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COBPEMEHHBIE NIPEJCTABJIEHUSA O MAJIb®OPMALIUU KUAPU
T'FOY BIIO «bawkupckuti 20cy0apcmeenHblll MeOUYUHCKUL YHUBEPCUMem »
Munszopascoypazeumus Poccuu, 2. Yha

0O0630p nocesimeH npodiaeme Manbdopmanyn Knapu. PaccmarpuBaloTcest BOIPOCH! STHOJIOTUH ¥ ITATOTeHe3a, JIUIEMHIOJIOTHY,
KJIMHUAKO-HEBPOJIOTMYECKUX HApYIICHHH, OINEpaTHBHOTO JieueHus 3aboneBanus. Oco0oe BHUMAHHE YIEISIETCS COBPEMEHHBIM
METOJ[aM HHCTPYMEHTAIEHOTO 00CIe10BaHus 3a00IeBaHNs, UX CPAaBHEHHUIO MEX/Ty cO00if C OIHCaHHeM JOCTOMHCTB U HEJOCTATKOB.
KaroueBble cioBa: mansdopmanys Kuapu, MarHuTope3oHaHCHas ToMorpadus, KpaHHOBepTeOpalbHas 001acTh, SKTOIHUS

MO3KEUKa.

A.R. Kuzbekov, R.V.Magzhanov, Sh.M. Safin
CURRENT PERSPECTIVES ONCHIARIMALFORMATION

The present review is related to the problem of Chiari malformations. Issues of etiology and pathogenesis, epidemiology, clini-
cal and neurological disorders, surgical treatment of the disease are elucidated. A special focus is placed on the up-to-date methods
comparison of instrumental examination with benefits and disadvantages specification.

Key words: Chiari malformation, magnetic resonance tomography, craniovertebral region, cerebellar ectopia.

Mansdopmanus (anomanus) Kuapu (MK)
— OHa M3 MHOTOYHCJICHHBIX BPOXIEHHBIX MaTo-
Joruil (IMMOPOKOB DPa3BUTHS) KpaHHOBEPTEOpab-
HOW o0Onmactu, O0OyCIOBIEHHAs acCHHXPOHHBIM
POCTOM KOCTHBIX W MO3TOBBIX CTPYKTYp 3aJHEl
YepermHON SIMKH, MPOSIBISIONIAsICS OIYyIIEHUEM
yepe3 OOJbIIOE 3aTHUIOYHOE OTBEPCTHE Kaydallb-
HBIX OTJIEIOB MOKEYKA M MPOIOJITOBATOTO MO3-
ra.

[epBbiM 3Ty maronoruto omucan J.Cleland
B 1883 I, 3aMeTHB yIJIMHEHUE CTBOJA U OIyIle-
HHE MUHJAIMH MO3KEYKa B TIO3BOHOYHBIN KaHaI
y 9 ymepumux miazaenues [17]. B 1891 r. Hans-
vonChiari onmcan BpOXICHHYI0 aHOMaJHIO, 3a-
KITFOYABIITYIOCS B TPBDKENOJOOHOM BBITITYMBAHUU
MUHAATUH MO3XKEYKa HIDKE YPOBHS OOJBIIOTO
3aTBUIOYHOrO oTBepCcTHs [17].

Hesponoruueckas nuarHoctuka MK cBs-
3aHa C OMpPENEICHHBIMH TPYIHOCTSIMH, TaK Kak
HE BCE cllyyaW OMYLIEHHWs MUHIAIWH MO3XKe4yka
HWKE OOJBIIOTO 3aTHUIOYHOTO OTBEPCTHS COTPO-
BOXKIAIOTCS KIIMHUYECKUMH TposBIeHusMu. C
JIpYTOi CTOPOHBI, CaMH KIMHHUYECKHE MPHU3HAKU
MK nonumopdnsr [7].

Pacnpoctpanennocts MK cocraBnser ot
3.3 mo 8.2 ma 100000 nHacenenus. CooTHOIIEHHE
MY)KYUH ¥ KEHIIWH, MO JaHHBIM psiia aBTOPOB,
MPUOIM3UTENHHO OJUHAKOBOE, OJTHAKO HECKOIBKO
yalle JaHHOM MAaTOJOTHEH CTPajaroT >KCHIIUHBI
[1]. C MoMeHTa aKTUBHOTO HCITOJIb30BAHUS Me-
TopoB Hedposmsyanuzauuu (MPT u MPA) xonu-
YECTBO PETHCTPHPYEMBIX OOJNBHBIX C JUArHO30M
MK mnoBsicuiiock 0ojiee yeM B jaBa pasa [18].
Yacrora 3a0omneBaHus cpeau OOCIIETOBaHHBIX
MAI[UEHTOB C HEBPOJOTHMUECKOW CHUMIITOMATHKOMN
[0 JaHHBIM HEKOTOPBIX aBTOPOB, COCTaBMIA |-
40%. IIpoeenennoe T.A. AXamoBBIM HCCIIEIOBA-
Hue ¢ nomoinsio MPT no3sonuno BesiButh MK 'y
26% mnammenToB cpeau 2286 OONBHBIX C TOH03-
pEeHHEM Ha Pa3InYHYIO MAaTOJIOTHIO LIEHHOTO OT-

Jlena MO3BOHOYHUKA U KPAaHHUOCIHHAIIBHBIE OITy-
xomu [1].

MHOTO OTKpPBITBIX BOIPOCOB OCTACTCS B
OTHOUIEHUH TMaToreHe3a comyTcTByrommx MK
KOCTHBIX aHOMaJIU{ CBOJA U OCHOBaHUS yeperna,
Mab(QOpMaIuil [ICHTPAJIbLHON HEPBHOW CHUCTEMBI
(ITHC), maromoruu JIMKBOPHBIX MPOCTPAHCTB TO-
JIOBHOTO ¥ CIIMHHOTO MO3Tra (CHPHUHTOMHENHS,
ruaporiedanus). B HacTosmiee Bpems emie He-
JIOCTATOYHO M3yYEHBI OCOOCHHOCTH CTPOCHUSA
BWJIM3KEBA KpyTa, NepeOpatbHON reMOAMHAMU-
K W (YHKIIMOHATBHBIX HApYIIEHUH CTPYKTYD
CTBOJIa TOJIOBHOTO U CIIMHHOTO MO3ra y OOJBHBIX
¢ MK. Takxe, HECMOTps Ha ONHCaHHBIE CEMEH-
Hble cimydan MK, no cux nop erie He BBISIBICHBI
TCHETHUYECKHUE HApPYyIICHHUS, CIOCOOCTBYIOIIHE
Pa3BUTHIO TaHHOM MAaTOJIOTUU, YTO HE MO3BOJISIET
ONPEICNNUTh CBSI3aHHBIM C 3TUM TE€HETUYECKUU
puck [6].

OcuHoBHBIM MeTonoM Jieuenust MK sBiser-
Csl XUPYpPTrUYEeCKUN, HAPABJICHHBIN HA BBIPABHU-
BaHUE TUIAPOIMHAMHUYECKOTO IABJIEHUS JIMKBOpa
Ha YpPOBHE KpPaHHOCIWHAJIHLHOTO TEPEX0aa, CO3-
JlaHre OOJIBIION 3aThUIOYHOMN IUCTEPHBI M YCTpa-
HEHUE KOMIIPECCUU CTBOJIA TOJIOBHOTO Mo3ra [3].

