HeBponorug CMeXXHble Npo6AEeMbl

KAVHUYECKNMN CAYHOU XUPYPru4eckoro Ae4yeHus
OHOMAAUN APHOABACO — Knapu ¢ nepcucTmpytoLlen
PUOPUAASTLIMEN NpeAcepAUn

N.M. mnemxaHoBa’?, npodeccop LLU.M. CadpuH’?, K.M.H. X.ll. AepeBsHKO'

IPreoy BO BIMY MuHsapasa Poccun, Yoa
IBY3 PAKB, Yda

PE3IOME

Anomanus Apronsoa — Kuapu (AAK) — amo epynna 6poxcoenHblx aHoMaaull paseumus 3a0He20 M032a, 6USIOWUX HA CMPYKMYpPHbIE 630-
UMOOMHOWEHUS MO3XCEHKA, CMB0JIa MO32d, 6EPXHUX WeLlHbIX 0m0e106 CNUHHO20 M032a U Kocmeli OCHO8aHus vepena. B aumepamype onu-
caHvl eouHudnble cayqau covemanus AAK ¢ HapyweHuem cepdeurHoz2o pumma. [lpedcmasneHo cobcmeeHHoe onucanue KIUHUHecko20 Cy4as
covemanus AAK c cupuneomuenueti, pempoyepebennapHoli KUcmoui U HeKOPpUSUPYEMbIM JIEKAPCMBEHHLIMU CPEOCMBAMU HAPYWEHUEM Cep-
0euHo20 pumma no muny maxuapummuu y nayuenmku 49 nem. [layuenmka Habao0anack y mepanesma, Kapouon02da no N0800Y HaApYuweHus
pumma, npooonNCUMeNbHOCMb 3a601e8aHus cocmasasem 6 aem. Iloce Helipoxupypauiecko2o eHeHUs cepOeyH bl pumm 80CCMAaHOBUNCS
u Hab00aemcs pezpecc HeBPON02UHECKol cuMnmoMamuxu. B onucannom cyyae y nayuenmxu, OnumensHo HAO00aswelics y kapouonoza
no nooo0y HApYWEeHUSA CepOeHHO20 PUMMA, NOAGUNACH HOB8AS CUMNMOMAMUKA 6 8Ude NpuCmynoe ¢ KpamkoepeMeHHOU nomepeli CO3HaHUS,
20J1080KpYIICEHUEM, HAPYWIEHUEM KOOPOUHAYUU, HMOo nompebd08ao npogedeHUs OUAZHOCMUHECK020 00C1I€008AHUS HEPBHOU CUCMEMB.
Tpuesederroe nabmoderue noomeepncoaem, vmo AAK moxcem npusodume K pazeumuro HAPYWEHUS cepOeyHo20 pumma. B knunuxeckol
npakmuxe npu co4emanuu papmMaxopesucmeHmHol KapouanbHol apumMuUuU U He8POJIO2UHECKOU CUMNMOMAMUKU HEOOX00UMO UCKIOHAMb
namoso2uro KpanuoeepmeBpaIbHoO20 NEPexodd, CB0E8PEMEHHAR KOPPEKYUS KOMOpoli n03eonsem 000UmbCs NONHO20 pa3pelienus Kapouay-
HOU namonoauu.
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ABSTRACT

Surgery for Arnold—Chiari malformation associated with persistent atrial fibrillation: case history
.M. Gilemkhanova'?, Sh.M. Safin'?, Kh.P. Derevyanko'

'Bashkir State Medical University, Ufa
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Arnold—Chiari malformation is a group of congenital malformations of the posterior encephalon affecting structural relations between
cerebellum, brainstem, upper cervical spinal cord, and bones of the skull base. Sporadic published data on Arnold—Chiari malformation
associated with cardiac rhythm disturbances are available. This paper describes authors’ case history of Arnold—Chiari malformation
associated with syringomyelia, retrocerebellar cyst, and tachyarrhythmia uncontrollable by medications in a 49-year-old woman. The
woman was observed by therapist and cardiologist for abnormal heart rhythm (disease duration 6 years). She was presented with novel
complaints of temporary loss of consciousness, dizziness, and abnormal coordination which required additional neurological diagnostics.
After neurosurgery, cardiac rhythm has restored, neurological signs have regressed.

