0. A. Ilamopckas

CETb CHIARI Y JINL C HACJEACTBEHHBIMU HAPYIIEHUAMHU
COEJUHUTEJbHOU TKAHU

Beenenne

[IpobGiema HacneacTBeHHbIX HapyuieHui coegunutenbHol Tkanu (HHCT) ak-
THBHO pa3padaThIBacTCs B KIMHUYECKUX W HAYYHBIX ITKOJIAX HA TTOCTCOBETCKOM ITIPO-
CTpaHCTBE B TeueHHe nociieqHux 20 jer, B aBaHrap/e pa3padOTOK KOTOPBIX HAXOASTCS
poccuiickue yuyeHbie. OO0 aKTyaJbHOCTH 3TOTO HAIpaBIEHUS B KIMHUYECKOU Meu-
[IMHE CBUJIETENHCTBYET MyOJIMKAIUsl HAIIMOHAJIBHBIX PpYyKOBOACTB B Poccum (2009,
2012, 2015, 2016) u benapycu (2014), B KOTOPBIX U3JI0KEHBI OOIIIME MPUHITUIIBI 1 a-
THOCTUKH W JICUCHUS] CUHJIPOMAIbHBIX U HecuHapomaibHbix ¢popm HHCT. Kapauo-
nornueckue acnektsl HHCT BItOUarOT BHyTpUCEPACUHBIE U COCYAUCTHIE AaHOMAJINH,
JAHHBIE O KOTOPBIX MaKCHMaJIbHO 00001ieHsl B MoHorpadhuu J. B. 3emiioBckoro
u D. I'. ManeBa «Masble aHOMaIuM cepaua v aucruiactuyeckue pesorurs» B 2012 .
[1]. B 2014-2015 rr. ObuH OmmyOJIMKOBaHBI OOHOBJICHHBIE PEKOMEHAAIMH IO BEJe-
HUIO TIAIMEHTOB C BaJIbBYJISIPHBIMU 3a00JIEBAHUSIMU CEP/Ila, B TOM YKCIIE HECKOJIBKO
paboT, MOATBEPKIAIOIIUX MMOBBIIICHHBIA PUCK MTPEUMYIIIECTBEHHO KapAHM0IMOOInYe-
CKHMX OCJIO)KHEHUU TMPHU ONMPEACICHHBIX BapHaHTaX U COYETAHUSIX BHYTPUCEPACUHBIX
nopokoB. B 1enomM, HecMOTpsi Ha pazHooOpaszue kauHuueckoit kaptunsel HHCT, ecth
IIUPOKUN CHEKTP MOJUOPTAHHBIX W TOJMCUCTEMHBIX KIWHUYECKUX TPOSBICHUMH,
MMEHHO TOPAXKEHUS CEePIACYHO-COCYJIUCTONM CUCTEMBI OINPEAENSIIOT TPYA0CIOCO0-
HOCTh U mporHo3 xu3Hu nanueaToB ¢ HHCT. B To e Bpems MHOrooOpasue hopm
cepaeuHo-cocyauctoil marongoruu npu HHCT, cioxHOCTH B pa3rpaHU4YeHUU BHYT-
pUCEpPAEYHON MATOJOTUM OT BapUAaHTOB HOPMBI, B TOM YHUCJE B J€TCKOM BO3pacTe,
pasHouTeHus: B Kputepusx OxoKI'-mmarHoctuku, moaxonax K Kiaccu(UKaIUH,
a TaK)K€ pPa3HOPOJHBbIE KaTEropuu OOCIEOBAHHBIX TPYMI, CO3JaI0T MPOOIEMBI
B (popMUpOBaHUM J0Ka3aTeIbHON 0a3bl MpU pa3padOTKe CTpaTU(PHUKALUUA pUCKa TOU
WJIA UHOM KapJIMOJIOTHYECKOM naroJioruu, accomuupoBanHoi ¢ HHCT.