Jlo HacTosIIIeT0 BpeMeH! He pa3paboTaHo
JIOCTATOYHO HANEKHOTO W YHHUBEPCAIHHOTO Me-
Toma auarHoctukn MK, KOTOpBIH MO3BOIHI OBI
Ha PaHHUX CTaAWsIX 3a00JIeBaHMS TPON3BOIUTH
0oTOOp MAITMEHTOB JUISI HAIIPABJICHUS WX Ha Ooee
yDIyOnéHHOE M CHEIMaTU3UpOBaHHOE 00CIIeno-
BaHUE. B CBSA3M ¢ 3TUM aKTyanbHBIM MPEACTABIIS-
ercsl JanbHellee BcecTopoHHee uszydeHue MK,
YTO TIO3BOJMT DIyOXKE TMOHSATh MEXaHH3MBI €¢
pa3BuTHS U BBIpabOTaTh OoOJNice YETKYIO TaKTHKY
BeJEeHUs U JIEUeHHUsT OOJBHBIX B 3aBUCHMOCTH OT
Pa3ITUYHON CTEMEHU BBIPAKEHHOCTH MATOJOTHH,
HaJU4MsI COMYTCTBYIOIINX aHOMAIUNA U KIMHUYC-
CKHX TIPOSIBJICHUH 3a00JICBaHUS.
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ITHOJIOTUS M NIATOTeHe3

HecMmoTps Ha mmpoxoe HpUMEHEHHE CO-
BPEMEHHBIX METO/0B AuarHoctuku MK, stuosno-
THS ¥ TIaTOTeHe3 ee 70 CUX TOp OCTAITCS HeJoC-
TaTO4YHO H3y4eHHBIMU. CyIIECTBYeT HECKOJIBKO
000CHOBaHHBIX TeOpud BO3HUKHOBeHHs MK.
BonbmMHCTBO aBTOPOB CUMTAIOT, YTO OCHOBHYIO
pOIH B PAa3BUTHH AaHOMAJIHMH HWTPAET MaTOJIOTHS
BHYTPUYTPOOHOTO pPa3BUTHUS KOCTHBIX U MSTKOT-
KaHbIX CTPYKTYyp 3aAHeil uepenHod sMkH. Tak,
MHOTOYHCJICHHBIMA HCCJIEIOBAHUAMU YCTaHOB-
JIeHa Ba)KHAsl POJIb HACJIEJCTBEHHOCTH B JETEp-
muHan MK, umerorcsi cBejeHnst 0 HaKOTUICHUH
ceMelHbIX ciayyaeB MK, B TOM uncie y MOHO3H-
TOTHBIX Onmu3HenoB [6, 7]. Ilpu ux aHanus3e Hau-
OoJsiee BEpOSATHBI ayTOCOMHO-JOMHHAHTHBIA HIIH
ayTOCOMHO-PEIECCUBHBIN THITHI HACJEOBaHUSI.
Kpome Toro, cymectByer rumore3a o TeHETHYe-
CKOH mpupoae 3aboieBaHMsI, CBA3aHHOM, BO3-
MOXHO, C 3Kcnpeccuerd Pax-1- u Pax-2- reHOB,
OTIPENEIISIOIMNX Pa3BUTHE aKCHAIBHBIX 00pa3o-
BaHui [28].

OpHako ecTb MyONMKaluuy, B KOTOPBIX J0-
KasbIBaeTCsS POJIb POJOBOI TPaBMBI B pPa3BUTHHU
MK. B pesynsrare mpoBeIeHHBIX MOp(oOMeTpH-
YEeCKHX HCCIEeNOBaHMH KOCTHBIX M HEBPaJIbHBIX
o0pa3oBaHUil 3a/IHEH YepETHON SIMKH Y OONBHBIX
¢ MK Obut OTMEYEHBI AWCTIPOIOPIINNA MEXKIY
JUIMHOM OJfoMeHOaxoBa cKara M CTBOJIA MO3ra,
00yCIIOBJICHHBIC, KaK TPEAIOJararoT, IIepeHeceH-
HO# pomoBoi Tpasmoii [8]. Ilpu TpaBMe mepBo-
Ha4yaJbHO MPOUCXOAUT MOBPEXKACHNUE KIMHOBUI-
HO-pELIETYaTHOTO U KJIMHOBOJIHO-3aTHIJIOYHOTO
cuHX0po30B. KocTHRIE OTIIOMKH HE MOTYT Cpa-
CTHCH MEXKIy CO00H, BCICICTBAE MX ITOCTOSHHOM
MOJIBM)KHOCTH, 00yCIIOBIIEHHOH ITyJIbcanneil Mo3-
ra. [Ipu Takux HEOMArompUSATHHIX YCIOBHUSAX 3a-
JKUBJICHUSI OOBI3BECTBICHHE W (OPMHUPOBAHWE
KOCTHBIX CTPYKTYp IPOHCXOIAT MEMJIEHHO U He-
NpaBWIBHO, YTO BelET K YKOpoueHHIO u aedop-
MaIlli¥ KJIWByCa W, KaK CIEICTBUE, HApyIIaeT B
MOCTHATAIEHOM Tieprosie POPMUPOBAHUE 3aTHEH
YepenHou sMKH [§].

OnucanHaple MaTO(QU3HONIOTUIECKUE MeXa-
HU3MBI MOTYT NPUBOAMTD K TUCTIPOIIOPIIAN MEXK-
Iy 00beMOM HEBpaJbHBIX 00pa30BaHUI U BMe-
CTHMOCTBIO 33/IHEH YepemHo# SAMKH, 00yCIOBIH-
Basi MOP(OIOTHYECKNE W KIMHIYECKHE TPOsIBIIe-
ausg MK [8]. Oxnolt u3 Haubosee TSHKETBIX KITH-
HUueckux Qopm sBugercs coderanne MK u cu-
PHHTOMHUENNH, yTo HaOmonaercs B 48-76% ciy-
gaeB MK [33]. B 6onpmmHCTBE clTydaeB MOJIOCTH
B CIMHHOM MO3T€ MPEACTaBISAIOT co00il ruapo-
MUEINI0, TO €CTh pPAaCUIMpEeHHe IEHTPAITHHOTO
CIIMHHOMO3TOBOTO KaHaja TOX AEWCTBHUEM IIO-
BBIIIEHHOTO JaBiieHus JukBopa.K ocnoxueHusIM
MK otHOcAT Takke W TuApouedanvio, BO3HU-

KaIOIIYI BCIEICTBUE JUIMTEIBHO HapacTarUIUX
HapyllIeHU! TUHAMUKU JMKBOpa. B 3aBUcUMOCTH
OT TMPUYMHBI HApyIIEHUN LUPKYIALUU JHUKBOpA
mpu MK mpemnoxeHa ux KiaccuUKamus ¢ BbI-
JieNieHueM u3onupoBaHHoi ¢opmbel MK, manb-
dopManm B COYETAHMH C CHPHUHTOMHENEH,
Manbopmanuu ¢ ruaponedatned u Mambhop-
MaIfH C TaTOJOTHIECKUM 00BEMOM CITMHHOMO3-
TOBOM JKUAKOCTH B OONACTH 3aIHEH UYepermHOU
smku [12,13].

MexaHnu3Mbl BO3HUKHOBEHHSI U IpOrpec-
CHUPOBaHUs CHUPWHTOMMEIHH, COMpPOBOXAAOLICH
MK, mnporuBopeuuBsl. beino mnpennoxeHo He-
CKOJIPKO THUNOTE3 IS 00BSICHEHUS MaTo(u3n0I0-
run cupunromuenun y 6omsHbeIx MK. Tak, ckon-
JICHHE CTPYKTYp B OONBIIOM 3aThUIOYHOM OTBEP-
CTHUH MOXET ACWCTBOBATh KaK BHEIIHSS «IIPOO-
Ka», CHABIMBAIOLIasi HWKHUE OTAEIbl CTBOJIA
MO3Ta U BEPXHEIIEWHOTO OT/EeNa CIIHHHOTO MO3-
ra, 4YTo MOKET MPENsATCTBOBATh Mepeaue BOIAHbIX
MyJIHCOBBIX BOJIH 1EPeOPOCTHHAIBEHON JKUIKOCTH
(rumpommHammudeckas Tumoteza B. Tapmaepa)
[22]. Tlo MHEHHIO IPYTHX aBTOPOB, BOZHUKHOBE-
HUe cupuHromuenuu B couetanuu ¢ MK cBszano
C pacTSDKEHHEM CIMHHOTO MO3Ta M HU3KUM pac-
MOJIOKEHNEM €ro KOHyCa IPH CHHIPOME (“KECT-
Kasg KOHLIEBas HUTbY», BEAYIIEM K BTOPHUYHOMY
MOpPaKEHUIO0 MO3TOBBIX CTPYKTYpP KpaHHOBEPTEO-
paipHOI obmacTu [14].

