlajbHEIne MCCIeNoBaHMsI TI0Ka3aly,
9TO JaHHBIN 3()(HEKT BBI3BIBACTCS BBEICHNEM HE TOIBKO PEHT-
IeHOKOHTPACTHbIX BEILECTB, HO 1 JII000ii X1aAKOCTH. OCHOBOIA
JaHHOTO NEMCTBUS SIBISIOTCS ITy3bIPhKM Ta3a BO BBOXMMOI
KMAKOCTH, a ycuyeHue 3¢ dekta 00ycaoBIeHO cTabun3aiuei
STUX IIy3bIPHKOB a1bOYMUHAMU IUIA3MbI KPOBU MaLueHTa [3].
B KIMHMKE cTalu MCIOJIb30BaTh B30OOITAHHbINA (DM3MONOTIYE-
CKUI1 pacTBOp, B KOTOPBIA ITOIamaIy ITy3bIPEKK Bo3ayxa. I1o-
Jly4eHHast CMeCh IIPMMEHSIACH IS BU3yaIM3aliy BHYTPUKAp-
JMAaJIbHOTO MpaBo-jeBoro copoca. OmHaAKO My3bIPbKU BO3IyXa
OBLTH Pa3HBIMH U TOCTATOYHO OOJBIITMMHU TI0 pa3Mepy, TOITOMY
He MOIJIY IIPOXOAUTh YePe3 KAIMIUISIPHI JIETKKX.

[Mocnenyromme pazpaboTKy MpUBENIM K BBITYCKY Ipernapara
AnbOyHeke (Albunex), Moay4aeMoro B pe3yibraTe MHTEHCUB-
HOW 00pabOTKM YIBTPa3BYKOM pacTBopa anbbymuHa. [lapai-
JIEIbHO BeJUCh pa3pa0d0TKu KOHTpacTHhIX BewlecTB ¢ MII Ha
OCHOBE JMcaxapuioB. VMIMEHHO TaKuM KOHTPAacCTHBIM Bellle-
ctBoM 0611 DxoBucT (Echovist, “Schering”, Tepmanust) — nep-
BbIIi O(DMIIMATTBHO 3aperucTpupoBaHHbI AnbOyHeke B 1991 1.
B EBpore KomMMepuecKuil mpenapat misl YAbTPa3ByKOBBIX HC-
cnenoBanuii. OMHAKO ITUTETBHOCTD IIMPKYJISIIMY B KPOBU KaK
AnbOyHeKca, Tak M DXOBMCTA Oblla HEBBICOKA M COCTABIISAIA
okoio 30—60 c. Kpome Toro, mpemapaThl JOCTATOUHO CJIOXHO
TIPOXOIMII Yepe3 KPYr Majoro KpOBOOOPAILEHUsI, TTO3TOMY
B OCHOBHOM HCITOJIb30BAIMCH ISl AUATHOCTUKM IIEHTPAILHOTO
BEHO3HO-apTePUATLHOTO LIyHTA.

ITpenmapatamu cneayromero TMOKOJEHMS CTald BellecTBa
C ONTUMU3UPOBAHHBIMU CBOVicTBaMU 0bosouku MII. B mpe-
napate JlesoBuct (Levovist, BBesieH B mpogaxy B 1996 r.) mpu-
MEHEeHME TalakTo3bl U MaTbMUTUHOBOW KUCIOTHI caenano MIT
rasa 0ojee CTaOMILHBIMU, YTO MO3BOJIUIO TIPOXOAUTH COCYIbI
JIETKUX UM KOHTPAcTUpOBaTh KaK JieBble OTAeNa Cepila, Tak
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u nepucdepuyeckue cocyabl. OIHAKO B XOi€ MPUMEHEHUS
JaHHOTO KOHTPACTa BBISICHUIOCH, YTO JOCTUTAEMOE YCUIICHUE
YIBTPa3BYKOBOTO CUTHaMa TpeOyeT pas3pylieHus MUKpocdep.
Tonbko cBOOOMHBIE MY3bIPHKK Ia3a, BHICBOOOXKAAEMBIE MOCIE
paspyiieHus cdep, U 00yCAaBIMBAIOT YCUIEHUE YIbTPa3ByKO-
Boro curHana. Takum o0Opa3oM, ObUTIO BO3MOXKHO TPOBEICHME
TOJILKO YPE3BBIYAHO KOPOTKUX WCCIEIOBAHWIA, MOCKOIbKY
CaM TIPOIIeCC BU3yau3aluy pa3pyliian KOHTPACTHOE CPENCTBO.
[To aTot MpruMHe BBIMYCK MpenapaTa ObUT BCKOPE MPEKPAILEH.

Opnum u3 nociaeaHux DKII sgpasiercss mpenapar CoHOBbBIO
(SonoVue®, “Bracco”, Utanust), KOTOpbIit B HACTOSIIIIEE BPeMsI
HauboJjIee YacTo UCTIONb3yeTcs Bo BceM Mupe u ¢ 2014 1. odu-
LIabHO 3apernctpupoBaH B Poccun. Ipenapat nmpeacrapiser
coboii cycnensuto MII (auameTpoM 2,5 MKM), OKPYXEHHBIX
yIpyroit MembpaHoit ¢oconunuaos. MII HarmoHEHH! BHICO-
KOMOJIEKYJIIPHBIM MHEPTHBIM Ta30M (rekcaTopuaoM cepbl)
C HU3KUM YPOBHEM PAaCTBOPUMOCTH B BOJIE, IO3TOMY IIPH IT0-
MagaHuK B KPOBb OH OcTaeTcs BHYTpU cdep. [1pu BHYTpHBEH-
HoM BBeneHMM MII cBOGOIHO MPOXOIAT Yepe3 KamMUISphI
JIETKVX ¥ TIOTIafIaloT B apTepuabHyto cucteMy. [Ipemapar 1erko
i yHIIpyeT Yepe3 MeMOpaHBbI aJTbBEOJ JIETKMX U BhIIEISICT-
sl C BBIIBIXaeMbIM BO3IYXOM MPUMEPHO B TeueHUe 15 MUH OT
Hayaja BBeeHUS. B 1 MJI TOTOBOTO K IPUMEHEHHUIO TIperapara
coaepxurcs okono 200 maH MII. B knmuHuueckoi mpakTuke
no3a BBoAMMOro npemnapata CoHOBbIO cocTaBsieT 2,0 M1 Ipu
BBITIOJTHEHUH AX0Kapauorpapuu u 2,4 M IpU UCCIeTOBAHUI
MaKpo- U MUKPOCOCYIOB. DTO MPUBOIUT K MOBBIIICHUIO KOH-
TPacTHOCTM B TeYeHUe 2 MUH B Kamepax cepaua i 3—8 MuH
B IPYTHX OpraHax. Pa3Mepsl My3bIpbKOB IPETIATCTBYIOT UX BhI-
XOJIy U3 COCYIUCTOTO pycia, mo3toMy COHOBBIO SIBJISETCS Ipe-
1apaToM, KOHTPACTUPYIOIIMM MCKIIOUYUTEIBHO COCYABbL. DTO
OTJIMYACT €T0 OT PEHTTEHOKOHTPACTHBIX TPEIapaTtoB W IMapa-
MAarHeTUKOB, KOTODPbIE PACIPENENIAIOTCSA BO BCE MEXKIIETOY-
Hoit xunkoctu. K cymecTBeHHbIM TuitocaMm rnpemnapata CoHo-
BbIO OTHOCSITCS:
* BBICOKAs 0E30MacHOCTb M HU3Kasg 4acToTa MOOOYHBIX 3(-
(bexToB;
* OTCYTCTBHE He(pOTOKCHUYECKOro 3h(dekTa — B OTIIMYUE OT
PEHTTCHOKOHTPACTHBIX MTPEIapaToB;
* OTCYTCTBHUE BIMSTHUS Ha (DYHKIIMIO IUTOBMIHOM XeJIe3bl,
* obecrieueHIEe TMHAMITIECKOTO M300pakeHUS B PEaTbHOM pe-
KMME BPEMEHHU.

®u3nyecKue NPUHIHIbI JEHCTBHS
IXOKOHTPACTHBIX NMPENapaTon

N3BecTHO, YTO YIBTPa3BYKOBOM JIyd OCOOCHHO XOPOIIO OTO-
OpaxaeTcsl ¢ TPaHMIBI Pa3UYHBIX MO MIOTHOCTH cpel. [Ipu
5TOM BeJIMIMHA COTTPOTUBIIEHUS YIBTPA3BYKY 3aBUCHUT OT ILIOT-
HOCTHY HCCJICMYeMOi TKAaH! M CKOPOCTH YJIBTPa3BYKOBOI BOJI-
Hbl. YeM BbIIlIe 3TH TTapaMeTPhl, TeM 00JIbIIe aKYCTUUECKOe CO-
npotuBIeHNe. Kak yXe ONMMCHIBANIOCH BHINIE, YABTPAa3BYKOBBIC
KOHTpAacTHBIE BEIeCTBa MpeAcTaBiIsioT coboit MII Bosmyxa
WM JPYTUX Ia30B, MHKAIICYIMPOBaHHbIE B 000JIOUKY pa3iny-
HOTro XMMKYeckoro coctaBa. Memopanbl MII ciyxar rpaHuieit
paszmena cpel ¥ 00JMagaloT BEICOKMM YPOBHEM COIPOTHBICHIUS
naBieHuo. PasHMIla aKycTUYECKOro MMIIEHIaHCa MEXIy ra-
30M, 3aTONHSIONMM MHUKPOITY3BIPEK, M OKPYXKAIOUIMMHU €ro
TKaHSIMHJ 00€CIIeUnBaeT 3HAUNTEIBHOE YCUIICHNE OTPaXKeHHO-
IO OT TaKuX My3bIPHKOB aKycTMYeckoro curHaiga. Haxomsch B
cocynuctoM pycie, MIT 3HaUNTETLHO MOBBIIAIOT SXOTEHHBIE
cBoiictBa KpoBH [4]. Tak, HampuMep, BBemeHMe mpemapara Co-
HOBBIO MPUBOAUT MpUMepHO K 1000-KpaTHOMY YCUIEHUIO YJIb-
TPa3BYKOBOTO CUTHAJIA.
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AKyCTHYECKasl MOILHOCTb, TPU KOTOPON MPOBOAMTCS YJBTpa-
3BYKOBOE 00C/ICIOBAaHME, MIPAET JHOCTATOYHO BECOMYIO POJIb.
ITpu HM3KOHM aKycTMYECKOH MOIIHOCTU (HM3KOM MeXaHuye-
CKOM MHeKce) paspywmieHre MII moa geficTBueM yibTpa3Byka
MMHUMAIBHO, OHU CUHXPOHHO OCLWJUIMPYIOT U MPOAYLIUPYIOT
«HeNMMHEeHoe» 9X0. [Tpy MOBBILIEHU aKYCTUYECKON MOIITHOCTU
(BBICOKOM MEXaHMUYECKOM MHIEKCE) XapaKTep B3aMMOECTBHS
YIIBTPa3BYKOBO# BOJIHEI M MIT M3MeHseTCS — aMILIATyIa OTpa-
>KEHHBIX CUTHAJIOB BO3PACcTaeT MHOTOKPATHO Oarogapsi rapMo-
HUYECKOMY PE30HAHCY U poucxonut paspyumenue MII. Meton
00cIenoBaHMs IIPY HU3KOM MEXaHWYECKOM MHIEKCE SBIISIETCS
B HacTosilee BpeMsl MPearnoYTUTEIbHBIM ¥ Haubosiee pacrpo-
cTpaHeHHbIM. CrieluaabHbINM PEXUM TOMYYeHUsT U300pakeHU I
IIPY HU3KOM MEXaHMYEeCKOM MHIeKce A1 ucnonb3oBanusg DKII
pa3paboTaH MHOTUMHU (GPUPMaMU-TTPOU3BOAUTE/ISIMU YJIBTPa3BYy-
KOBO# anmnaparypsl. [TpeuMy1iecTBOM Takoit METOAMKM BU3ya-
JIM3AIINN SIBISIETCST BO3MOXKHOCTD IUTMTEILHOE BPEMS B PEXXHME
peabHOTO BpeMeHU HabmoaaTh 3 (eKTbl KOHTPaCTUPOBAHMUS,
a TakKe 3HAUUTENIbHO MOAABISATh CUTHA OT (POHOBBIX TKaHEH,
YTO TIOBBIIIAET KOHTPACTHOCTh M300paxkeHus Mexay DKII
1 OKPYXaIOLIMMU TKaHIMH [3].

KimHugeckoe npumMenenie KOHTPACTHO-YCHIEHHbIX
YIBTPa3BYKOBbIX HCCJIEJOBAHHI B AHTHOHEBPOJIOTHH

Ocobbie pusnueckue cpoiictBa DKII 3a mocnegHIE HECKOIBKO

JIET CITOCOOCTBOBAIM 3HAYUTEIbHOMY YBEIMUYEHUIO UX UCTIONb-

30BaHMS B KJIMHIYECKON Bu3yamm3aiuy. CorlacHO aHAIU3y

nutepatypsl [23, 38] 1 06HOBIEHHBIM peKoMeHaalusIM EBpo-

neiickoi denepauuu yasTpa3ByKa B MEAMLIMHE U OMOJOTUU OT

2011 . [30], kmuanueckoe mpumeHeHue DKII B anrrmoHeBposto-

TUY TIOKA3aHO JUIS:

* mupHepeHINPOBKHA MEXIY CYOTOTATEHBIM CTEHO30M M OK-

KJIIO3UEN COCYIa;

VIYUIIEHUS! OLEHKM ITOBEPXHOCTH aTepOCKIePOTUYECKOM

onsiiku (ACB), B yacTHOCTH, €e M3bs3BJACHUSI U HaIphiBa

TTOKPHIIIKH;

olieHKH HeoBacKynsipusaimu B ACB 1 BocniaieHHO# CTeHKe

cocyaoB (Mpu Hecren(UIECKOM a0pTOAPTEPUUTE);

* YIYYIIEHUS U300pakeHUS TPYU JUCCEKIIUU COHHBIX U MO3BO-
HOYHBIX apTEPUIA;

* VIYYIIEHHMS BU3YaTU3alui MHTPaKpaHUATBHBIX COCYIOB TIPU

HEYIOBJICTBOPUTEILHEIX VIBTPa3BYKOBBIX OKHAX;

OLIEHKH TIep(y31u TOJIOBHOTO MO3Ta IIPX OCTPOM MHCYJIBTE.

Ha ceromHsimiHuil feHb, TIOMUMO HalW4Msl WM OTCYTCTBUS
HEBPOJIOTUYECKOM CUMITOMATUKM, CTETIEHb CTEHO3a OCTaeTCs
[JIaBHBIM TIOKa3aTesieM, Ha OCHOBAHMM KOTOPOTO OIIEHUBAETCS
PUCK Pa3BUTHSI OCTPOTO HAPYILIEHHSI MO3TOBOTO KPOBOOOpaIlle-
Hus (OHMK) u ompenensercs nanpbHeinias TakTUKa JTeYeHUS
aTepOCKJIEPOTUYECKOTO TIOpaXeHus1 OpaxuoliedanibHbIX apTe-
puit [1, 9]. CtaHmapTHBIM MeTOIOM BU3yanusauuu rnpu Y3U
B OIIEHKE MPOXOIMMOCTU COCYIOB SIBJISETCS LIBETOBOE WU
9HEPreTHYecKoe AOTIIEPOBCKOe KapTiposaHue. OmHaKo mpe-
JIEJIOM BO3MOXHOCTEH ABJISIETCSA MEUIEHHAA CKOPOCTh U MaJIbIA
00beM KpoBu. [TocKobKY BBENEHME KOHTPACTA MO3BOJISIET 3HA-
YUTENBHO YCUIIUTD TOTTUIEPOBCKHIA CUTHAI, IOSIBUIACH PEaTb-
Hasi BO3MOXKHOCTb BU3YaIU3aLMU [Jaxe MPU HUZKOU CKOPOCTU
KpoBOoTOKa. KpoMe TOro, KOHTpacT-yCUICHHOE UCCAEeI0BAaHNE
HE SIBJISIETCS YTrOJ-3aBUCUMBIM METOJIOM B OTIMYME OT PEXU-
Ma 1IBETOBOTO JOMILIEPOBCKOTO KAPTUPOBAHUSL. DTO OMOTAET
B nuddepeHInaTbHON TUaTHOCTUKE CYOOKKITIO3UM U OKKITIO-
3UM apTepuii, KPOBOCHAOXKAIOIINX TOJIOBHON MO3T, OCOOEHHO
B YCJOBUSIX MJI0X0# Bu3yanu3auuu [30].



TEXHONOTM

IMoMuMo cTermeHM CTeHO3a, BO BHHUMAaHME HPUHUMAIOTCS
u apyrue xapakrepuctuku ACH, BhIsIBIsSeMBble MPU OyIIIEKC-
HoM ckaHupoBaHuu (JIC), KOTopble TaKXe ONMPEACIsiOT PUCK
Pa3BUTHS MIIEMUM TOJOBHOTO MO3ra M MOTYT IOBIHSTH Ha
TAKTUKY JieueHWs ManueHta. K HUM OTHOCATCS CTPYKTypa
OJISILIKY, COCTOSIHUE €€ MOBEPXHOCTU M HEOBACKYJISAPU3aIIUs
[15, 29]. VabrpasBykoBast ctpyktypa ACDH, mpu otcyrcTBUM
BBIPAXXEHHOTO KaJIbIIMHO3a Ha TIepeaHEell CTeHKE, JOCTaTOYHO
XopoIuo onpenensercs npu nposeaeHuM JJC Ha COBpeMEHHBIX
VIIBTPa3BYKOBEBIX MTPUOOPaX, MMEIOIINX BBICOKOE pa3pellcHIe
B B-pexume. Uznaspnenne ACH sapisgerca cylecTBEHHBIM
npeaukropoM pa3putusi cumntomoB OHMK [12, 32]. B psane
paboT Ob10 MokazaHo, uto JC sBIseTCs HEmOCTaTOYHO Ha-
IEXHBIM METOIOM B BBISIBJICHUM WU3bS3BICHHON OJAIIKK C
YyBCTBUTEIBHOCTBIO UMb OT 41% 10 77% [2, 33]. B HenaBHeid
pabote 6bUTO MOKa3aHo, uTo BReAeHue DKII nmpu ynsrpasByko-
BOM HCCJICIOBAHUHU JOCTOBEPHO IIOBBIILIAJIO TyBCTBUTEILHOCTD
U IMarHOCTMYECKYI0O TOYHOCTb METOAA B BBISBICHUM U3bsI3-
BieHHbIX ACD 1o cpaBHEHHUIO ¢ 00BIYHO UCTIONb3YeMbIM PEXH -
MOM LIBETOBOTO JOMIUIEPOBCKOTO KapTupoBaHus [40].

Hannune HOBoOOpa3oBaHHBIX KPOBEHOCHBIX cocynoB B ACh
SIBIISICTCS HOBBIM MapKepoM M Haubosiee BaXHBIM IPOTHO-
CTUYCCKUM (DAKTOPOM €¢ YSI3BUMOCTHU, KOTOPBI MOXET OBITh
cBsizaH ¢ passutueM cumnroMoB OHMK. B pactymeit ACh
nudby3ust KACT0poaa YMEHBINAeTCs, YTO CTHMYJIUPYET aH-
ruoreHHele (akTopsl pocta. OOpa3oBaHHBIC HOBBIE COCYIBI
BHYTpU OJISIIKM WMEIOT He3penylo CTpyKTypy. OTCyTCTBUE
MEPULINTOB B 3THX COCYIaX MOXET IPHBECTH K WX Pa3phIBY
C pa3BUTHEM KPOBOMBIUSHUIA B OJISIIKE, 00pa30BaHUEM yJacT-
KOB M3bSI3BJICHUI M HAAPBIBOB IIOKPHIIIKY, U, KaK CICACTBUE,
TOTaIAHMIO aTEPOMATO3HBIX MacC B KPOBOTOK C MO0 IM3aLIeit
apTepuii TOJIOBHOTO Mo3ra. Bce 3T mpoliecchl MpUBOIAT K IT0-
BBIIIIEHHOMY PHCKY Pa3BUTHSI OCTPOI 0YaroBoii HEBPOJIOTHYE-
CKOM cuMITOMaTukH [7, 26].

B 2006 r. S. Feinstein nepBsIM COOOILII O BHISIBIEHNH HEOBA-
ckynsgpusanu ACB B conHoit aptepun npu nposeaennn J1C
¢ BBepeHreM OKII, xoTa u 6€3 rMCTOIOrMYECKOro MOATBEPXK-
neHus [14]. Tak kak MII HaxomsITCsi TONBKO BHYTPU COCY-
IHCTOTO PyCiIa, UX BBIIBICHHC B CTPYKTYype OJSIIKA B BUIC
OTIEJBbHBIX MENKOTOUCUHBIX TMIIEPIXOT€HHBIX CUTHAJIOB CO-
OTBETCTBYET HOBOOOpa3oBaHHBIM cocynaM (puc. 1). C Tex mop
B IIEJIOM DSIZie MICCIICIOBAHMI OBLIO TIONTYISHO TUCTOIOTHICCKOE
MOATBEPXKIEHKE BbILIIEyKa3aHHBIM HaxomkaM. [TokaszaHo, yTo
00JIbIIIOE KOMTMYECTBO KOHTpAcTHOro ycuneHus BHyTpu ACDH
nipu J1C KoppenupyeT ¢ IMOBHIIICHHON IIOTHOCTBIO MUKPOCO-
CYIIOB B TUCTOJIOTMYECKOM MaTepHaJe, B3ATOM II0CIe poBeIe-
Hus sHpaprepakromuu [10, 17]. B uccnenosanuu ¢ rucrono-
TMYCCKMM aHATM30M HEOBACKY/ISPH3AIlNK C MCIIOIb30BAaHIEM
CD31-okpaleHHbIX 00pa3LioB HEOBACKYIAPU3ALMS, BHISB-
JIEHHAS TIPY SXOKOHTPACTHOM YJIETPa3BYKOBOM MCCIIENOBAHNM,
XopoIno Koppemuposaia ¢ HammarneM CD31 — uHTerparbHOTo
MeMOPaHHOTO TIMKOIPOTENHA, KOTOPBIM 3KCIpeccupyeTcs Ha
BBICOKOM YPOBHE Ha 3HAOTENUANbHBIX KieTkax [36]. A. Hoogi
1 coaBT. [21] moKa3anu, 4To KoJIM4eCcTBEHHAs OlleHKa HOBOOO-
pa3oBaHHBIX COCYNOB MpHU KoHTpacTHOM Y3U xopoio koppe-
JIMPYET C YKMCJIOM BOCTTAIUTEILHBIX KJIETOK, IPUCYTCTBYIOIINX
B OJIsIIIIKeE.

M3BectHo, uto ACDH, mMmeromme MpeuMyLIeCTBEHHO THIIO-
9XOTEHHYIO 3XOCTPYKTYPY, MPEeICTaBISIOT MOBBIIIEHHBIA PUCK
B Pa3BUTUU OCTPOIi MILEMUU TOJOBHOTO MO3ra Kak MpH CUM-
MTOMHOM, TaK ¥ IIPH aCHMIITOMHOM TEYCHHU KapOTHIHOTO
creHosa [20, 41]. B uenom psme mybaukanuii Oblia mpome-
MOHCTpUpOBaHa OoJiee BhICOKAs CTEMEHb YCUICHUS KOHTpacTa

35

Y3W ¢ KOHTPACTOM B aHrMOHEBPONIOrAN

A b

puc. 1: eTeporeHHas ¢ npeobnafaHneM runepaxoreHHoro KOMMOHEHTA U 30HaMM
KabLMHO3a aTEPOCKNIEPOTUYECKas OMFWKA C HEPOBHOA MOBEPXHOCTHIO,
MPVBOLALIAA K BbIDAXEHHOMY CTEHO3y BO BHYTPEHHE! COHHOM apTepu
(cobeTenHoe Habnionenue, npubop Philips iU22).

A — nocne BBEMEHMS 3XOKOHTPACTHOrO BewiecTBa COHOBBIO B CTPYKTYpE Onsiwuky

BU3Yanu3nPYyIOTCA 1Ba CKOMNEHNA HOB006pﬂSOBaHHbIX COCY/10B B BUAIE rMNEP3XOreHHbIX

MENKOTOYEYHbIX 00pa30BaHMii (ykasaHbl CTPENKaMu); TUMEPIXOTEHHbIA KOHTPACT

3aMOMHSET MPOCBET COHHbIX APTEPMIA, MOAYEPKMBAS HEPOBHBIE KOHTYbI ONIALLIKM;

b — B B-pexvme Ge3 KOHTPaCTHONO yeuneHms.

B TUTO3XOTEHHBIX U TeTEPOTEHHBIX OMSIIKAX MO CPABHEHUIO
C TUIEPIXOTeHHBIMM U KaJbUMHUPOBAHHBIMU  OJISIIKAMU
[10, 22, 42]. B oueHKe B3auMOCBSI3U HEOBACKYJISIPU3ALIK BHY-
TPU ONSIIIKY U CTETIEHU CTEHO3a /IBA MCCIENOBAHMS AU TIPO-
TuBOpeunBble pesynbrathl. S. Coli u coasrt. [10] coobimnu 06
OTCYTCTBUM CBSI3M MEXJTY CTETIEHbIO CTEHO3a U 00pa3oBaHUEM
HOBBIX COCYIOB, TIOKa3aHHOM KaK TIPU THCTOJIOTUYECKOM HC-
ClIeIOBaHUM, TaK Y MO AaHHBIM Y3 ¢ KOHTPACTHBIM YCUJIEHU-
eM. Hampotus, D. Staub u coaBr. [37] 06HapyXuiu 3HAYUTENb-
HO Oosnee BBICOKYI0 HeoBacKysipusaimio B Tex ACh, kotopsie
MPUBOAMIIA K 3HAUYMTEIbHOMY CTEHO3MPOBAHUIO ITPOCBETA CO-
cyza.