This case history demonstrates that Arnold—Chiari malformation can result in abnormal heart rhythm. Clinically, craniovertebral junction
disorders should be excluded in patients with cardiac arrhythmias uncontrollable by medications in association with neurological signs. Early
management of craniovertebral junction disorders provides complete resolution of cardiac disorder.
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HoMmanust ApHonbaa — Kuapu 1 tuna (AAK) npencrasinsi-
et co00i1 OIHO- WK JBYCTOPOHHIOIO KayZajlbHYIO 9KTO-
MH1I0 MMHZAJIMH MO33KeUKa CO CMeLLeHneM uepes Oosiblioe
3aTbUIOYHOE OTBEPCTHE B MO3BOHOYHBIM KaHas. Hepenmko oHa
COYeTaeTCsl C CUPMHIOMUENME M aHOMAIUSIMU KPaHUOBepTe-
OpasbHoro nepexona. Briepebie 0 1aHHOM 3a00JIeBaHUM YTIOMSI-
Hyn . Cleland B 1883 r., yBuzeB onyliieHrne MUHIAIMH MO3sKeUKa
B [O3BOHOYHbII KaHaJI, YIUIMHEHHE CTBOJIA FOJIOBHOTO Mo3ra 'y 9
yMmepumx MnazeHues [1]. B 1891-1894 rr. J. Arnold u H. Chiari

OMHMCaNY MOPOK Pa3BUTHSI TOJIOBHOTO MO3Ta, XapaKTepHU3ylo-
LLIMIACS OIMyLLEHWEM MO3)KeuKa M MO3TOBOTO CTBOJIA B paCLLUM-
PEeHHbI CIMHHOMO3rOBOM KaHaJl, BbI3bIBaIOLLWIi ONpesieieHHble
M3MEHEeHUs] B BEPXHELUeHOM OTZeNe CIMHHOrO MO3ra, U OT-
HECTIM €r0 K BPOXKIEHHbIM NTOPOKaM Pa3BUTHSI, KOTOpPble UMEIOT
HaCJIEZICTBEHHO 00YCIOBNIEHHYIO MpHpony. B Hacrosiiee Bpemst
knaccudrkauus AAK npencrasnsier onpezneneHHyo CJI0KHOCTb
[2]. CummToMBbI 3a6071€BaHMsI B OOJIBLLIMHCTBE CTyYaeB MPOsiB-
JISIOTCS B CPEHEM BO3pacTe Mocle NpoBOLMPYHOLLEro ¢pakropa
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@K MeamnumHckoe obospetme

(vHpexuysl, TPaBMa, MHTOKCHKALIYS, CUJIbHAsS SMOLMOHAJIbHAs
Harpy3ka), Ho MOTYT NPOSIBUTbCSI M B JI€TCTBE WM MJlafieHue-
CTBe M CTaTb MPUUMHON CMHApPOMA BHE3arHOii IeTCKON CMep-
™ [3, 4]. AAK npuBOOMT K HEBPOJIOTMYECKOH AWUCHYHKLMK
B pe3yJbTaTe NPsSIMOTro CAABJIMBaHMS HEPBHOM TKaHU Ha yPOBHE
KpaHOBepTeOpabHOrO COEIMHEHHsS! WM HApYLUIEHUsl OTTOKA
CMMHHOMO3TrOBO# >KUAKOCTH, UYTO BbI3bIBAET CUPUHTOMHUENHIO
v ruppouedanuio. [py KpaHMoBepTeOpanbHbIX aHOMANMSIX
B 3aBUCMMOCTH OT yPOBHSI MOBPEXIEHNS] Pa3BUBAIOTCSl HEBPO-
JIOTMUY€ECKKe CUMITTOMBI, KOTOpbIE MOAPA3AeNsIOT Ha Liepedparib-
Hble, LiepeOpocnuHainbHble, CuHajbHble. Hanbonee uacteiMu
CHMIITOMaMH  SIBJISIIOTCS TOJIOBHAst 00Jib, TOJIOBOKPY)KEHHE,
HapyLUeHWs] 3peHus, alHo3 BO CHEe M NPHU3HaKM OUCPYHKLMU
HWKHHUX UeperHbIX HEepBOB, BKOUas (PaCLMKYJISLMIO SI3bIKa,
aucéaruto, au3apTpuo. MOTOpHbIE M CEHCOpPHble CUMITOMBI,
BbI3BaHHble HapYLIEHNSIMU PYHKLMI CIMHHOTO MO3ra, CBSI3aHbl
C CUpUHroMuenueit unm ckonosoM [3—5]. U3 penxo BcTpeuato-
LLIMXCS KIIMHUYECKUX NposiBJieHUid AAK MOKHO OTMETHTb KJIO-
HUYecKuil Gredpapocnasm, NopaskeHre 3pUTeNIbHOrO HepBa, Ji-
LIeBOI1 reMHCIIa3M, CepriedHO-COCyaMCThle HapylieHus. Cpenu
MapOKCHU3MaJIbHbIX PACCTPOMCTB HE3MUJIENTUUECKON MPUPOIbI
BCTPEYaloTCsl CUHKONabHble COCTOsIHMS, drop attacks [6].

