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Manbgpopmaynsa ApHonbzaa-Kuapn (MAK) — rpynna BpOXAEHHbIX aHOManni \
pasBUTUS 3aHEr0 MO3ra v KOCTesi OCHOBaHUA 4epena, npyu KoTopoi npouc-
XOANT CMELEHNE MUKLANH MO3XKe4ka, B paje cry4aes ctona u IV xeny-
J[04Ka HWKE YPOBHS GONbLIOIO 3aTblIOYHOr0 OTBEPCTUS. B cTaThe omucaHbl
3TNOJIOMMA W NaToreHes3 JaHHoro 3ab0seBamns. V3noxena nofpobHas knaccn-
chukayns MAK. Cpeagu npefcTaBieHHbIX TUMOB Maibghopmayuii Hanbosnee
pacnpoctpaHeHHbimy aBnstoTes | v Il Turbl. [1ogpo6HO 0MUCHIBAETCA KIINHNYE-
ckas KaptuHa MAK: cuMITOMbI, CBA3AHHbIE C HAPYLUEHUAMY LNPKYNAaUMN
JINKBOPA, CO CHABNEHNEM/ANCCOYHKLMENA CTBOJIA FONI0BHOrO MO3ra wim mo3-
XKEYKa, C CUPHTOMNESTNEN/MNENONaTned, ¢ KOMIPECCUEN BEPXHUX OTHEN0B
cnnHHOro mogra. 0co60e BHUMAHNE YAENEHO Takum METoaM AuarHoCTUKu
KaK KOMMbIOTEPHAsA U MarHnTHO-pe3oHaHcHas (MPT) Tomorpaghum, ¢ha3okoH-
TPACTHas KapAnoCUHXPOHN3NPoBarHHas MPT, Takxe npescTasrieHbl COBPEMEH-
Hble METOAbI V1 TEXHUHECKUE MTOAX0AbI XNPYDPINYECKOro eYEHNS.

Kntoyesble €noBa: Helipoxupyprus, aHomanus ApHonbaa—Knapu, mansgopma-
umns Knapu, cupuHromuenus, KpaHuosepTebpanbHble aHomManuu, rugpoueda-
NNS, 3KTONWUS MUHZATMH MO3)XXE4Ka, AeKOMNPECCUs 3afHel YepenHoil AMKU.

Ins unutnposanus: Apukos A.B., Octaniok M.B., JTo6aHos W.A. u ap. Manbgop-
mauus ApHonbpa—Kuapu: aTMonorus, natoreHes, AMarHoCTMKa U Xupypruye-
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anbdopmanusi (aHomanusi) ApHoapga—Kuapu
(MAK) — »53T0 rpymma BpOXISHHBIX aHOMAaJIWi
Pa3BUTHUS 33HETO MO3ra, OMPENESIOIIUX CTPYKTYPHBIE

B3aMMOOTHOIIIEHUST MO3XeuKa, CTBOJIa TOJIOBHOTO MO3Ta
(I'M), BepXHUX IIEHHBIX OTAEIOB CIMHHOTO Mo3ra (CM)
U KocTeil ocHoBaHMs yepena [1—3]. B 1891 . matomop-
donor u3 ynusepcutera Ilparu H. Chiary onucan ciy-
Yail OmyCKaHWs MHWHIAJIWH MO3XeUYKa HIKE OOJIBIIOTO
3aTbuioyHoro otBepctuss (B30) y B3pocioro [4—6].
B 1894 r. Hemenkuit matoMopgoJior J. Arnold ony6auko-
BaJl KJIMHUYECKUU cllydyall peOeHKa ¢ MUEeJIoAUCIUIa3uei
U KayJaJlbHbIM CMEIIEHUEM CTPYKTyp Mo3xeuka [1].
B 1907 r. corpynHuku nabopatopuu E. Schwalbe
u M. Gredig, koTtopoil pykoBoauin J. Arnold, mposenu
MopdooTuYecKne HUCCAeIOBaHUS HEPBHOM CHCTEMEI
y 4 MIaeHIIeB CO CITMHHOMO3TOBBIMY TPhIKaMU U MIPEJ-
JIOXUIA TePMUH <«MaibdopManuss ApHoabia—Kuapu»
[7], xoTopeIit 1 3akpenuics ¢ Hadana XX Beka [8]. o
NAHHBIM POCCUMCKHUX UCCIEA0BATEIEN, YaCTOTAa BOSHUK-
HoBeHusa MAK B monyasiiuu coctasisieT 3,3—8,2 ciayyas
Ha 100 Teic. HaceneHust u B 20—85% HabmoaeHuit co-
mpoBoxXnaeTcsa (GopMHUpPOBAaHMEM IIOJOCTHM HA pPa3HBIX
ypoBHSAX CM (cupunromuenuss — CPMJI), a uHorma u
crBoja I'M (cupuHroOynnsbus) [9—12]. I[To naHHBIM 3a-
PYOEXHBIX MCTOYHUKOB, 4acToTa BcTpeyaemoctu MAK
moxeT pmocturath 500 ciaygaeB Ha 100 ThIC. HaceleHUS
[13]. Takasg pa3Hulla MOXET ObITb OOyCIOBJIEHA HU3KOI
JIOCTYMTHOCTBhIO HEWPOBU3YyaNu3alMi U €€ KauyeCTBOM,
YPOBHEM Pa3BUTHS MEIUIIMHBI, 1 B YaCTHOCTU — HEUPO-
xupypruu [ 14, 15].

TpanuuronHoe pasnenenue MAK Ha 5 TUIOB ocHOBa-
HO Ha KOJIMYCCTBEHHOM OITpEACICHUN CTCIICHN CMEICHUS
MUHAaMMH Mo3xkeuyka B B30 Hmxe nuaun YembepieHa.
B Helipoxupypruyeckoil mpakTHKe uYallle BCTpedaeTcs
MAK Ttuna 0 u I, a MAK tuna II-IV oTHOCUTCS K peaKuM
TSDKEJIBIM (4aCTO HECOBMECTUMBIM C KM3HBIO) BPOXKIEH-
HBIM MTOPOKaM Pa3BUTHUSI.

Knaccudukama MAK. B HacTosiiiiee Bpemst Ha OCHOBa-
HUH MOP(DOJIOTMIECKUX XapaKTePHUCTUK BBIACIISIIOT 5 TUTIOB
MAK [16—18]:

e tunm 0 — MMHAAIMHBI MO3XEYKa 3aIlOJHSIOT BCIO
OOJIBIIIYIO 3aTBIJIOYHYIO IIUCTEPHY, HO HE BBIXOIAT 3a
ee Ipeieibl; OMUChIBAETCS KaK «[IeperOoJIHEHHAsI» 3a-
IHAs yepernHas simMka (3YS) u MoxeT xapakTepu3o-
BaThCSI HapyIIEeHUEM ITUPKYJIISIIAN 1IepeOpOCTTUHATb-
Hoit xunkoctu (LHCXK);

U I mposiBisieTcs onmycKaHueM MUHIAIUH MO3Ked-
ka Hixe b30. OnyiieHrne MUHAAIUMH <3 MM CUMTa-
FOT HOPMOH, OT 3 10 5 MM — IOTrpaHWYHBIM 3HAYe-
HHUEM, >5 MM — narojornyeckumM. 1V xenynouek npu
5TOM HE M3MEHEH (JIOIyCcKaeTcsl ero He3HauuTesb-
Hasl BBITSIHYTOCTb), TPOIOJITOBATBHIA MO3T YIUIOMIEH.
B TKaHM BBITSTHYTHIX MUHIAIMH OIIPEICIISICTCS TINO03.
B cpennem B 50% cinyyaeB MAK tumna I coueraercs
¢ CPMUJI;

mam I — cMemeHne MUHITAIMH MO3XEYKa BMECTE
C ero yepBeM J10 nmo3BoHKa C2 uian HMXe, a TaKkKe
KayaaJibHasl AMCIOKAIMs HUXXKHUX OTAEJIOB CTBOJA
I'™M B B30;
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» tun II1 xapakTepusyercs KayaaabHOU aucIOKalUuein
Bcex cTpykTyp 34U, cMeleHneM Mo3XedKa B IT03BO-
HOYHBIN KaHaJI U CYyOOKIIMITUTAIbHBIM WJIM BBICOKMM
MEeHMHroMueJsolee meitHoro otaena CM;

* tun IV — rumormra3ust Mo3XedKa M OMYIIeHUE TIPO-
JIOJITOBATOT'O MO3Ta.