[IpumeHeHne MeToma MarHUTOPE30HAHC-
HOW TOMOTpa(uu MO3BOJISIET TOYHO OMPEIENUTh
CTETIeHb CMEILCHNST MO3KEUKa, OTNpeNesuThb Hop-
My Manb(pOpMalUu U CTENeHb MPOrpeccHpoBa-
Hus 3a00neBaHus. B CBsI3U ¢ 3TUM MOSBUIICS PsifT
HOBBIX Kiaccupukammii MK, OCHOBaHHBIX Ha
HelpoBu3yansHON KapTtmHe. Hambonee pacmpo-
CTpaHEHHOW CUMTAaeTCs KiIacCUpUKAIW, Ipe-
noxerHas DoynDetal. [21]:

e[ — onylieHre MUHAAIUH MO3KEUKA HU-
JKE YPOBHSI OOJIBIIIOTO 3aTHUIOYHOTO OTBEPCTHS;

oIl — onyuieHue MUHIAJIUH MO3KEYKa JO
ypoBHs C2 c pacnojoXeHHEM BapojHeBa MOCTa
W TIPOJIOJITOBATOTO MO3ra HIKE JUHHH Twining
(Mexxy OyropkoM TYpEIKOTO celyila M BHYTpPEH-
HUM 3aTBUIOYHBIM OyTpOM);

o [II — onyumieHre MUHIAJIWH MO3XEYKa B
COYETaHNU C THUIEPTCH3MOHHO-THIPOIE(aTbHBIM
CHUHIPOMOM;

o [V- rumnormnia3us MO3Ke4YKa U OIyLIECHHE
MIPOIOJITOBATOTO MO3Ta.

Yeranosneno, yto MK II-IV tunos Berpe-
YaeTCsl MPEUMYIIECTBEHHO B JETCKOM BO3pacTe U
COYeTaeTcs C MUPOKUM CHEKTPOM HEBPOJIOTHYe-
ckoi marosoruu. B mocneanee BpeMsl BBLACTSAIOT
takke HyneBoi tun MK (tum 0), KoTOpbIii nMeeT
HEKOTOPYIO KIMHUYECKYI0 CUMNTOMATHKy | Tuma
(vacTeie TONOBHBIE OOJIM U IPyTUE HEBPOJIOTHYE-
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CKHeE TIPOSBIICHHSI), HO SKTONHS MWUHAAIUH MO3-
Ke4yKa y TaKuX MaIeHTOB He JOXOIHT 10 5 MM,
YTO HE MO3BOJIIECT OTHECTU TaKUE CIy4aH K Kiac-
CHYeCKUM TutiaM 3aboneBanus [11,18].
KJanHuKO-HeBpOJIOrHYecKe MPOosiBJIeHHs

Knuanyeckue mposiBieHus Manbpopma-
umn Kuapu MHOrooOpasHbI W, KaK TIPaBHIIO,
MIPEJICTABICHBl PA3IMYHBIMA COYCTAHWSIMH CHM-
TOMOB THIIEPTEH3NOHHO-THAPOIEPaTHLHOTO,
MO3XEUKOBOTO, CIMUHAIBLHOTO, OymhO0apHOTO U
CUPHWHTOMHUENINYECKOT0 CHHAPOMOB. KimHmde-
CKHe TPHU3HAKKW BO3HHUKAIOT IMOCTENEHHO, Hapac-
TalOT, ¥ MOTYT Pa3MyaThbCsl y OTACIBHBIX Hallu-
eHtoB [1, 14, 17]. Yacto nepBble CUMIOTOMBI I1O-
SIBJIAIOTCS YK€ B JIETCKOM WJIM MOJIOJIOM BO3pac-
Te, pexxe MaHudecTanus 3a0ojieBaHus HAOIOa-
eTcst B 3penoM Bo3pacte. Kak mpaBwmiio, manyeH-
THI C KPAaHHOBEPTEOpaIHbHBIM aHOMAHSIMH, B T.H.
¢ manbdopmanmeit Kuapu, umeror amspaduue-
CKMH cTaTyc: KOPOTKYyIO IIel0, mieiiHble peldpa,
HU3KYI0O TpaHWI[y pocTa BOJOC B IIEHHO-
3aThUIOYHOM 00JacTH, aCHMMETpPHUIO JIMIA U Ye-
pema, roTudeckoe Hebo, MpHUpaILICHHE MOYEK yXa,
KH(OCKOINO3 TO3BOHOYHUKA, peOepHbIil Topo,
HEpPaBHOMEPHOE CTOSHHE JIOMAaTOK, BOPOHKOO0-
pasHyto rpyas u ap. [28].

YacTeiM TIpenpacrioyararoiuM (HakTopom
JUTS TIOSIBJICHHSI HEBPOJIOTHYECKNX CHMIITOMOB Y
6ompHBIX ¢ MK siBIsieTcs He3Ha4YWTeIbHAsI TpaB-
Ma, pexxe - uHdekuus [28]. Onucansl Takxke ciy-
YaW BO3HUKHOBEHHS HEBPOJOTHUYECKUX HapyIe-
HUIl Tocine nposeneHus y OonpHBIX ¢ MK miom-
0aJbHBIX MYHKUUH, JIIOMOOIEPUTOHEATEHOTO
IIYHTUPOBAHUS WIH JITUTEILHOTO TPEeObIBaHUS B
TIOJIOXKEHUH ¢ corHyToM mieeit [30]. B GombrmmH-
CTBE CJIy4aeB HEBPOJOTHUECKasi CUMITOMATHKA y
oonpHBIX ¢ MK HOCHT mporpeccupyrommii xa-
pakrep [2, 3], ocoOeHHO TIPH MOCTOSTHHOM (HHU3H-
yeckoM Hanpspkenuu [30].

[lo paHHBIM psga wucciemoBarened, I0
50% OonpaBIX ¢ MK wmMmeror Gonmm B oOnmacTu
men, a 25%-80% crpagaroT cyOOKIUIMUTAIHHO-
OKLHUIHUTATBHBIMU TOJIOBHBIMH OOJISIMH BCIIEICT-
BHE TIOBBHIIICHUS BHYTPHUYEPEITHOTO JaBIICHUS
[3]. [TogoOHOEe pa3HOOOpa3we HEBPOIOTHICCKUX
CHUMIITOMOB MAaTOT€HETUYECKH OOYCIIOBICHO TEM,
YTO NpH JAHHOM MAaTOJIOTUM MHHAAJIHHBI MO3-
JKedKa ¥ HIDKHUE OTIEINbI TPOJI0JITOBATOTO MO3Ta
OITyCKAIOTCSl BHU3, YTO NMPUBOJIUT K KOMIIPECCHH
KayJalbHBIX OTAEIOB CTBOJA, MO3KEUKa, BEpX-
HUX IIEHHBIX CEerMEHTOB CIIMHHOTO MO3ra, a
TaKKe K CHaBIICHHUIO U MEPerndy HIKHUX Yeperi-
HBIX HEPBOB. YCUJIEHHE CYOOKIHMIUTAIBHBIX 00-
Jei Tpy Kanmie Wik GU3NIECKOM HaINPsHKEHUH Y
0ompHBIX ¢ MK 00BsICHSCTCS DAIBEHEUITAM YBe-
JMYEHUEM TPBDKEBUIHOTO BBITISTYMBAHMS MUH/IA-
nuH Mo3xkeuka [5]. Kpome Toro, Ha ypoBHE

0OJBIIOTO 3aTHUIOYHOTO OTBEPCTHSA MPOHCXOIUT
KOMIIpeCCUSl TO3BOHOYHOW M 3aJHEW HIXKHEH
MO3KEUKOBOW apTepHiic pa3BUTHEM HIIEMHYe-
CKHX HapylIeHHH B BepTeOpaIbHO-0a3HUIIIPHOM
Oacceitne. [loMruMO ATOrO0 BO3HHUKAIOT JIUKBOPO-
MMHAMHYECKUE HapylleHUus ¢ (GopMHpOBaHUEM
THIEPTEH3NOHHO-THIPOIEPATEHOTO CHHIPOMA U
cupuHroMuenuu [2, 24, 25, 32]. Taxxe B maro-
reHe3e HEBPOJIOTMUECKHX cuMnromMoB npu MK
OOJIBIITYIO PO MTPAIOT COITYTCTBYIOIINE aHOMA-
WU KPaHUOBEPTEOpaIbHOW 00JacTH, KOTOPHIC
BBI3BIBAIOT JONOJHUTEIBHYIO TpaBMaTH3AIMIO
OIYIICHHBIX MUHJAJIMH MO3)KEYKa M IMPOJIOJITO-
BaToro mosra [13].