[lpencrasnsieM KiaMHUYECKHUit cayvait papMaKOpe3UCTEHT-
HOW CMHYCOBOW TaxMapUTMKM, aCCOLIMMPOBAHHON C aHOMaJIn-
eit ApHonbaa — Kuapu.

KNMHUYECKOE HABJIIOIEHUE

[Nauuentka @., 49 ner, nocTynuna Ha JeuyeHue B Heipo-
XHMpypruyeckoe oTaeneHue Pecry6GanMKaHCKOM — KIMHUYEC-
Koit GombHuupl (PKB) um. [I. KyBatoBa no HampasieHHO
HeBpoJiora B IJIaHOBOM rnopsizike. [Ipy nocTyrieHnd OCHOB-
Hble 3KanoObl: y4alleHHoe cepaLeOueHue, rojoBHbie 60,
rOJIOBOKPYKEHHME, LATKOCTb NP X0ab0e, 60Jib B JIEBOM pyKe
C vppazvauMeii B nomnaTtky. 3a 3 Hel. OO TOCMUTaIM3aLUU
y MaUMeHTKU MOSBUIIMCh KPAaTKOBPEMEHHbIe MPUCTYIIbI C I10-
Tepeil CO3HaHUs HAa HECKOJIbKO CeKyHJ 10 4 pa3 B neHb. JKeH-
1MHA HAOJIOAETCsl y KapAMOoJIora mo noBoay GpuopumisLum
npencepauil. Jleuenve B KapauonOrMueckoM OTAeIeHnU paii-
OHHOM OOJIbHMLIbI, MOMbITKU MOAOOPaTh aHTUAPUTMUYECKUIL
npenapat He YBEeHYaJMCb YCIeXoM, 3HauMmoro 3s¢pdekra
OT Tepanuu He ObLIO. YUMTBHIBAs CHHKOMAJbHbIE COCTOSIHUSI,
He3PPEeKTUBHOCTDb JIEKapCTBEHHON Teparnuy, ¢ LieJIbi0 BOCCTa-
HOBJIEHHsI CEpJIeYHOr0 pUTMa MaLMeHTKa HarpasjeHa Ha 00-
cnengosanue B PKb nm. [T KyBarosa. Hacnencreennblit anam-
He3 He OTArolleH. BpenHbIx MpHBbIueK He UMeeT.