B psine paboT npoBoaMIach OlleHKa KIMHUYECKOTO 3HAYEHUS
HEeOoBacKyJIsIpu3aluy, BeIsiBIeHHOH pu Y3U ¢ KoHTpacToM. Y
0O0JIbHBIX C TPAH3UTOPHBIMU MIIEMUYECKUM aTaKaMU MU UH-
CYJIBTOM KOHTPAcCTHOE yCUJIEHUE OT HOBOOOPA30BaHHBIX COCY-
noB BHYyTpr ACDH HabO/ro1any 3HaYUTEIbHO Yallle U OHO OBLIO
0ojiee MHTEHCHBHBIM IO CPaBHEHMIO C ACUMIITOMHBIMM Ia-
LIMEHTaMM, HECMOTpSI Ha aHAJIOTMYHYIO CTeMeHb cTeHo3a [39,
43]. TakuM o0pa3oM, obOHapy:KeHHEe HEOBACKYIIPU3ALUN TIPH
KoHTpacTHOM Y3M MoxXeT yKa3biBaThb Ha MOBBIIEHHbIH PUCK
paszButus HectabunbHocT ACB.

IMpenmomaraercs, 4TO YIBTPa3BYyKOBas OIIEHKA HEOBACKY-
JISIpU3AIK YPE3BBIYAHO MPECHeKTUBHA IS OLIEHKU pHCKa
pazButust OHMK y 60JIbHBIX ¢ aCUMIITOMHBIM T€YEHHEM CTe-
HO30B OpaxmomedanbHbIX apTepuif. KoHTpacT-ycuiaeHHOE
HCCNIeIOBAaHUE MOXET IO3BOJUTH AUPGEpeHIMpoBaTh CTa-
ounbHy0o ACB 0T HecTabuIbHOI, TeM caMbIM yiIydiias oToop
MAIIMECHTOB, KOTOPHIE TOIYYAT IT0JIb3Y OT XUPYPTUIECKOTO Jie-
yeHus [23].

C nomomipto DKIT Bo3MOXHa OllEHKAa HEOBACKYJISIpU3alMU
B BOCMaJICHHOI CTeHKe cocyma. B ocHoBe maTorenesa He-
CIIEII(PIICCKOTO a0pTOAPTEPUUTA, KaK U IPYTHX CHCTEMHBIX
BAaCKYJIUTOB, JIGKUT BOCTIAJICHUE KPYITHBIX COCYZIOB BCIEICTBHE
MMMYHOIIATOJIOTUYECKHX CIBUTOB C TIOCTENIEHHBIM CYXKEHUEM
npocBeta. [Ipu HecrermMpUIECKOM aopTOapTEPUUTEe C TOpa-
JKEHMEM BeTBeil myru aopThl (Oone3Hu Takascy) BoBiIeueHUE
B MATOJOTMYECKUIA MPOIIECC OOIIMX COHHBIX apTepHii MOXET
MPUBECTH K 3HAYUTEIBHOMY CYKEHUIO IPOCBETa COCYIOB,
BbI3bIBas Pa3BUTHE MIIEMUU TOMOBHOTO Moara [5]. B crenkax
KPYITHBIX COCYIOB pa3BHBAaeTCsl BOCIHAJIEHUE, TPOSIBIISIONIEE-
cs1 MYKOMIHBIM HaOyxaHueM, (UOPMHOMAHBIM HEKPO3OM,
MHOUIBTPaTUBHO-TIPOIU(PEPATUBHON KJIETOUHON peakLueit
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u niponrdepaireil vasa vasorum 1 mpeaocTaBsioliee OCHOB-
HOE MECTO BXOMA IUIS BOCITAIUTENBHBIX KJIETOK B CTEHKY CO-
cyna. I[ToatoMy B ocTpoii (pase Oose3HU BHISIBICHHE HOBOOO-
Pa30BaHHBIX COCYIOB B BOCIAJICHHOW M YTONIIEHHON CTEHKE
IIpM 5XOKOHTpacTHOM Y3U Oynet BIATbCS MapKepPOM aKTHB-
HOCTM TIpoliecca. B HemaBHO NMPOBENCHHBIX MCCIENOBAHUSIX
ObIJIO TOKA3aHO, YTO Y OOJBHBIX B HAYAIbHOW BOCTIATUTEILHOMN
(baze 6one3nu Takasicy JonoaHUTETbHBIE M300paxeHus ¢ DKII
BBISIBUJIM 00JIbIIOE KOTMYecTBO MII B yTOMILIEHHOM CTEHKE CO-
cyma. YToileHWe apTepuaibHON CTeHKHM M KonuyectBo MII
CTaHOBUJIOCH 3HAYMTENILHO MEHBIIIE Yepe3 6 Mec Mmoclie Hayaja
MPOBENEeHNUS TPOTMBOBOCTIAIMTEILHOTO JieueHUs. Kpome Toro,
BBeneHre DKII mo3BosIo yIydIuTh BU3yaTM3aLUI0 TPAHULIBI
IIPOCBETAa CYXXeHHBIX cocynoB [18, 25, 34].

OmnpeneneHHas monab3a ot npumeHeHns DKIT MoxeT OBITH 13-
BJIeYeHa TIPY TIPOBEIECHUM TMATHOCTUKU JUCCEKIMIA COHHBIX
1 TTO3BOHOYHBIX apTepHuil, 0COOCHHO B YCIOBUSIX HEBO3MOXHO-
CTH IPOBEACHUS MATHUTHO-PE30HAHCHOM MIIK KOMIIBIOTEPHO-
ToMoTrpaddeckor aHTrorpaguu. Mcrmonb3oBaHWe KOHTpa-
croB mpu JIC yiaydmraet n300paxeHre UCTHHHOTO M JIOXKHOTO
npocBeToB cocypa [30].

JlommiepoBCKoe YCUIIGHHWE CMTHAla MMeeT 0co0oe 3HaueHHe
I TPAaHCKpaHMAJIbHOI Jonmieporpaduy 1 TpaHCKpaHUalb-
HOTO AYIUICKCHOTO CKAaHMPOBaHUS. HeymoBneTBOpHTETBHBIC
BUCOYHBIE YIBTPa3BYKOBbIC OKHA M3-3a 3aTyXaHUS aMILTUTYIbI
BOJIHBI, BHI3BAHHOM €€ TIPOXOXKIEHUEM Yepe3 KOCTHBIE CTPYK-
TYPbI, MOTYT BCTPEYAThCS IPUMEPHO Y 45% MOXMIIBIX MALMEH-
ToB. [Toy4uTh HOCTOBEPHYIO MH(OPMAIINIO TPU OKKITIO3USIX,
CTEHO3aX WM MaJoM TUaMeTpe LiepeOpalibHbIX apTepuil Mpu
caboM IOMIIIEPOBCKOM CUTHAJIC MPAKTHICCKN HEBO3MOXKHO,
MO3TOMY BO BCEX 3THX CIy4yasiX 11eecoobpa3HO UCIONb30Ba-
nue DKII. BeemeHne KoHTpacTa 1mo3BojseT 0osee yeM B 85%
TaKMX CIy4aeB IIOJYIHUTh YIOBICTBOPUTEIBHOE M300paKeHIE
apTepuii OCHOBaHUS TojloBHOrO Mo3ra (puc. 2). Kpome Toro,
KOHTPACT-YCUJIEHHOE MCCIIENOBaHME TIO3BOJISIET MPH HEYIOB-
JIETBOPHUTEIBHBIX YIIBTPa3BYKOBBIX OKHAX IIPOBECTH OLICHKY Lie-
peOpabHOI ayTOPETYJISIMU, YTO UMEET BaKHOe 3HaUeHHE TIPU
MJIaHUPOBaHUU XUpypruyeckoro jgedeHus [30]. Beeaenue DKII
yIIydInaeT WACHTU(GUKAINIO W TIOBBIIACT HANCKHOCTh IHa-
THOCTUKHU TIPH OLIEHKE COCTOSIHUS TMO3BOHOYHBIX apTepHii Ha
MHTPaKpaHWaIbHOM YPOBHE M OCHOBHOI apTepuu, 0COOEHHO
TIpY YCIOBHSIX TUIOXOH Bu3yamm3aimn. Mcmonp3oBanne DKII
TMOJIE3HO TaKXKe IS YAYJYLIeHUS BU3YaIM3allii BeH U CHHYCOB
rojoBHoro Mosra. Tak, S. Ries u coasr. [31] mocne BBeneHUS
OKII npu TparckparnanbHoM I C momyawmy n300paxeHus 27
13 28 monepeyHbIX CUHYCOB Y 14 OOJIBHBIX ¢ MOJ03PEHNEM Ha
nX TpoMOO03, B TO BpeMsI KaK JI0 KOHTPACTHOTO YCUJIEHUS OBLIO
BU3YIN3UPOBAHO TOJBKO 7 MOMEPEIHBIX CHHYCOB.

MeTonMKa yibTPa3ByKOBOM BM3yaqM3alliM C KOHTPACTHBIM
areHTOM TMI03BOJISIET TIOMy4YaTh H300paXkeHHe COCYIOB 0
100 MKM B TMaMeTpe, YTO 3HAYMTENIbHO HUXe | MM paspeliie-
HUS TIPA WCTIONB30BAHMU CTAHOAPTHBIX TOMILIEPOBCKUX Me-
Toauk. Takum obpazom, DKII gaoT BO3MOXKHOCTL OLIEHUBAThH
MUKPOLMPKYIISIINIO Pa3TMIHBIX OPTaHOB M TKaHEH, B T.U. U
niepQy31I0 TOIOBHOTO MO3Ta. Pz nccenoBaHmit TOKa3am X0-
POLIYIO COMOCTaBUMOCTD pe3yJIbTaToB TpaHcKpaHuanbHoro J[C
C KOHTPACTHBIM YCUIICHHEM ¥ KOMITBIOTEPHOM MJT MarHUTHO-
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A b

puC. 2: Busyanusauus apTepmil 0CHOBaHWS! FONIOBHOMO MO3ra Nyt TPHCKPaHMabHOM
[YTUTEKCHOM CKQHWPOBAHWY B PEXIME LIBETOBOMO JIyMNEKCHOMO CKAHMPOBAHUS
MPU Hey[I0BNETBOPHTENLHOM BUCOYHOM YMILTPa3BYKOBOM OKHe (CoBCTBEHHOE
Habnionerwe, npubop Philips iU22).

A — CTaHpapTHOE MCCNefoBaHMe 063 UCMONb30BaHMS KOHTPACTA JEMOHCTPUPYET

(parMeHTapHYI0 BU3YAIM3aLMI0 Y4acTkoB CpepHei (1) u nepeanedt (2) Mo3roBbix

apTEPMiA CO CTOPOHbI UCCNEZ0BAHMS;

b — vcCnenoBaHve ¢ BBEZEHVIEM 3XOKOHTPACTHONO BelwecTea COHOBBIO MO3BONSET

4eTKO BI3yanM3vpOBaTb apTepuu Bunnuavesa kpyra: 1 — CPELHSIA MO3roBas apTepus;

2 — TIEPELHSA MO3roBast apTepws; 3, 4 — 3aHue MO3TOBLIE aPTEPVM C [BYX CTOPOH.

pe30HaHCHOI ToMorpaduu B OLeHKe Tepdy3nu BelIecTBa ro-
JIOBHOTO MO3Ta Y OOJBHBIX B OCTPOM CTagWM HIIEMHYECKOTO
nHcyasTa [13, 28, 35]. I1pu ouieHKe niepdy3uu TOTOBHOTO MO3Ta
Ha Y3 nocie npuMeHeHMs UMITYJIbCOB ¢ BHICOKUM MEXaHH-
YeCKUM MHAEKCOM, KOTIa IPOMCXOIUT MOMEHTAILHOE pa3py-
mreane MIT B 30He MHTepeca, IOCIenOBATEIBHO MCIONb3YIOT
HU3KAA MEXAHUYECKUU MHIEKC, YTO MO3BOJSAET OTCIEXUBATH
BpeMsd W WHTEHCHBHOCTH 3amojHeHMs MII mepebpaibpHOro
KamWUISIPHOTO pycria. AHANN3 AWHAMUYECKHX KATMJUISIPHBIX
MUKPOITY3bIPbKOBBIX KapT IPY YIOBIECTBOPUTENbHBIX YIIBTPA-
3BYKOBBIX OKHAX Ja€T BO3MOXKHOCTh KaueCTBEHHO M KOJIIUE-
CTBEHHO C JIOCTATOYHOM YETKOCTBIO OTIPENe/ISITh 30HY MHDap-
KTa B OacceiiHe cpemHeit Mo3roBoii aprepuu [8, 24]. Kpome
TOTO, YIBTPa3BYKOBOM METOH WMeEET IOMOJHUTEIbHEIC Tpe-
MMYIIECTBA MO0 CPABHEHWIO C JIYYEBBIMM METOJAMU — OTCYT-
CTBHE HCIIOJb30BaHUS PATMOAKTUBHBIX MPENapaToB, BO3MOX-
HOCTb NPUMEHEHHS Y OECITOKOWHBIX MAMEHTOB U Y KPOBATH
TSDKEJI000BHBIX MALMeHTOB, MTPOBEICHNE MOHUTOPHPOBAHUS
B XOJi¢ TIep10/ia BOCCTAHOBJICHMUSI.

Crnenyer cka3atb, 4to OKII MOryT MMeTh He TOJBKO THArHO-
CTUYECKOE, HO U TepareBTUYECKOe MpUuMeHeHue. B psje pabot
OBLIO MOKA3aHO, YTO YJIBTPAa3BYK MOXET MPUMEHSThCSA B Ka-
YeCTBE OMOMHEHUST K TPOMOOIUTUYECKOI Tepanuy B OCTPOM
MepUoJe UIIEMUYECKOTO MHCYIIBTA, YIy4lllas peKaHATU3ALUIO
MPY OKKJTIO3MM BHYTPUMO3TOBbIX aptepuii, a MII moryt ycu-
J1Bath 3TOT 3(dekT. bonee Toro, mpeamnonaraercs, 4To yib-
Tpa3ByKoBoe Bo3aeicTBre ¢ MII MoxeT ObITb CTOb Xe 3¢-
(beKTUBHBIM, KaK M TKAaHEBOI aKTMBATOP TJIa3MUHOTEHA MPU
Tpombomu3uce, Oymydu Tpy 3TOM Oe30macHee 1 XapaKTepu3y-
SICh MEHBILIM PUCKOM pa3BUTHs KpoBoTeueHus [11, 16, 27].

TakuM 0b6pa3oM, YIBTPa3BYKOBOE MCCICIOBAHUE C BBEICHIEM
BXOKOHTPACTHBIX IIPeTapaToB — 3TO HOBBI OBICTPO pa3BHUBal0-
IIAACS METOJ BU3YATM3allK, KOTOPBIA ITO3BOJSIET B PEKUME
PEaTbHOTO BPEMEHH OLICHHTh MaKpO- M MUKPOIMPKYJISIIHIO
Y TIPY 3TOM TIOBBICUTH KaUueCTBO AUATHOCTHKY PA3IMYHBIX CO-
CYIMCTBIX TIOpaKeHMIT apTepuii, KpOBOCHAOXAIOIINX TOJIOBHOIMA
MO3L.



TEXHONOTM

CucoK uTepaTyphl

1. boxepus JI.A., [lokposckuii A.B., Coxypernko I'.10. u dp. HarmoHanb-
Hble PeKOMEHIALMK TI0 BEIEHHUIO MaLeHTOB ¢ 3aboeBaHUAMU Opa-
xuoLeanbHbIX apTepuil. Poccuiickuii COrMacuTeNbHbIA TOKYMEHT.
Anruonorus u cocymuctast xupyprusi. 2013; 2 (Ipunoxenue 19): 1-70.

2. Iynesckas T.C., Mopeynos B.A., Anygpues I1.J1. u dp. Mopcomoru-
yecKasi CTPYKTypa aTepoCKJIepOTHUeCKMX OMISIIIeK CHHYCA BHYTPEHHEH
COHHOl apTePH U UX YIBTPA3BYKOBAs XapaKTePUCTHKA. YIIBTPA3BYKO-
Bas 1 DYHKIIMOHATbHAs quarHoctuka 2004; 4: 68—77.

3. Hosuxoe H.E. KoHTpacTHO-YCHIEHHbIE YABTPa3BYKOBbIE MCCIEN0-
BaHus. Vctopusi pa3BUTHSI U COBpeMEHHBbIE BO3MOXHOCTH. Russian
Electr. J. Radiol. 2012; 2 (1): 20-28.

4. Ocunos JI.B. YnbTpa3ByKoOBbIe AMArHOCTUYECKUE MPUOOpPHL. Pexu-
MBI, METOJIbI, TexHoJoruu. M.: Mzomen, 2001.

5. Hokpoeckuii A.B., 3omukoe A.E., IOoun B.HU. Hecneunbuyeckuii
aoproaptepuut (06one3Hb Takascy). M: UPUCb, 2002.

6. @omuna C.B., 3asadosckasn B.JI., FOcy6oe M.C. u dp. KoHTpacTHbIE
npenaparbl Ui yIbTPa3ByKOBOrO MccienoBaHus. bron. cubupckoit
men. 2011; 6: 137—142.

7. Alonso A., Artemis D., Hennerici M. Molecular imaging of carotid
plaque vulnerability. Cerebrovasc Dis. 2015. 39: 5—12.

8. Bolognese M., Artemis D., Alonso A. et al. Relationship between refill-
kinetics of ultrasound perfusion imaging and vascular obstruction in
acute middle cerebral artery stroke. In: E. Bartels, Bartels S., Poppert
H. (eds.) New Trends in Neurosonology and Cerebral Hemodynamics -
an Update. Perspectives in Medicine 2012: 39—43.

9. Brott T.G., Halperin J.L., Abbara S. et al. Guideline on the manage-
ment of patients with extracranial carotid and vertebral artery disease. J.
Am. Coll. Cardiol. 2011. 57: e16—94.

10. Coli S., Magnoni M., Sangiorgi G. et al. Contrast-enhanced ultra-
sound imaging of intraplaque neovascularization in carotid arteries: cor-
relation with histology and plaque echogenicity. J. Am. Coll. Cardiol.
2008. 52: 223-230.

11. Culp W., Flores R., Brown A. et al. Successful microbubble sono-
thrombolysis without tissue-type plasminogen activator in a rabbit mod-
el of acute ischemic stroke. Stroke 2011; 42: 2280—2285.

12. Eliasziw M., Fox A., Hachinski V. et al. Significance of plaque ulcer-
ation in symptomatic patients with high-grade carotid stenosis. North
American Symptomatic Carotid Endarterectomy Trial. Stroke 1994; 25:
304-308.

13. Federlein J., Postert T., Meves S. et al. Ultrasonic evaluation of path-
ological brain perfusion in acute stroke using second harmonic imaging.
J. Neurol. Neurosurg. Psychiatry 2000; 69: 616—622.

14. Feinstein S. Contrast ultrasound imaging of the carotid artery vasa
vasorum and atherosclerotic plaque neovascularization. J. Am. Coll.
Cardiol. 2006; 48: 236—243.

15. Fisher M., Paganini-Hill A., Martin A. et al. Carotid plaque pathol-
ogy: thrombosis, ulceration, and stroke pathogenesis. Stroke 2005; 36:
253-257.

16. Flores R., Hennings L., Lowery J. et al. Microbubble-augmented ul-
trasound sonothrombolysis decreases intracranial hemorrhage in a rab-
bit model of acute ischemic stroke. Invest. Radiol. 2011; 46: 419—424.

17. Giannoni M., Vicenzini E., Citone M. et al. Contrast carotid ultra-
sound for the detection of unstable plaques with neoangiogenesis: a pilot
study. Eur. J. Vasc. Endovasc. Surg. 2009; 37: 722-727.

18. Giordana P., Baque-Juston M., Jeandel P. et al. Contrast-enhanced
ultrasound of carotid artery wall in Takayasu disease: first evidence of
application in diagnosis and monitoring of response to treatment. Cir-
culation 2011; 124: 245-247.

37

Y3W ¢ KOHTPACTOM B aHrMOHEBPONIOrAN

19. Gramiak R., Shah P. Echocardiography of the aortic root. Invest.
Radiol. 1968; 3: 356—366.

20. Gronholdt M., Nordestgaard B., Schroeder T. et al. Ultrasonic echo-
lucent carotid plaques predict future strokes. Circulation 2001; 104:
68—73.

21. Hoogi A., Adam D., Hoffinan A. et al. Carotid plaque vulnerability:
quantification of neovascularization on contrast-enhanced ultrasound
with histopathologic correlation. Am. J. Roentgenol. 2011; 196: 431—436.

22. Huang P., Huang F., Zou C. et al. Contrast-enhanced sonographic
characteristics of neovascularization in carotid atherosclerotic plaques.
J. Clin. Ultrasound 2008; 36: 346—351.

23. Kaspar M., Partovi S., Aschwanden M. et al. Assessment of microcir-
culation by contrast-enhanced ultrasound: a new approach in vascular
medicine. Swiss Med. Wkly 2015; 145: w14047.

24. Kern R., Diels A., Pettenpohl J. et al. Real-time ultrasound brain
perfusion imaging with analysis of microbubble replenishment in acute
MCA stroke. J. Cereb. Blood Flow Metab. 2011; 31: 1716—1724.

25. Magnoni M., Dagna L., Coli S. et al. Assessment of Takayasu arteri-
tis activity by carotid contrast-enhanced ultrasound. Circ. Cardiovasc.
Imaging 2011; 4: el1—e2.

26. McCarthy M., Loftus 1., Thompson M. et al. Angiogenesis and the
atherosclerotic carotid plaque: an association between symptomatology
and plaque morphology. J. Vasc. Surg. 1999; 30: 261—-268.

27. Meairs S. Advances in neurosonology - Brain perfusion, sonothrom-
bolysis and CNS drug delivery. In: E. Bartels, Bartels S., Poppert H.
(eds.) New Trends in Neurosonology and Cerebral Hemodynamics - an
Update. Perspectives in Medicine 2012: 5—10.

28. Meyer K., Wiesmann M., Albers T., Seidel G. Harmonic imaging in
acute stroke: detection of a cerebral perfusion deficit with ultrasound
and perfusion MRI. J. Neuroimaging 2003; 13: 166—168.

29. Mono M.L., Karameshev A., Slotboom J. et al. Plaque characteristics
of asymptomatic carotid stenosis and risk of stroke. Cerebrovasc. Dis.
2012; 34: 343-350.

30. Piscaglia F., Nolsoe C., Dietrich C. et al. The EFSUMB Guidelines
and Recommendations on the Clinical Practice of Contrast Enhanced
Ultrasound (CEUS): update 2011 on non-hepatic applications. Ultras-
chall Med. 2012; 33: 33—59.

31. Ries S., Steinke W., Neff K., Hennerici M. Echocontrast-enhanced
transcranial color-coded sonography for the diagnosis of transverse si-
nus venous thrombosis. Stroke 1997; 28: 696—700.

32. Rothwell P., Gibson R., Warlow C. Interrelation between plaque sur-
face morphology and degree of stenosis on carotid angiograms and the
risk of ischemic stroke in patients with symptomatic carotid stenosis. On
behalf of the European Carotid Surgery Trialists' Collaborative Group.
Stroke 2000; 31: 615—621.

33. Saba L., Caddeo G., Sanfilippo R. et al. CT and ultrasound in the
study of ulcerated carotid plaque compared with surgical results: poten-
tialities and advantages of multidetector row CT angiography. Am. J.
Neuroradiol. 2007; 28: 1061—1066.

34. Schinkel A., van den Oord S., van der Steen A. et al. Utility of con-
trast-enhanced ultrasound for the assessment of the carotid artery wall
in patients with Takayasu or giant cell arteritis. Eur. Heart J. Cardiovasc.
Imaging 2014; 15: 541-546.

35. Seidel G., Meyer-Wiethe K., Berdien G. et al. Ultrasound perfusion
imaging in acute middle cerebral artery infarction predicts outcome.
Stroke 2004; 35: 1107—1111.

36. Shah F., Balan P., Weinberg M. et al. Contrast-enhanced ultrasound
imaging of atherosclerotic carotid plaque neovascularization: a new sur-
rogate marker of atherosclerosis? Vasc. Med. 2007; 12: 291-297.



Tom 9. Ne 2 2015

www.annaly-nevrologii.ru

37. Staub D., Partovi S., Schinkel A. et al. Correlation of carotid artery
atherosclerotic lesion echogenicity and severity at standard US with in-
traplaque neovascularization detected at contrast-enhanced US. Radi-
ology 2011; 258: 618-626.

38. Staub D., Partovi S., Imfeld S. et al. Novel applications of contrast-
enhanced ultrasound imaging in vascular medicine. Vasa 2013; 42: 17-31.
39. Staub D., Patel M.B., Tibrewala A. et al. Vasa vasorum and plaque
neovascularization on contrast-enhanced carotid ultrasound imaging
correlates with cardiovascular disease and past cardiovascular events.
Stroke 2010; 41: 41—-47.

40. Ten Kate G., van Dijk A., van den Oord S. et al. Usefulness of con-
trast-enhanced ultrasound for detection of carotid plaque ulceration in

patients with symptomatic carotid atherosclerosis. Am. J. Cardiol. 2013;
112: 292-298.

41. Topakian R., King A., Kwon S. et al. Ultrasonic plaque echolucen-
cy and emboli signals predict stroke in asymptomatic carotid stenosis.
Neurology 2011; 77: 751-758.

42. Vicenzini E., Giannoni M., Puccinelli F. et al. Detection of carotid
adventitial vasa vasorum and plaque vascularization with ultrasound
cadence contrast pulse sequencing technique and echo-contrast agent.
Stroke 2007; 38: 2841—-2843.

43. Xiong L., Deng Y., Zhu Y. et al. Correlation of carotid plaque neo-

vascularization detected by using contrast-enhanced US with clinical
symptoms. Radiology 2009; 251: 583—589.