MaJbie aHOMAJIUU cepana

CoriacHO TEKCTy HaJHAIMOHAIBHBIX (MEXIYHapOAHBIX) pekomenaaruii EAT/
BHOK/PHMOT 10 CTpyKTypHBIM aHOMAJHSIM CEP/IIla, K MaJbiM aHOMAJIUSIM Pa3BU-
tust (MAP) oTHOCST HaclielyeMble WM BPOXKICHHBIE OTKJIOHEHUS OT HOPMAaJbHOTO
AHATOMHUYECKOTO CTPOCHMSI OPraHOB, HE CBSA3aHHBIE C aHATOMO-(U3HOJOTUYECKUMHU
OCOOEHHOCTSIMU JIETCKOTO BO3pacTa, MPHU OINPEIACICHHBIX YCJIOBHUSIX MPUBOMASILNE
K HapymieHuto ¢yskiuu. K BHemHuM MAP OTHOCAT aHOMaliiM pa3BUTUSI KOCTHO-
CKEJIETHBIE, MBIIICYHbIC, IKTOJAEPMAIbHbIE; K BUCLEPATbHBIM — U3MEHEHHUS CTpOe-
HUsI OpraHa 3peHMs, CEepACYHO-COCYAMCTOM W PECIHUPATOPHOU CHUCTEMBI, OPTaHOB
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OpIOLIHOM MOJIOCTH, MOYEBBIIEIUTEIBHON U PENPOAYKTUBHOM cucteM. CTpYKTYpHBIE
(Masible) aHOMaNMM cepjua SBIAIOTCS TposiBieHneM MAP co cTtopoHbl cepieyHo-
COCYAMCTOM cucTeMsl [2].

CogepmienctBoBanue IxoKI' quarHocTuku, HaKOIJIEHWE U 0000IIEHUE pe3yJb-
TaTOB HAYYHBIX W KIMHUYECKHUX HCCJICNOBAHUA OOYCJIOBWJIM MHTEpPEC K MOTPaHUY-
HBIM OTKJIOHCHUSIM B CTPOCHHHU CepAma, K KOTOpbIM MoOryT ObITh oTHeceHbl CAC.
HaunbGonee mmpoko mpuHsATas ASPUHUIUS TaKUX BHYTPHUCEPIACYHBIX aHOMAIUNd —
Mainbie anoMmanuu cepana (MAC), onpexaelnsieMble Kak HaclaeACTBEHHO-00YCIIOBIICH-
HBIC UM BPOKIEHHBIE CTPYKTYpPHbIE U3MEHEHHUsI KJIallaHHOTO armapara cepua (ero
COEIMHUTEILHOTKAHHOTO KapKaca), BKII0Uas MarucTpajibHbIE COCY/bl, B BUJAE pa3-
JUYHBIX AHATOMHUYECKUX AaHOMAJIU, HE COMPOBOXKIAIOIIMXCSI TE€MOAUHAMHUYECKU
rpyObIMU ¥ KJIMHUYECKH 3HAYMMBIMU HapyireHusmu [1, 3]. OgHu ucciegoBaTesu
K MAC npuauciisioT Jro0ble aHOMAJUMU, BBISIBISIEMBIE TPU MOP(OJIOTHUYECKOM UCCIIe-
JIOBAaHUH, JIPYTUE PACCMATPUBAIOT MX KaK KIMHUKO-3XOKapauorpaduueckoe IMOHS-
THE, BKIIIOYAIONIEE UMEHHO T€ aHOMAaJIMH, KOTOPhIE YAAeTCs BBISIBUTh MPUKU3HEHHO
B nporiecce nosmmno3uninonnoro DxoKI -uccnenosanus (C. @. I'mycaes, HO. M. be-
no3epoB, 1997). He oTpuiiast akTyaJIbHOCTh TEPMUHA U ONIPEIENICHUS «MaJIbIX aHOMa-
JUW cepala», HeMb3s HE OTMETUTh JUCKYTaOEIbHOCTh OTIEIbHBIX IMOJOKEHUH —
«KJIMHUYECKU 3HAYMMOE HApPYIIECHUE», «TPyOble HAPYIICHUS TeMOJUHAMUKNY», KOTO-
pble HE BIIOJHE COOTBETCTBYIOT COBPEMEHHOM MEXKIyHApPOJHOU TEPMHUHOJIOTHUHU.
B anrnosserianoi mureparype tepMuH MAC He UCTIONB3YeTCA KaK €IMHOE MOHSITHE,
MO3BOJISIIONIEEe OOBEAMHUTh BCE T€MOJMHAMUYECKH MajOo3HAYMMble aHOMAJHUHU CO-
eAMHUTEIPHOTKAHHOTO KapKaca M KJamaHHOro ammapara cepjana. Hambosee yacto
MIPUMEHSIOTCS TepMUHBI «cardiac abnormalities», «structural heart anomaliesy, «car-
diac anomaliesy», «morphological abnormalities» u «structural cardiac abnormalitiesy.
Ho3zonorudecku 310 B OOJNBIIMHCTBE CIIy4aeB aHEBPU3Ma MEKIIPEACEPIHOMN Mepero-
poaku (AMIIII), otkpeiToe oBasibHOE OKHO (OOQ), yIJIMHEHHBIN €BCTaXUEB KianaH
(EK), cetb Chiari u nposarnic MutpanbHoro kinamnana (IIMK).