YyutsiBas, 4To MpubIU3uTENbHO B 50% ciiyuaeB MAK
tuna I couetaercs ¢ CPMJI, yacTb uccienosareieil mpea-
JlaraeT pasnessaTh ee Ha 2 Buga [19, 20]:

* A — MAK, couerannas ¢ CPMJI (puc. 1);

« b — MAK, He couerarommascsa ¢ CPMJIL.

OTHonorusa u narorene3. [Ipenmonaraercs, 4YToO OCHOB-
HyI0 poJib B pa3Butun MAK urpaeT marojorusi BHyTpU-
YTPOOHOTO Pa3BUTHSI KOCTHBIX W MSITKOTKAHBIX CTPYKTYpP
344 [21, 22]. B 1965 . W.J. Gardner BriepBble Mpearnono-
KWJI, 9YTO TIPUYMHOM KayJaJdbHOWM IMCIOKAIMKA MO3XeduKa
npu MAK sBisieTcst HemoctatouHblii oobem 344 [23]. On
OTMETWJI, YTO Y JAaHHBIX MAIIMEHTOB MECTO MPUKPETUICHUS
HaMeTa MO3XedJKa pacloyiaracTcs HIDKe, 9eM B HOpME.
OrpanuyeHue pasmepoB 3YS MoXeT pOUCXOAUTh TaKXKe
CHM3Yy 3a cYeT 0a3WIISIpPHOW WMIIPECCUM W YKOPOUEHMS
pa3MepoB cKaTa. YUMTBIBasSI SMOPHMOHAIBHBINA XapakKTep
Hepopa3Butusa Kocteit 34U, mpeamosnaraeTcss BO3MOXK-
HOCTb H€ TOJIbKO CITIOPaIMyeCcKoro, HO M HacJeACTBEHHOIO
xapaktepa MAK. IIlupokoe pa3zHooOpasve HEBPOJOTU-
yeckux cuMnrtomoB npu MAK o0ycioBjieHO aHaTOMUYe-
CKMMM OCOOEHHOCTSIMU KpaHUMOBepTeOpabHOIO Mepexoaa:
MWHIQJIMHBI MO3XeUKa M HWXHUE OTAEbl MPOIOJITOBa-
TOTO MO3Ta OITyCKAIOTCS BHU3, YTO IIPUBOINT K KOMIIpEC-
CHMU KayTaJIbHBIX OTAe0B cTBosIa 'M, Mo3Xeuka, BEpXHUX
meiHbIX cerMeHToB CM, a Takke K CAaBJICHUIO U Ieperu-
Oy HIXKHUX YepenHbIX HepBoB [24]. Kpome Toro, Ha ypoB-
He B30 MoxkeT MpoucXoauTh KOMIIPECCUS TTO3BOHOYHOM
W 3aJHEM HMXXHEN MO3KEYKOBOU apTepuil ¢ pa3sBUTUEM
WIIIEMUYECKUX PACCTPONCTB B BepTeOpaIbHO-0a3UIISIPHOM
Oacceiine [25, 26]. Eie onHoi Bemylleil MpUYINHONA CUM-
nrToMatuku npu MAK cumTaercsl pacCTpOMCTBO LIMPKY-
Jauuu L CXK, Bo3Hukatouiee Ha ypoBHe B30 [8, 27, 28].
ITyascoBasg TmapommHaMH4ecKasl BOJIHA, BO3HMKAIOIIASI
B XEJIYyIOYKOBOI CHCTEMe, TaCUTCSI M3-3a 3aTPYTHECHHOIO

Puc. 1. MarHuTHo-pe3oHaHcHas Tomorpadoms (MPT): CPMJT weitHoro
1 rpygHoro otgenos CM
Fig. 1. MRI: syringomyelia of the cervical and thoracic spinal cord
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orroka LICXK u3 nonoctu IV xenynouka B 0OJbIIYIO 3a-
TBUIOYHYIO LIMCTEPHY 3a CUET COYOAPEeHHUS CO CTCHKaMU
LeHTpasbHOro KaHajga CM [4, 29]. Bo3HukaeT opoyHbIit
KpPYT, IIPY KOTOPOM IIPOTPECCHpPYET CMEIleHNe MO3KeUKa,
YTO MPUBOAMUT K cHaBiieHnIo cTtBoja I'M, a BomHa LICXK,
HarpaBjieHHasT B KayJaJbHOM HampaBJICHUHU, MPUBOIUT
K TTOCTEIIEHHOMY pacIIMpeHUIO IIeHTpabHOro KaHaia CM
U obpazoBaHuio nojoctu CPMIJI [11, 30].

B 1969 r. B. Williams nmyreM MOHMTOpPUHIA JaBIEHUS
B Xenynoukax I'M u nomo6osioueyHoM mpoctpaHcTBe CM
ToKa3ajl, 4To Mpu 0JIOKe cybapaxHOMIAIBHOTO IMPOCTPaH-
CTBa Ha YPOBHE OOJIBIIION 3aTBUIOYHON IIMCTEPHBI UMEETCS
6onbioil rpamueHT paBiaeHus L[CXK B yeperne M mo3Bo-
HOYHOM KaHaJie, YTO MPUBOIMUT K «3acacbiBaHMIo» [ICXK
B HeHTpaJbHBI KaHam CM dYepe3 ero ycTbe B 00JaCTH
IV xenynouka.

B Hacrosiiiee BpeMs HauOoJjiee MoJIHas KOHUEMIUS
natoreHe3a CM paspabotaHa J. Klekamp (2002) [31]. ITo
ero MHeHuto, CPMJI npencraBisieT co60if COCTOSTHIE XpO-
HUYECKOTO MHTepcTUliMaabHoro oreka CM B pesyibraTe
CKOILUTEHUSI B HEM MeXKieTouHou xuakoctu. [Tpu CPMJI
00pa3oBaHNe KUCT IMPOUCXOIUT TOJIBKO IIPU HAIMYMU 00-
nee Beicokoro aasineHus LICXK B neHTpanbHoM KaHaine CM
I10 CPaBHEHMUIO C cybapaxHOMIalIbHBIM ITpocTpaHcTBoM CM
wiu 1ipu BeitecHeHUM LICXK u3 cybapaxHouaaabHOTO Mpo-
ctpaHcTtBa CM.

E.H. Oldfield u coaBT., mpoaHalIu3MpoBaB JaHHbIC Ha-
TUBHOU U (hazokoHTpacTHO MPT, mHTpaonepamoHHON
yIBTpacoHOTrpadry, BHIIBUHYIM OPUTHHAIBHYIO THIIOTE-
3y pa3Butus u nporpeccupoBanuss CPMJI npu MAK. Bo
BpeMsI KapaWaJbHOM CHCTOJIBI CMEIIeHNEe BHU3 SKTOIMMPO-
BaHHBIX MUHIQJIMH MO3XeuKa co3fgaeT 0yioKamy cybapax-
HOMJAJIBHOTO MpocTpaHcTBa Ha ypoBHe B30, n ¢ xaxmoit
MOCJEAYIOIIe CUCTOMO0N MMHIAJIMHBI HAaYMHAIOT (PYHK-
IIMOHMPOBATh KaK ITOPIITHEBas CHCTeMa C mepemadcii ch-
crommaeckoro masneHus LIC2K, KkoTtopast Bo3meicTBYeT Ha
noBepxHocTh CM U MpOXOAUT uyepe3 MepuBacKyIspHOE
W UHTEPCTULIMAIbHOE MPOCTpaHCTBa B BelllecTBo CM, op-
mupyss CPMJI-nionocts [32].