OObeKTHBHOE KCCIIENOBAHKE: Y TNALMEHTKM HOpMallb-
Hoe Tenocnoxkenne, VMT=24,2. JlbixaHue Be3WKYJISIPHOE,
xpunoB HeT. CepleuHble TOHbl APUTMHUHbIE, APTEPHUATIbHOE
nasnenne 110/70 mm pr. cT., nynse 102 ya./muH (6e3 nedu-
uuTta mysnbca). B HeBponormueckoM craryce: BepTHKaJIbHbIi
HUCTAarM «ObIOLLMI BHU3», YMEPEHHO BbIpaskeHHast CEHCUTHB-
HO-MO3KEUKOBAsl aTaKCHsl, CHM>KEHWE MOBEPXHOCTHOH 4yB-
CTBUTEJIbHOCTU 0 MPOBOJHMKOBOMY Ty ¢ ypoBHs1 C3. Ilpu
NPOBeJIeHUH HeHpPOICUXOIOTMUECKOr0 MCCeN0BaHNsl KOTHU-
THBHBIX HapylleHWit He BbisiBJIeHO. [IpoBenieHHble pyTHHHbIE
KJIMHMKO-J1a00paTOpHbIE MCCIIe0BaHNs HE BbISIBUIM MaTOJIO-
I'MYECKUX N3MEHEHUIA.

[lo nanupiM MPT rosioBHOro Mo3ra BbISIBJIEHbI IPU33aHKU
AAK c sxTOnMei MUHANIMH MO3XXeUKa Ha 9 MM, ¢ lopcallb-
HOM KOMIIpecCHel Ha ypOBHE LIEHHO-MenyJIJIIPHOTO coe-
JMHEHMS, C aCCOLMMPOBAHHON CUPUHIOMUEsMeil Ha YpOBHE
C1-C6 u perpouepebennspHoi kucroi (puc. 1A). Io nau-

HbIM 3JIEKTPOKApPAMOrPaMMbl 10 onepauuu: GpubpusLms
npesicepinii, TaXUCUCTOIMYecKast popMa, 4acToTa COKpa-
weHust xenynoukos 92—170 ya./mun, nudpdysHble U3MeHe-
HHS1 B MUOKapze.

[lauuentke npoBenieHO HEMPOXUPYpPruueckoe ornepaTvB-
HOe JIeueHKe: TUTIMYHAsK pe3eKLIMst MUHJIAJIMH MO3)KeuKa € BOC-
CTaHOBJIEHUEM OTTOKA JIMKBOpa uepe3 GOJIblLIYIO LIMCTEPHY,
IypOIUIaCTMKOM ayTOTPAHCIUIAHTATOM, PEBU3KSl BXOZ1A B LI€H-
TpanbHbIi KaHai. [locne nposeneHnst XMpypruyeckoro BMe-
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Puc. 1. MPT ronoBHoro moara, T1-B3BeLLEHHOE 1306pake-
HWe, carnTTarnbHas NNOCKOCTb:

A — aHomanusa ApHonbga — Knapu ¢ SKTOonuer MUMHBAIMH MO3XeYKa

Ha 9 MM, [opcaribHOM KOMIPECCUE Ha YPOBHE LLEHHO-MELRYI/ISIPHOro Coeam-
HeHWs1, accouynmpoBaHHasi ¢ cupuHrommenvesi C1-C6 n petpouepebenssp-
HOWi KucTovi (go onepauymm); b — perpecc petpoLepebenispHou, CUPUHIo-
MUENNTUHECKOM KUCT C pa3peLLeHneM [opcasibHOVM KOMIPeccum Ha ypoBHe
LiepBUKOMELRYIISIPHOIO COeANHeHUs (Yeped 5 Mec. rocre onepawmm)
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LIaTeNbCTBA Y MALMEHTKU 3apUKCUPOBAH CHUHYCOBBI PUTM
C 4acTOTO# cepreuHbIx cokpaueHnit 50—60 ya./muH. [pn
koHTposibHOM MPT uepe3 5 mec. nocne xupypruueckoro je-
YeHusl: perpecc perpoLepeOeUISIpHON U CUPMHIOMUENUTH-
YeCKO# KUCT, a TaKKe paspelleHne AopCcaabHOM KOMIIPECCUU
Ha ypOBHE LIepBUKOMENYJIISIpHOro coennHenus (puc. 1B).