JlpyrMMu  4YacThIMH  HEBPOJIOTUYECKHMHU
nposienenussMu MK cuuTaroT BecTHOYJISIpHO-
MO3KE€UKOBBIE HapylleHus [3], MPUUMHOU KOTO-
PBIX SIBISIETCS HapyIIeHHWEe KPOBOCHAOKEHUS W3-
3a CHABJICHUS IIO3BOHOYHOM apTepuu WU 3aJHEU
HIOKHEH MO3)KEUKOBOW apTepud Ha YpPOBHE
OompIioro 3ateuTOYHOTO OTBepcTHs [2]. Bectn-
OynsapHas nuchyHkus y 6onpHeix ¢ MK xapak-
TEPU3YeTCs KPATKOBPEMCHHBIMU IPHUCTYIIAMU
HECHCTEMHOTO TOJIOBOKPY)KEHHS U TOBBIIICHHOMN
YyBCTBHTEIHHOCTHIO K BECTHOYJSIPHBIM HArpy3-
kaM. OmnucaHbl BeCTUOYJIOBEreTaTUBHBIC MapO-
KCH3MBI, KOTOPBIE COMTPOBOXKIAOTCS TOITHOTOH U
pBOTOM, 00MIeH c1abOCTBIO U NE30PHEHTHPOBAH-
HOCTBIO, a TaK)Ke HapylleHueM npixaHus. llpu
ocMoTpe OonbHBIX ¢ MK 4acTo BRIABISAIOTCS pas-
JUYHBIE BHUIBI HUCTarmMa (TOPH3OHTANBHBIA, PO-
TAaTOPHBIN, BEPTHUKAIbHBIM «OBIOUUMI BHHU3 U
BBEpX»), BCTPEYAIOINUECS, 10 HEKOTOPHIM JIaH-
HBIM, [IOYTH y MOJOBHHBI nanueHtoB ¢ MK [12].
Hambomnee xapakTepHBIM HapyIIEHHUEM SBISETCS
HUCTarM, «OBIOIINN BHH3)», BO3HUKAIOIINNA B pe-
3yJibTaTe HApyHIeHUs OanaHca B IEHTPAIbHBIX
BECTHOYJIOOKYJIIPHBIX TyTsaX [16]. Pam aBTopoB
CUMTaeT JAaHHBIA THUN I[EHTPAJHLHOIO BECTHOY-
JSIPHOTO HUCTarMa JUarHOCTUYECKMM TpU3HA-
KOM TIOpa)KE€HUSI KPaHHOBEPTEOpAIbHON 00IacTH
[2]. PaccrpoiicTBa MOXOAKH YacTO COIMPOBOXK-
JTAIOTCS CYOBEKTUBHBIMH OIIYIICHUSMU B BHJIC
nmomarsiBaHus. B To ke BpeMs OTMEYeHO, 4TO
MOIIATHIBAHUE TIPH XOJ50€ 3aMedain TOCTOPOH-
HUE JIIOAM, a caM OOJILHOM He OIlyIan mojo0Ho-
ro oTKJIOHeHMs. Hapymenue xoapObl BCTpeda-
nochk y 21,5% 6onpabIX ¢ MK. Y gactn 601bHBIX
MO3K€YKOBBIE PaCCTPONUCTBA MPOSABIISAIOTCS JIHIIH
B clenuaibHBIX npobax [9]. Hambonee mokasa-
TENhHBIM OBUIO BEHISBICHHE acWHepruu baOwH-
CKOTO B TOPM3OHTAJIFHOM M BEPTHKAIHFHOM IIO-
noxeHusx Oonpmoro. B psage paboT ycranosie-
HO, 4TO JepHUIUT B KOOPAWHATOPHBIX MpoOax
HaOJIFOMaJICS BO BCEX Tpymmax OOJBHBIX C IKTO-
nueit MuaganuH [9]. B mienoM, HecMOTps Ha Ha-
JMYUEe MO3KEYKOBOH MATONOTHH TpH OO0
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crenenn MK, mmeercs TeHAeHLMS K HanOOJIb-
el BBIPAXKEHHOCTU €€ Y OONBHBIX C 3KTOMHUEH
Mo3keuka Oonee 10 MM, ¢ mpeoOnagaHueM CUM-
NTOMOB IMHAMUYECKOMN aTaKCUU.

Kpowme Toro, y 6ompHBIX ¢ MK oTMeuaroT-
Csl IBUTaTENbHBIC HAPYIICHUSI, KOTOPHIC XapaKTe-
PU3YIOTCS HapyIIEHHEM MOXOAKU H30JIUPOBAHHO-
r0 CHacTUYECKOr0 WM CMELIAHHOTO CIIACTHUKO-
arakTuyeckoro tuma. OJHAKO Yalle BBIABISAETCS
nupamMuaHas HefgoctarouHocTs [6]. Ilokasano,
YTO MPOrPECCUPYIOIIMM Nape3 HUKHUX KOHEYHO-
CTell MOXET Kak IpeoOnanarh Haj BEPXHUAM Ia-
pamnape3oM, Tak U BcTpeuarbesi pexe [6]. Berpe-
YaIOLIUECs Mape3bl BEPXHUX KOHEYHOCTEH HOCAT
CIIACTUYECKHH W CHACTHKO-aTpo(UYecKHil Xa-
pakrep. OTMedaroT Takke mpeoOlafaHue TMPo-
KCHMAaJIbHOTO TMape3a HaJl AUCTAIbHBIM [6].

Ilo maHHBIM JTUTEPATYphl, HAPYIICHUS JbI-
XaHWA, LEHTpajJbHBIE alHOd, CHHKOIIBI, Kalluie-
BbIC CHHKOIIBI OTMEYEHHBI y 4 - 20% manueHToB ¢
MK [33]. IMeroTcsi MHOTOUHCICHHBIC OMACAHUS
SIMHUYHBIX CITy4aeB HOYHBIX alHOD Y B3POCIBIX
0onbpHBIX ¢ MK, 00HapyXEHHBIX C HCIIOJIb30Ba-
HUeM Mertoia monmcomHorpaduu [20]. [Ipemmo-
JIararoT, 9TO OOMOPOYHBIE COCTOSHUS BO3HHUKAIOT
BCJIEJICTBHE PE3KOT0 U3MEHEHUS! BHYTPUUEPETTHO-
ro JaBJCHUS, KOTOPOE MOXKET MOSIBUTHCS IMOCIHE
KallUlsl, YMXaHWA, HaTYy)XKUBaHUS, (U3NIECKOTO
HanpsokeHus. CorllacHO HCCIIEOBaHUSAM Hallu-
yre cUHKONoB y OoibHBIX ¢ MK 00ycioBneHo
COCYIUCTHIM (haKTOPOM, CBSI3aHHBIM C TIPEXOIIs-
el KOMIpeccue MO3rOoBOM TKaHU U COCYIOB
BepTeOpaIbHO-0a3MIIsipHOrO OacceiiHa Ha ypoBHE
KpaHHoBepTeOpanpHOl obmactu. llogTrBepikme-
HHUEM TOMY CIyXaT TpeKpameHrne OOMOPOKOB
MocJie YCHEIIHOW JAeKOMIIPECCHH 3aaHell yepen-
HoM siMkH [20].