Capabilities of contrast-enhanced ultrasound in angioneurology
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Contrast-enhanced ultrasound is a new promising direction in
angio imaging, which has been increasingly used in clinical prac-
tice in recent years. We describe the history of the development of
this method and consider in detail the basic physical and techni-

cal principles of contrast-enhanced ultrasound as well as modern
capabilities of its use in diagnosis of various vascular diseases of
the brain.
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JINCTOHNYECKUE TUTIEPKUHE3bI
y JIETEHU paHHET O JIETCKOI'o BOo3pacTra

M.IO. BoosioBa, B.C. Kakaymuna, E.C. nbuna, N.B. Hekpacosa, H.JI. Ilevarnnkosa,
C.B. Muxaiinosa, M.b. Muponos, K.FO. Myxun

000 «Hrcmumym demckoii Heaposoeuu u anusencuu um. Cesmumens Jlyku» (Mockea);
QI'BY «Poccuiickas demckas Kaunuveckas 6oavhuua> Munsdpasa Poccuu (Mocksa);
TBOY BIIO «Poccuiickuii HauuoranbHuiil uccaedosamenvckuti meduyunckuii yuugepcumem um. H.H. Ilupoeosa» Munzdpasa Poccuu (Mockea)

Y demeii maaduieco o3pacma oucmonueckue eunepkuHesbl MoZym 6X00ums 6 CpYKmypy MHOUX CUHOPOMOB, KOMOpble UMM Pa3AlHble SMUOA0UMECKUe
(haxmopel, npoeHo3 u Aeuerue. B 0030pe npedcmasienbl MH02000pasHble KAUHUYECKUe 6apuanmbl QUCMOHULL: uouonamueckue 0o6poKaecmeentbie (opmbl ouc-
MOHUU ¢ 0e0l0MoM Ha NepeoM 200y JCU3HU, OUCIOHUYECKIUe CUHOPOMYL HA (hoHe Pe3udyanbHo20 NOPAdICEHUs HEPBHOIL CLCMeMbl, HACAeOCMBeHHble UOUOnamuye-
cKue OUCOHUL, CUMNIMOMAMUYECKUe OUCIOHUL, a MAKJce HeKOmopble cXo0Hble cocmosnusA. Juaznocmuxa ducmoruu y demeii mpeGyem npuMeHeHUs. WUpoK02o
cnekmpa 00cae008anull, 8 my. Memo0os HeiposU3yasu3auul, npooosycerHoeo eudeo-II-monumopunea, eenemuyeckux uccaedosanuil. JAughgeperuuansoiii
duaero3 ducmonuii y demeli npo8oOSM ¢ pA3AUMHBIMU NAPOKCUSMAABHBIMU COCTOSHUAMU OemcK020 803paAcma NUACHMUMECKUL] U HeINUACHMUHeCK Ol NpUpodsl.

Kirouesbie ciioBa: TMCTOHMS, paHHUI IETCKUIA BO3pACT, TeHETUUECKAs TeTePOTeHHOCTD, IMArHOCTHKA,
MPT, Buneo-29'-MOHUTOPUHT.

HCTOHMS — 3TO JABUTATENbHOE PacCTPONCTBO, CBS-

3aHHOE C HEMPOTPAHCMUTTCPHBIM AKCOATAHCOM

W XapakTepuaylolieecs IOCTOSHHBIM MM 3IH-

30IMUYECKIM COKpAIIeHWeM MBI ¢ (PopMHIpo-

BaHMEM IIOBTOPHBIX CTEPCOTUITHBIX IBMXKCHMIA
u/vnu o3 [28]. BriepBble TepMUH «IUCTOHMS» ObLT MpeLIO-
keH I. OnmnenreiimoM B 1911 1. 1151 06003HaYeHUS «CUHApPOMA
MOCTOSTHHBIX MBIIICYHBIX COKPAIICHHIT, BRI3bIBAIOIIIX IOBTO-
PSIIOIINECS] CKPYYMBAIOIIUE IBIKEHUS IMOO TTaTOJOTHYECKIe
03Bl TYJIOBUIIA, IeH, PYK, HOT ¥ CIIa3Mbl MBIIIIL Jua» [ 14].
L. Geyer u S. Bressman (2004) BHecliu B omipeieIeHUE TUCTO-
HUY PsIT TOTIOJTHUTEIbHBIX XapaKTePUCTUK, KOTOPHIE CBSI3aHbI
C BO3pacToM, 3THOJIOTHEH,, TOKATM3aIIMel TopakeHHOH YacTn
Tena [23].

[To 3THONOTUY TUCTOHUIO OEJIAT Ha nepeuuHyto (uduonamuye-
ckyio) u emopuunyio (cumnmomamuyeckyro) [26]. IlepBuunas
JUCTOHMSI — 3TO 3a00JIeBaHKME, OCHOBHBIM U €IMHCTBEHHBIM
CHMIITOMOM KOTODOTO SIBJISICTCS IMCTOHMYECKUI TUIIEPKUHES
(momyckaeTcsl Takke Haluyue Tpemopa M MuokimoHui) [10],
TIPX 3TOM JIabOpaTOPHBIC ¥ HEHPOPATIOIOTNUECKIAEC MCCIIENO-
BaHUS B HOPME, a B aHAMHE3¢ OTCYTCTBYIOT MH(EKIMOHHBIE,
TOKCUYECKHEe W WHBIE (haKTOPHI, CIIOCOOHBIEC BHI3BIBATh AMC-
ToHMI0. TakuM 06pa3oM, mepBUYHASL JUCTOHUS — 3TO AUATHO3
UCKIIIOYeHUs. BropuyHas nuCTOHMS BO3HMKAET MpPU OpraHM-
YeCKOM TIOpakeHUH CKOPIYITHI, pexXe — OJeTHOTO Iapa MIn
Tamamyca. K mono0HoMy n301MpoBaHHOMY TIOPaKEHUIO MOTYT
MPUBOAUTH MHCYJIBThI, TPABMBI, TMIIOKCHSI-acHUKCHS, 6ONC3HU
00OMeHa M 9K30TeHHbIC MHTOKCUKaIH. [1pn aToM, KpoMe JTc-
TOHUH, Y OOJBHBIX OOBIYHO OTMEYAIOTCS pa3IIHbIC HEBPOJIO-
TMYECKUe CUMITTOMBI [22].

Knaccuduxamus

Mo MHeHMIO GONBIIMHCTBA YYEHbIX, HE CYLLIECTBYET ONTHMAJb-
Ho#t Kinaccudukaimu auctonud. Haubonee ynaunyto Kiaccu-
(buKaIio, IPUHATYIO B HacTosIIee BpeMs MexXIyHapOmTHBIM
obmectBoM aetckux HeBpojoroB ICNA, mpemroxun S. Fahn
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B 1987 r. [27]. Ee MBI 1 OyneM NMpUaepXUBaThcsl B HACTOSIIIIEM
ob3ope.

1. Houonamuueckue do6poxauecmeennvie dguzamevHole
paccmpoiicmea ¢ 0e610mom Ha nepeom 200y HCUHU

ITapokcu3mMajibHOEe TOHHYECKOE 3aBeJeHHe B30pa XapaKTeph3y-
€TCs1 MOBTOPHBIMMU SIIM30JaMH 3aBeJeHMsI [J1a3 BBEPX, pexe —
BHU3. JleOloT Ha mepBoM Tomy Xu3Hu. Yacto coueraercs
C KOMITCHCATOPHBIM CTHMOAHMEM IIEM W HUCTaIMOM, peXe —
C arakcueii. JImTenbHOCTh AMU30a — OT HECKOJIBKUX YacOB 10
HECKOJIbKUX JHE. [Opr30HTaIbHbIE IBIKCHUS IJ1a3 HE Hapy-
HICHBI. D306l IPOBOLUPYIOTCS BO30OYXKICHIEM, MHTEPKYP-
peHTHbIMU MHbeKunuIMU. COCTOSIHUE UMEET UAMONATHIECKYIO
MIPUPOY, IPEATIONOKUTENBHO ¢ AyTOCOMHO-TOMUHAHTHBIM TH-
TTOM HacJIeIOBaHWS. Y TAKMX ITAI[IEHTOB MOTYT BHISBIIATECS MY-
TallMU B TeHe KanblueBoro KaHana CACNAIA. MPT ronoBHoro
MO3ra B HOpME, PeXe OTMEYaeTCsl TUIIOMUETMHU3ALINS, TIepH-
BCHTPUKYISApHas JeiikoMasauus. Crenudmdeckoe JedeHIe
He pa3paboTaHO; B HEKOTOPHIX Ci1ydasix 3 (eKTHBHA JIeBOIONIA.
JuddepeHInaTbHBINA MarHO3 MPOBOAAT ¢ AMMICITUYSCKUMU
MIPUCTYIIAMH, B YaCTHOCTH, C OKYJIOMOTOPHBIMH TIPUCTYIIaMU
M aTUIMYHBIMKM abcaHcamu. ToHMYECKOe 3aBefeHME B3opa
CIIOHTaHHO YXOIUT B Bo3pacte 1—4 roga. I[IporHo3 Gnaromnpu-
SITHBIH, OMHAKO Ha TMPOTSIKEHUH ITUTEILHOTO BpeMEHH MOTYT
COXPAHSThCS aTakCHsl, KOTHUTHBHbBIE PACCTPOMCTBA M IJ1a30-
JBUraTeIbHbIE HapyleHus [39].

Spasmus nutans (KuBaTelbHas CyIOpPOra) HauMHAeTCS y neTei
B Bo3pacte oT 3 1o 12 mec. [IpeacrasisieT coboii MeIEHHOE
KavaHMe rOJI0BOII (¢ YaCTOTOH 2 B CEKYHIY) B TOPH30HTAIBHOM
(HeT-HeT) WK BepTUKaJIbHOM (#a-ma) HampasieHusx. [lpen-
TOJIAraloT, YTO KaYaHUE TOJIOBOM KOMITEHCHPYET UMEIOIUHCS
HuctarM. Bo BpeMsi ¢ukcaluu B3opa Ha MpeaMeTe KayaHue
ycunuBaetcs. CocTosTHUE KyIUpYeTcs Yepe3 HeCKOIbKO Mecsi-
1LIEB, @ HUCTarM MOXeT coxpaHsThes 10 5—12 ner. MPT B Hop-
Me, B PEIKHX CIyJasX BBISIBIISIOT JUCTCHE3UIO YEPBS MO3XKeU-
Ka. [IporHo3 xopoIuii, ICMXOMOTOPHOE pa3BUTHE HE CTpaaeT.
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HuddepeHnanbHpli [UarHo3 MpoBOAST ¢ MH(DAHTUILHBIMU
crasMaMy IpH SMuIenicuu u crepeotunusamiu |30, 33].

JloOpoKaueCTBEHHbIM MapOKCU3MalbHbIA TOPTUKOJIUC BO3-
HUKaeT B Bo3pacTe OT 2 10 8 Mec. XU3HM, BbIpaxaeTcs Io-
BTOPHBIMM TIPUCTYIIAMK KPUBOIIIEH, KOTOPBIE IUISATCS OT He-
CKOJIBKMX MHUHYT 1O HECKOJIBKMX HeIesb, MPUCTYIIHI MOTYT
COIPOBOXIATbCA BO30YXAeHHEM, OJeMHOCTbIO, aTaKCHeil,
pBoTOii. HeBponormueckuii cratyc BO BHETIPUCTYITHOM MEPUO-
Jie B HOpME. DIU30IbI KYMMUPYIOTCS CITOHTAaHHO K 2—3 rozjam,
pexe — K 5 romaM. B 11kobHOM Bo3pacTe 4acTo pa3BUBAETCS
MUrpeHb. 1 IMarHOCTMKY HEOOXOAMMO MTPOBOMUTH BUIEO-
B3I -Monurtopunr, MPT roJ0BHOTO M CIIMHHOTO MO3Ta, re-
HETUYECKUI aHaau3 Ui moucka MyTauuil reHoB CACNAIA
u PRRT?2. MuddepeHInanbHbIi AUarHO3 TPOBOAAT C SMUIIET-
CHel, TUCTOHUEN, HEUPOIIETICUEN, OIYXOJISIMU 3aIHEN YepeIl-
HOIt SIMKH, TIOBPEXICHUEM IIEHHOro OTAe a CIIMHHOTO MO3ra.
CneunanbHoro JiedeHus He Tpedyercs [13].

Bpoxnennas kpuBomies TIPOSIBIISETCS HAPYIICHHBIM TTOIOXe-
HUEM TOJIOBBI M OTPaHMYEHHUEM IBMKeHUI B miee. [Tomasstio-
1iee GOJBIIMHCTBO CITyYaeB CBS3aHBI C MATOJOTMYECKUM Teve-
HUEM OEpPeMEHHOCTH U POJIOB, MPUBOASIINM K U3MEHEHUSIM
B IIEI{HOM OT/IeJIe TIO3BOHOYHMKA, MBIIIIIAX, TOKPOBHBIX TKa-
HSIX, a TAKKe K Pa3IMYHbIM BapHMaHTaM MMOPaXXeHUs IIEHTpasb-
HOI1 HepBHOIA CUCTEMBI (IO MEXaHM3MY THITOKCUU-aC(HUKCUU 1
TpaBMbI). MeHee 5% cityyaeB BpOXICHHOI KPMBOIIIEW COCTaB-
JISTIOT aHOMaJIMK IIEeHHOTO OTIeNa MO3BOHOYHMKA (CHHIPOM
Knunmnens-Deiins), koTopble BCTPEYAIOTCS U30JIUPOBAHHO
WY B COCTaBe CUHIPOMAJIbHOU MATOIOTUK. [{/1sl AMarHOCTUKH,
MOMUMO HEBPOJIOTMYECKOTO OCMOTpa, MMeEeT 3HaueHue YJb-
TPa3BYKOBOE MCCIIENOBaHKE HICHHOTO OT/eNa TI03BOHOYHMKA,
IPYIMHHO-KTIOYMYHO-COCLUEBUIHBIX MBILIL U TOTOBHOTO MO3-
ra; 1o MOKa3aHUsM MPOBOIST PEHTTEHOJIOTMYECKOe UCCIeNo-
BaHUE LIEIHOTO OT/eNa TO3BOHOYHNUKa [19].

JloOpokayecTBeHHAS HIMONMATHYECKASA ANCTOHHSA MJIaJeHYe-
CTBa — CErMEHTapHasl AMCTOHUS, Yallle BEpXHel KOHEYHOCTH.
BosHukaeT B Bo3pacTe 0K0JI0 6 Mec, CIOHTAHHO KYIHPYETCS K
2 romaM. JInCTOHWYECKAs! YCTAHOBKA KOHEYHOCTHU (IIPOHAIIMS
MIpeAruIeyubs, (peKcus KUCTH) OOBIYHO 3aMEeTHA B TIEpHOJI, KOT-
Iia peOCHOK OCBaWBacT HOBBIE IBUTATCJIbHBIC HABBIKM — ITOJI-
3aHme, Xons0y. PasButie pebeHKa He CTpamgaet, HeBPOJIOTUe-
CKMIi cTaTyc B HopMe. J1J1s1 MCKITIoueHMs 3a001eBaHU I HEPBHOM
cucTeMbl (TIPOTPECCUPYIOIINX TUCTOHUH C IeOI0TOM B IETCKOM
BO3pacTe, Iape30B IUIEYEBOTO CINICTCHHS B pOfax, reMHIIape-
tuueckoit opmbl JLIT) u opronesnueckux mpodieM HeoO-
xoauMo npoBoauTh BT, MPT rosoBHOro ¥ CMMHHOTO MO3ra
[28]. Teuenus He TpebyeTCs.

2. Pe3udyaavnote dgucameavHoie paccmpoiicmea

Jlerckuii nepedpanbhbiii napammg (I1IIT). /{suratensHbie Hapy-
HIEHUS Y AeTeil ¢ MOCAeACTBUEM NePUHATAIbHOTO MOPaXKeHUs
TOJIOBHOTO MO3Ta BKJTIOYAIOT: OMCTOHWYCCKHE aTaKu, TUIIEp-
KMHE3BI, yCUJICHHNE TT03HO-TOHUYECKHX pediekcoB. B HeBpo-
JIOTUYECKOM CTaTyce OTMEYaeTCsl TOBBILICHUE WM TIOHIXKEHHUE
MBIIIEYHOTO TOHYCa, THIeppedIeKcusl, 3aIepXKa pa3BUTHS,
rjaa3oaBurarenbHbie cuMnToMbl. MPT ronoBHOro mMosra Bbl-
SIBJISIET KOPKOBO-TIOAKOPKOBYIO aTpo(uI0, MePUBEHTPUKYJISP-
Hyl0 JiefikoMasiuio [16].

limepkunernyeckas dopma A1IIT u runepOnmMpyOHHOBAs SHIIE-
(danonarusa. B aHaMHe3e y Takux MalMeHTOB HEPEIKO BbISB-
JITFIOTCST HApYIICHNs ITepUHATAIBLHOTO Tieproaa (HeIOHOIIeH-
HOCTb, CETICHC, almmo3, pe3yc-KoH(KT). [IcrmxoMoTopHOE
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pa3BUTHUE MPOUCXOIUT C 3alePXKKOM, oTMevatoTcsl Auddy3Has
MBIIICYHAST TUTIOTOHMSI, BBIPAXECHHBIC THUIICPKUHE3HI (aTeTO3,
JVCTOHMS), MOXET MMEThb MECTO YMEpeHHasl CHacTUYHOCTb
B IMCTaJIbHBIX 0TI ax KOHeuHocTei. Korma pebeHOK HaYuMHaeT
XOJMTh, CTAHOBUTCS OYEBUIAHBIMU rpy0ast TYJOBUILHAS aTaKCHs
1 MOTOPHAs HEJIOBKOCTh. Peub nu3apTpuyHa, HaboaaeTcs r-
nepcaauBauusi. YacTbl HaApyLIEHHUs CIyXa, SMU30/bI 3aBeCHMUS
B30pa BBepX. B comMaTmueckoM craTyce BCTpEYaloTCsl MMCILIA-
3Us1 MU 3y00B, (DYHKIIMOHATbHBIE HAPYLIEHUS KeTyI0UYHO-
kumeyHoro Tpakta. Ha MPT BbISIBAAIOT UM3MeHEHUe
CUTHaJIa OT OJIeMHBIX 11ApOB, CYOTaTaMUUYECKUX SIIEP, pexXe —
orpaibl, a TakXe MEepUBEHTPUKY/ISIPHYIO JelikoMansuuio. Ya-
CTO BCTPEYAIOTCSl HEMPOCEHCOPHAs TYTOYyXOCTb (0COOEHHO MpU
TUTIEPOMIMPYOMHOBOI SHIIE(ATONATUNS), CHIKCHUE TIPOBE-
JIEHUST UMITYJIbca 10 AaHHBIM 3PUTEIbHBIX BbI3BAHHBIX MOTEH-
uuanos [37].

IocTTpaBMaTHYeCKas AMCTOHNS PA3BUBAETCS MTOCNIE TPABMBI TO-
JIOBHOTO MO3Ta, Yallle B BUAE TEMUIUCTOHUU. B HeBponornye-
CKOM CTaTyce BBISIBJISIOTCS CUMITTOMBI, YKa3bIBAIOLIME HA oyar
MOBPEXAEHUS: TJa30BUTaTe/IbHbIe HApYILEHMsI, AU3aPTPUs,
nape3bl. Ha MPT ronoBHoro Mosra BU3yadu3upyeTCsl OQHO-
CTOPOHHEE TMopaxeHHe Oa3albHBIX sfep. XapakTepHa pe3u-
CTEHTHOCTb K MEMKAMEHTO3HOMY JieueHU10. [TonoXUTeIbHBbII
3¢ GhEKT MOTYT OKa3biBaTh MHBEKIUHN OOTYTMHMIECKOTO TOK-
CHMHa, ITpU He3A(POEKTUBHOCTU NMOKa3aHO HEUPOXUPYPIUYECcKoe
BMEIIIaTeNbeTBO [18].

3. Houonamuueckue dsuzamendnbie paccmpoiicmea
HACAeOCMBEHHOU JMU0A02UL

ITepBuynas (umHomaTHyeckass) TOPCHOHHAS AUCTOHMA. [[aHHOE
3a00J1€BaHNE OUATHOCTUPYETCS B CIydyasx, KOrma TUCTOHUS
SIBJIICTCSl SAMHCTBEHHBIM KIMHUYECKAM CHMIITOMOM (33 HC-
KII0YE€HMEM TPEMOpa U MMOKJIOHYCA), OTCYTCTBYET KaKasi-11u00
9K30TeHHas MpPUYMHA, a TaKXKe HEeT IPYIUX HACTeNCTBEHHO-
JeTeHepaTUBHBIX 3a00JIeBaHMI HepBHOI cucteMsbl [9]. B Ha-
cToslee BpeMsl OOLICTIPUHATON SIBSETCS KiIacCubUKAIMsS
MEePBUYHBIX TUCTOHUI MO JIOKycaM MYTaHTHOro reHa. Hyme-
panusi JTOKyCOB MPOBOAUTCS B XPOHOJOTUYECKOM TOPSIIKE MX
otkpbitust (DYT1, DYT 2 u 1.0.). K ceronusiuHemy nH1o oT-
KPBITHI 23 MoJIeKyIpHbIe (hOPMBI TOPCUOHHBIX TUCTOHMN. He-
KOTOpBIE TIEPBOHAYATFHO ONMMCAHHBIE TeHETUYECKIE BapUaH-
Tl TUCTOHUI B HaJbHEHIeM He MOATBEPXKAEHBI (HampuMmep,
DYT7, DYT13). He Bcem hopmam ObLIIO TPUCBOCHO Ha3BaHME
DYT-nokycoB: Hanpumep, Mog00HOro 0003HAYEHUS HE UMEIOT
dopmbl, acconupoBaHHbie ¢ TeHamMu SPR u CIZ1, a HekoTo-
pbIe XOPOIIIO U3YYEHHbIE TUCTOHUYECKUE CUHAPOMBI KJIacCH-
(bunmpyloTcst Kak ocobble BapuaHThI IMTApKUHCOHM3Ma [1, 7].

N3 Bcex hopMm mepBUYHON TOPCUMOHHOM TUCTOHUU B JETCKOM
Bo3pacTe yamie Bcero mpossisgiotess DYT1 u DYT6, npuuem
25% ciyyaeB — 1o 2 JieT; y AeTeil 3aboneBaHNe HAUYMHACTCS
O0BIYHO C JUCTOHUM OMCTANBHOTO OTHETa OTHOM M3 KOHEY-
Hoctu. Ilocie mebroTa 00J1e3Hb MEIJIEHHO MPOTPEecCUpyeT A0
reHepain3oBaHHON (opMbl. 1S DaHHBIX (GOpM MEPBUYHOIA
IVICTOHMH XapaKTePHO OTCYTCTBHE 3¢ deKTa oT ieBonomnsl. [1pu
nposeneHu MPT rojoBHOro Mosra CTpyKTypHBIX HapyLIEHU
He BoisiBisiercs [9, 20].

Muoknonyc-mucronusi (DYT11). [ebror 3aboneBanust — ¢ Ha-
pyiieHus moxoaku B 12—18 mec. Pa3BuBaeTcsl criOHTaHHBIIA
MMOKJIOHYC Ha (pOHE AUCTOHMU MBIIIIL] TYJOBMILA U TIIeYEeBO-
ro mnosica. CUMNTOMBI MCYE3aI0T K MOAPOCTKOBOMY BO3pacTy
WM OCTAIOTCS 10 KOHLA XU3HU. OTMeYatoTcsi KOMOpOUIHbIE
HapyIeHUs MOBEAEHMUS, YMEPEHHAs! MHTEJIEKTyalbHasl Hello-
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CTaTOYHOCTb. B HEBPOMIOTMYECKOM CTATyCe YacTO BCTPEUAKOTCS
Tpemop ¥ MbleuHas runotonus. MPT u O8I B Hopme. 3a00-
JieBaHKe BbI3BaHO MyTanueii B rene SGCE [20].

JTO®A-uyscTButeabHasg aucronns (DYTS, cunapom Cerasbl,
JUCTOHUA-NIAPKUHCOHM3M). J[MCTOHUS CHavyana pa3BUBAETCS
B OJTHO# KOHEYHOCTH, 3aTeM 3aXBaThIBaeT APYTyI0 KOHEYHOCTb.
XapakTepHbl IHEBHbIE KONeOaHUS ABUTATEIbHBIX HAPYLIEHUIA,
VIIydIIeHWe OT TpHeMa HM3KHX 03 JieBomoImbl. HeBposoru-
YECKMIi CTaTyC BKJIIOYAET IPyObIe IBUraTENbHbIE HAPYLICHUS,
TUTIOKMHE3UIO, PUTUITHOCTD, HEPENKO KJIMHMYECKas KapThHa
noxoxa Ha cractuyeckyto aumiervio npu HIIT. OcHoBHOI
TMATHOCTHYECKUI TeCT — Ha3HAYCHHUE JICBOIOIIBI, TIOCTIE KOTO-
POro MPOMCXOAUT ApaMaTUUecKoe YIy4YlIeHUe BIUIOTh [0 MoJ-
HOTo BBI3IOpoBIeHUS. HeitpoBusyanu3sanus B HopMe, B O1o-
JIOTHYECKUX XKUIKOCTSIX BBISIBIISIETCS CHUXEHHE METa0OIUTOB
KaTexoJaMuHOB. [Ipy MoseKyIsIpHO-TeHETUYECKOM MCCIIEN0-
BaHuu y 60% neteit 06HApYK1MBAETCS T€TEPO3UTOTHAS MyTALIUS
B reve GTP-uuknorunpoass 1 (GCHI) [6].

Muanenyeckas IMCTOHMS-NAPKMHCOHU3M. B epuone HoBopox-
JIEHHOCTH y IeTeld ¢ JTaHHOU (hOpMOM TUCTOHHU MMEIOT MECTO
BO30YIMMOCTh W CPBITMBAHUS, 3aIepXKa IICUXOMOTOPHOTO
pasButusi. K 4 mec oTMeuaioTcs TMmoMuMus, OpaguKuHe3 s,
TUTIOTOHHS, TJIa30[BUTATe/IbHbIC M NMUPAMUIHBIE CHMIITOMBL.
MPT B HOpME, B LIepeOPOCTTMHANEHOM XHUAKOCTH BEIPAXXKEHHOE
MOBBILIEHNE TOMOBAHUIMHOBOM KUCTOTHI [11].

ITapokcuzmaibHble TUCKUHE3HH — 3TO HEBPOJIOTMYECKHUE COCTO-
SHUS ¢ Pa3HOOOpPa3HO KIMHUYECKOM KapTUHOM, XapaKTepu-
3yIOIIMECS BHE3AMHBIMM aTaKaMM MaToJOTMYECKON HEMpou3-
BOJILHO# IBUTATEIbHON aKTUBHOCTH B MBILILAX KOHEYHOCTEH,
TYJOBMLIA, JIULA, eu. PazinyaoT mapokCU3MalbHyI0 KUHE-
sureHHyo auckuHe3nto (ITK]I) 1 mapokcu3ManbHy0 HEKMHe-
3ureHHyo muckunesuio (ITHKI).