Certn Chiari

Anatomusi, Tepmunosorus. Cers Chiari (Kuapu, Xuapu) npeacrapisier co0oit
(UOPO3HO-HUTEBUIHYIO CTPYKTYPY B BUJIE CETKH, KOTOpask MPUKPEIUIIETCS K KJIallaHy
HIKHEW MOJI0UM BEHbI (€BCTAXUEB KJallaH) C OAHOM CTOPOHBI U K PA3IMYHBIM YaCTsIM
npasoro npexacepaus (ITIT) — ¢ apyroii [4]. IlIupokoe uCHoONb30BaHNE IXOKAPIHO-
rpaduy U yBeJIMYEHUE pa3peliaronieid CriocCOOHOCTH COBPEMEHHBIX YJIbTPa3BYKOBBIX
MPUOOPOB MO3BOJISIIOT HE TOJIBKO BBISIBIIATH U JIETAJIBHO OIIEHUBAThH MATOJIOTMYECKUE
COCTOSIHUS Cep/illa, HO U 00Jie€ OTUETIUBO CYJIUTh O HOPMAJIBbHBIX BHYTPUCEPICUHBIX
CTPYKTYypax U BapHaHTaX CTPOCHHUSI CEP/IIa.
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Cetp Chiari sBisiercst octaTkoM 3MOPHOHATBHOTO TPABOTO KIIAllaHA BEHO3HOTO
(KOpOHApHOTO) CHHYca W 00pasyercss B Cy4ae HEIOJIHOW pe30pOLUHU TOCICIHErO.
Anaromuyecku ceth Chiari mpencraBieHa HenpaBUIbHOW (POPMBI CETEBUIHON CTPYK-
TYpOH, KOTOpasi COCTOMT U3 MHOXKECTBA (PHOPO3HO-HUTEBUIHBIX H/WIH MEMOPaHO3HBIX
komnoHeHToB [5]. Mcxops u3 obmacTu eBcTaxueBa KiamaHa, ceth Chiari moxer kpe-
MUTHCS B pa3UIHbIX oTAenax 11 — k kianaHy KOpOHapHOTO CHHYCA, TEPMUHAIBLHO-
My I'peOHIO0, pacloIOKEHHOMY B 30HE yCThsl BepxHel nosoil Benbl, MIIII, creHke ca-
Moro npeacepavs. Pazmeps cern Chiari BaprabensHbI M1 MOTYT JOCTUTATh 6 cM [6].

[TepBoHavanbHO 3Ta CTPYKTYypa OblIa onmucana Von Rokitansky B 1875 r., ogHako
ObUTa Ha3BaHa B YECTh MmaroJyiora u 3MoOpuosiora Hemenkoro ynusepcureta B [Ipare
H. Chiari, xoTopblit npenctaBui B cBoei myonukaruu B 1897 r. ciyuaii von Rokitan-
SKy u ele HeCKOJIBKO CIy4aeB ceT4yaTol MeMOpaHbl, PacIoiaratoneiicss Hall yCThbeM
HWDKHEH ITOJIOHN BeHB!I [7].