OBCYXIEHUE

[lpoucxoxnenne peTpoLepebensapHoit KUCTbI
M J[OpCaJbHON KOMIPECCHM Ha YpOBHE LIeHO-MenyJl-
JIIPHOTO  COEIMHEHMS] MOKHO OOBSCHUTb, OCHOBBIBASICh
Ha rugpoanHamuueckoit Teopun W.J. Gardner, cornac-
HO KOTOpPOil TMAPOMHENUTHYECKHE TOJOCTH 00pasyroT-
Csl B pesysbTaTe MyJbCOBOM TMAPOAMHAMMUYECKON BOJIHbI,
BO3HMKAIOLLeit B CUCTEMe KeJlyLouKOB MO3ra Mpu MyJsbca-
LMY XOPUOMAAJIbHBIX CIjleTeHuit. BenencTeue npensitcTBrst
Ha ypoBHe OOJIbLIOTO 3aTbIJIOYHOTO OTBEPCTHS], BbI3BAH-
HOTO 3KTOMMeN MWHZAAIMH MO3XeuKa, MyJbCalusl racuTCs
O CTEHKHM LeHTpajbHOrO KaHaja CIWHHOrO MO3ra Mpu Co-
yIapeHnH, 4TO CMOCOOCTBYET MOCTENEHHOMY PacIIMpeHHIo
ueHTpanbHoro Kaxana [7]. B. Williams o6bsichun o6paso-
BaHWe rupomuennu tem, uto npu AAK omylieHHble MUH-
HaJlvHbl MO3XeuKa OJIOKMPYIOT OTTOK JIMKBOPA Ha YpOBHE
LIepBUKOMEYJUIIPHOrO Mepexosia, 4eM CO3[al0T PasHULy
DaBJIeHNI MeXAY MOJIOCTbIO Yepena ¥ CIMHHOMO3TOBbIM Ka-
Hajsiom [8]. Tunoresa E.H. Oldfield et al. (1994) rnacut, uto
¢dbopMHUpOBaHHE TMAPOMUETUTUYECKHUX I0JIOCTeH CBS3aHO
C «TIOPLIHEBbIM MEXaHU3MOM»: BO BpeMsl Kaxk[0il CeplleuHo
CUCTOJIbl JMCTONMPOBAHHbIE MMHATIMHBl MO3)K€UKa CO37a-
10T pasHULYy AaBJEeHNI MKy KpaHUaJbHbIM U CIMHAJIbHBIM
cyb6apaxHOMAAIbHBIM NPOCTPAHCTBAMHU [9].

Hapymenne cepneunoro purma npu AAK cB3bIBaIoT € pac-
CTPOVCTBOM BEreTaTUBHOM MHHEPBaLMK cepiua B cepe BbiC-
LIe}1 HeJiPOropMOHaJIbHON PEryJsiLiK ¢ peobaaHreM Baryc-
HbIX HapyLlIeHWi Ha OHe rMIepTeH3MOHHO-THPOoLedaabHOro
cunapoma. B 2005 r. O. Prilipko et al. ony6nmkoBanu Habmo-
JeHue naumenTa, crpagaswero AAK [ tuna ¢ curIpomMoM Xpo-
HUYECKOI yCTalOCTH, OPTOCTaTUYECKOK MHTOJIEPAHTHOCTbIO,
4aCTbIMU CHHKOIMAJIbHbIMU COCTOSIHUSIMA M CHHIPOMOM Op-
TOCTATUUECKOi MOCTypanbHOi Taxukapauu. [lo nanabiv MPT,
9KTONHMSI MUHIATMH MO3)euKa COCTaBUa 7 MM HUXe YpOB-
Hs1 GorbLioro 3arbuioyHoro otBepctusi. [locne npoeneHus
DeKOMITPECCHOHHOTO  XMPYPrUyecKoro BMeLLaTesbCTBa Bbl-
LIerlepeyncrieHHble  CUMITOMbl, KPOMe CHHAPOMA XpOHHYe-
CKOI1 ycTanocty, 6bn KynupoBaHel. Micxozs 13 3Toro aBTopbl
BbIJIBUHYJIM TUIIOTE3Yy O KOMIIPECCHH CTPYKTYpP 3ajHeil uepern-
HOI SIMKU C BO3LENCTBMEM Ha nucleus tractus solitarii wnu
Ha MpoBozsiMe nyTH, obecreunBaroie 6apopedekc [10].
C. Elia et al. (2017) ony6nvikoBanu HaboeHWe MaLUEHTKN
31 rozja ¢ TaxuapuTMuei, pesuCTeHTHO K (apMakoTepaniu
u Kapunoa6nﬂunn. MPT ronosroro mMosra BoisiBuna y Hee AAK
(3KTOMMST MUHAAJIMH MO3XeuKa 12 MM) B COY€TaHUM C CUPUH-
romuenueil. CyOOKLMMUTANbHAST JIEKOMIIPECCHsl MO3BOJMIIA
IOGUTbCS TIOJIHOTO pa3pelueHus aputmum [11].