Ilepsuunas napokcusmanvhas kunezuoeennas ouckunesus (DYT9,
DYT18) nposiBasieTcss KOPOTKUMU aTaKaMu HEMPOU3BOJIBLHOTO
XOpeoaTeTo3a, KOTOPhle BO3HUKAIOT IIPH (PM3MIECKOI Harpy3Ke
1 HE COIIPOBOXMIAIOTCS MoTepelt co3HaHusl. [lepsuunas napok-
cusmanvhas HexuHesuoeennas ouckunesus (DYT8) mpospiser-
CSl HEPOBOLIMPYEMBIMU 3MU30JAMU TUTIEPKUHE30B, KOTOPHIE
MPOUCXOST CIIOHTAHHO B COCTOSTHMM TIOKOSI WJIM TpephiBa-
10T TIOBCEIHEBHYIO JABUTATEIBHYI0 aKTUBHOCTD. YacToTa atak
C BO3pacToM yMeHblIaeTcs. HeBpoaormueckuit cTaTyc Mexmy
aTakaMd B HopMe. 3a0osieBaHMsI OYeHb TPYAHO 3arON03PHUTh
n auarHoctupoBaTb. MPT 0ObIYHO He BBISBJISIET KAKUX-JTM00
M3MEHEHUI B BeElLIECTBE Mo3ra. MeraboaMyecKue TEeCTbl He
U3MeHeHbl. EAMHCTBEHHBIM AMArHOCTMYECKUM METOIOM, I0-
3BOJISIIOIIAM OTJIMYNTh aTaKy ITapOKCU3MAJbHOW THMCKUHE-
3UU OT (POKAJIBHOTO MOTOPHOTO SIMMICTITHIECCKOTO TIPHCTYIIA,
SIBIISIETCS 3anmuch uKTaiabHoit DA [17]. MeankameHTO3HOE
JiedeHue nogodpath cnoxkHo. [ToCKONbKY AMCKUHE3UU SIBJIS-
I0TCS KaHAJIOMATUsIMU, MOTYT OBITh 3(D(PEKTUBHBI KapOamase-
MMH, HEHPONENTUKN WK JIeBoAoMna, aueTazoiamun [4]. Omnu-
caHa (hopMa napokcusManbHoll OUCKUHe3UU co CHACMUYHOCHbIO
(DYT10), xoTopast 00BIYHO IMPOTEKAET IO MACKOI CITACTUKO-
runepkKuHeTHueckoit opmui JLIIT.

[apokcusmanvhas KuHezuoeennas duckunesus. Tlpu naHHON
(hopmMe TMCTOHNH B BO3PACTE OKOJIO 2 JIET IeOI0TUPYIOT TeHepa-
JIM30BaHHBIE SMUIECHTUYECKME MPUCTYIIBI (a0CaHChI, TOHUKO-
KJIOHMYECKUE CYIOPOTH, aTOHMYECKMEe ¥ MHOKJIOHWYECKHUE
npucTynbl). OTMEYaloTCs SMU30/BI JUCTOHUM B HOTAX IMOCTE
X0IbObl, UIMTEILHOCThIO He 6ojiee 15 MMH, KOTOphIE MPOXO-
JAT TOCJIe TIpMeMa MUIIM. XapaKTepHbl 04aroBble HEBPOJIOTH-
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YecKre CHMITTOMBI, XOpeoaTeTo3, BereTaTUBHEIC HApYIICHMS,
AIBTePHUPYIOIIAS TeMUILTETHS. JIeTH OTCTAIOT B IICMXOPEYEBOM
pazButun. MPT ronoBHoro mo3ra B HopMme, Ha DOI BbIsIBIISAET-
s TeHepaTM30BaHHas SIIIENTA(OPMHAsT aKTHBHOCTb. XapaK-
TepHA YMEpEeHHAs TUIOTIMKeMUs. [{MarHo3 ycTaHaBIUBAeTCS
C TTOMOIIIBIO UCCNIEIOBAHUS TTI0OKO3bl B OMONOIMYECKMX KM -
KOCTSIX: y TAIlIEHTOB OOHApY:XMUBaeTCsl HOpMalbHasl KOHIICH-
TpaIys TIOKO3H B KPOBU M HM3KAasl — B 1IepeOPOCITMHAIBLHOI
KMAKOCTH, COOTHOILIEHHE TJIIOKO3bI KPOBb/11€peOpOCIMHAD-
Hasl XUAKOCTb 00bIYHO MeHblIe (,4. OOHapyXeHue reTeposu-
TOTHOHM MyTaIly (WU peaKo, OMaeIbHBIX MyTalliii) B TeHE
SLC2A1 mnoxartBepxnpaeT auarHo3. JleueHue oOcCylIecTBIseTCs
C MTOMOIIbIO KETOTeHHOM 1ueThl [20].

Bmopuunas napoxcuzmanvhas OuckuHesus pa3BUBAeTCS Y Ie-
Teil, IePeHECIINX YePEITHO-MO3TOBYIO TPAaBMY MJIM HapylleHUe
MO3TOBOTO KPOBOOOpAILIEHHS, a TaKXe Ha (hoHe OoJIe3Hei MIn-
TOBHIHOM M MApalIMTOBMIHON Xejie3, THITOTJTMKEMIH, THIIO-
KanblueMuu. [IoMHMO aTak XopeoaTeTo3a MOTYT OTMEYaThCs
(hoKasbHBIC SMMJIENITHIECKUE IPUCTYIIH (Yamie — (GoKaIbHbIe
MOTOpHEIE). B HEBPOIOIMUECKOM CTaTyce MOTYT OBITh 09aro-
BbI€ HEBPOJIOTMYECKUE CHMIITOMBI, B YaCTHOCTH, FeMUIIApe3.
Ha 93T obHapyxXuBaeTcsl permoHalbHas 3MuIenTuhopMHas
aKTUBHOCTh WJIM 3aMeIJIeHNe OCHOBHOTO puTMa. M3MeHeHust
Ha MPT 3aBucdr ot atnonoruu [2, 4].

ANlbTepHUpYIONIAs reMUILIErns aeTcKoro Bo3pacta (A1) xapak-
TepU3yeTCsl TIOBTOPHBIMU TPUCTYIIAMK TPAaH3UTOPHOM TeMH-
WM TeTpariernu. 3aboneBaHue AeOI0TUPYET B MHTEPBAJIE OT
poxneHust 1o 4 net xu3Hu (B cpemHeM B 3—5 mec) [40]. AT
SIBJISIETCS KaHamonmatuei. 75% ciydaeB 00yCJIOBIICHO MyTallHei
B reHe ATPIA3, KomupytomeM cyobenuaniy Na+/K+ Haco-
ca [31]. laHHBIif TeH OTBEYaeT TaKKe 3a pa3BUTHE TUCTOHUM-
MapKUHCOHM3MA C paHHUM ne0ToM. OcTajbHbIE Clydyau
MPUXOAATCS Ha MyTalmu B TeHe ATPIA2, konupyioteM anbha
2 cyobenunuiy Na+/K+ AT®a3bl [32] u reHe KaabLEBOIO
nonHoro kaHana CACNAIA. C myranueit reHa ATPIA2 cBs-
3aHa remMurIernyeckas MurpeHs 2 tuna. Myrams CACNATA
BBI3BIBACT CEMEITHYIO0 FeMUITJIETMYECKYI0O MUTPpeHb 1 Tuma [25].
[epBBIMM CHMIITOMaMU, KaK TIPaBUJIO, SIBJISIOTCS TTAPOKCHU3-
MaJIbHbIE IBUKEHUSI TJ1a3 — HICTarM W TePUOIMIeCcKOe KOCO-
rnasue. [lo3zxe MpUCOEAMHSIOTCS 3MU30IbI TUCTOHUYECKUX
aTaK JUTMTEbHOCTIO OT HECKOJNBKMX CEKYHI IO HECKONBKHX
4yacoB. COOCTBEHHO TPUCTYITBI TEMUTIETUM B OOJBIIMHCTBE
CJy4aeB MPUCOEIUHSIIOTCS K IUCTOHUYECKUM aTakaM U I71a30-
JIBUTaTeIbHBIM HapYLIEHUSIM CITYCTS TOJl Mocye Aebrota 3a00-
neBaHusl. Bce cMMNTOMBI OOBIMHO YHUIIATEPATBHBI (HAa CTOPO-
HE TeMUIIIernu). DMU30bl TEMUTUIETUM MOTYT JIUThCS Oonee
ontHO# Heneny. YacToTa MX BapbUpPYET OT HECKOJIBKUX B IEHD 10
OJTHOTO 3MM30/1a 32 HECKOJIbKO MecsiieB. CTOpoHa TeMUTIIETUI
MOKET MEHSIThCSI BO BPEeMsI OJIHOTO MIPUCTYTIA, TAKXKE MOXET OT-
Medarbcs Tetparierusi. [pumepro y 50% manueHToB Hapsiay
C TIPUCTYNIAMM TEMUILUIETMM OTMEYAIOTCS IMUJIENTUYECKIE
npuctynsl [40]. B teuenun ATJ] Boipensitor 3 craguu. [ns 1-it
cramuu (1—3 Mec XM3HM) XapaKTepHBI MaTOJOTMYECKUE TBUKE-
HUS TJ1a3 U TUCTOHUSE; BO 2-ii cTamuu (4 Mec — 6 JieT) TosIBs-
I0TCSI TEMUTLIETMYECKME aTaKU U YTPAYMBAIOTCS TICUXOMOTOP-
HBIe HaBBIKM, NEOIOTUPYIOT SMWIENTHYECKME TPUCTYIBL. 3-5
cramus (Tocie 6 JIeT) XapaKTepu3yeTcsl CTOMKMM HeBpOJIOTHYe-
CKUM Je(DULIUTOM, CHUXEHUEM YaCTOThI TIPUCTYIIOB TeMUTLIE-
TUU W TUCTOHMYECKUX aTak [36, 43]. JInarHocTHKa OCHOBaHa
Ha xputepusix J. Aicardi u coasrt. (1993) [24]. [1pu nanHO# HO-
3onmornyeckoii popme MPT ronoBHoro Mo3sra B HopMe MY Bbl-
SIBIISIET YMEPEHHYIO CTeTeHb KOPKOBO-TIOAKOPKOBOM aTpodhui.
Wnrepukransias OO B Hopme, ukTanbHas DA (Bo Bpemst
MPUCTYTA FeMUTIETHH) BhISIBISIET PETMOHANBHOE 3aMe/JIeH1e
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putma. CieyeT MOMHUTb, 4TO y mauueHToB ¢ Al Hepenko oT-
MEYaloTCs SIMWIETITUYECKUE TTPUCTYIIBI, MO3TOMY BUAe0-DII
MOHUTOPHHT SIBJISIETCS 00sI3aTeIbHBIM METOJIOM O0CIIEIOBAHUSI
[24]. Tpenapatom BbIOOpa mis nedeHust ATl sBasercs Gmo-
KaTop KaJbIIMEBBIX KAaHAIOB (hIyHApU3UH, KOTOPBI CHIKAET
YaCTOTY, TSDKECTh W MPONOJKMTENBHOCTh TE€MUILIETMYECKUX
aTak y 0OJIbIIMHCTBA MaLueHToB [24, 36, 41]. Tonupomar, Heii-
ponentuku HedddeKTuBHbI [43].

Boaesnp Ilemumuyca-Mepudaxepa. Tun HacnenoBaHust —
X-ClUeIUIeHHbII pelecCUBHBINA. 3a00jieBaHUe NeOI0TUPYET Ha
TIEPBOM TOJy XM3HU C OTICOKIIOHYCA, TTO3Xe MPOSIBIISTIOTCS 3a-
JIepXKa TICMXOMOTOPHOTO pa3BuTHs, Muddy3HasT MblIeUHas
TUTIOTOHUS, UHTEHUMOHHBIA Tpemop. C mporpeccupoBaHueM
3a00JIeBaHMS HAPACTAIOT CTIACTUYHOCTD, aTPO(UST 3pUTETBHBIX
HEpBOB, MOSIBISIIOTCS AUCTOHMYECKUE aTakh, XOpPEoaTeTos.
MPT BbisisieT nuddy3Hoe nopakeHue 6e0ro BellecTsa mno-
JyIIapyuii 1 KOPTUKOCTIMHATBHBIX TyTell. J[MarHo3 moareepx-
naercst mpoBeneHueM JIHK-aHanu3a Ha BbIBIeHUE MyTallUMK
B reHe GJC2. DpdekTuBHOrO eueHust He cylecTByer [14].

Cungpom Perra. Tunm HacinemoBaHus — X-CLETJIEHHBI 10-
MHUHAHTHBIH. OTMEUAlOTCS TMATOTHOMOHWYHBIC CTEPEOTUITHN
(«MBITBE PYK»), ayTU3M C YMCTBEHHOH OTCTalOCTBIO, TYJO-
BUIIIHAsI aTaKCHSI U arpakcusl, TUCTOHUYECKHE THUIEPKIHE3bI,
MuKpotedanust. XapaKTepHbl HESMWICITUICCKIE SII30IbI
aITHO? TPOIOJIKUTENBHOCTBIO 1 —2 MUH, COMPOBOXIAIOIINECS
IIM1aHO30M ¥ MHOTIA 00OMsIKaHWeM Tejia. Bo3MOXHO pa3BuTHE
SIWIETICHU ¢ TeHEPaTM30BAHHBIMUA TOHHMKO-KIOHIMIECKUMU,
(hoKaJTbHBIMM, MUOKJIOHUYECKUMM TIPUCTYIIAMH, 4aCTO UMEI0-
1eii (hapMakope3MCTeHTHOE TeueHKe. 3a00IeBaHKe TPOTeKaeT
C MeIICHHBIM HEYKJIOHHBIM PErpeccoM ICHXMUeCKHUX (DYHK-
uuii. Ha B3 xapakrepHa smnuienTu@opMHasi aKTUBHOCTD,
YCUIIMBAIOIIASACS BO BpeMsl HOYHoro cHa. [Ipu HeiipoBu3ya-
JIM3alUK BRISBISIETCS JIOOHO-BUCOUYHAs aTpodus. K 3adome-
BaHMIO TIPUBOAAT MyTanuu B reHe MECP2, Bo3MoXHa Tpsimast
JHK-nuarnoctuka [20].

4. Hacaedcmeennvie Goae3nu obMena, npomexarouue
¢ Ogu2amenbHbIMU HAPYUIEHUAMU U INU1encuel

Oprannmyeckue AmMIYPHA W AMHHOAIMIYPHH COIIPOBOXIAIOTCS
MOBBILIEHHON 9KCKPELMEN OPraHUIECKUX KUCIOT C MOYOM U3-
3a HapylleHus KaTaboau3ma. XapakTepeH HOpMaJbHbIii epy-
HaTalbHBIA aHaMHe3. MaHudecranyst — B Bo3pacTe oT 1 Hex
10 1 roma XuU3HU B BUJE METa0O0IMIECKOro Kpr3a, HapyleHuit
BCKapMJIMBaHUsI, PBOTHI, HAPYILEHUsI CO3HAHUSI, CYI0POT, U3-
MEHEHUS MbILIEYHOro ToHyca. [Tocne Kpu30B yacTo OTMEYaeT-
Csl perpecc MpUoOPETEHHBIX HABBIKOB, Pa3BUTHE KJIMHUKU €T~
cKoro 1epedpabHoro napaiuya. [pu aediorte y neteit crapiie
1 roma KJIMHMYECKAs! KapTMHA XapaKTepU3YeTCsl SIBJCHUSMU
ayTu3Ma, TYJOBMIIHOW aTakCUel, OTUCTOHMEH, SMUICIICUECH.
JluarHocTuka: ompeiefeHrue YPOBHS OpraHMYECKMX KHMCJIOT
MOYM C MOMOLIbIO TAHAEMHOI Macc-CIEKTPOMETPUU KPOBHU.
Cneuuduyeckoe JeyeHue: 1ueTa ¢ orpaHnYeHEM aMUHOKHC-
JIOT (HM3KO00€eIKOBas AueTa), MeTaboIMuecKue mpenaparsl, Bu-
TaMuHoTepanus [12, 42].

Imoraposas aumaypus 1 Tuna. BoinenstioT 1Ba OCHOBHBIX THIA
TeueHUs1 OOJNE3HU: C OCTPbIM/«3HIEDATUTONOA0OHBIM» HaYa-
JIOM ¥ TIONOCTPHIM/MOOPOKAYECTBEHHBIM TEUEHUEM, KOTOPOE
«MacKUpyeT» KIMHUKY CHaCTHKO-TMIEPKUHETHYeCcKOoit Hop-
MOIi IETCKOTO 1iepedpanbHOro napainya. B HeBponornyeckom
cTatyce BBISBISIOTCS Makpouedanus, muhdy3Hast MbIIEIHAsT
TUIOTOHMUSI, TOPCUOHHASI IUCTOHMSI, XOPE0aTeTo3, IMUIETICHUSI.
B Guonornyeckux XuakocTsX (Moya U KpOBb) MOBBILIAIOTCS
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KOHLEHTpaluu riayrapoBoii, 3-OH-riayrapoBoii KUCIOT U T1y-
tapwikapauTHa. MPT/KT. yBemmuenue cydoapaxHOMIATbHBIX
MIPOCTPAHCTB B BUJIE JIOOHO-BUCOYHON aTpObuM, TUTOIEHCH-
tuBHOCTh (KT) wau runepunreHcuBHocTs (MPT) XxBocTaTO-
TO Spa M CKOPIYIIbI, XpOHUYECKAsT CyOmypaabHas reMaToMa.
[MTatoreHeTnyeckas Tepanusi BKJIIOYAET CIELMATU3MPOBAaHHOE
JieueOHOe MUTaHKE, IMeTOTepaNuIo, Ha3HaYeHUe L-KapHuTHA
u pubodmaBuHa. [IpenmapaThl BaabIIpoeBOM KUCIOTHI IS Jie-
YeHUs SMUJIETICUU JOKHBI IPUMEHSThLCS KpaiiHe OCTOPOXKHO,
MOCKOJIbKY OHA CBSI3bIBAET JIEBOKAPHUTHUH.

MetuwimanonoBasi anuaemus. 3200J€BaHUE XapaKTepU3yeTCs
MeTa0OMMYECKUMI KpU3aMU C Pa3BUTHEM YIIOPHOI DPBOTHI,
JieTuIpaTaliy, COHIMBOCTH, AbIXaTeIbHbIX HApYyLIeHWIt. B He-
BPOJIOTUYECKOM CTaTyce OTMEYAIOTCSl TMIIOTOHMS MBI, 3a-
JepKKa TCMXOMOTOPHOTO Pa3BUTHUS, TUCTOHMYECKUE aTaKH,
TYJOBMIIHAS aTakcus, smuiencus. Yacto obHapyXuBaloTCS
MopaxkeHue TMoYeK IO THUIY TyOyTOMHTepPCTUIIMATBHOTO He-
(hpuTa, KapaMOMHUOIATHS, DPUTEMATO3HBIN NEPMaTUT, KaTa-
pakta. MPT BbIsIBIsIeT MH(APKTHI B 0a3aibHbIX sapax (0Jen-
HBI 11ap, 4epHoe BEUIECTBO, KpacHbIe sifpa), AUGQYy3HYIO
arpouio Kopbl. JIMarHocTMKa OCHOBaHA HA BBHISIBICHUHM I10O-
BBIIIEHUSI METUMAJOHWI- U TPONMOHMIKAPHATUHOB M aHa-
JIM3€ YPOBHSI aMUHOKUCIIOT M30JIEHIIMHA, BaIMHA, METUOHWHA
U TpeOHHMHA B KpoBuU. JIeueHHWEe BKIIOYAET CHEHUGBUUESCKYIO
JMeETY, Ha3HAueHWe JTeBOKAPHUTHHA U TIIUIIMHA, KOPAKTOPHYIO
Tepanuio BuTaMuHoM B12.

Jleiimuno3 (0osie3Hb ¢ 3aMaX0M KJIEHOBOTO CHPONA MOYH) YacTO
JeOITUpPYeT ¢ MepBOil Hedean XU3HU B BUIE OTKa3a OT €IIbl,
MOBTOPHOIM PBOTHI, CYAOPOT, JeTapruM, XapaKTepHbI perpecc
MICUXOMOTOPHOTO Pa3BUTHSI, MbILIIEYHASI AUCTOHUSI, CTEPEOTH -
MUY TIO TUITY «IIeJaTUpPOBaHUS» WK «OOKCUpOBaHuUsI». B He-
KOTOPBIX CTydasx 00Je3Hb MaHU(PECTUPYET MO3XKeE ¢ MEPUOAU-
4yecKoi atakcueit. Moya 1 MoT UMeIoT crieUMUUHBINA CTaaKuii
3amax. JlmarHocTrka: moBbIlIeHMe JIeilnHA, U30JIeiIIMHa, Ba-
JIMHA B KPOBH M X METAOOJUTOB B MOUE (YaCTO TOJIBKO B TIEPU-
on Kpu3oB). [lameHTaM Ha3HavaeTcss HU3KOOEIKOBas JMeTa,
TUAMUH, B HEKOTOPBIX CJIyYasiXx MPOBOAUTCS TPAHCIJIAHTALIMS
MEYCHHU.

Tomomuctunypus. [l 3a00neBaHUs XapaKTepHbI HAPYIIEHUS
3peHusi (Kocoriasue, KarapakTa, IJIayKoMa, MUOIIHS, TOJ-
BBIBUX XPYCTaJMKa, acTUTMATHU3M), CKENeTHbIe NedopMaluu
(MapdbaHOMon00HBI (PEHOTUIT, OCTEONOPO3), COCYAUCTHIE Ha-
pymeHus (TpomM003bl), MOPAXEHHs TOJOBHOTO MO3Ta BCIE-
CTBME TOBTOPHBIX HapyLIEHU! MO3TOBOTO KPOBOOOpALIEHUS,
MOBEJIEHYECKUE PACCTPOIMCTBA, SMUIENICHS, TOPCUOHHAS TUC-
ToHMS. lMarHOCTUKA MTPOBOMUTCS MYTEM OTIPEIENeHUSI TIOBbI-
IIEHUST YPOBHSI TOMOILIMCTMHA ¥ METMOHMHA B KPoBU. B neve-
HUW UCTIOIb3YIOT MUPUIOKCUH, OETauH, AUETY CO CHUXEHUEM
CONEPXaHUS METUOHWHA.

Muroxonapuaibhbie 3HHeanomuonatan (M3D). XapakTepHHI
TUIIOTOHUS, 3aepKKa Pa3BUTHS, HEHPOCEHCOPHASI TYTOYXOCTb,
CHCTeMHbIE HApyIleHWsI, TOBBIIICHWE JaKTaTa M THpyBaTa
B kpoBu U JukBope. MPT u KT BbISBASIOT 3a1epKKy MUEIHU-
HU3aLUK, KalbUubUKauuo 0a3zalbHbIX sep, JeliKosHleda-
JIOTIATUIO C KUCTAMM MY TIOCTUHCY/IBTHBIMU TIOBPEXKIEHUSMM,
CUMMETPIYHBIC YIACTKH IaTOJOTUYECKOTO CHTHAlA B OEJIOM
BEILlECTBE, KOPKOBO-TOIKOPKOBYIO aTpoduio. [eHeTuueckue
AHAJIM3bl TIO3BOJISIOT OOHAPYXUTH MyTAllMM MUTOXOHAPUAITb-
noit JIHK [12, 42].

Cunzgpom JIn. B GospimHCTBE crydaeB MaHU(eCTAIMs TIPU-
XOIUTCSl Ha TePBble TObl XU3HU. 3a00J1€BaHUE MPOSIBISETCS
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CUHAPOMOM Majibabcopbiyu (pBOTa, HENOCTATOYHAS TpU-
0aBka B Bece, CIabOCTb COCAHMSA, HApYIICHUS TJIOTaHUS)
n JUTT-nogo6HOM KIMHUYECKON KapTUHOW B BUAE MbIIIEY-
HOU TUITOTOHNH, TUCTOHWMIECKHX aTaK, TYJTOBUIIHON aTaKCUH,
SIIIETICHH, KaK MPABIJIO, ¢ MUOKIIOHMIECCKIMU TIPUCTYIIAMH,
perpecca HaBbIKOB. Ha MPT BbIsIBISIIOTCSI OMaTepaibHbIe He-
KpO3bl B 00JIACTH TTOOKOPKOBHIX SIEp, TaJaMyca, MOCTa, Ipo-
TOJTOBATOrO MO3ra, CIIMHHOrO Mo3ra. OMI ompenenser cHu-
>KEHHE CKOPOCTH MPOBEAEHUS TI0 epu(hepuyecKUM HepBaM.

GMI1-ranrmmo3ua03. B mepBble MecsIlbl XU3HU OTMEYAloTCs
IJIOXOM anmeTuT U HeaocTaToYHas npubaBka B Bece, MbIIIEY-
Has TMIIOTOHMS M Majasl akKTUBHOCTb peOEHKA, TOBBILICHHAS
COHJIMBOCTb, OTEYHOCTb JIMLA M KOHEYHOCTEH, IemaTocruie-
HoMeranus. Yacto BCTpeyaroTcsl KapaMOMMOIIATHSI, MHUOIA-
THUS, MaJlbaOCOPOLINsI, TOPCOTIOMOANBHBIN CKOMMO3, OPOHXO-
MHEBMOHUM. XapaKTepHO IOCTeNeHHOe (hOPMUPOBAHUE
CIIACTUYECKOTO TeTpamapesa, AUCTOHUM, CTapTa-pedIeKCOoB,
OynbbapHO-TICEeBIOOYIH0aPHOIO CUHIAPOMA, KOPKOBOM IIy-
XOTHl U CJIENOThI, pa3BUBAETCS SMUJeNcus. B TepMuHanbHOIM
cranuu GopMuUpyeTcs AeliepeOpaloHHas puruaHocTsb. Y 50%
0O0JIBHBIX HAOMIOTAIOTCS BUITHEBO-KPACHBIE TISITHA HA TJIa3HOM
nHe B obsnactu xentoro nsatHa. MPT Beiseisier auddysHyio
TUTIOMMETMHU3AINIO ¥ TIOBBIIICHNE WHTEHCUBHOCTH CHTHANA
B 0azabHbIX gapax. [ToaTBepxkneHueM AMarHo3a CIYXUT 10-
BBIIIEHWE B MOYE TaJaKTOOJUTOCaXapyuaoB U HE3HAYMTEIbHOE
TOBBIIIICHNE KepaTaHcyabdaTa. [Ipu uccnenoBanuy Ouomnrara
KOCTHOTO MO3ra, MEYEHW BBISIBISIOTCS «TIEHUCTBIE KIIETKU».
JleyeHue CUMIITOMAaTUYECKOE.