Knunuyeckas kaptuna. 1o nosiBjieHUsI HEMPOBU3YaJIU -
3alMU NAllMEeHTaM ¢ 0OJIIMU B IIEHHO-3aThUIOYHOM 00J1a-
CTH B OOJIBIIUHCTBE CIIy4aeB CTABWJIM OUATHO3 <«IICHHBIN
0OCTEOXOHAPO3» [16].

MAK MoXeT KIMHUYECKM MaHU(ECTUPOBATh B pa3HOM
Bo3pacTe, yanie Bcero B 20—40 net [33].

Cumnromatnka MAK ncxoaut m3 3 OCHOBHBIX ITaTO-
(U3UOTOTUUECKUX TTOCACACTBUIM HEYNMOPSIIOUYCHHON aHa-
tomuu 344 [34—37]:

1. CuMnTOMBI, CBSI3aHHBIE C HAPYILIEHUSIMU LIUPKYJISI-
mun LCX:

* 0011 B LIEHHO-3aTHUIOYHON 00JIaCTH, MPOBOLIUPYE-
Mble (DU3NYECKON Harpy3koi u (uau) nmpodoii Baib-
caabBbl (DOPCHPOBAHHBIN BBHIIOX IIPU 3aKPHITOM
HOCE U pTe);

* Tuapolieda st Co BCeM pa3HOOOpa3reM ee CUMIITO-
MOB.



2. CUMITTOMBI, CBSI3aHHBIE CO CIAaBJICHHEM/TUC(YHKIIN-
eif ctosia I'M mm Mo3:xkedKa (BKITFoUast YepeITHbIe HEPBHI):
3aTpyIHEHUE TJIOTaHMS, acMpanyst, ucharus;
OXPUILIOCTh, TN3aPTPHSI;

OTCYTCTBHE PBOTHOTO pediekca;

aITHO® BO CHE, Xpall;

HUCTarM, Jallie HarpaBJIeHHBI BHU3;

CTBOJIOBas aTaKCHS (ITOXOOKA «ITbTHOTO MOPSKA»);
3BOH B yIIIaXx;

aTakcus, TOJIOBOKPYXEHUE;

IpOIT-aTaK¥, CUHKONAIbHEIC COCTOSTHUS, CUHYCOBAsT
OpaguKapaus;

SI3BIKOIVIOTOYHAS Y TPUTeMUHAIbHAsI HeBPaJITusl, Ha-
pVIIIEHVE YYyBCTBUTEIBHOCTH B 30HE TPONHUYHOTO
HepBa;

¢J1abOCTh U JeBUALIMS SI3bIKA;

CHIUKEHME MOJBUXKHOCTU MSITKOTO HEDA.

3. CumnTomsbl, cBszanHbie ¢ CPMJI/Muenomnarueii,
KOMIIpeccuel BepxHux oTaea0B CM:

* HapylleHue (QYHKIUM BEpXHEro M (UJIM) HUXKHEro

MOTOHEWPOHA,;

* CHIDKCHHME WM yTpaTa TeMIIepaTypHOUW U 0oJIeBOI
YYBCTBUTEIBHOCTH;

* CKOJIMO3 (Yallle JeBOCTOPOHHMI B IPYyIOIIOSICHUYHOM
OTJeJie; OTKJIOHEHWE BITPaBO OOJIbIIIE acCOMMPOBa-
HO C UIMOITATUYECKUM CKOIM0o30M) [32];

* MUpaMUIHas HEAOCTATOYHOCTh (Mape3bl, IJIETUU).

ITo remnam paszButus cumntoMatuku O.E. Eroposn
u coaBT. (2004) mpenIoXyIN BEIICISATH ciaemyrome 3 gpop-
MbI TeueHust MAK [38]:

* JJAaTEHTHAsI, CO CTAOWIbHBIM, MAJIOCUMIITOMHBIM Te-
YeHUEeM Ha TPOTSDKEHUU HECKOIbKUX JeT (11—-65%
MMaIleHTOB);

* MeIJICHHO-IPOrpaareHTHasi, C HapaCTaHUEM OCHOB-
HBIX CUMIITOMOB B CpOKM OT 6 Mec 10 2 11ieT (29—70%);

* OBICTPO-TIPOTPAAMEHTHASI, OCHOBHBIC KIMHNYCCKUE
CHUMIITOMBI pa3BUBAaIOTCH B TeueHue 6 mec (6—9%).

Hapymenue uupkynsaunu LICXK Ha ypoBHe B3O saBisi-
eTcsl IPUIMHOM caMOTO pacIpOCTPaHEHHOTO CUMIITOMA —
0onM B I1IEHO-3aThUIOYHOM 00JIaCTU C Uppagudaluen
B IUICYU U HAATLUIEYbsl, KOTOpasi BcTpevaercs B 50—75% ciy-
yaeB [17, 39]. JaHHble 00X YyCUIMBAIOTCS MpPU YMXaHUMU,
Kammie, (pU3NIeCcKOr Harpy3ke, 3alpOKUIBIBAHNN TOJIOBHI
K3aau, HaTy:XUBaHUU U TTpobe Banbcanbel [15, 40]. Crneny-
eT nuddepeHMpoBaTh rojloBHyto 60ib npu MAK ot apy-
TUX e¢ BUIOB (TOJIOBHAS OOJIb HAIIPSIKEHMSI, MUTPEHO3HBIE,
KJIaCTepHBIe, 3aTbUIOYHBIC HEBpaaruu u np.). HekoTopsie
uccienoBared TUMMYHbIMU 1711 MAK cumMTaroT KaljieBbie
TOJIOBHBIE 0OJIM, TaK KaK OHU CBUAETEILCTBYIOT O CBSI3U
¢ BHyTpUUYEpenHbIM AaBlieHUeM [25, 41]. B 0omnee penknx
clIyJyasX BO3MOXHBI IMapOKCU3Mbl TOJOBHBIX 0Oo0jieil BbI-
COKOI WHTEHCHBHOCTH, COIPOBOXIAIOIIMECS TOIIHOTOMN
u pBoroit y 10—20% mnauueHToB. [0J0BOKpYXEHUS IIpU
MAK BcTpeyarorcss npumepHo y 84% TmalyMeHTOB; Ipu-
YUHOW TOJIOBOKPYXXEHUM SIBISIETCS KOMIIPECCUSI COCYAOB
BepTeOpo-0a3uIsipHOro OacceiiHa, BHyTpUYepeIHasl THu-