laToduanonornueckne MexaHU3Mbl, CMOCOOCTBYIOLIME
HapyLIEHUIO ayTOPEryasilMk CepAeyHoro puTMa Y Harei
nauueHTky ¢ AAK, MoryT GbITb 00'bSICHEHBI: @) KOMIIpeccHei
W aHrynsiLueit B LepBUKOMeyYJUISIPHOM COelMHEHUH, 3aTpa-
rMBAIOLLEM HWKHME YeperHble HepBbl U siipa CTBOJIA OJIOB-
HOro Mmo3ra; 6) KOMIIpeccHeil BOCXOJSLIEH PEeTHKYJISIPHOI
CHUCTEMbl CpPEeJHEro MO3ra; B) KOMIIPEeCCHel HUCXOASILMX
BOJIOKOH, OepyliMX Hauyano B szpe Onyskaarollero Hepsa,

CEpIEYHO-COCYAUCTOM LEHTpe IMpOJOJIrOBATOTO  MO3ra,
TNPeACTaBJIeHHOr0 nucleus ambiguus, Ha ypoBHe LIEHHO-Me-
IYJUIIPHOTO COENMHEHHs], a TaK)Ke IOPCalbHOTO MOTOPHOTO
7[pa ¥ BOCXOZSLUMX BOJIOKOH OT XEMOPELIENTOPOB, MEXaHO-
peLienTopoB 1 6apopeLEenTopoB.

SAKJIIOYEHUE

B ommncanHoM cnyuae y mauMeHTKH, JJIMTeIbHOE BpeMms
Habo/1aBLIelicsl y KapAKOJIora Mo MOBOAY HapyIIEeHHs cep-
JIeYHOTr0 pUTMa, MOsIBUJachb HOBAasg CUMIMTOMATHKa B BUJE
MPUCTYNOB C KPAaTKOBPEMEHHOW MoTepei CO3HaHus, rojio-
BOKPY’KEHMEM, HApYLIEHUAMU KOOPAMHALMM, 4YTO MOTpe-
60Bano MpOBeleHNs] IMAarHOCTUKM CO CTOPOHbI HEPBHOM
cucremsl. [Tocne kaMHUYEcKOro o6cCe0BaHNS U HEHPOBU-
3yanusauuu ObL1 BoicTaBNeH nuarno3 AAK B coueTanuu ¢ cu-
pUHromuernueii, peTpoLepebensipHOii KUCTOM 1 HapyLleHu-
eM cepedHoro purtma. [locne ycremHoro Xupypruueckoro
JieueHusl CepleyHblii PUTM BOCCTAHOBMIICH, KYMMPOBAJICS
HEeBPOJIOTMYeCKUi nedULUT, MPUCTYNOB C NOTepeil Co3Ha-
HUst Goslee He HaGMIIONANIOCH.

[TpuBenenHoe Habmonenue noarsepskaaet, uro AAK mo-
SKeT MPUBOAUTb K Pa3BUTHIO HapYLIEHWH CEpPAEeYHOro pUT-
Ma. B kiuHMYeckoil npakTuke Mpu coueTaHuu ¢papmako-
PE3UCTEHTHON KapAuajbHOW apUTMHUKU U HEBPOJIOrMYECKOMH
CUMITOMAaTHMKM HEOOXOIMMO MCKIIIOYaTh MAaTOJIOTHIO Kpa-
HHOBepTeOpasbHOrO Nepexoaa, CBOeBpeMeHHast KOppPeKLHs
KOTOpOI1 O3BOJISIET JOOUTBCSI MOJIHOTO pa3peLleHust Kapau-
aJibHOM MaToJIOTUHu.
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