Nndantuapnbiii  GM2-rannmosuno3  (0onesnp  Tes-Cakca
n Canaxo(da). XapakTepHBI yTpaTa NPHOOPETEHHBIX HABHI-
KOB M MHTEpeca K OKpyXarolieMy, ycuieHue pediekca Mopo,
HapyIIeHNs] 3pEHNs], TUIIOTOHMS MBI TYJIOBUINA, CIIACTUKA
B KOHEYHOCTSIX, TUTIeppedieKcrs, papMaKope3UCTCHTHAS SITH-
Jericus. B coMaTHueckoM cTaTyce OTMEYarOTCs TeMaToCIIeHO-
Meranust M aedopmaimst Kocted. [ImarHocTuka: npu odraiib-
MOCKOITHY BBISBIISTIOT MaKY/JIOOUCTPOMUIO IO TUITY «BUIITHEBOI
KOCTOYKM»; Ha MPT — noBblllIeH1e CUTHANA OT 6a3albHbIX sAep
1 6esoro BellecTBa, CHUKEHME CUTHAA OT TajlaMyca, IMo3Xe —
aTpous KOpHI, pacIIMpeHHe 00po3d, BEHTPHUKYIOMETATIUS.
JInst yctaHOBNIEHMST AMarHO3a TIPOBOANTCS MCCIeI0BaHKe OeTa-
TeKCOo3aMMHMIA3bl A 1 B B JefiKoIMTAaX (XapaKTepHO CHIDKCHHUE
AKTUBHOCTH), a TAKXKe OMOIICHSI KOXM, KOHBIOHKTUBEI, CIIN3H-
CTOW MPSMON KMIIKM C OMpPEAeIEeHUEM MEMOPAHO3HBIX LIUTO-
TUTa3MaTUIecKuX Tesell. JleueHue He pa3paboTaHo.

MetaxpomaTtuyeckas Jeiikoauctpous. 3adoneBaHue ne0OTU-
PYeT C TUIIOTOHUM MBI KOHEYHOCTEH, aTaKCUU, OTCYTCTBUS
CYXOXWJIbHBIX pedIeKCOB, HAPYILEHUs TICUXOPEYEBOTO U MO-
TOPHOTO pa3BUTUA. [103Xe MOSBIAIOTCS CMACTUYECKasd HIK-
HSIST TIAparuierusi, HUCTarM, HapyIieHne MOBeNeHUs, AUCTOHMU-
yeckue aTaku. JIMarHocTHKa OCHOBBIBAETCSI HA XapaKTEpPHbIX
naHHbiX MPT B Bume 0yaroBbIX U3MEHEHUI MEPUBEHTPUKY-
JIIPHOTO OEJIOTO BEUIECTBA C MOCHEAYIOMUM (DOPMUPOBAHNEM
«TUTPOUITHOTO TaTTepHa». B 11epedpocnuHaIbHOM KUIKOCTH
BBISIBJISIIOT BBICOKMI ypoBeHb Oenka, Ha DHMI — cHuxeHue
CKOPOCTH TIPOBENCHUSI MMITyJbca 10 TieprdeprieckuM He-
pBaM. OCHOBHBIM METOOM TMOATBEPKACHUSI AUATHO3A SIBJISI-
€TCS ONpe/ie/IeHNEe aKTUBHOCTU apuCyab(aTasbl B JEHKOLUTAX
KpoBu. B Hacrosiiiee Bpems He pazpaboTaHo 3¢hGhEeKTUBHOTO
nevyeHus: 3adoneBaHusi. [TpoBomuTcsl TpaHCIUIAHTALMS TEMO-
MOSTUYECKUX KIIETOK.

Boaesns Humanna-ITuka, Tun C, D. 3a0oneBaHue nposiBisieT-
Cs1 3aTSKHOM XeNTyX0i HOBOPOXIEHHBIX, T€MaTOCIIEHOMeTa-
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nieii. B HeBPOJIOTMYECKOM CTaTyce BHISBISIIOTCS TYJIOBUIIIHAS
aTakCHsl, TMIIepIMHAMMICCKII CHHIPOM, 3aIepkKa IICUX0pe-
YEBOTr0 Pa3BUTUA, PaHHASA NEMEHLIMS, MBILEYHAS IUCTOHMS,
TUTepKuHe3bl. [TaTOrMOHMYHBI ATIM30/IBI KATarieKcuii BO Bpe-
MsI CMexa, Tapajiy B3opa BBepx. Xapaktep usMeHeHuit Ha MPT
BKJTIOYAeT B ce0s1 KOPKOBO-ITOAKOPKOBYIO aTpoduio, aTpoduio
MO3Xeuka, MepUBEHTPUKYISPHYIO JielikonaTuto. Jlabopartop-
Hasl IMarHOCTMKA OCHOBaHA Ha OOHAPYXXCHUU CHIDKEHUS aK-
TUBHOCTU C(OUHTOMUENMHA3HI B JIEHKOILUTAX, a B OMOTICUITHOM
Marepuaje MeyeHu WM ceje3eHKU — cuHromuenuHa. s
6onesnn Humanna-TTuka Tun C pa3padotaHo crienimduyeckoe
JieueHKe — mpenapaTr MULIycTaT (MHTMOMTOP CUHTE3a TIIMKOC-
(bUHTrONMUNNAOB).

HeiiponasbHble nepouanbie TMI0(YCIMHO3bI TPOSBISAIOTCS (ap-
MaKOPE3UCTEHTHBIMY MUKIIOHYC-3MUIETICUSIMU, HapyIlIeHUEeM
3peHusi, TeTpanape3oM, AMCTOHWYECKUMU aTakaMu, XOpeoa-
TETO30M, MUOKJIOHYCOM, IMOJWHEBPUTUYECKAM CHHIPOMOM,
CTEPEOTUIUAMU, cuMnToMaMu aytusma. MPT obHapyxuBaeT
KOPKOBO-TOIKOPKOBYIO atpoduio, aTpoduio Mozxeuka. T
BBISIBJISICT TIOTEPIO aTTEHYalluu TPYU OTKPBIBAHWM TJa3, CTJa-
XMBaHUE «BEPETEH CHA», BBICOKOAMILIMTYIHBIC 3aThLIOYHBIC
craiiku npu GOTOCTUMYJISIIMU Ha HU3KKX yacToTax (2—4 Tir).
Jl71st monTBEpXIEHUS TMArHO3a OTPENeNsIoT aKTUBHOCTD (ep-
MEHTa MAIbMUTOIIIPOTEMHTUOICTEPA3bl B ICHKOLIMTAX KPOBU
WM KYJIBTYpe KJIETOK KOXHBIX (hruOpobsacToB, Takxke MpPOBO-
ISIT MOJIEKYJISIPHO-TeHeTMYECKMe UccenoBanue. JledeHne —
TOJIBKO CUMIITOMATHYECKOE.

Cunmpom 2KakeHa — OTHOCUTCS K HapyIICHUSIM TIJUKO3M-
JpoBaHus [12, 42]. [Ing 3aboneBaHUsI XapaKTepeH MYJbTU-
CHUCTEMHBII XapakTep MopaxeHus1 (BOBIEUECHUE TMEUYEHHU, MO-
YeK, KOCTHO-MBIIIEYHOM CHCTEMBI, TepUKapaa, HEPBHOU
cucTeMbl). BpIsBISIOTCS KpaHMObaluaibHble IU3MOPhUL
(M3MeHEHMEe KOXU 10 TUILY «TaJIOBOIO Cajia» MM HIATPEHEeBOI
KOXM), 3aepXKKa (PM3MIECKOTO U IICUXOMOTOPHOTO Pa3BUTHSI,
MBIIIIEYHAsl TUIOTOHMSI, SKCTPAITMpaMMIHBIE PacCTpPOHCTBA
(TOpcMOHHAsT JMCTOHWS, XOPEOaTeTo3), KOCOTJIa3ue, OIH-
Jiericusi, TylOBUIIHAs aTakcusi. B psime ciyyaeB pa3BuBaioTCs
MHCYJBTONONO00HbIE 3TU30/bl C YTHETEHUEM CO3HAHMUS JI0 CO-
mopa ¥ KOMbI. J[Jisl IO3MHUX CTaauWit XapaKTepHO TMOSIBIEHME
KuhOCKOM03a, CUMITOMOB TPEXIEBPEMEHHOTO CTapeHMsI.
HeiipoBusyanuzanusi BBISBISIET aTpouio MOCTa, MO3KEUKa,
MH(APKTHI TOJIOBHOTO MO3Ta, MPEUMYIIECTBEHHO B BUCOYHBIX
nossix. OTMeuaeTcst CHIKEHYEe CKOPOCTU MPOBENCHUSI UMITYITb-
ca o nmaHHeiM ODHMI. [Ing 3a0oneBaHus XapaKTepHbl U3Me-
HEHUsI B TOPMOHAIBLHOM TIpo(uiie: MOBBIIIEHNE MPOIAKTHHA,
COMATOTPOMHOTO U (HOJTUKYJIOCTUMYITUPYIOLIET0 TOPMOHOB,
uHcyarHa. OCHOBHBIMM METOIAMM TTOATBEPKIEHUS TUarHo3a
SIBJISTIOTCSI AHAJIN3 CBIBOPOTOYHOTO TpaHcheppuHa (u30(hoKy-
cupoBanue) u Meroasl JIHK-ananu3za (myrauuuu rena PMM?2
Ha xpomocoMe). DhdheKTUBHBIX METOIOB JIeUeHUS He pa3pabo-
TaHO, IPOBOIUTCS] CUMITTOMATIYECKAsT TEPaTusl.

Hapymenns o0MeHa MeTamioB — BKJIIOYAlOT 0OJE3Hb
Bunbcona-KonoBanosa (bBK) u [14] u maHToTeHaTKMHa3a-
accolLMMpOBaHHYO HelponereHepauuio. Ilpu BBK wumeer
MECTO HapylIeHIe MeTaboMM3Ma My, TIPUBOISIIIEe K HaKO-
mieHuto Metaina B LIHC u BHyTpeHHUX opraHax. B xiuHuke
HaOJTIONAIOTCS TTOpaXeHNe TIeYeH!, SKCTPAITMPAMUIHBIE CHUM-
NTOMBI (IVCTOHMS, MBIIICYHAS PUTHIHOCTD, TPEMOp, XOPEo-
aTeTo3, 0aJlIM3M), ICUXUYECKME HApyLIEHMSI, peKe pa3BUBACTCS
anumnerncust. JJnarHocTnka OCHOBBIBAETCS HA BBISIBICHUM CHU-
KEHUS YPOBHS LePY/UIOIIa3MIHA B KPOBH, TIOBBIIICHUS 3KC-
KpeLuy MeIy ¢ MOYOiA, TAaTOTMOHUYHBIM ITPU3HAKOM SIBIISIETCS
obHapyxeHue komblia Kaitzepa-®neitimepa mpu odTaibMo-
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ckonuu. [TaToreHeTnyeckoe JedeHrne — MOXU3HEHHBIH MprueM
D-nenuummnamuHa.  IlaHToTeHaTKMHA3a-acCcOLMMPOBAHHAS
HelipoiereHepauusl MpOSIBISIETCS  3aePXKOil  MOTOPHOTO
U Pe4yeBOro pa3BUTHSI, MPOTPECCUPYIOIIMMM HapyLIEHUSIMU
MOXOJAKM M MEJIKOM MOTOPUKM, JTUCTOHMYECKMMH aTaKaMHu.
Ilo3nHee mpucoeqHSIETCS XOPeoaTeTo3, Pa3BUBAIOTCS AU3ap-
TpUsl, MUpaMUIHAs HEAOCTATOYHOCTh, MBILLIEYHASI PUTUTHOCTb.
B nmarHocTMKe BakHa HEHpOBM3yanm3alysl, KOTOPas BbISB-
JIIET XapaKTEpHBIN TPM3HAK — «IJla3a TUTpa» (HaKOIICHWE
KeJie3a B 0a3abHBIX TAHIIMSIX BOKPYT HEKPOTU3MPOBAHHOTO
OemHoro mapa). [Ipu odTaIbMOCKOIMK YacTO BCTpEYaeTCs
MUTMEHTHBIN peTUHUT. OCHOBHBIM METOIOM MOATBEPXKICHMUS
JMarHosa snsiercst aHanu3 reHa PANKZ2. Crnieuuduyeckoe jie-
YyeHue He pa3paboTaHo.

Hapymenue oOMena mypaHOBBIX OCHOBaHMii — CHHAPOM Jlerma-
Huxana [15]. XapaktepusyeTcsi moBeeHUECKMMU HapyIIeHUsI-
MU (arpeccusi U ayToarpeccusi, CTEPeOTUINM, MOBPEXICHUE
COOCTBEHHBIX YacTeii Tena), 3aepKKoi (PU3MIEeCKOTro 1 MCUXO-
MOTOPHOTO Pa3BUTHUS, TMTIOTOHKMEH, TUCTOHNYESCKUMU aTaKa-
M. 3a00JIEBAHUIO COTYTCTBYIOT aPTPUTHI, MOUYEKaMeHHas 00-
JIe3Hb, YpaTypusi, OpaHKeBble KPUCTAILTBI MOYEBON KHUCIOTHI.
B aHanm3ax KpoBM OTMeYaeTcsl MOBBIIIEHHBIM YPOBEHb MOYe-
BOIl KMCIOTBI. JIJ1s1 IMaTHOCTUKY TIPOBOIMTCS TIOUCK MYTAllWii
B reHe HPRT. B neyeHun UCIOIb3yeTCsl aJIONMYPUHOI, OTHAKO
€ro pUMeHeHNe, KaK IMpaBUIo, He YMEHbBIIAeT BHIPAXXKEHHOCTD
HEBPOJIOTUYECKOTO AePUITHUTA.

5. lucmonuueckas 6ypa (status dystonicus)

JucTonnyeckass Oypd — peIKoe OCIOXHCHME TEUCHMS IHC-
TOHWM, SIBJISETCS XU3HEHHO YTPOXAIOUIMM COCTOSTHHEM. Xa-
pakTepu3yeTcsl TMOCTOSHHBIMM TUCTOHWYECKUMM aTaKaMM,
CICAYIONIMMHU OfHA 3a APYroil MpaKTHIECKH Oe3 IepephiBa.
DTHONOrYSl pa3anyHa: K IUCTOHMYECKOI Oype CKJIOHHBI TOp-
cuoHHas muctoHusa | tuma (DYTI1), maHToTeHaTKMHa3a-
acCOIMMPOBaHHAS HeMpomeTeHepalus, K JAHHOMY COCTOSTHHIO
MOTYT TIPUBOAUTHL COOM B paboTe 0aKI0(heHOBOI MOMIIbI, Me-
JMKAMEHTO3HbIE TIPETIaparhl, B T.4. IPUMEHSIEMbIE TS JIeUSHUsT
muctonuu [21, 34, 35, 38, 44]. XapakTepHO pa3BUTHE HEKOH-
TPOJUPYEMOI TUIIEpTEPMUN (HEPEAKO MPUBOISLIEH K CMEPTU
B TeYeHME HECKOJIbKUX YacoB), METAOOIMUECKUX HApYIICHUH
U pabIOMHUONM3a C OCTPO MOYEYHOH HETOCTATOYHOCTHIO.
JlMarHo3 sBJseTcsl KIMHUYECKUM. [IIs MCKITIOUeHMs SMUIIen-
THUYECKOTO CTaTyca MpOBOAIT BUaeo-DOI-MoHuTOpUHT [8].
JledyeHME OCYIIECTBIISETCS B OTACJACHUN PEAHUMAIINI; BHYTPH-
BEHHOE BBeleHUe OEH30IMa3eNMHOB, TpernapaToB Ajis o0Liei
aHecte3uu (Hampumep, ToneHTana) [34, 35]. B HekypaGenb-
HBIX CJTy4asxX aJbTepPHATHBHBIM METOIOM JICUCHHMS SIBISACTCS
HENpOXUpypruyeckoe BMEIIATENLCTBO (YCTaHOBKA Oakiode-
HOBOU TIOMITHI WM Ty0OKasi CTUMYJISILIASL BHYTPEHHEH 4acTh
OemHoro mapa) [35, 44].

6. Jlpyeue cxoonvte cocmosanus

Cunnpom Canmndepa — crubaHue 1€y, CIIUHBI, OIMMCTOTOHYC,
coyeTarouimecs ¢ ractpodsodaraibHbIM pediekcoM U Tpbl-
Kell muieBoa. 3abojieBaHNE YacToO NEOIOTUPYET B BO3pacTe

10 1 roga Xu3HU, MPOSBISACH TUIIEPKUHE3aMH ITOCIE TTPHeMa
muny. OTMeYaroTes TPYIHOCTU IIPH IJIOTaHWM, HEBPOJIOTHYE-
CKWMii cTaTyc B HopMe. TouHast pacrpocTpaHeHHOCTb HEU3BECT-
Ha, HO y JIeTell C racTpo33odaraibHbIM pedIIOKCOM CHHIPOM
Canpudepa Berpeuaercs B 7,9% cilyyaes, a 10 OTHOILEHUIO KO
BCEM HEMUICTITUYECKUM MAapOKCH3MaM Y IeTel 10 5 JIeT CHH-
apom Canpudepa cocrabisieT 15%. B OonblUMHCTBE Ciiydyaes
XUpYypruyeckoe jeyeHue pediokca IPUBOIUT K IIOJHOMY Ky-
MMPOBAHMIO TAPOKCU3MOB. Y OCTAJIbHBIX MALUEHTOB TPEOYeTCa
JieueHIe 0JJ0KaTopaMy To(aMUHOBEIX PELICTITOPOB U ITperapa-
TaMU C aHTUKOMITYJIbCUBHBIM AeUACTBUEM [5].

CrepeoTHnuu — MEXaHMYECKIE TTOBTOPEHUS ONHUX M TeX Xe
JIBUXXEHMIA, XXECTOB, 1103, CJIOB M 000POTOB peyuu, HabIonaeMble
MPEUMYIIECTBEHHO MPH IICUXUYeCKUX 3a00neBaHmsax. Ctepeo-
THUIIAU MOTYT OBITh OYSHDb Pa3HOOOPA3HBI: TPUMACHI (BBITATHBA-
HUe pTa B X000TOK, HAMOpILMBaHKe J10a 1 OpoBeii, 6eCpUIrH-
Hasl YIIBIOKa), pa3IMyHble IBIDKEHUS PyKaMM (TTOITaXXUBaHUE
TI0 JIMITY, MaxXaHWe, OXJIOMBIBAHUE U Ip.), CBOCOOpa3HbIE MO3HI
U ToxofiKa (MOKayuMBaHUE TYJOBMINA, KPYXEHHWE Ha OTHOM
MeCTe), CTEPEOTHUITHOE IIOBTOPEHHME OECCMBICTICHHBIX CJIOB
1 dpa3. [IcuxonornyeckuM ycaoBreM BOSHUKHOBEHUS CTEPEO-
TUnui, no MueHuto E. breiinepa, sBiseTcs «MOHUXEHNE BHU-
MaHUSI ¥ TICUXMIECKON aKTUBHOCTH, KOTma 0ecco3HaTelIbHOe
BBIXOIUT M3-TTO KOHTPOJISI CO3HAHMSA ¥ BoMu». CTepeOTUITHH
MOTYT HabJIONAThCS M Y 30OPOBBIX JIIONCH BO BpeMsl 3aayMuH-
BOCTH WJIH TIPY BOJTHEHUH, a TAKKE Y 3MOPOBHIX IeTeii 10 1 Toma
Kak 3Tan (opMUPOBaHUA MOTOpUKHU. CTEPEOTUNHU IISITCA
HECKOJIbKO MUHYT, TIOBTOPSISICh HEOMHOKPATHO B TeUEHUE JHS,
ONHOTHUITHEL (YTO OTpaXeHO B Ha3BaHUS), IMPOBOLMPYIOTCS
CTpeccoM, BOJIHEHMEM, pasapakeHHueM U Bo30yxmeHueM. Ya-
CTO COYETAIOTCS C ayTM3MOM, CHHIPOMOM THIIEPaKTUBHOCTH,
00CeCCUBHO-KOMIYIbCUBHBIM PACCTPOMCTBOM M THKaMu [3].
Tlepsuunvie (mpansumophoie) cmepeomunuy BO3HUKAIOT Y Jie-
Teit oT 6 Mec 10 2—3 jieT. HeBpostornueckuii cTatyc v pa3BuTue
B HopMe. JleueHne He TpeOyeTcsl. Bmopuurbie cmepeomunuu xa-
PaKTEPHBI JUIS TAKAX COCTOSTHMH, KaK ayTU3M, CHHIPOM ACIIep-
repa, NepBa3uBHOE PacCTPOCTBO, CUHAPOM PeTTa, yMCTBEH-
Hasl OTCTAJOCTh, CCHCOPHAs ACIPHMBAIlMs, TJIYXOTa/ClIeToTa,
HacJIeNCTBEHHBIC 0oyie3Hn oOMeHa (bone3Hb Jlema-Huxana),
TeHeTUYECKHME CUHAPOMBI, OITYXOJIM, TIPMEM TICUXOCTUMYJISITO-
POB, HEHPOJIETITUKOB, TIOCIEACTBIE HEPOUHMEKIINN, TPAaBMEI,
MICUXUYECKUE paccTpoiicTBa (IM30(peHNs, KaTaTOHUS, HCTe-

pus).

3akmoyenue

VY nereil Miamiiero Bo3pacTta IMCTOHMYECKHUE TMIEPKUHE3BI
MOTYT BXOJWTb B CTPYKTYPY MHOTHX CUHIPOMOB, KOTOPBIC IME-
10T pa3aM4Hble STHOJOrMYecKue (HaKTOPhI, IPOrHO3 U Jieye-
HuUe. DTO TpeOyeT MpUMEHEHUS BCETro CreKTpa 00Cae0BaHMUIA,
BKJTIOYAIONIETO TPOBENCHUE METONOB HEMPOBU3YaTU3aIINH,
MPOAOIKEHHOTO BUIe0-DD MOHUTOPHMHTA, TCHETUICCKUX MC-
CIIeIOBaHUIA C 1IEJIbI0 YTOUHEHUS nuarHo3sa [§8]. s mpaBuib-
HOU IMArHOCTHKY HAIO TAKKe TOMHMTH O JPYTHX Pa3TNIHBIX
MapOKCU3MAJIbHBIX COCTOSIHMSIX IE€TCKOTO BO3pAcTa, KIMHUYE-
CKM OTJIMYATh UX B 3aBUCUMOCTH OT CONMYTCTBYIOLIMX HEBPOJIO-
TMYECKHUX CIMIITOMOB C YY4ETOM BO3PACTHBIX OCOOCHHOCTEIA.
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Dystonic hyperkinesias in children of early childhood
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Keywords: dystonia, early childhood, genetic heterogeneity, diagnosis, MRI, video EEG monitoring.

Dystonic hyperkinesias in children of early childhood may be
involved in the structure of many syndromes that have different
etiological factors, prognosis, and treatment. This review pre-
sents various clinical types of dystonias: benign idiopathic forms
of dystonia with onset in the first year of life, dystonic syndromes
associated with residual damage to the nervous system, heredi-
tary idiopathic dystonias, symptomatic dystonias, and also some

similar conditions. Diagnosing of dystonia in children requires
the use of a wide range of examinations, including neuroimag-
ing, continuous video EEG monitoring, and genetic studies. The
differential diagnosis of dystonias in children is carried out with
different paroxysmal conditions of childhood that can be of epi-
leptic and non-epileptic nature.
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Ciyvai nuctpo(dpuuecKkon
MHOTOHUU |-TO TUTIA C VTIKEJIEHUEM
KJIMHUKU 10 JTMHUU OTLA

C.A. Kypbaros, B.I1. ®enoros, H.M. I'anieesa, B.B. 3abnenkosa A.B. IToasikos

AY3 BO «Boporescckuii 06aacmuoll KAUHUMECKUT KOHCYAbMAMUGHO-OUACHOCUMECKUl YeHmpP»,
bY3 BO «Boponexcckas obnacmuas kaunuueckas 6oabHuya No I,
OI'BHY «Meduko-eenemuueckuii Hayunviii yenmp» (Mockea)

Hucmpogpuneckas muomonus 1 muna (IMI1) — aymocommo-domunanmmuoe 3a604e6arue, cs3anHoe ¢ dkcnarcueil mpurykseomuonsix CTG-nosmopos 6 eene
muomorunnpomeunxunazsl (DMPK). Knunuvecku JIM1 nposensemes couemanuem MUOMOHUL, NPoepeccupyroueli ampoguu ckeaemnoil Myckyaamypol u noau-
CUCMEMHBIM XAPAKMEPOM NOPANCEHUS, MsXcechb Komopbix koppeaupyem ¢ Oaunoii CTG-mpaxma. [as JIM1 Xapaxmepra anmuyunauus, nposeisiouascs yms-
JiceneHuem u bonee parnum debromom 00ae3HY 8 KaxrcOoM nocaedyiouem NoKOAeHUHU, 0COOeHHO NP HacAed08aHuU 0m KAUHUMecKU 00abHbIX Mamepeil. Ha npumepe
KAUHUYECK020 HAOAIO0eHUs cemMbu ¢ 08yMA cayuasmu passeprymuix gopm JIMI noxasana HeoGXo0umocmb nposedens KAUHUYECKO20, JAeKMPOMUOPAPUMECK020
U MOACKYASPHO-2eHEMUUECK020 UccAe008aHuUil 8ceM PoOCmBeHHUKAM Nepeot cmeneru podcmea (podument, cudcol, demu) 045 KOPPeKMHO20 NPOeHO3a 3a001e6d-
HUsL U NPOBEOeHUS MEOUKO-2eHEMUHECK020 KOHCYAbIMUPOBAHUS.