nepTeH3us1 U paccTpoiicTBa umpkyasuuu LHCXK [35, 39, 42].
KomMmmpeccust Mo3kedka MOXKET BBI3BIBATb aTaKCHIO, JIHC-
meTputo, Huctarm [43]. Kommnpeccus crBota 'M u CM Mo-
KET TIPUBECTU K MUEJIOTIATUH U SIIEPHOU TUCHYHKIIMT Kay-
JTaJTEHOM TPYIIIIBI YePEITHBIX HEPBOB, HAPYIICHUIO DYHKIINT
JIBIXaTeJIbHOTO U COCYIOABUIaTEIbHOTO 1IeHTPOB. CTBOJIO-
BOE MTOPAKEHUE TIPOSIBIISIETCS Pa3TNYHBIMU KIMHUYSCKIMU
BapraHTaM¥ OyTh0apHOTO CMHAPOMA, TJIa30BUTATEIHHBI-
MU PACCTPOMCTBAMM W MOPAXECHUEM TPOMHUYHOIO HEpBA.
BynsbapHblii cuHmpoM BcTpedaercs B 5—30% ciydaeB
1 TIPENICTaB/IeH pa3HOOOPa3HBIMK COYeTaHUSIMU TUCharui,
IUCHOHNT, TU3aPTPHUH, HO YaIlle BBISIBIISIETCS TOJBKO CHU-
KeHue riiotouHoro peduexkca [27]. HapymeHnue rinoraHus
CBsI3aHO ¢ Komrpeccuei ctBosia I'M u JacTo BCTpedaeTcs
y natmeHToB 6e3 CPMJI Ha HauanbHbIX cTanusx MAK [44].
ItasomBurarenbHble paccTpoiicTBa BeTpevyaores B 5—40%
ClIydyaeB M MOTYT MPOSIBISTbCS HUCTArMOM, IUTLIONMEN
U, B Ooyee peaKUX CIydasiX, OCIWIIONCHUel (mpoxkaHue
mpeaMeToB mepen Timazamu). OTHOCTOPOHHEE CHIDKE-
HME ciayxa oTrMmedaercss B 3—14% cinydaeB. CaMblil pac-
npoctpaHeHHbIi cumntoM CPMJI — nuccouuupoBaHHbIE
paccTpoiicTBa YYBCTBUTEIBHOCTH (CHIDKCHUE OO0JIeBOI
U TEeMIIepaTypHOUM YYBCTBUTEIBHOCTH IIPU COXPAaHHOCTHU
MPONPUOLIETITUBHOI), KOTOpbIe HabmomaioTcs y 69% ma-
uueHToB ¢ couetanueM MAK u CPMIJI [17, 30]. g nauu-
eHTOB ¢ nporpeccupyilomeit CPMJI xapakTepHo TMopaxe-
Hue nepeaHux porob CM; cumnromamu CPMIJI gBasiorcs
CIIMHAJIBHBIN MUPaMUIHBIA CHHAPOM B BHIE ITapa-, TeMU-
n () terpamnape3a. CHavaia IIPOMCXOOUT OTHOCTOPOH-
Hee MopaXeHre TUCTAIbHBIX MBIIIII] BepXHEil KOHEUHOCTH,
HX atpodusi, BMECTE C YeM YMEHBIIAIOTCS MEePCIIEKTUBBI Ha
BocctaHoByieHue [30, 45]. KoHTpanarepaabHasi BEpXHSIS KO-
HEYHOCTh BOBJICKAETCS B IIpOIlece Mo3aHee. Pa3BuTue mape-
32 B HUDKHUX KOHEYHOCTSIX BCTpeyaeTcs Ha 6oJsiee MO3THUX
cragusx MAK. OnucaHbl cilydau HEHpOMaTUYECKOro Io-
paxeHus: cyctaBoB (cyctaBhl [1lapko) y mammenTtoB ¢ MAK
u nipotskeHHort CPMUJI mieiiHoro u rpynHoro otaenoB CM.
MAK MoXeT MposIBISIThCS HapyllIeHUEM CEepAeYHOTO PUT-
Ma 1 Taxukapnueii [8]. Hapyiienue cepneqHoro purMa rnpu
MAK CBS3BIBAIOT C pacCTPOICTBOM BEreTaTMBHONM MHHEP-
BallMM cepila B cdepe BhICIIECH HEMpOropMOHAIbHOU pe-
TYJISIIIMY C TIpeo0JialaHeM BaryCHBIX HapylleHUi Ha hoHe
TUIEPTEH3MOHHO-TUapoLieabHOro cuHapoma [46].
3anono3putbh MAK BO3MOKHO MPU BHEIITHEM OCMOTpE
B CJIydac BBISIBICHUS WHBIX aHOMAaJIWil pa3BUTUST («CTUTM
IN33MOpPHOTEHE3a» ), SIBIISIONINXCSI CBOEOOpa3HBEIMU (heHO-
TUIIMYECKUMU MapKepaMM MpeHaTaIbHOIO JM30HTOTeHe3a:
CUMIITOM «KOPOTKOM Ier»; 1o0aBOYHbIE IIEeHbIE pedpa;
HU3Kas TpaHWIIA POCTa BOJIOC; HEMPABUJILHBIN TPUKYC;
SIMKAHT, «TOTMYECKOe HEDOO»; BOPOHKOOOpasHas TPY.b;
KHU(OCKOINO03; IJIOCKOCTOIME; pOTallMOHAsI YCTaHOBKA ro-
JioBbl U Ap. [TonumMopdusm kimHudeckor kapTuabl MAK
TpebyeT muddepeHINAINN ¢ ITUPOKUM CIIEKTPOM 3a00J1¢e-
BaHMI: pacCEIHHBIN CKIIEPO3; LIEPBUKAIbHASI MUEIOMNATHUSI,
MMOIIAaTUM; HOBOOOPA30BaHUSI KPaHUOBEPTEOPATbLHOIO
nepexoaa; 00KOBOW aMUOTpoUIeCKril ckiepo3 u ap. [33].
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JInarnoctuka. CnoxHocTh auarHoctuku MAK cBsiza-
Ha ¢ IIMPOKHUM pPa3HOOOpa3meM KIMHWYECKON KapTUHBI,
a Takke HU3KOW MH(POPMMPOBAHHOCTBHIO Bpayeil rmepBUY-
HOro 3BeHa 0 naHHo# natogoruu. MPT — HanboJsiee nuHpoOp-
MATUBHBIN W ITUPOKO UCIIOIB3YeMBI METOMI THATHOCTUKHI
MAK [1, 17, 47]. MPT, nomumMo oOHapyXKeHUs XapaKTep-
HOM IHMCIOKAIMA MUHIAJIWH MO3XKeYKa, MO3BOJISIET MOJTY-
YUTH MOJIE3HYI0 MHMOPMAIINIO O HAIMINU WA OTCYTCTBUHI
koMopoumHoi matojgornu (CPMIJI, ruapoliedanuu, ormyxo-
Ju u ap.) [43, 48, 49]. MPT-kputepusiMu MOCTaHOBKHU Ma-
rHo3a MAK tuna I nmpemnaraercss cuutath ONyLIeHUE OJ-
HOM M3 MUHIAJIMH Ha >5 MM HIXe TuHun YembepiieHa nmpu
YCJIOBUHU, YTO BTOpasi MUHAAJIMHA OIylleHa Ha >3—5 MM
(puc. 2) [36, 50].

Ha MPT »skronus MUHIAIUH MO3XEUYKa BBISIBIISIETCS
B 0,56—0,77% wnat6monenuii [4]. B 1992 . D.J. Mikulis
M COAaBT. NIPOBEJU UCCAEAOBaHNE, B KOTOPOM YCTAaHOBUWJIU
CpeHNe TPaHWIBl «HEHOPMAJIbHOTO» OMYIIEHUS MWHIa-
JIMH MO33KeYKa JIJII OTAEIbHBIX BO3PACTHBIX IPYIIIT: MIa e
10 et — 6 mM; 10—30 et — 5 mm; 30—79 et — 4 MMm; cTap-
me 79 gmer — 3 mMm. Ha ocHoBe 3TOro OBIT caejiaH BBIBOJ,
YTO HU ONHO M3MEpPEeHUE He SBISETCS MOCTATOYHBIM IUIS
nuarHocTuku MAK tuma [ 6e3 BcrmomoraTeqbHBIX KIIM-
HUYECKUX NaHHBIX U HEHPOBU3YIM3ALMU, Y AETE MOXET
Habmonatbes 0osiee BbIpaK€HHAsl SKTOMUS MUHAAIUH 6e3
npyrux cumnTomoB [51]. B uccnenoBanuu H. Masur u co-
aBT. CPMJI yailie BBISIBISIIA Y TIAIMEHTOB ¢ HE3HAYUTE/b-
HO 9KTONME MUHIAINH MO3XeuKa, HeXXEJIN Y MallHeHTOB
¢ onyueHueM a0 15 mM. Ha ocHOBe 3TOro 0bu1 cliejlaH Bbl-
BOJI, YTO BEJIMYMHA ITPOIa0MPOBAaHMS MUHIAIMH MO3XEUKa
B B30 He saBsgeTCA M1aBHBIM IMIPOrHOCTUYECKUM (DAKTOPOM
B passutuu CPMIJI [52]. [Tpu o6HapyxeHuu CPMJI-KUCTHI,
BEPXHUI WA HYKHUI MOJIOC KOTOPOM HE ONPEIEIsIOTCS,
HCcliel0BaHMe HEOOXOAUMO paclIMpUTh, 3aXBaTUB IpyTUe
otaensl CM 10 MOJHOU BU3yaIM3allMd TPaHUIL MOJOCTH.
IIpu BeIgBneHun CPMIJI Takke HEOOXOIMMO ITPOBEICHUE
CKaHMPOBaHUS KpaHUOBEPTeOPaIbHOTO Mepexona sl Bbl-
SIBJICHUST BO3MOXHBIX aHOMAJIUI CTPOCHMSI 3TON 00JacTh
W JOIOJHMUTENIbHOE BBEIACHME KOHTPACTHOTO IIperrapa-
Ta npu nomo3peHun Ha omnyxoidb CM. Crenku CPMIJI-
MOJIOCTM HUKOIJA HE HaKaruIMBalOT KOHTPACTHOIO Be-
mectBa, MPT-curHan ot coaep>KMMOro IOJOCTH TMOocje
KOHTpAcTUpOBaHUS He MeHsiercs. [lo ¢opme KOHTYpoB