Kimmangecknit momumopdusm MK mpen-
rojlaraeT JAeTajdbHOE H3y4YEeHHE CHUMITOMAaTHKH
3a007€BaHUsl M HEOOXOIUMOCTb TPOBEACHUS
muddepeHmanpHoro  auarfoza.  CIoXKHOCTh
panHeit nuarHoctukun MK o0ycrnoBieHa cxoxe-
CTBIO KJIMHUKO-HEBPOJOTUYECKUX MPOSBICHUN
AHOMaJIMH C JPYTMMH HEBPOJIOTHYECKHMHU 3a00-
neBanusmMu. Knnanveckue npusnaku MK B psne
CIIy4aeB CXOXKH C PACCESTHHBIM CKJIEPO30M, II0-
CJIEICTBUSIMU YEPEITHO-MO3TOBOM TPaBMEI, CHH-
JIIPOMOM  BepTeOpabHO-0a3WIISIPHON  HEIOCTa-
TOYHOCTH BEpPTEOPOTCHHOTO TeHe3a, JereHepa-
TUBHBIMUA 3a00JICBAaHUSIMH HEPBHON CHCTEMBI,
CIIMHOIEPEOCIUISIPHBIMA  ISTeHEpaIusIMHA, 000-
COOJIEHHBIMH OITYXOJISIMH 3aHEH YeperTHON SIMKH
U KpaHuoBepTeOpanbHOW oOmactu [1, 12]. VY
6oxpHBIX ¢ MK B codeTaHnu ¢ CHpUHTOMHUETHEH
TIEpBhIE CUMITOMBI OOJIE3HH, Kak IIPaBHIIO, SIB-
JISIOTCSL BTOPUYHBIMH OT CHpUHTOMHeNnuu [33,

34, 28].

Takum obOpazom, KJIMHAKO-
HeBposiornueckue nposisienns MK pasHooOpas-
HBbI U OOYCIIOBJICHBI KaK HEMOCPEICTBECHHO TPbI-
KaMH MUHIAJIUH MO3)KeUKa, TaK U HapyIIEHUIMHI
JUKBOPOLMPKYJISIIMA B 30HE OOJBIIONW IHCTEp-
Hbl. BapuaHThl JTUKBOPOLUPKYJISAIUN Y OOJIBHBIX
MK mnpencraBneHsl peTpo-, cymnpa-, Jarepo-, WH-
TparepeOeUIIpHBIX JIMKBOPHBIX 00BEMOB W CH-
PUHTOMHETTMYECKIX TIOJNOCTEH BCIIEICTBHE 3a-
TPYJHEHHS IMaccaka JTMKBOPA Pa3IMyHOTO XapaK-
Tepa Ha YPOBHE 3alHEH uepemHoi smku [11, 12].

OmnpeneneHHy0 MMOMOIIb MOXET OKa3aTh
cUcTeMa KIMHHYECKUX CHHAPOMOB, CHOPMHUPO-
BaHHBIX PSJOM aBTOPOB Ha OCHOBE MHOT000pa3-
HBIX JXKaJ00 U OOBEKTUBHBIX HEBPOJIOTHUYECCKHUX
CUMITOMOB, BKJIIOYANOIIUX HawOoOJiee 4YacTo
BCTpEUAIOIIAecs HapYUIeHHS: TUIEPTEH3UMOHHO-
ruaporiedaTbHBI CHHAPOM, CyOOKIMITUTAIBLHEIC
0oJH, cerMeHTapHbIe AMCCOLUUNPOBAHHBIC HApPY-
IIEHUsT YYBCTBUTEIHHOCTH, THUPaMUIHEBIE, MO3-
JKEUKOBBIC W OyJbOapHBIC HAPYIICHUS, TOpaxe-
HUs YEPENHBIX HEPBOB, CTBOJIOBBIC HAPYIICHUA,
CKONMO3 U nu3padudeckue npusHaky [3]. Yame
BCEro0 MMEET MECTO KOMOWHAIWMSI 3TUX CHHIPO-

MoB [33].
MeToabl Hcc/Ieq0BAHUSA
[Ipemonepanmonnast Bepudukamuss MK

SIBIIIETCS MCKITIOYUTEIILHO BaXKHOW TMIPOOIEMOi
CEroAHSIIHEN XUpypruu. Bruarnoctuke aHoma-
Ui KpaHHoBepTeOpanbHOW 005acTH, B 4acTHO-
cti MK, GONBITyIO pOJTh UTPAIOT JydeBHIE METO-
nbl. IIppumenenue B KIMHUYECKON IPAaKTHKE Mar-
HUTO-pe3oHaHcHOW Tomorpaduu (MPT) 3naum-
TENbHO YIYYLIMJIO JUArHOCTHKY IaToJOrH4e-
CKHX W3MEHEHUH TOJIOBHOTO MO3Tra, B TOM YHCIIE
KpaHHOBepTeOpa pbHOi obOmactu. biaarogaps Bos-
MOXHOCTH OTOOpa)kaTh aHAaTOMUYECKHE CTPYyK-
TypBI TOJIOBHOTO MO3Ta B TPEX INIOCKOCTAX H Aa-
BaThb KOHTPACTUPOBaHHE MITKHX TKaHel 0e3 uc-
MOJIb30BaHMsl KOHTpPAcTHBIX cpencts, MPT mno-
3BOJIICT YTOYHUTH XapakTep 3a0oJeBaHUs U
000CHOBaTh BO3MOXXHOCTH €T0 YCIEIIHOTO Jieue-
Husa. MPT cymecTBeHHO ynydninia BO3MOXHO-
¢ty nuarHoctukd MK B cuity BU3yanusanuu 30-
HBbl KpPaHHOLEPBHUKAIBHOIO COYJICHEHUS Ha ca-
TUTTaJbHBIX TOMOTpPaMMax W SBISETCS B Ha-
CTOsIIEee BpeMsi METOJI0M BbIOOpa [4]. Mcmonb3o-
Banue MPT BBIABWIO HMIMPOKHUM JUana3oH OITy-
MICHUH MHUHIATUH MO3KedKka y O60ombpHBIX ¢ MK.
[MocranoBka auarno3za MK y GonbHBIX ¢ 00ib-
0l BeNTMYMHON Masib()OPMAllIM HE BBI3BIBACT
TPYZHOCTH, B CIIy4asdx e, KOrAa MO3HLHS MHH-
JATUH MO3KEYKAa HAXOOUTCS HA IMOTPaHUYHOM
YPOBHE, IHAarHOCTUKA CHJIBHO OCIIOXKHsSETCs. Pd-
JIOM aBTOPOB OBLIM IIPOBEIEHBI UCCICIOBAHUS 110
M3MEPEHUIO OIyLICHUS] MUHJAIMH MO3XKE4YKa C
nomouipto MPT u KOTOphIX OblTa BBISBICHA
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HOpMa, OTHOCUTENHFHO KOTOPOW W TPOBOIMIN
CpaBHEHHE, YTO Takxke MO3BoNMIO nuddepeHiu-
poBate MK oOT comyTcTByloIIeld MaToNOruU -
ruaponedaiiy, CHPHUHTOMHENTHH ¥ CHPHHIO-
OynpOMM ¥ Jpyrux Manb(opMaiuil MO3TOBBIX
cTpykTyp [11].

Buenpenne wmetroma  (a3oKOHTpacTHOM
MarHATOPE30HAHCHON JWKBOporpaduu C TpH-
BSA3KOW K CEpACYHOMY ITUKIY a0 BO3MOXXHOCTb
WCCIIeJIOBATh IBMKCHUE JIMKBOpA B CyOapaxHOH-
JIATIbHBIX TIPOCTPAHCTBAX 3aJHEH UYepernHou siM-
KM, CIIMHHOTO MO3Ta M B MOJOCTH CHPHUHTOMHE-
nudeckux Kuct [1]. DTy uccnegoBaHus Mo3BOIH-
JIU yTOYHUTH MATOTeHE3 CUPUHTOMHUENNN Y 00Ib-
HbIX ¢ MK, a Takke TEXHUKY XHPYpPrHYECKOIro
JICYeHHUs1 TAKOTO 3a00JIeBaHuUsI.

IlepcnextuBHON pazHOBUAHOCTEIO MPT
ABIISIETCSI MAarHUTOPE3OHAHCHAst aHTHorpadus
(MPA), mo3Bosstonias HaOJIIOIATh KPOBOTOK B
9KCTpa- M HMHTPAKPAHWUAIBHBIX apTEepHUsIX MO3ra
[1] n omeHHMBaTh KOJUTATEPANBHBI KPOBOTOK IIO
CUCTEeMe BUJLTU3MEBA KpyTa.