KimoueBbie cioBa: nuictpoduyeckas MuotoHust 1-ro tuna, reH DMPK, akcnancus CTG-1oBTOpoB, aHTULIMIIALMS,
MHOTOHMYECKHE Pa3psIbl, IEKPEMEHT aMILTMTYIbl M-0TBeTa.

uctpoduueckue MuotoHuu (JIM) —rpynmnaHacnen- ¢ yBenuueHueM yucia konuit CTG-noBTOpOB B HUCXOASLINX
CTBEHHBIX MBILIEYHBIX 3a00JI€BAHUI ¢ QyTOCOMHO- nokoneHusax [8, 9]. OmHako B pemKMX cCIydasx 3a0oJIeBaHUE
ITOMMHAHTHBIM TUIIOM HAacCleqOBaHMsI, KIUHH- MPOrPECCUPYET MPH Nepeaye Mo OTLHOBCKOM JIMHUMU; ONTMCAHBI
YeCKU TPOSBISIOIIMXCS COUETAHWEM MUOTOHUU clyyau BPOXIEHHON AUCTpO(UUECKOi MUOTOHUU 1-T0 TUMa
MU Tporpeccupylomieil atpouu CKeJIeTHOW My- TIPY HACJIEIOBAaHUY OT OTIIOB [14].

CKYJIaTyphI, TIONMUCUCTEMHBIM XapaKTepOM MOPaKEHUS U BbI-
pakeHHBIM KIMHMYECKAM TonuMopdu3mMoM. B Hacrosmiee

BpeMsl Ha OCHOBAaHUU KIIMHUYECKON KapTUHBI M MOJIEKYJISIPHO- Kninuseckoe nadmopenne

TeHETHYECKO TPUPOABI BBIAEISAIOT ABe (hopMbl JIM, 0003Ha-

yaemsle kak JIM 1-ro u 2-ro Tunos. B 2004 r. I. Le Ber et al. TpuBomim kmiHmdeckoe Habmonexue cembi ¢ IM1, obeneno-
TIPEUTOKIIN BBLIESTH Takke JIM 3-ro Trra [21], oHaKo rox BaHHOW B MEIMKO-TEHETMYECKOW KOHCYAbTauuu BopoHex-
CIIyCTS B OpI/IrI/IHaJIbHOfl ceMbe 6blﬂ BepI/ICbI/ILll/IpOBaH IUATHO3 CKOro 06JlaCTHOF0 KJIMHM‘{CCKOFOu KOHCYJIbTaTUBHO-1ar-
OonesHu Ilemxera ¢ ycTaHOBJIEHUEM XapaKTEpPHOU MyTaluu HOCTMYECKOTO IIeHTpa. BDnektpoHeipomuorpadus (DHMI)
Brene VSP (nokyc 9p13.3), mocine yero JIM3 Obina MCKITIOUEHA ¥ Mroyibyarast snekrpomuorpadust (SMI) nposeseHs! B anar-
3 Knaccudukarmn [29]. HOCTUYECKOM ILIeHTpe <«JlMarHocTvka IUTIOC» Ha Tpuoo-

pe «MBII-mukpo» («Heiipocodt», P®). Uronbuaras DMI
MPOBONMJIACH KOHIEHTPUMICCKUM WIOJBYATHIM 3JIEKTPOIOM
¢ 001b1e6ep1I0BOi MBIIIIIEL. CIOHTAHHYIO aKTMBHOCTD PEeru-
CTPUPOBAIIU MPU MOJTHOM paccaabieHuy MbILIbL. [ Habo-
pa 20 moteHmmanoB aBurareapHoi eauHUIH (ITIIE) ncmons-
30Bajica craHgapTHeiii MultiMUP-ananu3. PaccuurtbiBanuch
cpenHue muTenbHocTd M ammautyga [TJIE, yucno mosu-
dazupix ITJIE. C uenbio BEISIBIEHHUS AeKpeMeHTa aMIUTUTYIbI
M-o1BeTa ObLia MmpoBeneHa puTMuueckas ctumyssiius (PC)
¢ n. ulnaris (m. abductor digiti minimi) o cTaHIapPTHOMY BCTpPO-
€HHOMY ITPOTOKOJIY MCCIICIOBaHUS HEPBHO-MBILIEYHON TIepe-
Ja4yu ¢ Mpoboit TeTaHu3auuu. [JeKpeMeHT aMILUTUTYIbl U TUIO0-
maau M-oTBeTa Mpu BbICOKOYACTOTHOM ctumysiuuu (50 i,
200 cTMMYJIOB) pacCUMTHIBAICS B IpoIeHTaXx. Bce pacuers
npu ODHMI -uccnenoBanuy NpoBOAMIUCH C UCTIOIb30BAHUEM
BCTPOCHHBIX B MPOTOKOJ HOPMATHBHBIX TaOMWII M (HOPMYIL.
MonekyIapHO-TeHeTHIeCKOe 00CIeIOBaHNe TIPOBEICHO B JIa-
ooparopuu JJHK-guarnoctuku MI'HIL PAMH ngtu unenam
ceMbu (MpobaHmy, ero ABOIPOIHOMY OpaTy ¢ BbIpaXXeHHBIMU
nposBnenussMu JIM1 u 3-M 4jeHaM ceMbU 63 KIMHUYECKUX
nposiBieHuit (puc. 1).

IOIM 1I-ro Tuma (atpoduueckass MuoToHusI Pocconmumo-
[Teiinepra-baTtTeHa-Kypinimana) — camas pacrnpocTpaHeH-
Hasg ¢opma M, cpenHsas dactorta coctasnser 1:8000 Hace-
nenus [25]. KiuHuyeckass KapTMHa 3TOH ayTOCOMHO-
JTOMUHAHTHOW 0OJIe3HW BKJTIOYAET: MUOTOHMYECKUI THIT Ha-
pYIICHWS ABWMXCHHI, MHOOUCTPO(MUIO C XapaKTePHBIM pac-
npeneaeHueM aMUOTPObuil (MBILIIT IMLIA, IIEH U TUCTATbHBIX
MBIIII] KOHEYHOCTEH) ¥ pa3HOOOPa3HYI0 BHEMBILIEYHYIO CHM-
NTOMATHKY (paHHSISI KaTapakTa, SHIOKPUHHBIC IIPOSIBICHMS,
BETeTaTHBHbIC PACCTPOMCTBA, HAPYILEHUS CEPAEYHOTO PUTMA
1 TIPOBOIMMOCTH, a TaKKe M3MeHEHWE JMYHOCTU — amaTus,
oesprHuaTBHOCTE) [10, 18]. IM1 o00OycioBieHa IuHa-
MHUYECKOil MyTaledl B 3’-HeTpaHCIMPYeMOM DPETMOHE TeHe
DMPK (nokyc 19q13) B BuIe 3KCIAHCUU TPUHYKJICOTUAHBIX
CTG-moBropoB [17]. Takoit THI MyTaIWii IO TUITy 3KCIaH-
CUM TPUHYKJICOTUIHBIX MTOBTOPOB TUIIMYEH IUIS psiia HEBPO-
Jornyeckux 3abonesaHuit [5, 19]. B GonbliMHCTBE ciyyaeB
TIpY HacJIeIOBAaHMM OONE3HM OT MaTepy MMEET MECTO aHTH-
LIUMaLus — yTsoKeleHue 1 0osee paHHUI ne0I0T 3a00/1eBaHuUs
B DSy MOKOJIEHWIA, MHOTIA JaXe C POXICHHUS, UTO CBS3aHO
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lI:2 1:3 I:6

17
L4

Vi1 \%) 1V:3

puc. 1: 0bcnenosaHHas cembs ¢ M1,

A - ponocnosHas cembu K. 0603HaueHws
POZOCNOBHO; + — KIMHUYECKM OCMOTPEHHBIE W
FEHOTUNMPOBAHHbIE YNEHbI CEMbY C YCTAHOBNEHHOIA
AKCTIaHCHed TPMHyKeOTHbIX oBTopos (CTG) >50
B reHe DMPK; 3awwtpuxoBaHHble durypbl — 60bHbIe
YEHbl CEMbY; HE3alUTPUXOBAHHbIE UTYphl —
3710POBbIE 4NeHbl CeMbi; N — KIMHUYECKM 310P0BbIE
HOCMTENM MyTALWW; NEPEYEpKHYTHE dUryphl —
YMEPLLVE YeHbI CEMbM;

b — nauventka M., 33 roga (Ill:5), acumnTomHbiil
HOCUTENb MYTAHTHOMO reHa;

B, I' — naument E., 33 ner (IIl:3), xopowo BuaHbI
nmos, runotpoduu m. temporalis, m. masseter,
m. sternocleidomastoideus, MbILL, Npenneyni,
noBHoe 00MbICEHKE;

I - npobanp 1., 21 rop (IIl7).

boavnoii 1., 21 ron (I11:7 Ha pomocioBHOI Ha puc. 1A), pa-
00TaeT YCTAaHOBLIMKOM HapyXHOW pekiaaMmbl. HampasineH
B MEIMKO-TEHETUYECKYI0 KOHCYIBTAIMIO HEBPOJIOTOM C TIPEJi-
TOJIOXUTEIbHBIM I1arHo3oM «MuoToHust Tomcenar. [IpeabsB-
JIST Xaj100bl Ha HEMPOIOJIKUTEbHBIE CMa3Mbl U 3aTPYIHEHMS
TIPU TIEPBHIX ABMXCHUSX TP Pa3KMMAHUU CKATBIX IMAIbLICB
B KYJIaK ¥ JIETKYIO CKOBAaHHOCTD B SI3BIKE B HavajIe pedr (PpoTo
npobanga Ha puc. 1T).

Anamnes. Poc v pa3BUBAJICs B COOTBETCTBUM ¢ Bo3pacToM. [lep-
Bbl€ TIPU3HAKY 3a00JIeBaHMs OTMETWI ¢ 17 JieT, Korma o0paTii
BHUMAaHUE Ha 3aTpyIHEHWE TP Pa3XMMAaHUKM KUCTEW MOCie
MoKosi. MUOTOHUSI B KUCTSIX MEIJIEHHO HapacTtania, ¢ 20 jer
TOSIBUITNCH CMA3aHHOCTh M HEYETKOCTh PEYM B Hauaje pasro-
BOpa, ¢ 21 roga — HEMOCTOSIHHbIE MUOTOHUYECKHE 3aIEPXKKU
B MBIIIILIAX TOJICHEN.

48

Hesponoeuueckuii cmamyc. KoHTakTeH, SMOLMOHATIBHO COXpa-
HeH. Jlerkast runoTpoduy XeBaTelbHBIX MBI, YMEPEHHAs
TUIOTPOGMS TPYAMHO-KITIOUMIHO-COCLIEBUIHBIX MBIIIII, BbI-
paxeHHble MUOTOHUYECKIE (PEHOMEHBI B XeBaTeIbHBIX MBITII-
1ax. Kpyroseie MblIIiib! 171a3 HHTAKTHBL. JlocTaTouHO pa3BuTa
cKkeseTHast MyckyaaTypa. Cua He CHUXeHa (KUCTeBasi AMHa-
MomeTpus — 48 Kkr). CyxoxuibHble pedIeKChl ¢ PYK XKUBBIE,
PaBHOMEpHBIE, KOJIEHHBIE U aXUJLIOBbI — HE BBI3bIBAIOTCS. BbI-
paxXeHHast aKTUBHASI MUOTOHUSI B KUCTSIX, KOTOPast IOJTHOCTBIO
MPOXOAUT Tocje 3—5 MOBTOPHBIX (hOPCUPOBAHHBIX CXUMAHUIA
KHUCTH B KyJakK ((peHoMeH «BpabaTbiBaHMs»). [1epKycCHOHHBIX
MHUOTOHMYECKUX (DEHOMEHOB C MBIIIL KOHEYHOCTEH HeT. YyB-
CTBUTEJIbHBIX 1 KOOPAUHATOPHBIX HAPYLIIEHUI HE BBISIBIIEHO.

Buoxumuueckuii anaus xposu: KpeaTMHKWHa3a — 121 em/n
(Hopma — 30—180 en/m).

HHMT: Cxopoctb nipoBeneHust ummyiabcos (CITHU) mo aura-
TEJBHBIM ¥ CEHCOPHBIM BOJIOKHAM IepU(pEePUIECKIX HEPBOB
PYK 1 HOr He HapyiueHa. [1pu PC BbIsIBIEH IeKPEMEHT aMILIN-
tyasl M-otBeTa (30,0%), miomanu M-otseta (57,1%).

OMT: BbIsSBIEHA CIIOHTaHHAs aKTMBHOCTb B BUIE EIUHUY-
HBIX MMOTOHMYECKUX Pa3psioB, CPEIHSS TPOROJIKUTEIb-
HOCTb TpeX THIMYHBIX MHOTOHMYECKHX Pa3psIoOB COCTaBUIIA
3870 mc. Cpennsia ammutyaa u aaureabHoctsb ITJIE Haxomu-
Jlach B Mpeenax HOpMaJbHBIX 3HayeHui (puc. 2A), omHaKo
YCTaHOBJICHAa TEHIEHIMS K YMEHBIIEHUIO CPEIHEH IINTENb-
Hoctu IIJIE no 9,5 mc (Hopma 10,3 Mc) ¥ yBeIMYEHUIO YKCIa
nonudasHbix [IE 0o 25 %.

Mamb npobanoda, 59 net (11:5 Ha puc. 1A), cuurtaet cedst 300po-
BOI1, IIPOXOAUT AUCHIAHCEPU3ALIMIO II0 MECTY KUTEJIbCTBA.

Omey npobanda, 66 net (11:3), oTcIyXui cpouHyIo CIyx0y B ap-
MUH, 10 28 JIET 3aHUMAJICS TUPEBBIM CIIOPTOM, MONYYMIT CIIOP-
TUBHbII paspsa. KiuHudecku 310poB, aTIeTHYECKU CIOXEH,
P HEBPOJOTMYECKOM OCMOTpe aTpoduii U MUOTOHUM B CKe-
JIETHOM MYCKYJIAaType He BbISIBIEHO, KUCTEBBIM TMHAMOMETPOM
BBIKUMAET 44 KT.

esowpodnas cecmpa no aunuu omya, 33 roma (I11:5), pa3su-
BaJach B COOTBETCTBMHU C BO3pacToM. MMeeT mBYX 310pOBBIX
nouepeil. Ilpu HeBposorMyeckom o0CIeIOBAHUUM MUOTOHUU
1 IPYTOI CUMITTOMATUKHY HE BBISIBJICHO (KMCTEBast TMHAMOME-
Tpus — 28 Kr). UMeeT Xopolo pa3BUTYIO CKEJIETHYIO MyCKYyJa-
Typy (puc. 1B).

soropoonsiii 6pam no aunuu omua, 33 net (111:3), ¢ TMIITYHOIA
KIMHAYecKoi KaptuHoit [JIM1. B HacTosiiee BpeMsl YaCcTHBINM
npeanpuHuMaresb. O0paTuics ¢ x)anodaMu Ha c1aboCTh B KU-
CTSIX ¥ CTOTIaX, 3aTPYAHEHUs TP XOb0E 13-3a CBUCAHMS JICBOI
CTOITBI; BBIpaXKECHHBIC UTUTEIBHBIC CIIa3MBI TP TIEPBHIX IBU-
KEHUSIX B KUCTSAX. Poc 1 pa3BMBaJICs B COOTBETCTBUHU C BO3pac-
TOM, OTCJTYKUJI CPOUHYIO CITYX0y B apMuu. [le01oT 3a001eBaHUs
¢ 24 neT co CKOBAaHHOCTH IIEPBBIX ABIKCHUI B MAIbIIaX PyK
nociie okost. C 26 jeT mosiBUIach ¢1aboCcTh B KUCTAX — TPH
TOIbEME «ITPUBBIYHBIX> TSDKETBIX IPEIMETOB Pa3kKUMAaNCh
MajbIel, Yyepe3 4 Toma MosBUIach CTa00CTh B HOTaxX — JieBas
CTOMA MpH XoAb0e LIETUISAIACh 3a MoJl. 3aboneBaHKue MPOTeKa-
€T C TIPOTPEeCCUPOBAHMEM, CTaJl CIIOTHIKAThCS M TIepUOINYE-
CKM TIaiaTh TIpH X0Op0e; HA KOHCYJIBTALMIO K TeHETHUKY OBLT
HampaBleH ¢ MpeanoJOXUTeIbHbIM TUarHO30M «00Je3Hb
[Mapko-Mapu-Tyca» (puc. 1B, I'). [Ipu ocMoTpe: TUITMYHbBIE
nposieieHuss JJM1 B Buzme J100HO-BUCOYHOTO TUIA OOJbICE-
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Juctpodmyeckas MUOTOHMS 1-ro Tvina
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puc. 2: TUCTOrpaMMbl pacnpeseneHus AnuTenbHocT u amnautyasl MIAE npu vronbyatoit IMI ¢ npasoit m. tibialis anterior y npo6anpa 1., 21 roga (A), 1 ero ABOIOPOZHOO

bpara E., 33 ner (b).

A - HopmanbHas cpepHsst aavTensHocTb MAE 1 yeenudenve yncna nonvdasuix MAE o 25%; otaenshbie MJE uMeloT aByxdasHoe pacnpefenenue: OfHa rpynna ¢ TEHAEHLMeR K
YKOPOYEHUIO [/MTENLHOCTY 1 CHIXEHIIO amnauTyzbl NIE, Apyraq rpynna ¢ HopManbHOI LIMTENLHOCTBIO M YBeNuyeHnem amninTyg MIE;

b — 3HaumTenbHoe yMeHblueHue cpeHeit autensHocTi TIE v yBenuyermue ucna nonugasnbix MIE 1o 70%; ructorpaMma CMeLLigHa BIEBO OT HOPMANbHOMO PacpeneneHus,
oraensHbie ME umeroT aByxdasHoe pacnpezeneHie no ammamuTyze, HO BCE C YKOPOUYEHUEM ANMUTENLHOCTH.

HUS, TTOJTYIITO3a BEK, TUITOMUMHUHU. OTMEYaoTCsI THITOTPOGUHN
JIMLICBOM M XKEBATEJBHOWM MYCKYJIATypbl, THYCABBIA OTTEHOK
rojioca, cabocTh KPYTOBBIX MBIIIIL TJIa3 U PTa, XeBaTebHOI
MYCKYJIATyphl, TPYIMHO-KIIOUMYHO-COCHUEBAMIHBIX  MBIIIIII,
JieTKasi TUMOTPOMHUS MBIIIL KUCTeH M TIEPOHEATbHON TPYIIITBI
MBI, YMEpeHHO BHIpaKeHHas! aKTUBHAs MUOTOHMS B KeBa-
TeJIBHBIX MBIIIIIAX. BEIpaXkeHHAs aKTHBHAS MUOTOHHS B KUCTSIX
C He3HAUUTENIbHBIM (heHOMEHOM «BpabaThiBaHus». [Ipu ymape
MOJIOTOYKOM T10 JIeJIETOBUAHBIM MBIIIIIAM 00pa3yeTcss MUOTO-
HUYECKast «IMKa», coXpaHsmomascsa B TedeHue 1-2 c¢. CHu-
JKeHa cuja 10 2 6aioB B KUCTSIX (KUCTEBask JMHAMOMETPUS —
5 KT), MOJOIIBEHHBIX U ThUIbHBIX CTUOATENSAX CTOM 10 2 6asioB
cneBa 1 3 0aJUToB cripaBa (TIOXOAKA TIO TUTTY «CTEMITAXHOI»),
B IMPOKCHMAJTbHBIX OTJeaX KOHEUHOCTEel cua 10 4—5 0annos.
CyxoxusbHble pedhieKChl ¢ OMILIENICOB paBHOMEPHbBIE, HU3KUE;
apedIeKcus KaprnoparrualbHbIX, KOJCHHBIX M aXWJIIOBBIX ped-
JIEKCOB.

Yacrora, 'y 50,0
KonnuecTso cTumynos 200
AmnnuTyna 6assl, MB 11,9
[JekpeMeHT amnautyabl, % 479
[ekpeMeHT nnotamu, % 50,8
Crumynbl, MA 30

Cumynbl, MC 0,2

puc. 3: Tpadwik v TabnmLa napaMeTpoB fiekpemeHTa M-0TBeTa MpH BbICOKOYACTOTHOI
PUTMUYECKOIA CTUMYNALMK Y BonbHoro E., 33 ner.
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bBuoxumuueckuii anasu3 kposu: MOBBILIEHIE KPEATMHKUHA3BI 10
324 E/n (30—150), mpu HopManbHbIX mokasatensx ACT, AJIT
1 KpeaTUHIHA.

HOHMT: CITN no ABUraTebHbIM U CEHCOPHBIM BOJIOKHAM Tie-
puceprueckux HepBOB PyK M HOT He HapyiieHa. CHuxeHue
amruiuTyn M-otBeta ¢ m. extensor digitorum brevis Tipu CTU-
MyJSIIAM ManobeploBbIX HepBoB a0 1,5 MB cnpasa u 0,6 MB
cneBa. [Ipu PC BHIABIEH HEeKpeMeHT aMIDIATYymbl M-oTBeTa
(47,9%), mnoanm 50,8 % (puc. 3).

IMT (puc. 2b, 4): BoIsBIeHA OypHas CIIOHTAHHAsSI AKTUBHOCTD
B BHIE MHOXECTBEHHBIX MUOTOHMIECKUX Pa3psIOB, CPSIHSS
HPOIOJLKUTENbHOCT TPEX TUIMYHBIX Da3psiioB COCTABMJIA
1530 mc. Cpennsist mutenbHocTh [1JIE 3HaumTensHO yKopo-
yeHa 10 7,3 Mc (Hopma 11,0 Mc) ¢ yBeMueHUeM 4Kca MoJu-
¢asubix [TIE mo 70%. Cpennsist ammmatyna IIIE — 400 MmxB
(Hopma 475 MkB).

KT moiuy Hoe (puc. 5): ¢ IBYX CTOPOH YCTaHOBJIEHBI IUCTPODU-
YECKUE U3MEHEHUS C 3aMELICHAEM MBILIEYHOU TKAHU XXKMPOBOIA
B HIDKHEH mopuuu m. gluteus maximus, m. vastus intermedius,
3a[lHel TPyIIe MBI ToJieHel u m.extensor digitorum longus,
0oJiee BhIpaKEHHbBIE CIIEBA.

Jla0s no omyy (otewr 60JbHOTO ABOIOPOIHOro Oparta), 63 roma
(II:1), ycnemHo 3aHuMancs pexroBaHueM B MojogocTu. Kiu-

puc. 4; Tpadmkin MUOTOHUYECKUX PA3PSA0B NPK UCCNEAO0BAHUN CTIOHTAHHOI
aKTVBHOCTY y 6071bHOrO E., 33 NIET: MHOXECTBEHHBIE MOTOHUMYECKHE PA3Psbl
[IMTENbHOCTbI0 Gonee 1 .
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puc. 5; Pentrerorckast KT Ml 6eniep ¢ 3axeatom ronexelt y 6onbHoro E., 33 ner.
Cnpaga Ha pvCyHKe NPENCTaBNEH MPORObHLIA Cpe3, CNIeBa — MonepeyHble Cpesbl,
KOTOpbIE COOTBETCTBYIOT NOPU3OHTANbHBIM LUTDUXOBLIM MHMSIM HA MDABOM PUCYHKE.
Crpenkamy 0603Ha4eHbl CENEKTUBHbIE AMCTPOPUYECKVIE UIMEHEHNS C 3aMELLIEHUEM
MBILLIEYHOM TKAHW XUPOBOI.

HUYeCKM 3M0poB. IIpy HEBPOIOTMUECKOM OCMOTpe aTpoduii
U MUOTOHHMM B CKEJIETHOM MYCKYJIaType He BBISIBICHO, MMEET
XOPOIIIO Pa3BUTYIO CKEJIETHYIO MYCKYIaTypy, KACTeBasl AUHA-
MoMmeTpust — 42 KT. Habmromaetcs y Kapamosiora ¢ HeIOMHOI
0J10Kaz0ii IeBoi HOXKM ImyuKa [ica.

KnuHuko-reHeanornyeckue  TaHHBIE, BO3pacT  7e0oTa,
AyTOCOMHO-JIOMUHAHTHBIA THUIT HACJENOBAHUS C HEMOJHOIA
neHeTpaHTHOCThIO, pe3ynbratel DHMIT u KT-uccnenoBanus
MBI TTOCTYXUIM OCHOBAHMEM [UISI TPOBEACHMS B TaHHOM
cembe JIHK-ananusa ¢ uccnenosanuem rene DMPK, otsevato-
mrero 3a pasputue IMI. Y msitu wieHoB ceMbu (cM. puc. 1J1)
YCTAHOBJIEHO HOCUTEJIBCTBO MYTALIMU B BUE YBEJIMYEHUS YUC-
Ja konuii TpuHykiaeotuaHbx CTG-noBTopoB 6oee 50 (HopMa
<30) Brene DMPK.

O0cyxneHue

HuarHoctrka IM1 B pa3BepHyTO# cTaguu 3ab0neBaHusl, KOTAA
KJIMHWYECKAasl KAPTUHA TPE/ICTABIEHA MOJTHBIM HA0OPOM CHM-
NTOMOB, HE NPENCTaBIAET 3aTPyAHEHMIA 11 Heppoora. Oxn-
HaKo B Jie010Te 3a00/eBaHNs, KOT/Ja €IIe OTCYTCTBYIOT SIBHBIE
aTpo(UU MBIIII ¥ BHEMBIIICYHBIE CUMITTOMBI, & KITMHUIECKast
KapTHHA OrpaHUYMBAETCS TOJbKO MUOTOHMYECKUMMU 3adepxK-
KaMU, HO30JIOTUYECKAs TUaTHOCTUKA BBI3bIBAET OMPEICICHHbIE
3aTpyIHEeHUs1. B «1Or€eHOMHBIV MEpUoa» AIUTEbHOE BpEMS
JTMCKYTUpPOBaJICS Bompoc, sBisiercsa au IMI1 Ho3onoruyecku
CaMOCTOSITEIbHOM (HOpMON MM BCe KIMHMYECKHME BapHaH-
Thl MMOTOHUI (MuTOHUST ToMceHa, muotoHust bekkepa, IM1
U JIp.) IPeACTaBISAIOT COOO0I MPOSIBIEHUS Pa3HbIX CTAIUI OIHO-
T0 ¥ TOro xe 3aboneBanus [1, 4]. JocTrxeHreM MOJEKYIISpP-
HOIi TeHETUKHM TIOCTEIHUX ABYX ACCATHICTUI CTaI0 KApTUPOBA-
HUE HECKOJIbKUX JIOKYCOB MUOTOHMI 1 YCTAaHOBJIEHUE MyTaLlUi
B HUX, YeM ObLIa OATBEPKEHA TEHETUYECKAS TETEPOTEHHOCTh
1 OIPOBEPTHYTO IPEITIONOKEHNE O HO30JIOTMUSCKOM KOHTH-
HyyMe MUOTOHUI [23].