Puc. 2. MPT 'M: akTONMS MUHAANNH MO3Xe4Ka Ha 1,79 cm HKe NuHuM YembepneHa
Fig. 2. Brain MRI: cerebellar tonsillar ectopia 1.79 cm below the Chamberlain line
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KUCTHI B CAaTUTTAJIBHOM TIJIOCKOCTU B 00JIaCTU €€ TOJI0COB
MOXHO KOCBEHHO CYINTh O JaBJICHUU B TTOJIOCTH. KMCTHI ¢
OKPYIJIBIM KOHTYPOM I0JII0Ca UMEIOT BBICOKOE JaBJeHUE, C
3a0CTPEHHBIM KOHTYpOM — HU3Koe [53].

®azoKoHTpacTHAS KapINOCUHXPOHU3MPOBaHHAS
MPT (cine-MPT) aBisiercss HaWJTy4IIUM METOIOM HCCIe-
noBaHus u3MeHeHuit nupkyasuuu LHCXK [5, 54]. Cine-
MPT no3Bonsier yrounuth natorene3 CPMIJI y maiiueHTOB
¢ MAK u onipenenuts Mecto oiiokuposanus LICXK [55, 56].
Jns OolleHKU JUKBOPOAMHAMUKM HEOOXOAWMO TMOJYYUTh
JTaHHBIC TAKUX CKOPOCTHBIX XapaKTepHCTUK KaK CPEITHSI,
00BeMHasI 1 IIMKOBasi CKOPOCTh Ha YPOBHE MEKHOXKOBOM,
MPEeIMOCTOBOM U MO3XEUYKOBOI LIUCTEPH, Ha ypoBHe B30,
a Takxe Ha ypoBHe 1mo3BoHKoB C2—3. V.M. Haughton u co-
aBT. U3MEPsUIM MaKCHUMaJIbHBIE ITUKOBBIE cKopocTh B B30
y nmanueHToB ¢ MAK Tuna I go ormepaTuBHOIO JieueHUS
U Y 300POBBIX 100POBOJIbLIEB. OHU ONMpeaeTUIn JOCTOBEP-
HOE YBEJIMYEHNE MAaKCUMaJIbHOU CUCTOJINYECKON CKOPOCTHU
B B30 y maumenToB ¢ MAK tnma I. B nanHoM nccienoBa-
HUU CPaBHEHMSI C ITOCIE0IepallMOHHBIMU pe3y/IbTaTaMu He
npoBoauaoch [57].

Cine-MPT HeoOxoguMma [UIsI MCCIENOBAHUS TOKA
LCXK, onHako oHa HE MOXET JaTh OTBET Ha BOIPOC O He-
00XOAMMOCTH XMPYpPruyeckoro BMelaTeabctBa npu MAK
U JIOJDKHA OBITH UCITOTh30BaHA TOJBKO KaK JOTOTHUTEb-
HBIII MeTon umcciemoBaHus. 3HayeHue cine-MPT B mpu-
HSTUM PEIIeHUSI O HEOOXOAUMOCTU HEMPOXUPYPTruIeCcKOro
BMeEILIATENbCTBA CHEKYIATUBHO [16]. CyliecTByeT Koppe-
JISILIMST MEXOY ITOJIOKUTETBHON TWHAMMKOI ITocaeonepa-
LIMOHHBIX CUMIITOMOB U yiaydiieHueM orTtoka L[CXK gepes
B30 Ha nocneonepaimonHoit cine-MPT [58]. OnnHako
cine-MPT crienyer ucnonab30BaTh C OCTOPOXHOCTBIO MPU
OLICHKE COCTOSHMS ManneHToB ¢ MAK, ITOCKOIBKY HamexX-
HOCTb JAHHBIX MCCJIEIOBAHUI MOXKET ObITh HU3KOi1, 0CO-
OEHHO [JI MAlIMEHTOB C YMEPEeHHOU AucdyHKIMen macca-
xka LIC2K [59]. B xagecTBe mmocaeone palliOHHOTO KOHTPOJIS
yepe3 4 mec BbinosHAIOT MPT kpaHuoBepTeOpanbHOTO
nepexoja ISl OLEHKU cTeneHu Aekommpeccun 34, Be-
JIMIMHBI OOJIBIION 3aThIIOYHON ItMcTepHBI. Ilocneomepa-
mmoHHyo MPT Bcex otnenoB CM TpoBOIST AJISI OLIEHKU
usMeHeHuit CPMJI-KUCTHI.

MPT-aHruorpaduio UCIONb3YIOT A9 OLEHKU aHaTo-
MU cocymucToit cucteMbl. Ocoboe BHMMaHUE TP 3TOM
oOpalliaeTcsl Ha PacoJoXEeHUEe 3aTHUX HIUK-
HUX MO3XEUKOBEIX apTEePHIA.

IO OIEHKM COCTOSIHUS IIPOBOASIINX
nyreit I'M B 344 u B obmacT KpaHnoBepTe-
opanbHoro nepexoga npu MAK BbimosiHsAETCS
MarHMTHO-pPE30HAHCHAasl TpakTorpadusl.

[ManmeHTaM, MUMEIOIINM IIPOTUBOIIOKA3a-
Hust K MPT, npoBoasIT KOMIIbIOTEPHYIO TOMO-
rpaputo (KT) ¢ wmuenorpadueii/uucrepHo-
rpacueit. CoBpeMeHHasT BBICOKOCKOPOCTHASI
(Harpumep, 64-cpe3oBasi U BhILIE) CIIMpalIbHAs
KT ¢ carutranbHoit 1 MPR-pekoHcTpyKuMeit
MOXET OBITh HOCTATOYHO WH(OPMATUBHOMI



u 6e3 BBeAeHUsSI KoHTpacTHoro BeiectBa [50]. Ilpu Ha-
JINMYNHM Y TIALIMEHTA COITYTCTBYIOIIEH KOCTHOM MaTOJIOTMH
KpaHUOBepTeOpaabHOro mnepexona (0aswIsIpHON MMITpec-
CUU, TIIaTUOA3WINU, acCUMWISIMU TTo3BoHKa C1, aHoMa-
i Kummepmn) KT MoxXeT IoTpe0oBaThCS AT OmIpeeie-
HUSI ONITUMAJIBHOTO aJropruTMa JiedeHus [9]. Y HeKOoTophIX
nauueHToB ¢ MAK Ttuna I nmpu KT MoXHO BBISIBUTH Je-
dopManuio MeHHOro OTaeNa MO3BOHOYHUKA TI0 TUITY TH-
TepJIopao3a, pa3BUTHE KOTOPOTO OOBSICHSIETCS CHUKEHUEM
KOMIIPECCUU HEPBHBIX CTPYKTYP MPHU HAKJIOHE T'OJIOBbI Ha-
3an [17]. Y 41% nauuentoB ¢ CPMJI u MAK tumna I BbIsIB-
JISTIOT OeopMaliiy TO3BOHOYHUKA.