B mnocnenHue nBa necsATHIIETHS BeIyIHe
MTO3UINH B IUATHOCTHKE TIOPAKEHUH COCYTUCTOMN
CUCTEMBI TOJIOBBI 3aHUMAIOT METOMBI YIbTPa3BYy-
KOBOW TMAarHOCTHKH: YJIbTPa3ByKOBas IOMILIEPO-
rpadus (Y3II'), uBeToBoe myIIIEKCHOE CKaHU-
posanue (LI/IC) [10]. HemnBa3uBHOCTH U BBICO-
Kasi ”HPOPMATHUBHOCTh AHHBIX METOJOB TO3BO-
JISIFOT C YCTIEXOM HCIONB30BaTh UX JUIS U3yUEHUS
COCTOSIHHA ~IIepeOpalbHOM  TEeMOJWHAMHUKH Y
OOJIEHBIX JIIOOOTO BO3pacTa C COCYIUCTHIMHU 3a-
0oJIeBaHUSMHU MO3Ta HE3aBUCHMO OT HUX COCTOS-
Husl. [loBBIIEHHE CKOPOCTH KPOBOTOKA IO BHYT-
penneii conno#t aprepuu (BCA) ObuT0 0OTMEUEHO
y TMalMeHTOB C CHHIPOMOM IO3BOHOYHON apre-
pUU TIpU 3HAYUTEIEHOM JBYCTOPOHHEM CHUXKE-
HHAW KPOBOTOKA TIO TMO3BOHOYHOHN aptepuu [12].
Ycunenue kpoBotoka 1o BCA BBISBICHO Takke
Ha cropoHe 3amHeid Tpudypkanuum BCA [10].
[Ipu TpaHCKPaHUAIIEHOM JOTITIeporpa-
¢uu(TKIAI') onmucanbl xapakTepHbIE U3MEHEHHUS
uepeOpanbHOH T'eMOIWHAMUKU IIPH BHYTpHUYe-
pEeIHOH THIEPTEH3UH — CHHIIPOM «3aTpyAHEHHOU
neppysum» [10]. JymiekcHOe CKaHWPOBAaHHE
UCTIOJIB3YETCS B TUArHOCTHKE aHOMAJIW U Bapu-
aHTOB CTpOEHMs apTepuil Mo3ra [6]. Meronsl
TKA u Y3AI' mo3Bomunn auddhepeHIpoBaTh
pa3nUuYHBle BapHaHThl CTPOEHHUS BHUJUIM3HMEBA
Kpyra, a Take BBIIBHTH HapyIIEHHS KpOBOOO-
parmieHus B apTepusix BepTeOpaIbHO-
OasmyapHOTO OacceifHa y OOJNBHBIX ¢ KOCTHBIMU
aHOMaNMsIMU ~ KpaHHOBEpTeOpaldbHOH  oOnacTu
[12].

CymiecTByronme MeTOABl HCCIeIOBAHUS
COCYIHMCTOI CHCTEMBI TOJJOBHOTO MO3Ta HapaBHE
C HEOCTIOPUMBIMH NPEUMYILECTBAMHU 00JaIal0T U

psAAOM HemocTaTkoB. Tak, K MHWHycaM MeToja
MPA MOXHO OTHECTU JOBOJILHO OOJIBIIIOHN MPo-
MEXYTOK BpPEMEHH, HEOOXOMUMBIM IJsl TOTyde-
HUs w300pakeHnid (12-17 MUH), BBICOKYIO CTOH-
MOCTh OOOpYIOBaHMA M €r0 JKCIIIyaTaluH, clie-
oUagbHble TPeOOBaHHUA K MOMEIICHUSM, B KOTO-
PBIX HaxomsaTcs MpHOOPHI (IKpaHUPOBAaHHE OT
pagrovYacToTHEIX ToMex). Meromom MPT 3a-
TPYOHHUTEIBFHO 00CHeNoBaTh OOJNLHBIX C TICHUXO-
MOTOpPHBIM  BO30yXIeHUeM, KiaycTpoholuei,
WCKYyCCTBEHHBIMU BOJHUTENSIMH PUTMa, KPYITHBI-
MH METaJUIMYeCKUMH UMITIaHTaTamMu U T.11. [10].

TeM He MeHee OCHOBHBIM W Mpeoliagaro-
MM METOJOM HM3YYEHUs KpPaHHOBEpTeOpanIbHOI
obmactu B Hacrosuee Bpems siBigercs MPT kax
HanOosee MH(pOpMaTHUBHBIN crocod HelpoBU3ya-
JU3AIUK, CIOCOOCTBYIOIINN BHIOOPY TaKTHUKH
BeaeHus 6oinpHOr0O MK.

OneparuBHoe JedyeHue MajabopManuu
Kuapu

OcHoBHBIM MeTooM Jedennss MK sBnser-
csl omepaTHBHOE BMENIATENbCTBO, TaK KaK IIPOBe-
JeHNE MEIMKAaMEHTO3HOW TepamuH C HCIOJb30-
BaHUEM JETHUAPATAMOHHBIX, COCYIUCTHIX U CUM-
MITOMaTHYECKUX ITPEnapaToB HE OKa3bIBaeT 3Ha-
YUTEIBHOTO W CTOWKOro 3dekra, a mocie ee
MIPEeKpaIleHrss OCHOBHBIC MPOsBIIEHUS 3a00JieBa-
HUS TIPOJAOJDKAloT HapacTare. OmeparnBHOE
BMEIIaTeNIbCTBO MPOBOJUTCS TIPEXK/IE BCETO C Lie-
JbI0 yCTpaHeHUs! (PaKTOpOB, OIOKUPYIOIIUX JIMK-
BOPOTIPOBOASAIINE ITIYyTH, U BOCCTAHOBIEHHUS (Hu-
3WOJOTHYECKON IIepeOpaIbHON W CHUHAIBHOU
JUKBOpOLHUPKyIsiuii. Bcem 6ompHbM ¢ MK ipn
HAJIMYUH HEBPOJOTHYECKOW CHMITOMATHKHU Clie-
IyeT PEeKOMEH0BaTh paHHEE XUPYpPrHIecKoe Jie-
YeHHe cpasy IOClie YCTaHOBJIEHUS AWarHosa. B
rpymiy pucka o MK crnenyer BkimtounTh 00IB-
HBIX C co4yeTaHWeM Iedanruu  ImeifHo-
3aTBUIOYHOM  JIOKQIM3alliK,  BECTHOYISPHBIX,
OynbOapHBIX ¥ MHPAMUIHBIX HapylieHui. [loka-
3aHUAMH K XUPYPrHUECKOMY JICUCHHIO SIBIISIOTCS
cienymoomue (GakTopbl: MPUCOSTUHEHHE THIPO-
nedanbHbIX W3MEHEHHH TMPH THIEPTEH3MOHHOM
CHUH/IPOME M ONMYIICHHH MUHJAINH MO3XKEUKa 110
maanaeiM MPT wm (opmupoBaHuy BEIpaKEHHOU
BOJISIHKH;, HEA(PPEKTUBHOCTH PaHee TPOBOTUMOTO
KOHCEPBaTUBHOIO JICUCHUS, YXYAILICHHE KaueCTBa
KU3HU OONBHOTO, OOYCIOBICHHOE YCHJICHHEM
nedalrud TpU  BHIONHEHHN HE3HAYHTEILHBIX
(U3NUECKUX HArpy30K M ICHXO3MOLMOHATEHOM
HaNpsDKCHWW, HapacTaHWe JHUKBOPOJUHAMHYE-
CKUX HapyuieHud no gaHHbiIM MPT; mo3zxkeudxo-
Bble JNUCOYHKIHMH; HAKOIUIGHHWE Lepedpocu-
HAJIBHOHN >KUIKOCTH TOJ] TEHTOPUYMOM, (hopMu-
pOBaHNE NMAaTOIOTHYECKUX JMKBOPHBIX 00HEMOB B
MOCTO-MO3XEUKOBOM LUCTepHE, BHYTPHU MOIY-
HIapus MO3XKEUKa, 0331 MO3KeUKa 10 JTaHHBIM
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KT, MPT. JlpurarenvHbie HapyiieHus npu MK,
KakK MPaBUJIO, BRIABISAIOTCS Y MAIMEHTOB C HaJH-
YHeM CUPUHTOMHEIMUYECKON TONOCTH, YTO MOXK-
HO paccMarpuBaTh KaK OJWUH U3 OCHOBHBIX M€Xa-
HU3MOB (OPMUPOBaHUS IPOBOJHUKOBBIX pac-
CTpPOICTB; MOpPa)XCHUEM YEpENHBbIX HEPBOB IPHU
MK c¢ coueTanueM NMaToIOrM4eCKOro HaKOIICHUS
JUKBOPHBIX O00BEMOB B PAa3IMYHBIX OTAEIaxX
CTBOJIa TOJIOBHOTO Mo3ra [12, 13].