B mpencraBneHHOM KIMHWYECKOM HaOmomeHNM ceMbu K.
mpobaHA ObLT HampaBJIeH HEBPOJIOrOM Ha KOHCYJIBTAIIHIO
K TEHETHUKY ¢ MOA03PEHUEM Ha MUOTHOHMIO ToMceHa, OMHaKO
TIPY aHAJIM3e POIOCIOBHOIM, OCMOTpPe U Heiipodusnonornye-
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CKOM 00CJIeIOBAaHUM YIEHOB CeMbH IUArHO3 MUOTOHUHN ToM-
ceHa ObUI MOABEPTrHYT coOMHeHMI0. Ha ocHOBaHMM IO3IHETO
neboTa, 0COOEHHOCTEH KIMHUYECKON KapTHUHBI (OTCYTCTBHE
KaK TUIEPTPOGUM CKEJICTHOU MYCKYIATYpHl, TAK U MEXaHMU-
YeCKOM M aKTUBHOM MHOTOHMM B IMPOKCHMAIBHBIX OTHEIAX
MBI KOHeyHocTe#) u naHHeix OMI/OHMI (MuoToHMYe-
CKUe pa3psiabl 6onee 1 ¢ M yMepeHHHI JeKpeMeHT M-0TBeTa
npu BeIcoKoyacToTHO# PC) ObLI mpenmonoxeH auarHos IMI.
IeHeanornyeckuii aHaaM3 MO3BOIMI 3alOIO3PUTh MUOTOHUIO
y JBOIOPOTHOTO OpaTa Mpo0aHaa, MOCTe OCMOTpa KOTOPO-
ro BbISIBIEHH Kiaccudyeckue cumnrombl JIMI1. IlposemeH-
HOE MOJIEKYISIpHO-TeHeTHYecKoe uccaenoBanue reHa DMPK
y 5 WICHOB CEMbU MO3BOJWIO TIOATBEPIUTD MPEATIONOXEHUE
o IM1 u BepuduIMpoBaTh HAJTMYME MYTAaHTHOTO aJUIesIsl TeHa
y 3-X KITMHAYECKM 3M0POBBIX POJCTBEHHUKOB IPOOAHIA.

Ncnonb3oBanue mpemioxeHHoro Hamu B 2012 1. aaroputma
1 muddepeHIMATbHO-IMaTHOCTUYECKAX KPUTEPHEB THATHO-
CTUKU MUOTOHMUYECKUX CUHAPOMOB [9] mokazaio cBoro adex-
TMBHOCTb Y B IAaHHOM KJIMHWYeCKoM rpumepe. [1pu uronpya-
toit ODMI (MHOTOHMYECKIE pa3psimbl > 1 ¢) M BEICOKOYACTOTHOM
PC (mexpemenT M-otBeta <60%) ObLIM YCTAaHOBJICHBI THITAY-
Hele mpusHaku [IM1 kak y npobGanna I1. B nebiote 6oe3HHU,
TaK M y eT0 IBOIOPOAHOTO Opata E. B pa3BepHyTOI cTamuu 3a-
ooneBanusa. DHMI ocraercs oqHUM U3 BeAyIIMX METOIOB IS
i bepeHInaTbHO IMarHOCTUKY MUOTOHMI, OTHAKO B JIUTE-
paTtype BCTPEYAIOTCS OIpele/eHHbIC Pa3IMIns B aJTOpUTMAaxX
00cIeJOBaHMs M MHTEPIIPETALIMY MONYJeHHBIX JaHHBIX [ 10, 16,
23, 26].

B mocnennue roapl B quddepeHIMATIbHON IMarHOCTUKE Ha-
CIICICTBCHHBIX MBIIIEYHBIX 3200JICBaHMIA BCE IMUPE UCIIOIb3Y-
1otcst KT u MPT, aktuBHO pa3pabaTbIBaoTCs MATTEPHbI IS pa3-
JIMYHBIX Ho3ooruyeckux dopm [11, 12]. Hennocts KT u MPT
B TOM, UTO OHM SIBIISTIOTCS HEMHBA3WMBHBIMH METOIAMH, TI03BO-
JIIOUIMMH O0BEKTUBHO OLIEHUBATh COCTOSIHUE MBILIIEYHON CU-
CTeMbl B IMHAMUKe. /1Sl OUEHKM MOPaXeHUsl MBIIIEYHON CU-
crembl MbI ipoBenu KT mbimin 6enep u roneHeit 6oasHoMY E.
1 BepU(GULIUPOBAIN U3MEHEHUSI, aHAJIOTMYHbIE TAKOBBIM TIPU
JIPYTMX OMMCAHHBIX B JUTepatype ciydasx AMI1 (arpoduu
MPOMEXYTOUHOW LIMPOKOW MBI Oelpa, 3aAHEN TPYIIIbI
TOJIEHU, aCCUMETPUYHOM aTpouu 60JbIIeOePLIOBOIM MBIIILIBI
C JUIMHHBIM pa3rubatenem naiables) [20, 24]. OgHako Toro-
rpadus 1 cTeneHb aTpoduii Ha pa3HBIX CTAAMSIX 3a00JICBaHIS
MOTYT UIMETh 3HaUUTENIbHbIC TIEpeKpbITHs B rpyrmne IM, uTo 3a-
TpynHseT nuddepeHInaIbHYI0 IMarHOCTUKY. B kauecTse npu-
Mepa MOXXHO OTMETHUTD Y HaIlleTo MaIMeHTa aTpohHo OOJIBIION
SITOMMYHOM MBIIILIBI, KOTOpasi onuchiBaeTca mpu M2 [20].
[TosTomy B muddepeHimManbHoil nuarHocTuke M pesynbra-
Tl KT/MPT-uccnenoBaHyst MBI JOJDKHEI OLICHUBATBCS CO-
BMECTHO ¢ KIMHMYecKoi KaptuHoii 1 DHMI -naHHbIMMU.

XapakTepHbIMU 0cOOEHHOCTIMU cemeli ¢ JIM1 saBnsiioTcs BbI-
PaXEeHHBI KIMHUYECKUIA TOIUMOpU3M, OOYCIOBIEHHBII
HETIOJTHOM TeHETPaHTHOCTHI0O MYTAHTHOTO T€HA W Pa3IMIHOM
SKCIPECCUBHOCTBIO Y OTHAENbHBIX OOJBHBIX B 3THX CEMBIX,
a Takxe (PEeHOMEH aHTMLMIALWM, MPOSBISIOIIEHCS YTsKe-
JIeHWeM U OoJjiee paHHUM A€O0TOM 0O0JIE3HU B KaXAOM IO-
CIIeAYIONIEM TOKOJEHWU, OCOOCHHO IIPM HacJeNOBaHUU IO
MaTepuHCKOl TuHUM [6—8]. OIHAKO N3BECTHBI IPUMEDHI YTS-
JXeJIeHUs 3a001eBaHys ¥ CITyday BpOXIeHHBIX popM IM 1 pn
OTILIOBCKOI nepenaye Mytaimu [30]. IIprurHa aHTULIMTALAM —
BTeHeTHYeCKOoi HecTabuibHOCTH M 3KcraHcu CTG-1oBTOpOB
B HeTpaHCaupyeMoit obnactu reHa DMPK, Korja 4ncio KOmuid
TIOBTOPOB Y MOTOMCTBA MOXKET AOCTUTaTh HECKONbKUX ThICSY
(mpu HopMe <30) [28]. [TokazaHa B3aMMOCBSI3b MEXY YMCIOM
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konuit CTG-noBTopoB U TsixecThblo heHotuna IM1: 6osbHbIE
C HeOOJIBIION CTEMEHBIO SKCITaHCHK TTOBTOPOB (50—99 Kommit)
O0BIYHO SBJSIOTCS ACUMITOMHBIMKA HOCHUTENSIMU WM €I1H-
CTBCHHBIM TIPOSIBICHHAEM 3a00JI€BAHUS Y HAX MOXET OBITh Ka-
TapakTa. DKcraHcus moBTopos oT 100 1o 200 Konuii mpuBOINUT
K pa3BepPHYTOI KIMHUUYECKOI KapTUHE C pa3BUTHEM IOBEHWIb-
HBIX ¥ B3POCIBIX ()OPM U JIMHEWHOM 3aBUCMMOCTBIO BO3pacTa
nebrota ot yncia kornuit CTG-moBTopoB [27]. YoenureapHoi
Koppesiuuu Mexay cumnroMamu JIMI1 (MuoTOHMEH, mape-
30M, arpodueii, monMHeiponaTiet U Ap.) U YUCIOM KOMMUii
CTG-noBTOpOB Ha JAaHHBII MOMEHT He YCTaHOBIIEHO [22].

Bnusanue nmona npu nepenaye MytaHTHoro reHa JAMI1 u mpo-
SIBJIEHMS] aHTULMIMALMKA B PsIIy MOKOJEHUN 3aBUCUT OT YUC-
na xormit CTG-moBTOpOB y pomuteneii. bonbHble Matepu ¢
(CTG),>100 obbiyHO mepeaioT 3a00NeBaHNE ¢ HAPACTAHUEM
Yuca TPMHYKJIEOTUIHBIX TIOBTOPOB U YTSIKEJIEHUEM KIMHUYe-
CKOVl CUMIITOMATUKM B HUCXOMSLIMX MOKONEHUsIX. BpoxneH-
Hble opMbl JIM | TOUTH NCKITIOUUTETBHO MepeaaloTcs OT 60JIb-
Hbix Matepeit [13]. OnHako npu 00caeN0BaHUM ACUMITOMHBIX
ponuteneit, umerommx (CTG) <100 1 nepenarommx 1eTam pas-
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A case of myotonic dystrophy type 1 with paternal history of clinical worsening
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Keywords: myotonic dystrophy type 1, DMPK gene, CTG repeat expansion, anticipation, myotonic discharges,
decrement of M-response amplitude.

Myotonic dystrophy type 1 (DM1) is an autosomal dominant in each succeeding generation, especially when inherited from
disease associated with the expansion of trinucleotide CTG re- clinically affected mothers. Using clinical observation of a fam-
peats in the dystrophia myotonica protein kinase (DMPK) gene. ily with two cases of advansed DM forms as an example, it was
DM1 is clinically manifested by a combination of myotonia, demonstrated that clinical, electromyographic, and molecular
progressive atrophy of skeletal muscles, and the multisystemic genetic examinations of all first-degree relatives (parents, sib-
character of the disorder, severity of which correlates with the lings, children) are required for the correct prognosis and genetic
CTG tract length. DM is characterized by anticipation that is counseling.

manifested in the worsening and more early onset of the disease
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®emoros B.II. — 3aB. Menuko-reHeTy. KoHCynbranueir bY3 BO «BopoHesxkckast o61acTHast KiTnHIYecKas 00apHUIa No1»;
Taneesa H.M. — Hayu. cotp. 1a0. JIHK-marHoctinku ®T'BHY «Meanko-TeHeTHIeCKUil HaydHBIH IEHTP;
3abHenkosa B.B. — crapi. Hayd. cotp. n1a6. JJHK-muarnoctuku ®TBHY «Menuko-reHeTruecKuii HaydHbIi LIEHTP»;

IMonsakos A.B. — 3aB. 1a6. JHK-nuarnoctukn ®T'BHY «Mennko-reHeTnaecKuii HaydHbIA LIEHTP».
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NHOPOPMAILINA

111 HanmonaibHBIN KOHIpECC
o 6osie3Hu IlapkmHCOHaA
1 pacCTpoMCTBaAM IBUXEHUU
(C MEXIYHAPOIHBIM Y4aCTUEM)

C.JI. TumepbaeBa

OIBHY «Hayunvuii yenmp nesposoeuu» (Mockea)

21-24 cenrsops 2014 . 8 Mockse cocrosicsa 111 Hanponan-
Hblii KOHrpecc no 001e311 [TapKHHCOHA M pacCTPOCTBAM ABUIKE-
Huil (¢ MeXIyHapomHbIM ydactueM). OpraHu3aTopaMu 3TOTO
KPYITHOTO Meporpustis ctanu HairoHanbHoe 001IecTBo Mo
u3ydeHu1o 0oje3nn IlapkuHCOHA M PAaCcCTPOICTB IBUXEHMIA,
HayyHblil LIeHTp HEBPOJOTMM W CEKIMS JBUraTeNbHBIX pac-
crpotictB Beepoccuiickoro ob1iecTBa HEBPOJIOTOB.

B pabore xoHrpecca mpuHsim yyactue cBbime 1000 Bpayeit,
HayYHBIX COTPYIHMKOB, acIIMPAHTOB, CTYACHTOB M3 136 To-
ponoB Poccuu, a Takxke mpeactaBuTenu 12 ctpaH OJMXHEro
U JalbHero 3apy0exbs. B umcie moknamuumkoB ObUIM Bemy-
IIMe OTEYECTBEHHBbIE CHEUUATUCTBl U3 MockBbl, CaHKT-
IMerepbypra, Kazanu, KpacHosipcka, Huxunero Hosropona,
XabapoBcka, MuHCKa M JpYTMX TOPOAOB, 3aHUMAIOIIMECS
usyyeHueM 6one3Hu [lapkuHCOHA M pacCTPOWCTB ABMXECHUI.
Cpenu 3apyOeXHBIX TOCTEi, TIPUHSBIIMX aKTMBHOE Y4acTHe
B pabote KoHrpecca, — npu3HaHHbIE BO BCEM MHUpE JTUIEPHI
JaHHo# obnactu HeBpoaoruu: Bephep I1éBe (ABctpus), [a-
mup benkotnu (ABctpusi), Amxeno AHToHuHu (UTamus),
Epxen Pyxwuka (Yexust), Aupk dpeccrep (Iepmanms), 2Kan-
Mumnrens Ipacue (®panums), Mutden bpun (CIIA), [3Bun
Honuk (CIIA) u mp.

B mepBHIif IeHb KOHTPECca COCTOSITUCH YIeOHBIC ITMKIIBI IO
aKTyaJbHBIM IIPOOJIEeMaM IBUIaTEJIbHBIX PacCTPOICTB Ha Oa-

3aX BEOYIINX KIMHUYECKUX M HAyIHBIX IEHTPOB MOCKBHI:

1. InarHocTtyika u JedyeHue 6oje3nu [lapkuHcoHa (Ha 0a3e Ka-
denpsl HeBposnorun PMAIIO u LeHTpa aKkcTpanupaMMIHBIX
3abosreBanuii, Kyparop — npod. O.C. JleBuH).

2. DKcTpanupaMuaHble THIepKUHe3bl. [eHeTnueckue (popMbl
JIBUTaTeJIbHBIX paccTpoicTB (Ha 6a3e HayuHoro neHTpa HeBpo-
norun, Kyparop — pod. C.H. Wnnapromkus).

3. MynstucucteMHble arpoguu. CUHIPOM OECITOKOMHBIX HOT
(Ha 6a3e Kadenpbl HEPBHBIX 00Je3Hel U KITMHUKKY UM. A.f. Ko-
xeBHMKOBa [Tepsoro MTMY um. .M. CeueHoBa, KypaTop —
akan. H.H. SIxHo).

4, Peabunuranus npu 6one3Hu [TapkruHCOHA U paccTporcTBax
nBrkKeHWi (Ha 6a3e DenepanbHOTO HeBpoaornyeckoro LieHTpa
SKCTpaIMpaMUIHbIX 3a00JeBaHMIA M TICUXMYECKOTO 3I0pO-
Bbst ®MBII M. A U. Byprassna ®MBA Poccun, Kypatop —
npod. N.I. CmoeHIeBa).

OOu1iee YMCI0 Bpayeid, IPMHSBILKMX YYaCTHE B Y4eOHBIX LIMKIIAX
1 TOJTYYUBIIMX COOTBETCTBYIOLIME cepTHdUKaThl, — 309 yen.

OcHOBHBI€ 3aceaHusI ObLTM OTKPHITHI 22 CEHTSOPS ABYMSI T1J1e-
HapHbIMU ceccusiMu. [lanee HayyHas MmporpaMma KOHIpecca
BKJTIOYaJIa 6 CUMITO3MYMOB 110 HanoJjiee aKTyaJbHbIM Mpobie-
MaM JBUTraTeJbHbIX PACCTPOMCTB U 2 MocTepHbIe ceccuu. Tema-
TUKa TPOBEIEHHBIX CUMIIO3UYMOB: «[eHeTHKa JABUTATENbHBIX
paccTpoiictB», «HemoTopHble mposiBiaeHus 6one3nu [lapkuH-

MneHapHas ceccus KORrpecca
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coHa», «HeltpoBu3yanu3aiioHHbIE U HEMPODU3MOIOTUUECKUE
Oouvomapkepnl OosesHu IlapkuHcoHa», «PeabunuTauusi mpu
JIBUTATENBHBIX PACCTPOIMCTBAX M BOMPOCH KAYECTBA XU3HW»,
«OpraHusanysi OMOIIY MallMeHTaM C JBUTATENbHBIMU pac-
crpoiictBamu. Peructper 60se3uu [lapkuHcoHa», «DKCcTpanu-
paMUIHbIE TUTIEPKUHESBI, CIACTUYHOCTD.

JIBe mocTepHble HayuHble ceccuu, mpoxoauBe 22 U 23 ceH-
TAOpPS, MpeacTaBUIM CBbile 40 CTEHIOBBIX JOKJIAA0B MO BCEM
KITFOUEBBIM pa3fesiaM MapKUHCOHM3MA 1 IPYTHX JIBUTATEeTBHBIX
paccTpoiicTB, BKIIOYAS KakK KIMHUYECKUE, TaK U (DyHIaMeH-
TaJbHBIC McchenoBanus. [TobeauTensIMu KOHKypca Ha JTyqIIAid
CTEHJIOBBI TOKJIAJ CTAJIN:

* C.A. Kimomnukos, T.JI. Kpbinosa, [1.I0 Lpirankosa, FO.A. Ce-
musépctoB, E.B. Konomanosa, E.FO. 3axaposa (HayuHbiit
LIEHTpP HEBPOJIOTUY, MeIMKO-TeHETUYECKU I HayYHbIH LIEHTp) —
«Cunppom SANDO: HoBasg (opma ayTOCOMHO-PEIIECCUBHBIX
aTaKkCUii»;

« E.JII. Hyxwuwii, A.®. dxumonckuit, A.A. Tumodeena,
A.M. bykuna, E.J0. 3axaposa, C.H. Iluemuna (Cankr-
IMetepOyprekuii TocyaapCTBEHHBIM METMIIMHCKUN YHUBEPCH-
tet, UHCTUTYT sinepHoii pusuku um. Koncrantunosa) — «Posb
MYTalMii B TeHaX JM30COMHBIX 00JIE3HEN HAKOIIEHHS B BO3-
HUKHOBCHMH HelipoaereHepaTUBHBIX 3a00JIeBaHMI

* E.B. bpunb, A.A. Tomckuit, A.A. Tamanes, B.A. Illa6anos,
H.B. ®enoposa, A.A. bonmapenko, C.b. bykinuna, A.B. Jlexo-
noB, E.M. Canosa, H.H. [y0apeBa — «TpexieTHee cpaBHUTEb-
Hoe uccienoBaHue 3(GeKTUBHOCTHU 31EKTPOCTUMYIISLIAU CY0-
TaJTaMUYECKOTO SIpa M KOHCEPBATUBHOM Teparuy y OOJTBbHBIX
¢ pa3BepHyToOM cTaaueii 6oe3Hu [TapkuHCOHa».

Xopoiueit Tpagunueir KoHrpeccoB CTaHOBUTCS MpPOBENCHUE
«TBOPYECKMX» CEMMHAPOB, BBI3BIBAIONINX OOJBIION PE30HAHC.
B sTOT pa3 ObuT opraHM30BaH CIELUUATbHbBII CEMUHAP C BbI-
cTaBKo# «PaccTpoiicTBa IBUKEHUI ¥ TBOPYECTBO». AyTUTOPUM
ObUIM TIPE/ICTABNIEHBI XYMTOXECTBEHHBIE 3cce 00 IKCTparmpa-
MUIHBIX 3200J€BaHUSIX, KOTOPbHIMU CTPafaiil BbIIAIOLIMECS
XYIOXHUKU U My3blkKaHThl — Huxkons Ilyccen, Mnbsa Penun,
PoGepr Illyman, Bynu Tatpu. B 3aBsa3aBiueiics auckyccuu 00-
CyXIaJICSd UHTEPECHEHUIIMMI BOIIPOC O TOM, B KAKOW CTEIIEHU TE

H06uneiiHas koHdepeHwus no GoTyNMHoTEaNMM.

WX UHBIC IBUTATCIIbHBIC paCCTpOfICTBa TIOBJIMAJIA Ha TBOPYEC-
CTBO M JIMYHYIO KM3Hb ITUX 3aME€UYATCIbHBIX MACTCPOB IIPO-
1Io0ro.

SApkuM coObITHEM KOHIpecca CTaja MeXIyHapomHasl LIKoJa
«CoBpeMeHHBIE TIOIXO/bI K BeieH!Io 00y1e3HM [TapKiHCOHa 1
JPYTHX OBUTATCIBHBIX PacCTPOUCTB», OpraHM30BaHHAS Mex-
JyHAPOIHBIM 00mecTBOM 00s1e3HH ITapKuHCOHA M TBATATEIbHBIX
paccrpoiicts (International Parkinson and Movement Disorder
Society). Ha mpoTsskeHM 4 yacoB BeOyIIMe eBPOIEHCKIE SKC-
MEePThl JEIMIUCH C ayTUTOPHEH CBOMM YHMKAJIBHBIM OIBITOM
B pPENICHNH CJIOXHBIX KIMHUYECKUX MpoOeM — OT Iudde-
PEHIINAIBHOIN TUATHOCTUKH W TeHETUYECKOM TeTepOTeHHOCTH
MapKUHCOHM3MA 0 HEOTIOXHBIX COCTOSTHUI 1 UMITYIbCHBHO-
KOMITYJIbCUBHBIX pacCTpOMCTB Mpu Gone3nn [TapkuHcoHa. Bee
YIACTHUKY TOTYIWIN CHEIUATBHBIE CePTU(PHUKATEI O TIPOXO0XK-
JCHUH IIKOJIBI.

B nmocnennuit neHb KoHrpecca B HaydHoM LieHTpe HEBPOJIOTUN
MpolIIa I00uIeiiHas KoHpepeHuusa «20 Jer 0OTYIMHOTEpANHH
B Poccun: urord m mepcnekTHBBI». B Helf yIacTBOBAIM CBBIIIIE
200 Bpaueit pa3HBIX CIIELMATbHOCTE — HEBPOJIOTOB, YPOJIOTOB,
KOCMETOJIOTOB, oTanbMosIoroB M ap. Haubosnee aBTopuTeT-
HBIMH B MHpPE ¥ B Hallleil cTpaHe CIeIUaTNCTaMK ObUIN TIpej-
CTaBJICHBI JOKJIA/Ibl, OCBELIAIOIINE OCHOBHbBIE BOIIPOCHI OOTY-
JIMHOTEPAITUK M BeCh IMUPOYAMIITHIA CIIEKTP e¢ BO3MOXHOCTEI
B 00J1aCTH HEBPONIOTUH (B T.4. JETCKOIT), YPOJIOTHH, KOCMETO-
JIOTHH.

ITo matepuanam KoHrpecca ObL10 moarotosaeHo 400-cTpaHuy-
HOE PYKOBOJICTBO JIJIsSI Bpauell, coepkaliee aHHOTUPOBaHHbIE
JOKJIAIB! ¥ Te3UCH. PyKOBOICTBO OTpaXaeT COBPEMEHHOE CO-
CTosIHUe TIpoOneMbl Oojie3Hu IlapkuHCOHAa M paccTpoOCTB
JBIKEHUH, TaeT peabHbIi «Cpe3» BCEro MHOrooOpas3us Ipo-
BOAMMBIX B HAIlIeH cTpaHe MCCICIOBAHMIA M OTpaXaeT OCHOB-
HbIe TOCTIKEHMS OTEUECTBEHHBIX YUEHBIX B TaHHOH CI0XHOI
00J1aCTH HEBPOJIOTMH, UTO, HECOMHEHHO, OKaXETCS TTOJIE3HBIM
MIMPOKOMY KPYTY Bpadyeil pa3TiIHbIX CIICIIMAIBHOCTEH, TIPETIo-
JaBatejiedl, KIMHMYECKUX OPIMHATOPOB, CTYICHTOB U CIIEIMa-
JIICTOB B 00J1aCTH (DYHIaMEHTAIbHBIX HepOHayK.

Konrakrhbiii agpec: Tumepoaesa Codbst JleoHnmoBHA — TOKT. MeAI. Hayk, 3aB. V HeBpoJ1. otn. ®TBHY HIIH.
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BAKIOCAH

BAKITO®EH — CENTEKTUBHBIA ATOHWCT B-PELIENTOPOB FAMK

s N
KYINMPOBAHNA *
BOJIESHEHHOT O
MbILLEYHOIO

CNA3MA

MPEMAPAT NEPB( bIBOPA
NP BONE3HEHH bILLEYHbIX CMA3SMAX!

ONTUMAJTbHbIE CVquHbIE TEPANEBTWUYECKWE [03bl
B 3ABUCUMOCTW OT BbIPAXXEHHOCTW
BOﬂI/I N CMASMA - OT 30 MI" 0 75 MI

ok HA MIPABAX PEKJIAMbI

PET. Y. 1 Ne014785/01-061109

1. Tyces E.W., boriko A.H., Ctonspos 1.[.PaccesHHbii cknepos.— M. 2009. 25 c.
2. KapHees A.H., Conosbesa 3.10., ®eauH A.W. NMpumeHeHre baknocaHa B KOMMNIEKCHOM fie4eHun 60511 B crinHe. YKypHan Hesposnorum u ncuxmarpuu, 5, 2007, 65-66 c.