Jleyenne MAK. Camo o cede Hanmuune MAK u CPMJI
0e3 HEBPOJOrMYECKON CUMIITOMATUKM U KIMHUYECKOM
KapTUHBI He SIBJISIETCS TTOKa3aHueM K onepauuu [11, 60].
B crniopHbIX ciyyasix HeoOXoaumo IpoBoAuTh cine-MPT
M OIICHMBaTh JUKBOpomnMHaMuKy. Ormepalusi MnokKa3zaHa
JIVIITb TEM TAllMeHTaM, Y KOTOPBIX UMEeTCs KJIMHUYeCcKast
cuUMIITOMaTuKa, cBsi3aHHasd ¢ MAK u cyliecTBeHHO yXym-
1Iaromas KayecTBO XW3HU, U (MJIM) MIpOTrpeccUpoBaHUe
cumnromMatuku [61, 62]. OCHOBHBIMU LIEJSIMU HEWPOXHU-
PYPrUYECKOTO BMEIIATEILCTBA SIBIISIIOTCS BOCCTAHOBIICHUE
HopManbHOM uMpKyasuuu LICXK, cozmanue GoNbIIOi 3a-
TBIJIOYHON LIMCTEPHBI M OCTaHOBKA ITPOrPECCUPOBAHUS
chasinenus crBoja I'M [48, 63, 64]. Jluksugauus CPMJI
BO3MOXHA TOJIBKO IIPM BOCCTAHOBIICHWUM LIMPKYJISIINI
LICX Ha xpaHuoBepTeOpaibHOM ypoBHe [14]. BTo mpu-
BOJIMT K IOCTeNeHHOMY yBeauueHMto naBieHus LCXK B
cybapaxHoMmaabHOM IIpocTpaHcTBe CM, BBITECHEHMIO 3a-
croitHoit IIC2K u3 1IeHTpaJIbHOrO KaHajla B €CTECTBEHHBIE
JIMKBOPOTIPOBOISIIME ITYyTH W HOPMaIU3alliM OHKOTWYE-
CKOro rpagueHTa rno obe croponsl CM.

Bce orepanuu BEIITOIHSIIOTCS B ITOJIOKEHUY ALIEHTOB
MOJIYCHIS, JIeXKa Ha XXUBOTe Wik 00Ky [59, 65]. [TonoxeHue
«Jiexa Ha XHUBOTe» (concorde) MpakKTUYECKU IMOJHOCTHIO
HCKITIOYaeT PUCK Pa3BUTHS BO3AYIITHO-BEHO3HOM 3MO0JINH,
KpoMe TOro, OHO 3aHMMaeT MEHbIIIe BpEMEHU TIpU YKJIaa-
K€ TalMeHTa, YeM TOJIOXKEHUS «CUIS» U «II0Jycuist». I1o-
JIOXKCHME TTallieHTa <«ITOJIYCUAS», 10 MHEHUIO HEKOTOPBIX
HEHPOXUPYPIOB, SBIISICTCS O0JIee TIPEAIIOITUTEIBHBIM, YeM
TOJIOXKEHHE «IeXa Ha XKUBOTE», TaK KaK 00eCITIeYnBaET JIyd-
Wi 0030p U OPMEHTUPOBKY B paHe MPW HEOOXOIUMOCTH
PEeBU3MM OTBepCTHSI MaxXaHOu, a TakKe acCOIUMPYeTCs
C MeHbllIeil KpoBoroTepeil. Jnama3zoH METOAOB XUPYpPri-
yeckoro jedyeHus: 60abHbIX MAK npenctaBieH 6ojiee yeM
20 pa3HOBUIHOCTSIMM OTIEPaTUBHBIX MeTOAMK [6, 13]. [Tpu
3aHUX JOCTYIaX HCIOJB3YIOTCS pa3jInYHble BapUaHTHI
BMEIIATEIbCTB U MX KOMOMHALMU. BhIMojiHEHWEe KpaHU-
O3KTOMUM BapbUpYyeT OT IKOHOMMUYHOH (2x2 cM) a0 1u-
pOKO#1 meKoMIIpeccuu (OT CepeaWHBI 3aTBIJIOYHON KOCTHU
¢ naTepanbHbIM paciupeHueM). [Iupoko gucKyTupyercs
BOMPOC B HEOOXOAUMOCTU JaMUHIKTOMUMU To3BOHKa Cl.
IIpu paccedeHUM TBEepmO MO3roBoit 060m0uky (TMO) 11e-
pen HeHpOXUPYProM BCTaeT BHIOOP MEXAY JMHEUHBIM U Y-
u T-o0pa3HbIM pa3pe3oM. BepTUKaJbHbIA JUHEWHBIA
pa3zpe3 TMO He obecrieunBaeT HEOOXOAMMOE YyBeIUYEe-

Hue mnoje3Hon rmiowaau aedexkra TMO, npu stoM Y-
u T-00pa3Hblil pa3pe3 TeXHUYECKU HECKOJbKO CJIOXKHEe
IJISI TPOBEIEHUS TIJIaCTUKU (pUc. 3).

Crenyomuii aTarn TPUHATHS PEIeHUs — apaxHo-
npaiabHas o6oyouka. CoBpeMeHHasT KOHICIIUS IIpeI-
rmojlaraeT COXpaHEHME IIEJIOCTHOCTU apaxHOMIAJIbHOM
000J10YKH, OJHAKO HAJIMYME CITaeK B MOAMAyTUHHOM ITPO-
CTPaHCTBE MOXET BBI3bIBaTh HapylieHus Toka L[CXK. ITpu
CIIAaeYHOM TIPOIIECCe WMIM HEBO3MOXKHOCTU BM3yaJIbHOM
OLIEHKU Cy0apaxXHOUIAJIbHOIO IPOCTPAHCTBA HEKOTOPBI-
MM HEHpOXUpypramMu TpeiaraeTcsl IpoOBOIUTE JIMHEHHOE
BCKPBITHE TTAyTUHHON 000JIOYKH C TOCeAYIOMIEH peBU3M-
eil moamayTuHHOTO TnpoctpaHctBa [17]. Tlocne BCKphITHS
apaxXHOMAAJIBHOW O00OJOYKM TIOSIBJISIETCS BO3MOXHOCTD
IIPOBECTH 0030p M PEBU3UIO OTBEPCTUS MaxkaHIU C IIE/IbIO
BoccTaHoBNeHUs uupkyiasunu LLC2XK Ha ypoBHe 00JbIIOi
LUCTEepHBI [15], 4TO MOXeT MOATBEPKIAATHCS C MOMOILIBIO
BBEIEHUSI KpacuTeyeil B OOJBIIYIO IIUCTEPHY U (aKToM
TPaHCITO3UIIMY KOHTPACTA B IIEPUBACKYJISIPHBIC U TICPUHEB-
pajibHBbIE MPOCTPAHCTBA BEPXHEIIECHHBIX KOPEIIKOB [54].
HexoTtopbiM naneHTaM u3-3a pacimpeHus IV xxemyaouka
Ha 3TOM 3Talle BO3MOXHO IIPOBEICHNE NMITIAHTAIIUNA BEH-
TPUKYJIO-CyO0apaXHOUIATbHBIX IITYHTOB. I1ocsie BBITTOTHEH-
HOM JEKOMITPECCUU ITPOUZBOIUTCS TEPMETUYHOE 3aKPhITHE
TMO c uenbto NpeaynpexaeHus JMKBOPEU B MOCIeomnepa-
IIMOHHOM TIEpHOJE, PUCK KOTOPOM y HAaHHBIX IMAIlEHTOB
BBIIIE B CBSI3U ¢ HapylleHHo# uupkyasuuen LCXK. Jnsg
miactuku TMO npumeHsieTcsl ayToTKaHb (Iupokasi gac-
s 6empa — puc. 4, ¢pparMeHT 3aTBUIOYHOTO allOHEBPO3a)
WIM UCKycCcTBeHHBIe 000m0uku (xenoDURA, Penepew,
Dura Soft, Dura Armor, JIuormact, DuraMatrix, NeoDura
u np.) [9, 66].