B nacrosmee BpeMs MpoBOISATCS pa3iuy-
HbIe MOTU(HUKAIMK omepanuu [ apaHepa, BKIIO-
YaloIllie PEe3eKIMOHHYI0 TpemaHaIfio 3aaHeil
YepenHoi SIMKH, pacCeyeHHe TBEpIOW U B psle
CIIy4aeB apaxHOHJANBHOM 000I09eK ¢ pe3eKIueit
uni 0e3 pe3eKIH MUHAAJINH MO3KEUKa, C pe-
KOHCTPYKIMEH OOJBIIOI 3aThUIOYHON ITHCTEPHBI
wm 6e3 Hee. [19]. Kpome Toro, MOMONMHUTENHEHO
MPOBOASAT JIUKBOPOLIYHTUPYIOIINE ONEpaluy KakK
OIUH M3 ATAloB ONEPaTHBHOTO BMeEIIATENIbCTBA.
Ilpu HanmuuuM CUPUHTOMHETIUU B PSIE CIy4acB
BBIIIOJIHAETCS PACCEUEHUE U IPEHUPOBAHUE CH-
puHTrOoMHenn4Yeckux KucT. C BHEAPEHHEM MHKpPO-
XUPYPrUUECKOrO OCHAIIEHUS CTaJl0 BO3MOXHBIM
MPOBEJICHUE KOAryMsLUU U B DS CIy4aeB pe-
3exnun MuHganwH [19]. IIpu couetanmm MK u
CHUPUHTOMUEIIUU XUPYyPTUIECKOE BMEIIATEIHCTBO
HaIpaBICHO HA YCTPaHEHHE HEBPOJOTHUYECKOrO
nedunnura, 0O0yCIIOBICHHOTO HAJIMYHEM CHPHH-
TOMHETUYECKOl MOJNIOCTH. AMepUKaHCKHUE Hen-
pOXUpPYpPTH MpennaraiT MPOBOAUTH BEHTPUKYIIO-
JIPEHUPYIOUIYIO ONEpPalHi0 B KAYECTBE OCHOBHO-
ro mertoja jedeHus: coueranHoit MK ¢ ruapoue-
(hanmeii. DTOT BapHaHT JICUCHUS HAIIEN OTpake-
HUE U B psage apyrux pabot [23, 36]. Hpyrum
MOJIXO/I0OM JEKOMIIPECCUU CTBOJIA MO3Ta SIBJISETCSA
MIPOBE/ICHNE IUIACTUKU OOJBIION HUCTEPHBI ITy-
TE€M BLIMBaHUS TpaHCIUIAaHTaTa TBEPAOU MO3ro-
BOH 000m0uku. Kpome TOTrO, MPOBOIMIINCH 3KC-
NepUMEHTAIbHBIE Pa0OTHl C BBEJCHUEM KaoJlMHA
B OOJNBLIYI0 LUCTEPHY M pa3BUTHEM pyOILOBO-
CIIMITYMBOTO TIpoIlecca B 3TO¥ 3oHe. HeoOxomu-
MOCTHh BOCCTAHOBJIEHHUS JTUKBOPOIMPKYJISAINA Ha
ypoBHE OOJNBILON IMCTEPHBI TaKXKe MOATBEPKIa-
eTCsl BBEICHHUEM KpacuTelled B OONBIIYIO IHC-
TEpHY W TPAHCIO3ULMEH KOHTpacTa B IEpHUBa-
CKyJSIpHBIE M TI€pHHEBpAIbHbIE MPOCTPAHCTBA
BEpXHEIIEHHBIX KOpemKoB [14].

HecMmotps Ha MHOrOOOpasme BapHaHTOB
XUPYPrUUYECKOTO JIEUEHHUS, Omepalusi He MOXKET
OBITh MOJHOCTHIO CILTAHMPOBAHA, TAK KAK MHOTHE
WHTpAOTIepAIlIOHHBIE HAXOAKH HE MOTYT OBITh
Bepu(HUIUPOBaHBl [0 omepanuu. B dacTHOCTH,
CIIACUHBIN TIpOleCC BOKPYT MUHIAIMH, 3a/JHE-
HIDKHEH MO3KEUKOBOH apTepuu, (PUKCHpOBaH-
HOCTh BEpPXHEIIEHHOIO OTHENa CIMHHOIO MO3ra
TPeOYIOT JOMONHUTENBHBIX XHPYPrHUECKUX Ma-
Hunymauuid [29]. K peakum Haxoakam MOTyT

OBITH OTHECEHbI M3MEHEHWsI, KOTOphIE pacrioa-
raforcsa Ha gHe [V xemynouka (TIHanbHbIE WU
apaxHOUJAIbHBIC KUCTHI, TIIHAIBHBIC WU XOPHO-
WIOANbHBIC Y3JIbI, CYONEHAMMOMBI), OTEK 3pPH-
TETFHOTO HEpPBa, KOTJAa PEKOHCTPYKTHBHAS OIe-
panusi MOxeT ObITh JOTMONHEHa (eHecTpamnue
000I104YeK 3pUTEIHLHOTO HEepBa [26].

[To maHHBEIM pa3MUYHBIX aBTOPOB A dek-
TUBHOCTh XUpypruueckoro ynedenuss MK cocras-
nser 70-90% [3, 12, 13]. Tak, B pabote, mpoBe-
JNIEHHOW COTpyOHHKaMH Kadeapsl HEBPOIOTHH
BI'MY Ha rpynnax nangeHTOB B 3aBUCUMOCTH OT
HapyIICHUs JTUKBOPOJWHAMHKH, OblIa MOKa3aHa
BBICOKasl 3(h(DEKTUBHOCTh XUPYPTUUECKOTO Jieue-
HUs (IPUMEHSUIOCH JIMKBOPOIIYHTHPOBAHUE, pe-
KOHCTPYKTUBHBIE OIEpali Ha 3aJHEd 4epIHOM
SIMKe, a TaK)Ke COueTaHHbIe orepanun). B rpyme
00pHBIX ¢ m3ommupoBaHHOW Gopmoit MK y 92%
MAlMeHTOB HACTYMWJ TOJHBIA WM YaCTUIHBINA
perpecc HEBpPOJOTHYECKOW CHMITOMATHUKU, TPU
3TOM B OOJIBIITMHCTBE CIIy4aeB BBHITIONHSIIUCH pe-
KOHCTPYKTHUBHEIE OTIEPAINH C pe3eKIued MUHIA-
nuH Mozxkeuka (50%). B rpynme ¢ coderanuem
MK c¢ cupuHromuenueil OCHOBHOM omepaunuen
SBWJIACh PEKOHCTPYHPOBAaHHAs oIepamnus C pe-
3ekuuedt MuHnanuH (89%), a TPOLEHT BBI3IO-
POBIICHUSI W VAYYIICHUS COCTOSHHUS COCTaBHII
cootBercTBeHHO 61,1% u 38%, mpu >TOM HacTy-
MWJT TIOJIHBIA WJIM YaCTUYHBIN perpecc HEBPOJIO-
TUYECKOW CUMIITOMATHKU Y BCEX MAIMEHTOB HC-
cineayeMoil rpynmbl. B rpynme ¢ JomogHUTENb-
HBIM JINKBOPHBIMH O0Ob€MaMH B 00JacTh 3ajHei
YepenHod SMKH OJIarONpUSATHBIA HCXOJ OIepa-
THBHOTO BMeIIATeNbCTBA HAOMIOMANCS y BCEX
bompHBIX [12, 13].