3. VIHCTpyKUmMS Mo MeaMLIMHCKOMY NPUMEHEHIIO npenapaTa baknocaH

€) aKpuUxuH
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LleHTp peabunuraumumu

Tpu cecTpsi

«Tpu cecmpbul» — yeHmp peabuaumayuu co8pPemMeHH020
e8ponelick020 YyPOBHs, Hoselliuiue MemoOuKlU 80CCMAHOBUME/bHOU MEOUYUHDbL

U UHOUBUOYAIbHLLU N00X00 K KAXOOMY NAYUEHMY.

- Hesponozudeckue 3a60/1e8aHusA: IHCYNbT, NOIMHEBPONATUM PA3/IMYHOIO reHe3a, PacCesHbIl
CKNepo3, NoCNIeACTBUA NepeHeCeHHOro SHUedbanTa/MeHNHINTA, NapKNUHCOHK3Mm, ALM;

- CocmosHuUsA noc/ie onepayuu HA 20/108HOM MO32€;

- UepenHo-mo3208bie mpasmoli;

- CnuHanbHbie mpasmesl (8ce omoesibl N0360HOYHUKA);

- [ped- u nocneonepayuoHHAas N0020MOB8KA N0 SHOONPOMe3UpPOoBAHUIO CYCMAeos;

- OcmeoxoHOpo3;
- AMnymayus KoHe4yHocmu;
- Jllo6bie nepesiomel u nosiunepesiomel.

TenedoH ropaven nuHun: +7 (499) 755 77 75
E-mail: doctor@three-sisters.ru
www.three-sisters.ru

becnnatHbin 3BOHOK no Poccuu: 8 (800) 555 29 82
Perucrparypa: +7 (495) 287 49 49
Agpec: MO, WénkoBcKkum p-H., A. Panku, yn. Yexosckas, a.1
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European MOSCOW

Crocus Expo

Congress
14 of Internal 2 O ]_ 5
th Medicine 14 16 October

14-s11 EBpoOIIEICKIII KOHT'PECC II0 BHYTPEHHEN MeAullHe
«BHYTpeHHasa MegulIHa 0e3 rpaumil»

OpraensaTopsl B nmporpamme Korrpecca ,
Poccuiickoe HayyHOE MEAULMHCKOE [IpuMyT yyacTye Benyliue yYeHrle B 00J1aCTy BHYTPEHHNUX © 1’
obuecTBo TepanesToB (PHMOT) 6onesHel 3 6omee 30 eBPONENICKUX CTPAH %
=
EBpomnerickas depepanus BEYTPEHHEN 5
mepumuusl (EFIM) [lonpobuee na caitre: www.efim2015.org o
(&)
net
= CO AHA poXAeHuAa
Kanenpapb meponpuarum PHMOT

14-16 okTa6pa, Mocksa, KpoKyc 9kcno, X HauunoHanbHbI KOHrpecc TepanesToB

14-16 okTa6ps, MockBa, Kpokyc 3kcno, 14th European Congress of Internal Medicine

26-27 HoabpA, PocTtoB-Ha-[oHy, IV Cbe3pg TepanesTos KOXKHoro ¢pepepanbHOro okpyra

117420, Mocksa, a/s 1 000 «KCT UHTEpdOpyM»

TenedoH: (495) 518-26-70 MockBa, yn. NMpodcotosHasn, 4. 57
3/1eKTpOHHaA noyta:mail@interforum.pro TenedoH: (495) 722-64-20

www.rnmot.ru 3NEeKTPOHHas noyta: mail@interforum.pro

www.rnmot.ru



MPT24

CETb LLEHTPOB MPT
[LMATHOCTMIKA 24 YACA

e
)
HAYYHO-NPAKTUYECKAA KOH®EPEHUWNA

.4“2 CECJTb

KAUHUKA

«COBPEMEHHAA ANAMHOCTUKA
N NEYEHUE .
B MPAKTUHECKOWN HEBPOJTOMNWU»

8-9 oKTA6pA 2015 | MocKBa

OpraHun3aTtopbl:  CeTb AMarHOCTUYECKMX LiIeHTPoB «MPT24»
AKa[eMMNYeCKanA KIMHUKE HEBPONOrW U CTOMaToNormmn «Cecunb»
Ha 6a3e HW Herpoxupyprim M. bypaeHko
HOYY ANO «Y4ebHbIN LIeHTP MHHOBALUMOHHOM MeAnUMHbI Cecuby

NPEOBAPUTENBHAA NMPOMrPAMMA KOHOEPEHLINN:

«HeBponoruyeckme 3a601eBaHMA Kak OCHOBHAA NMPUYNHAE COKPALLIEHNA
NPOAOIHKNTENBHOCTN HN3HWN N HAPYLLEHVA COLMaNbHOM aaanTaumm»
«CoBpeMeHHbIe BO3MOMKHOCTU NeveHnA anunencumn. Cnyydanm 13 npakTukm»
«3IMOLMOHANbHaA N3abUIbHOCTb, PACCTPOMCTBA BEreTaTMBHOM HEPBHOM
CUCTEMbI 1 60/1b Y MEHLMH C HAPYLLEHWAMN MEHCTPYaNIbHOro LMKa»
«1CMX0N0rNYecKmne acneKTbl B3aMMOAEMCTBMUA BPa4a 1 NaLUMeHTa»
«CADASIL — ocobeHHOoCTN MP-BUM3yanm3aumm KIMHNYeCKOro cy4an
HacneACTBEHHOro ceMelHoro 3a60neBaHvAy»

[oKnaapbl YATaIoT: A4.M.H., Npodeccop, YneH EBpONencKon akagemMum anunencum,
Mpe3nanyma Bcepoccuninckoro obulectsa HeBposnoros A.C. MeTpyxuH, A.M.H.,
npodeccop, YneH EBponeiickolt Akagemun dnunencum, Buue-npesnaeHt
«O6begnHeHNA BPa4en»anNnnenTonoros 1 naumeHTos» Poccun K.B. BopoHKoBa

1 gpyrue.

TAKME B MPOrPAMME MACTEP-K/TACC MO AHASI3Y NATONOMNI,
BbIABMAEMBIX MPU MPT-ONATHOCTUKE

HAHOO0MY BPAYY, MOCETUBLUEMY KOH®EPEHLMUIO, BYAET BblIOAH
CEPTUOUKAT YHACTHUKA

HenatoLme NpoymnTaThb CBOM [OKN3A MO Teme, 6IM3KOM K TeMaTuKe KoHdepeHLuu,
MOryT NOAATb 33ABKM U Te31Cbl Ha8 paccMoTpeHue fo 07.08.2015

@, +7 495 540 540 31270 >4 doc@mrt24.ru

B Teme nucbMa yKasbiBaliTe
WWW.NEUrology-msk.rU  ordeperiuuna «pakTieckan HeBponoris»

CCUNCKAS HERENS 3[IPABOOXPAHEHMS

7-11 pekab6ps 2015

123100, Poccusa, Mocksa,
KpacHonpecHeHcKas Hab., 14
EAnHbIA cnpaBoyHoO-
MHGOPMALMOHHDBIN LLeHTP:
8(499) 795-37-99

E-mail: centr@expocentr.ru
www.expocentr.ru,
3KCNOLEHTP.pD

$¢ OKCTMOLIEHTP

MOCKBA

JA 3/10P0OBYI0 XXU3Hb

MesxayHapoaHblit hopym no npodunakTnKe HeUMHMEKLUMOHHBIX
3aboneBaHuit 1 GOPMUPOBaHMIO 330POBOro 06pasa KU3HU

0O XL 4
qv‘a@s 3"PAB“0xPAHEH“E
BL\( ))=
‘“..”' 25-51 MeXJyHapOoAHas BbICTABKA «3APaBOOXpaHeHMe,
ocke’™

MeAULNHCKaA TEXHUKa U NeKapCTBeHHbIe npenapartbl»

»  3[10POBbIN OBPA3 YXWU3HM

& 9-7 MeXayHapoAHas BbicTaBKa «CpeacTBa peabunuraymum
1 NPpOUNAKTUKN, ICTETUYECKAA MEANLIMHA, 0340POBUTENbHbIE
TEXHOMIOrMM 1 TOBapbl A1 340pOBOro 06pasa KusHm»

OpraHu3aTopbi:

- FocypapcrBeHHas [lyma ¢C PO

- MuHucTepcTBO 3ApaBooxpaHeHns PO
- UBK «3kcnoueHTp»

Mpun noaaepxke:
- Coeta ®epepaumun ®C PO
- MuHMCTEpCTBA NPOMBILLNEHHOCTY W Toprosan PO
- MpasuTenscTea MocKBbI
- Poccuickon akaaemumn Hayk
- ToproBo-npoMmblLLNeHHoii nanatl P
- BcemupHoit opraHusauum
3ApaBooxpaHeHus B PO

e |2



IMpoxoskaercsa moanmucka www.annaly-nevrologii.ru
Ha 2015 r. yepe3 U3KaTENHCTBO

weitems” AHHAJIBI

12 mecsieB (deTbipe xypHana B rox) 1900 pyo.
6 MecsreB (aBa xypHana B momyroaue) 950 pyo.

3 Mecsa (OAMH KypHAIT) 475 pyo. O O
IoxnucHOM MHAEKC 29662 11878 HEBI .J]: FHH
B katasore «IIpecca Poccrm FEPHINMISII EEETETH OBIIEPOCCUVICKIIT HAYYHO-ITPAKTUYECKUIA JKYPHAJ

BJIAHK-3AKA3 na 2015 roxg

HazBanwue opranuzamuu (umu ®HO)

Anpec (¢ MOYTOBBIM HHIIEKCOM)

Tenedon: E-mail:
Howmepa xypnanos: (1, 2, 3, 4) |:| |:| |:| |:| HY>KHOE OTMETHUTH

OTnpaBbTe 3aMOJTHEHHBIN OJIAHK-3aKa3 U KBUTAHIIMIO, OTIAYCHHYIO B JIIoOoM oTaeneHnn Coepoanka PO (mm ux KOmuio)
no agpecy: 125130, MockBa, 4-it HoBonogmockoBHbIii niep., A. 4, 3A0 «PKU Cosepo npeccy, Tei.: (499) 159-98-47
win o E-mail: soveropress@bk.ru

Dopma Ne I1]]-4
W3BemeHue 3A0 «PKU Cosepo npecc» Knn: 770401001
(HaMMEeHOBaHHUE NOJTyyaTeIs [IaTexKa)
[7]7]o0]4[1]9]3]7]2]1] |4]o[7]o[2[8]1]0]5]0]0]1]7]0]0[0[0[4[0]7]
(MHH nonyuaress njarexa) (HOMep cyeTa MoJTyJaress [UIaTexa)
B OAO «BaHk MocKBbI» suk|0l4]4]5]2]5][2[1]9]

(HauMeHOBaHHe OaHKa IOJTydaTels MIaTexKa)

Homep Kop./cu. 6aHKa MOMydaTess miarexka |3|0|1|0|1 |8|1|0|5|0|0|0|0|0|0|0|0|2|1 |9|

XKypHan «AHHanbl KIIMHUYECKOW U
3KCNEepUMEeHTanbHOU HEBPONMOrun»

(HaMMEHOBAHHE IJ1ATEeXKa) (HOMep JTHIEBOTO cueTa (KOiT) MIaTeNbInKa)

®.1.0. miarebiiyuka

Anpec miaTenbIKa

CymMa niarexa pyo. xon. CyMMa IIIaThl 3a YCIIyTu pyo. KOII.
Htoro pyo. KOII. « » 20 L.
K C ycnoBusMH NpHeMa YKa3aHHOH B IUIATEKHOM JOKYMEHTE CYMMBI, B T.4. C CyMMOH B3MMaeMOil IIaTel 3a yCIyru
accup GaHKa, 03HAKOMIICH H COITIACEH.

Moanuch miaTeabImuKa

KButanuus 3A0 «PKU Cosepo npecc» Knn: 770401001
(HaMMEeHOBaHHUE TOyYaTeNIs TuIaTekKa)
[7]7]/o]4[1]9]3[7]2]1] |4[o[7][0[2[8]1][0[5]0[0[1]7[0[0[0]0[4]0]7]
(MHH nomyuyarens niarexa) (HOMep cyeTa MOJTyJaTess MIaTexa)
B OAO «BaHk MOCKBbBI» p1K|0]4[4][5]2]5]2[1]9]

(HanMeHoBaHHe OaHKa MOyyaTesIs MIaTexKa)
Howmep xop./cu. Garka nonysarens marexa | 3|0]1]0[1]/8[1[0[5/0[0[o[o][o[0[0][0][2[1]9]

XKypHan «AHHanbl KIIMHUYECKON U
3Kcnepumeuranbuoﬁ HEeBponormm»
(HaHMCHOBAHHE IIATEXKA) (HOMEp JIMILIEBOTO cyeTa (KOJ) IUIATelbIINKa)

®.1.0. marensimga

Anpec maresbIIuKa

CyMma miarexa pyo. xor. CyMmMa IuiaThl 3a yCIyTru pyo. KOII.
HUroro pyo. KOII. « » 20 .
KaCCI/lp C YCJIOBHUSAMHU IIpUEMaA yKaSaHHOPI B IUIaTE)KHOM JOKYMEHTE CYMMBI, B T.4. C CyMMOﬁ B3UMaeMOM IJIATHI 3a ycayrua

6aH1<a, O3HAKOMJICH U COIVIaCEH.

IMoanuck miiareabIUKa




% AKTunnse’

anrterniasa

«... ANS NaLMEHTOB, NPOLIeALINX KYpC
NleyeHns npenapaTtoM AKTUINZE,, ~ HA
30% noBbiIaeTCA BEPOATHOCTb
NONIHOrO BOCCTaHOBNEHUS
¢un3nyeckoit akTMBHOCTU

WM COXPAHSIOTCS NULLb
MWHUMAJIbHbIE HApyLUeHna

B TEYEHMEe TPeX MecsLeB noce
nepeHeceHHOro UHCynbTa. . .»

Mpenapat AkTunmze®
peKoMeHAyeTCs B Ka4ecTBe
Tepanuu nNepBon JIMHUU NPU OCTPOM
MLLEMMUYECKOM MHCYJNbTE B Nepuoa
0o 4,5 yacos nocne Ha4yana
NposiBJIeHNUS CUMMTOMOB?

AkTnnnsze®

AKTUNKU3E"

RN

50 mr
FULR ST MR O A
1 thnaxoH ANA MHBEKUMA +
1 thnaxoH pacTBOPWTENA

=y Boehringer
| Im Ingelheim

MpuymeHeHne npenapaTta AKTUNN3e® y 60bHbIX
C OCTPbIM MLEMUYECKM NHCYNBTOM 0f06peHOo
QOepepanbHon cny60n No Hagsopy B chepe
3paBOOXPaHEHUA 1 COLMANbHOMO Pa3BUTKA.
Mpuka3s ot 21.03.05 N°592-IMp/05.

RU/ACT_S-151000 ot 18.02.2015

Kpatkas uHcTpyKuma no NeKapcTBeHHOTo Axtunuze® (ACTILYSE®)

Pernctpaumonnblit Homep: 1 N014214/01. MHH: anTennasa. JlekapcteenHas ¢popma: nunodunusat Ana npuroToseHus pacTopa Ans uHQysuit, 50 mr. Cocras: 1 gnako copepxut 50 Mr antennasel.

Moka3aHua: TpoM60NMTUYECKas Tepanua ocTporo MHdapkTa Muokapaa (OUM); TpombonuTMyeckas Tepanua MaccuBHoil TpoM603MB0NMM NerouHoii aptepun (TINA), ¢ jicsl HecTabl i KaA TepanvA uiwemmnyeckoro ukcynbra (1) B octpom

nepuoge. lpotuBonokasanua: npenapat AKTUIIU3E He fomkeH NPUMEHATLCA Y MaLMEHTOB ¢ maecmom TUNePUyBCTBUTENbHOCTbIO K aKTUBHOMY BeLLeCTBY (anTennase), reHTaMULMHY (0CTaToYHble Clefibl OT MpoLiecca T8a) WA K Nio6OMY BC Beectsy. lpenapar

AKTUTIV3E He CneqyeT MpUMEHATb B Tex CyasX, KOFZ1a MMEeTCA NOBILIEHHbIi PUCK Pa3BUTA K p BHac BPEMA WM B TeYeHi 6 MecAL|eB, reMopparuyeckuii Auates; do YnAH-

Tamu, 0 (MHO>1,3); il HepBHOIi CUCTEMbI B aHaMHe3e (B TOM yncne, XUpypruyeckoe 'TBO Ha 0NI0BHOM WM CMIMHHOM MO3Te); BHYTpHYep: (B TOM yrcne @ ) B

HaCToALLee BPEMA 1A B aHaMHe3e; N0A03PeHie Ha Hanuume reMopPAruyeckoro MHCYbTa; TAXenan p AT; IPHOE XUpYprivecKoe TBO WA pHaA TpaBMa B TeueHie npe/biylux 10 AHeit (BKnlouan NioByio TpaBwy, MonyyeHHylo Ha GoHe pasBuBaloLLIerocs

UH(ApKTa M1OKapAa), HellaBHAA YePenHO-MO3roBas TPaBMa; JIUTeNbHas Wi TPaBMaTUUHaA CepLeyHo-NIerouHas peauwmauuﬂ (>2 muH), pozibi B Teyerue 10 NpeALIeCTBYIOLIMX AHei; HefaBHO nyHKUNA KPOBEHOCHOTO COCYAa (HanpyMep, NOAKIYMYHOI W

ADEMHOIA BeHbl); TAXeNble 3360/1BaHUA NeUeH, B TOM YUCTe NeYEHOUHaA HeOCTaTOuHOCTb, LIUPPO3, NIOp (8 ToM yncne petite BeH W aKTUBHbII renarur; i ocTpblit

A3BeHHan Gone3Hb Keny/iKa v iBeHaALATUNEPCTHOI KUMLLIKW B TeYeHie NOCTeAHNX TPEX MecAL|es; apTepuaNibHble aHeBPUMbI, AedeKTbl pasBuTHA aptepum/aeu HOB006Pa30BaHUE C NOBILLIEHHbIM PUCKOM PA3BUTHA KD! UyBC Tb K

(noco6 npumeHenna n AO3bI: AKTUNU3E cnepyer NPUMEHAT KaK MOXHO 6bicTpee nocne Bo3HUKHOBeHuUA cumnTomos: MM (ocTpbiii nepuop): pekomenayeman 403a 0,9 Mr/Kr (MakcumanbHo 90 Mr) BBOAUTCA MH(Y31OHHO B TeueHue 60 MMNyT nocie NepBoHaYanbHoro B/B CTPYiiHOro BBEAEHUA A03bI
para, coc ii 10% ot C £03bl. Tepanua JomkHa 6biTb Hauata kak MoXHo GbicTpee (B TeueHite 4,5 4acoB) nocne noABAeHA cumnToMoB. MoBouHble hdeKTbI: camoii YacToil HexenaTenbHoil peakLiteii ABAACTCA KD K

remamkpma w/unu remorno6uHa. flepeyerb 8cex no6oYHbIX S 8 no Ocobble B CNyyae TAXKENOro Kp , B 0CO6EHHOCTH 0) Kan Tepanml, a TaKkxe

renapiHa JoMmkHb! GbiTb HeMeANeRHO NpekpaLLexbi. K ieyeHi ocTporo oUN nefyer, UMETb B BUY: ) Aasnenute (AL]) B0 BpemA NeyeHus U B Teuenue 24 acos nocie A.Yonosu 8 0T (BETa MecTe,

npu Temnepatype He Bbiuwe 25 °C. Cpok roHoCTU: 3 roa. MonHas WHGOpMauua NpefCTaBeHa B UHCTPYKLUM 110 MeAULIMHCKOMY npumeueum

1. AkTunm3e®: MoHorpagus o npenapare. Jleyeite 0CTPOro UieMUYeckoro MHcynbra. M.: 2005.
2. MIHCTpyKLWA No NpUMeHeHuio npenapaTa AKTuAM3e®.

00O «bepuHrep VHrenbxanm»:
125171, MockBa, JleHnHrpapackoe wocce, 16A, cTp. 3 BOEhI'IIlgeI'
Ten.: +7 (495) 544 50 44, paxc: +7 (495) 544 56 20 | I Inge]helm

www. boehringer-ingelheim.ru



AKTOBEIN'NH

SHEPIMA XU3HN

——

l AKTOBErHH

Henpometabonuuyeckun npenapart natoreHeTU4ecKoro AencTeus
ANA KOMIMJIEKCHON Tepanun HeBpPOoJIOrMYecKnx, MeTtabonnyecknx
N Xupypruveckux saboneBsaHmn, a Takxke NxX 0CI0XKHEeHUN

e MeTtaGonuyeckue n cocyauctblie 3ab6oseBaHUA roioBHOro Mo3sra (MHcynbT,
YepenHo-mMo3roBad TPaBma, pa3inyHble GopMbl HEAOCTaTOYHOCTU MO3rOBOro
KpoBoOGpaLyeHua, AeMeHumna)

¢ NlnabeTtnyeckasa nonMHenponaTua
¢ [lepudepuyeckne cocyancrblie, Metabonnyeckme HapyLeHUA U UX NOCNEACTBUA
e 3axusneHue paH (Tpoduyeckne HapyLleHNA KOXXU, A3Bbl, MPOJIEXHM)

CokpalieHHasa uHgpopmaLuma No NPUMeHeHuIo:

PernctpauvoHHbie Homepa: JIC-001323 ot 26.02.2006; M N014635/03 ot 19.12.2007; N NO014635/02 ot 14.03.2008; N1 N014635/01
oT 26.02.2008. ToproBoe Ha3BaHue npenaparta: AKTOBErMH®. AKTMBHOE BELLEeCTBO: AEMNPOTEUHMN3NPOBAHHbIA FEMOAEPUBAT KPOBU Te-
nAaT. JlekapcTBeHHasa ¢opma: pacTtBop Ana nHdysun (B pactBope Hatpua xnopuaa 0,9%; B pacTBope AEKCTPOo3bl), pacTBOP ANA UHb-
ekunn, TabneTkn NoKpbITbie 060N0HKON.

Moka3zaHua K npumeHeHuio: Metabonuyeckme U COCyANCTblE HAPYLUEHWA FOIOBHOIO MO3ra (B T. Y. ULLIEMUYECKUI MHCYNbT, AEMEHLMA,
YepenHo-Mo3roBan TpaBma). MNepudepuyeckre (apTepuanbHbie U BEHO3HbIE) COCYAUCTbIE HAPYLUEHUA U UX NOcneAcTBmA (apTepuanb-
Has aHrnonatus, Tpoduyeckue A3Bbl); guabeTnyeckana NnonmHenponaTua (AnA Bcex, Kpome UHGY3ui B p-pe AekcTpo3sbl). Tonbko ana
MHY3NN N MHbEKLUMIA: 3aXKnBsieHne paH. MNpodunakTnka n nevyeHme nyyYeBbiX NOPa>KEHMUN KOXN U CAU3UCTbIX 060N04eK Npu ny4eBomn
Tepanuu. MpoTueonokasaHua: MMNep4YyyBCTBUTENbHOCTb K NpenapaTty AKTOBErMH® Uian aHanoruyHbiM npenapatam. Tosbko Ana pac-
TBOpPa ANA UHbEKUWI N NHQY3ni: [eKOMNEeHCPOBaHHaA cepaedHan HeoCTaTOYHOCTb, OTEK NIETKMX, OIUTYPUA, aHypus, 3afepKKa
Xnpkoctu B opraHname. C ocTtopoXxkHocTblo: Tosbko Ana Tabnetok: cepaeyvHan HegoctatovHocTb Il m Il cteneHun, oTek nerkux, onury-
puvAa, aHypus, runeprugpaTtauma; 6epeMeHHOCTb, Nepuoa naktauun. Toslbko ANA pacTBopa ANA UHbEeKUW U ANA NHQY3NI: rTunepx-
JIOpeEMUA, TUNepHaTpMeMunna, caxapHbli guabet (ana nHdysnn B p-pe aekctposbl). Cnocob npumeHeHua u fo3bl: P-p gna nHopysuii:
B/B unu B/a no 250-500 mn (1000-2000 mr) B cyTku. P-p gna mHbekynii: B/a, B/B (B T. 4. 1 B BUAe nHdyaum) ot 5 go 50 mn (200-2000 mr)
B cyTKu, B/M no 5 mn (200 mr) B cyTkn. Jna nHgy3nii u MHbeKYni: CKOPOCTb BBEAEeHUA 0Koslo 2 ma/MuH. [lo3mpoBka 1 AAnTenbHOCTb
Kypca nevyeHuA onpenenaoTcA UHAMBUAYaNbHO, COFIacCHO CUMMATOMAaTMKE U TAXeCTU 3aboneBaHuA. TabneTku: BHYTpb 1-3 1ab. 3 pasa
B AeHb. [lo3upoBka 1 AAUTENbHOCTb Kypca NevyeHnA onpeaenanTca UHAMBUAYaNnbHO, COrNacHO CMMNTOMaTHKe 1 TAXeCTU 3aboneBa-
HuA. NonHaa nHdopmauuna o cnocobax NPUMEHEHUA U [03aX, UCNONb3yEMbIX MPU Pa3fnYyHbIX 3a60neBaHNAX U COCTOAHUAX, COAEP-
XXUTCA B MHCTPYKLMWN NO MEAULIMHCKOMY NMpuMeHeHUto npenapaTta. lMNo6o4yHoe aeicTBue: Ansieprmyeckme peakunm BnaoTb 4o aHadu-
JIaKTUYECKOTO LLIOKa.

[aTta Bbinycka peknambl: utoHb 2015.

MNHdbopmauma onsa cneumanmcToB 34paBoOOXpaHeHNUS.
000 «Takega ®apmacbloTukasnc»: 119048, . Mocksa, yn. YcadeBa, gom 2, ctp. 1. www.actovegin.ru
TenedoH: +7 (495) 933 55 11, ®akc: + 7 (495) 502 16 25 www.takeda.com.ru