Js cHUKeHMST prucKa pa3BUTHUS IIOCIEOIepallnOHHON
anre3vMy TpaHCIUIaHTaTa, BBIPaXEHHOIO pyOILIOBO-Craey-
HOTO Tpolecca ¥ HapyiieHus uupkyasuuu L[CXK HekoTo-
pbIe aBTOPHI PEKOMEHAYIOT M30eraTh IJIACTUKN ayTOTKAHBIO
[27]. B momnonHeHue K OMUCAHHOW METOAUKE JEKOMIIpeC-
CHM PSIZIOM HEMpPOXUPYProB IpeajiaraeTcs MpoBeAeHUE pe-
3¢KIINM MUHIAJIMH MO3XeuKa 10 YpoBHSI 5—10 MM BEIIIe
B30 nyrem mx Koaryiasuuy WA CyONMaJIbHOTO McCcede-
HUS IJ1 YCTpaHEHMST KOMIIPECCUU TTPOIOJITOBaTOro MO3ra,
HEPBHBIX KOPENIKOB U IieitHoro otaeiaa CM [15, 64, 65].
CybonuanpHasg pe3eKUHsT MUHIAIWH MO3XeUYKa SBISICTCS
OoInpaBIaHHOI MpPU UX OIYIIEHUU A0 YPOBHS mo3BoHKa C2
u Huke [17]. V HeKoTophIX OOJBHBIX NMPU HATUYUU OO0JIb-
IIIOTO KOCTHOTO Ace(eKTa BEITIOIHSICTCS IJIacTUKa JedeKTa
yepena umiuiantatom (KOHMET, Menouotex, Penepen
u ap.) (puc. 5). DTo MO3BOJISIET YMEHBILIUTD CITA€UHBII MPO-
necc cHapyxu oT TMO u ycTpaHuTh (PakTop CHaBIEHUS
apaxHOMTAIBPHOTO IIPOCTPAHCTBA OTEUHBIMU MBIIIIIIaMH [9].

HekoTtoprie HEHpOXMPYPIW OMMCHIBAIOT BapUaHT Jie-
yeHuss MAK tuna I 6e3 minactuku TMO ans cHUXeHUs
pUcKa TIOCJICOIepAllMOHHBIX OCJIOXHEHUM, CYUTAsI €ro
JIOCTaTOYHBIM [IJ1s1 AOCTMKEHUS Lean orepauuu [67]. OHu
npeanaraloT BeInoJHATh nauyeHTaM ¢ MAK tumna I Tonbko
KOCTHYIO IEKOMITPECCHIO: CyOOKITMITUTATIbHYIO KPAaHUOIK-
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TOMUIO JJ151 IIUPOKOM NEeKOMITPECCUU MOIyIIapril MO3XKedKa, CTBOJIA
I'M u cpequHHBIX CTPYKTYp; JaMUHAKTOMMIO Imo3BoHKa C1 mis me-
KoMIpeccun meiiHoro otaena CM (puc. 6). JanHas mo3uius 060-
cHoBbIBaeTcs TeM, uyto npu MAK tuna I ruapouedanus Bctpeuaercs
KpaifHe penko, a 3HauuT ToK LIC2K yepe3 otBepcTrie MaxkaHau coxpa-
HEH, HECMOTPSI Ha OITyIlIeHMEe MUHIAINH MO3Ke4UKa 1 X CITasTHHOCTh
C MPOJOJTOBaTHIM MO3TOM.

B kayecTBe KpuTEpHsI BOCCTAHOBJIEHUS JUKBOPOAWMHAMUKHU TIPEI-
JIaraeTcs MCIIOJIb30BaTh MOSIBIICHUE YeTKOM Irynbcauu TMO, ogHa-
KO €IMHCTBEHHBIN KPUTEPUIA HE MOXKET NATh HY>KHOM TOCTOBEPHOCTHU.
Puc. 3. Y-06pasHblii paspes TMO Ut mosiydeHusI MOTMOJTHUTEIbHOW MH(MOPMallU MOXET HMCIOJIb30-
Fig. 3. Y-shaped incision of the dura mater (DM) BaTbCsS HENPODU3MOJOTNICCKUIT MOHUTOPUHT COMATOCEHCOPHBIX
BBI3BAaHHBIX ITOTEHILIMAJI0B, HEMHBa3MBHOE MCCJAEHOBaHUE KpaHHUO-
BepTeOpalibHBIX OOBEMHBIX COOTHOIIEHWUI, JUKBOPOIUHAMUKU
¥ CKOPOCTH KPOBOTOKA B IIPSIMOM CHHYCE ITyTeM HHTPAOIIepallnOHHOMN
YIBTPa3BYKOBOI nomieporpadun. JaHHBIM METOI JaeT JOCTATOUHYIO
WHGbOPMAIMIO O BO3MOXHOM MOCJIEOIepalliOHHOM perpecce CUMII-
TOMAaTHKU [66]. AMeEpUKAHCKKME HEMPOXUPYPIU MpenaararoT IMpoBoO-
IATh BEHTPUKYJIOAPSHUPYIOIIYIO OIepalllnio B Ka4eCTBE OCHOBHOTO
MeToda JeyeHus1 codyeTaHHoi matojjorum MAK wm ruapouedanuu
[34, 54]. HecMoTpsl Ha TO, YTO 3HIOCKOMUYECKass TPUBEHTPUKYJIO-
CTOMUS BBITECHWJIA IPYTUe BapUAHTHI JICUCHUS TIPU OKKIIIO3MOHHOMN
rugpoledalni, 3TOT BUI OTIepalliy He SIBISIETCS BapuaHTOM BbIOOpa
Puc. 4. Ayronnactvka TMO Lnpokoii dhacuuei 6eapa npu MAK, Tak KaK HeT CBeIleHUil O JIeYEHUU JaHHbIM METOAOM Ma-
Fig. 4. DM autoplasty with the fascia lata ueHToB ¢ conmyTcTByoleit CPMIJL. BoiaenasiioT Takxke Apyrue BUIbI
HEHPOXUPYPIrUICCKUX BMEIIATEIBLCTB: TPAHCOPAIbHYIO JEKOMIIPEC-
CUIO 1 KPaHUMOBEPTEOPAJIbHYIO TEKOMIIPECCUIO ¢ OKLIMITMTOCIIOHAM -
sone3oM [66]. K MeTonuke TpaHCOpPaJIbHOM IEKOMIIPECCUU Y TALIU-
eHToB ¢ MAK crienyer nmpuberaThb B CiydyasiXx BhIpak€HHOI NepenHei
KOMIIPECCUU M HAJIWYUM Oa3ujsapHoN MHBaruHamuu. [lo MHeHUIO
OOJBIIMHCTBA MCClienoBaTeseil, y NalydeHToB ¢ KOMOMHAaLMel me-
penHeit v 3aaHEN KOMIIPECCUM, YUUThIBas TPaBMaTUYHOCTb JAHHOTO
MEeTo/Ia, 1IeJIecO00pa3HO B Ka4eCTBE IIEPBOTO 3Talla XUPyPruIeCKOro
JIeYeHUs MpuoderaTb K CTaHAAPTHOUW KpaHMOBEepTEeOpaIbHON JEKOM-
MpPEeCcCUu C OMHOMOMEHTHOU cTabuiausupyolieit onepauueit. OgHo-
MOMEHTHOE BBIIOJIHCHUE KpPaHUOBEPTECOPATbHON IeKOMIIPECCUH
U CTAaOMIM3UPYIOLIEH omepaluy MOKa3aHO OTHOCUTEIbHO HEOOJb-
Puc. 5. lTnactvka KOCTHOro AiechexTa nocne AKoMMpeccy LIOM TpymIe nauueHToB ¢ MAK mpu aTiaHTOaKCUalbHOM I1CI0KA-
;?;ag.oggr?en343211Hp(::si(;);,t\:ﬂecompression with 2 KONMET UM U BBICOKOM pHCKe (DOPMUPOBAHMSI HECTAOMJIBHOCTH IICHHOTO
titanium plate oTAeNa MO3BOHOYHMKA, BBISIBJICHHBIX HA 3TaIle HOOIEPAllMOHHOTO

obcnenoBanus. IlpoBouupylomumu dakropamu s (GpopMupoBa-
HUS1 HECTAOMJIBHOCTH LlIefiHOro otaeia y nauueHToB ¢ MAK tuna I
SIBIISTIOTCST HApYIICHWS MHHEPBAIIMKA MBIIII IIeW TIPY HAIMIUKA KU-
ctel CPMJI Ha BepxHelieiiHoMm ypoBHe CM, ¢puOpo3HbIe U3BMEHEHUS
B MBILILIAX, [IOBTOPSIOLIMECS COKPALEHWS M PACTSKEHUS MBILIII [66,
68]. [pumep neueHus mauueHTKU ¢ MAK mipencrasieH Ha puc. 7.