B mocneonepanuoHHOM mepuoze IMpouc-
XOJIUT PErpecc KOPEUIKOBBIX, MPOBOJIHUKOBBIX U
CerMeHTapHBIX PacCTPOWCTB, a TaKXKe yMEHbIIIe-
HHUE pa3MEPOB CHUPUHIOMUEIIUYECKOW KHUCTHI. Y
OOJIBHBIX C OKKJIIO3MOHHOHN THapoledannei or-
MEUaIOTCsl YMEHBILIEHHE DPa3MEpPOB IKEITyITOYKOB
TOJIOBHOTO MO3Ta M paHHUIl perpecc B mocieore-
PalMOHHOM nepuoje TUNEPTEH3UOHHO-
runponedarpbHoro cuaapoma. OmIHAKO U3BECTHBI
CITy9ad BOSHUKHOBEHHSI PAa3TUYHBIX OCIOKHEHUI
ToCJIe OTepaTuBHOTO BMelIarenbcTBa. Hanbonee
OMacHBIMU U3 HUX SBIAETCS OTEK TOJIOBHOTO
MO3Ta U BEpXHEIIEHHOTO OT/eNIa CTUHHOTO MO3Ta
Mociie PEKOHCTPYKTUBHBIX ONEpaluii Ha 3agHei
YEPEMHON SIMKE U TI0CIIe JTUKBOPOIPEHUPYIOIINX
omepauuii [23], BO3HHMKAIOLIMK yYalle BCEro B
paHHEM TIIOCIIEOTIepallHOHHOM Teprozae. Taxke
MOXeT (popMUPOBaThCS PyOIIOBO-CIIACUHBIN MTPO-
[[eCC MOoCIie JEKOMIPECCHU CTBOJA C MOCIEAYIO-
el OKKJIIO3MeH JIMKBOPHBIX MyTEW W Iporpec-
cupoBannem ruaponedanun [27]. Kpome Toro,
MOTYT UMETh MECTO OIyIICHHE MOIPKEUKA MOCIE
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JICKOMITPECCUBHOM TpenaHaluu 3ajHel ueper-
HOH SIMKHU U TOTAJIBHOE MOPAXCHHE BEPXHELICH-
HOTO OTJieNa CIIMHHOTO MO3ra MPHU MPOBEACHUU
oTiepaniiid B TIOJIOKEHUH OonbpHOTO cuas [35].
PeKOHCTpYKTUBHBIE ONEepaliy Ha 3aJHEH uepen-
HOH SIMKE MOTYT OCIOXHSTBCS MPOTPECCUPOBA-
HUEM CHPHHTOMUENNH, (POPMUPOBAaHUEM CHUPHH-
ro0ynme0un , ckonmmosa mo3BoHounuka [30, 40].

Hus Manshopmannn Knapu u moaru B 90% ciy-
YaeB MMEET ONArONpHUSATHBIM HCXOJ, 3aBHCSIIIHNA
OT TPOJIOJKUTEIBHOCTH 3200JICBaHMS, BIPAKCH-
HOCTH JINKBOPOJWHAMHUYECKHX HapyLIeHUH H
TaKTUKH XUPYypPruYeckoro BMerarenbcTBa [12].
Brlmeonrcannbie OCIOXKHEHHUS B CBOIO Ouepellb
MOJTBEPKAAIOT  HEOOXOAWMOCTh  THIATEIhHOM
MIPENONIEPAITMOHHON JUArHOCTHKH, YETKOW JH-

Bo3MOXHBI Takke JIeTadbHBIE UCXOABI OT JIETOY-
HBIX OCJIOXKHEHHUH [23].

Takum o00Opa3oM, oOmnepaTWBHOE BMeIla-
TEJIBCTBO SIBJSICTCS aJCKBAaTHBIM METOJIOM Jicde-

(epeHIMPOBKN TATOJOTUH KpaHUOBepTeOpaib-
HOM o00nacTu, WHTpa- M MOCIEONEPAIIMOHHOTO
KOHTPOJISI COCTOSTHHS OOJIBHBIX.
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DGAPMAKOTI'EHETHKA INTIOKOKOPTUKOCTEPOU/HOI'O 1
B2-AJIPEHEPTUYECKOI'O PELHEIITOPOB I1PU BPOHXHNAJIBHOU ACTME
'I'FOY BIIO «Bawxupckuti 20cy0apcmeenHblil MeOUYUHCKUL YHUBEPCUMEm »
Munzopascoypaszeumus Poccuu, 2.Y¢ha
Uncmumym ouoxumuu u eeHemuxu Yumcxkoeo Hayunozo yenmpa
Poccuiickoti akademuu nayx, 2.Ypa

B crarbe mpuBeneH 0030p COBPEMEHHBIX JAHHBIX BIWSHHS MOJTUMOP(HBIX BAPHAHTOB TI€HOB IIIIOKOKOPTHKOCTEPOUIHOIO
peuenrtopa u P2-aapeHopenenTtopa Ha 3Q(EKTHBHOCTH JICYCHUs] OPOHXHMAIBHOM acTMbl. J[aHHBIE T'€HBI MPEICTABISIOT OCOOBIN
HUHTEPEC JIsd KIIMHUIHCTOB, TaK KaK OHU YYaCTBYIOT B MeTabom3Me JICKapCTBEHHBIX IPEIIapaToB, IPHUMEHIAEMBIX B TEpaluu
OpOHXHAIBHOW aCTMBI.

Knroueevle cnoea: OpoHXHWaNbHAs acTMa, TeH TIIOKOKopTHKocTepoumHoro perentopa (GRL), ren P2-aapeHoperentopa
(ADRB?2), noumopdusm.

R.R.Murzina, A.S.Karunas, R.F.Gatiyatullin
PHARMACOGENETICS OF GLUCOCORTICOSTEROID
ANDB2-ADRENERGIC RECEPTORS IN BRONCHIALASTHMA

The article provides an overview of current data on the influence of gene polymorphic variants of glucocorticosteroid receptor
and B2-adrenoceptor on the effectiveness of treatment for bronchial asthma. The above genes are of particular interest to clinicians
due to their involvement in drug metabolism in the treatment for bronchial asthma.

Key words: bronchial asthma, gene glucocorticosteroid receptor (GRL), gene 32-adrenoceptor (ADRB2), polymorphism.

Bbpouxuanpnas actma (bA) sBmserca on- HoBocubupcke, 11,4% B Tomcke. B cpennem mo

HUM W3 HanOoiee pacnpOCTpaHEHHBIX XPOHHYE-
CKHX BOCIAJHUTEIbHBIX 3aboneBanmii. Mccmemo-
BaHUs MO TporpamMme «MexayHapoaHOe Hcclie-
JIOBaHUE aCTMBI M aJIepruu y jaerei» - «Interna-
tionalStudyofAsthmaandAllergiesinChildhood

(ISAAC)», mpoBenmenHbie B psime ropomoB Poc-
CHUH, CBUJETEILCTBYIOT O 3HAYUTEIBHOM pacmhpo-
ctpanenHoctu BA. Tak, B MockBe 3a mepuop c
1993 mo 2002r. 3admkcHpOBaH POCT TEKYITUX
mokasarenei 3aboyeBaHusi modtd B 2,5 pasa,
0COOCHHO HO4YHBIX cumnTomoB [11]. Pacmpo-
CTpPaHEHHOCTh CHMIITOMOB BA B pa3HEIX perwo-
HaX 3HAYUTEIHHO HE Pa3JINYaeTCs M COCTaBISET
16,9% B Mockse, 10,6% B Hpkytcke, 11,1% B

Poccun cuMNTOMBI acTMBI 3aperUCTPUPOBAHBI Y
9,7% onpomennsix aered [1]. Camble BBICOKHE
MOKa3aTeIn TEeKYIUX CUMIITOMOB acCTMBI 3aperu-
cTpupoBansl B Benukooputanuu (15,3%), ABCT-
pamuu (14,7%) u Hosoit 3enannuu (15,1%), ca-
Mble HH3KHe — B Anbannn (1,3%), Kutae (2,1%),
O¢puonmu (3,1%), Uunonesuu (1,1%) [7].

BA saBnsieTcst CIIO)KHBIM MHOTO(AKTOPHBIM
3aboneBaHreM. B ero pa3BUTHH CyIIECTBEHHYIO
pOJIb UTPAIOT KaK BHEIIHWE (aJJIepreHbl, Peclu-
paropHble WHQEKIHH, KypeHHe, COLHUaIbHO-
SKOHOMUYECKHUE YCIOBUS H T.J.), TAK M BHYTpPEH-
Hue (TeHeTHdYecKas MPelpaciioioKeHHOCTh, aTo-
Musl, THIEPPEAKTUBHOCTh JBIXaTCIbHBIX MYTEH,