OtaaneHHble pe3yasTaThl JedeHns. X. Deng 1 coaBT. ncclieqoBaIn
OTHaJIeHHbIE MOC/IeonepaliOHHbIE UCX0Abl HA OCHOBaHUM 152 mpoBe-
JNEeHHBIX AeKkoMIipeccuii 344 v Npulliv K BbIBOAY, YTO HAJIMUME Tape-
30B B KOHEUHOCTSIX, IIpU3HAKKU KoMIIpeccuu cTBoJia I'M u 6asuiasspHoi
WHBarvuHALMU SIBJISIOTCS MPEAUKTOPOM HEOJaronpusITHBIX KJIUHAYE-
CKMX MpOrHo30B. Takke Ha OTHajleHHbIe pe3yJIbTaTbl HEraTUBHO BJIM-
Puc. 6. [lekomnpeccus npu MAK ¢ noMoLLbo pesekuumn SIOT TOBTOPHEIE OTIepalliy, BeIpakeHHas apaxHomnaTts. OCIoXHEHUS
3aTbNIOHON KOCT, NaMUHKTOMUN N03BOHKa CT rnocJjie BbIMOJIHEHUs aeKomrpeccun 34U nabmonatores y 3—40% na-
Elf'lg;n?::gt?nwssmn L Al el i 135BELE LIMEHTOB [69] 1 BKJTIOYAIOT B Ce0s1 TMKBOPEIO, aCENTUYECKUI MEHUHTUT,

paHeByl0 HMH@eKIMIo, Tuapoledaniio, nucdaruio, HeCTaOUIbHOCTD
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B KpaHMOBEpPTeOpaJIbHOM TIepexose.
B wuccnemoBanmu [70] mpu aHamumse
1946 onepauwmii mo mosomy MAK Tura
1 ObLIO yCTaHOBJIEHO, UYTO pa3BUTHE
OCJIOXKHCHHMI HE 3aBHCHUT OT BO3pacTa
nauueHTa. Psa aBTOpoB yKa3bIBalOT Ha
TO, YTO MPOBEACHUE onepalnu 0e3 1ia-
ctruku TMO npuBOAUT K OCJIOXKHEHUSIM
B 6% cinydaeB (y 3 u3 55 maiueHTOB),
B TO BpeMsl Kak Ipu BbIOOpe OoJiee
«arpecCMBHOTO» HENPOXUPYPIUUECKO-
ro MeETOIa, BKIIOYAIONIETO IUIACTUKY
TMO, yactora pa3BUTHS OCJIOXHEHUI
yBeauuuBaetcst 10 12,4% (y 28 us 226
nauueHTos) [71].

CaMBIM pacIpOCTpaHEHHBIM OC-
JIO(KHEHUEM BO BCEX CEepUsX UCCIea0-
BaHUI1 0Ka3ajach MmocjieornepaioHHast
paHeBasi 1ukBopes (y 5,9—9,5% nauuH-
ToB) [71]. B kauecTBe mpodumakTu-
K{A pa3BUTHS JIUKBOPEU PEKOMEHIYIOT
KauyeCTBEHHO ITPOBEICHHYIO IIJIACTHKY
TMO u npuMeHeHHE COBpPEMEHHBIX
repmetusupytomux cpeacts (Kpuodur, Heocynbpakpu-
nat, Cunaxkpunatr, BioGlue, Evicel, Taxokom6, LAMBA
u 1p.). BropeiM Hambosiee 9aCTBIM OCJIOXHEHHEM SIBIISI-
ercs acenTuyeckuii MeHUHTUT (y 3,7—4,8% mnauueHTOB)
[69]. [To naHHBIM HEKOTOPHIX aBTOPOB, €TI0 Pa3BUTHUE CBSI-
3aHO ¢ MaTePHUAIIOM, UCITOIb3YeMBIM 1T TuTacTUKy TMO.
[Ipu mcnonb30BaHUM AJUIOTPAHCIUIAHTATOB YacTOTa pas-
BUTHSI JAHHOT'O OCJIOXHEHUS Bbile [69].

OrepaTUBHOE BMEIIATEILCTBO HE TO3BOJISIET OCTAHO-
BUTH IIPOLIECC OITyCKAHMS MUHIAIMH MO3XKedYKa B ITO3BO-
HOYHBIN KaHaj. CpaBHUTEJIbHAs OLIEHKA IJTyOMHBI OITycKa-
HUSI MUHIQIWH B JO- U TIOCJEOTIePAIIMOHHBIX TTepUoIax
MoKa3aja, 4To OIyIIeHNe MIHIAIMH MO3KeUKa pa3IMIHON
CTENeHU B IOCAEOIEpallMOHHOM Iepuoae HalJogaIach
y 53%, oTcyTCTBUE M3MEHEHUIN B PACITOJIOXEHUM MUHIA-
muH —y 41% [29, 23].

3AKJIHO4EHUE

Takum oOpa3oM, B HACTOsIIlIEE BpeMsI MOXHO Tpociie-
JUATH BBLIPAXEHHYIO TEHAEHLUIO aKTUBU3ALUU HENPOXU-
pyprudeckoro jgedeHust MAK. PeKoHCTpyKiusl aHaTOMU-
YeCKOI COpa3MepPHOCTH MEXITy KOCTHBIMU Y HEBPAJIbHBIMU
crpykrypamu 345 u BoccranoBnenue uupkyisiumu L[CK
rapaHTUPYIOT XOpOIue pe3yiabraTthl JiedeHus. CBoeBpe-
MEHHO M aJeKBaTHO BBIMOJHEHHAs oIepalusl Mpu mnaTo-
JIOTUM 33[THETO MO3Ta MO3BOJIIET MPeIOTBPATUTh PA3BUTHE
HeoOpaTUMBIX U MaJIOKypadeTbHBIX MOP(PODYHKIIMOHATb-

HBIX Je(DEKTOB HEPBHOM CUCTEMBbI

k %k %k

Asmopbl 3as6a310m 06 omcymcemeuu
KOHGauKma uHmepecoa.

Hccnedosanue ne umeno gunarcosoii noddepicki.

Pue. 7. Mpumep nevenns naumeHtkn ¢ MAK tuna I: npeactasnetbl KT, MPT 1o n nocne onepauum
11 nocreonepaunoHHoil py6ed,

Fig. 7. An example of treatment in a ACM-I female patient: it presents CT and MRI findings before
and after surgery and a postoperative scar
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Arnold-Chiari malformation (ACM) is a group of congenital developmental
anomalies in the hindbrain and bones of the skull base, in which there is
displacement of the cerebellar tonsils, in a number of cases the trunk and

the fourth ventricle below the level of the foramen magnum. The paper

describes the etiology and pathogenesis of this disease. It presents a detailed
classification of ACM. Types I and Il are most common among the presented

ones of malformations. The clinical presentations of ACM are described in detail:
the symptoms associated with impaired cerebrospinal fluid circulation, with
compression/dysfunction of the brain stem or cerebellum, with syringomyelia/
myelopathy, with compression of the upper spinal cord. Particular attention is paid
to diagnostic techniques, such as computed tomography, magnetic resonance
imaging (MRI), cardiac synchronized phase contrast MRI. Modern methods of and
technical approaches to surgical treatment are also presented.
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