Hapsiny ¢ repmunom «ceth Chiari» (Chiari’s network, Chiari’s net) B nurepary-
pe MOXKHO BCTPETHTh M APyrue 0003HAYEHUS ATOU ke CTPYKTyphl: octatok Chiari
(Chiari’s remnant), perukynspnas cets Chiari (Chiari’s network reticulum), anoma-
st Chiari (Chiari anomalies) K. P. Bhatnagar et al. [4] x anomanuu Chiari otHecu
Tpu GopMbI: (PeHECTPUPOBAHHBIIN KIIallaH HIKHEH TOJI0N BEeHBI;, (heHeCTPHUPOBAHHBIN
KJIallaH KOPOHAPHOTO CUHYCa W TOHKHE HUTEBUIHBIC CTPYKTYPHI MEXIY BHINICYKa-
3aHHBIMU KJIANIAHAMH WJIA MEXKAY KJIallaHAMH U CTEHKOW TpEeACepaus, TePMHUHATb-
HBbIM IpeOHEM WM MEXIPENCEpIHON NMEePEeropoakoi. DTH K€ aBTOPbI MPEAJIOKIIN
TEPMHH «CeTh IMpaBoro npeacepaus» (right atrial net), koTopslii 00beTUHSAET BCE TPH
BhIIIeonMcanuble popMbl. OHAKO 3TO MPEIOKEHUE BBHI3BAJIO BO3PAKEHUE HEKOTO-
pbIX aBTOpPOB [6], KOTOpBIC CHIPaBENIUBO YKa3ald HA TO OOCTOSITEIBCTBO, YTO YIKE
B opurnHaibHoM onucanuu X. Chiari otmeuanoch Hannuue GeHecTpanuii Ki1arnaHoB
U Pa3NUYHBIX HUTEH OT KJIallaHa HIDKHEH IMOJIoi BEeHbI, HO ObLIa BBIACICHA UMEHHO
CeTh, KOTOPYIO HE CJEIYeT MyTaTh C U30JIMPOBAHHBIMU HUTSIMH WU (EHECTPAIUIMU
kiananoB. C KIMHUYECKUX TIO3HUIUN 3TH TEPMUHOJIOTHUECKUE aCTIEKThI BAYKHBI B TOM
CMBICJIC, YTO OHHU MOKA3bIBAIOT MHOT0OOpa3Kre BAPHAHTOB CTPOCHUS B ATOM U O€3 TOTo
HACBHIIIEHHOW Pa3HOOOPa3HBIMH CTPYKTypamu 30HE mpaBoro mpencepaus. Ciemyer
MOHMMATh, YTO HE KaKJas HUTCBUIHAS CTPYKTYpa, MPHKPEIUISIONMAACS K KianaHy
HIDKHEH T0JION BeHbl, siBisseTcs coOcTBeHHO ceThio Chiarli m ee xapakTepucTHKa
JOJDKHA OCHOBBIBATHCSI HA COBOKYITHOCTH JAHHBIX, TOJYYaeMbIX NPU €€ BU3yasu3a-
IIUH, TEMOJIMHAMHUYCCKON U KJIMHUYCCKON XapaKTePUCTHUKE.

Hecmotps Ha TO, uTO 0 cymiectBoBanuu cetu Chiari u3BectHo yxe Oosiee Beka,
nyOJIMKALNY, TIOCBSAIICHHBIC 3TOMY 3MOPHOJIOTMYECKOMY OCTAaTKy, JO HEIaBHETO
BPEMEHHU BCTPEUYAIMCh HEYACTO U B OCHOBHOM IPECTABIISUIA CO00I pabOThI mMaTolio-
roB. O/IHaKoO B CBSI3U C BHEAPEHHEM B KIMHUYECKYIO MPAKTUKY psla BU3yaTH3HPY-
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IONIMX METOOB, TAKMX KaK dXOKapauorpadus, TpexmepHas 3XoKkapauorpadus, gpec-
MUIIEBOAHAS ¥ BHYTPHCEpACUHAs dXOKapAuorpadus, MarHUTHO-PE30HAHCHAS TOMO-
rpadus U KomrbioTepHas Tomorpadus, cetb Chiari cranu BBIABISATh MPUKU3HEHHO
B Ka4eCTBE CIy4YailHOW HAXOJKH WJIM WHOTJA B CBS3HM C KaKUMHU-JTHOO IMaToJIoThYe-
CKHMH COCTOSTHUSIMHU.

PacnpocrpaneHHocTb. OOIIas TOMyNSIIMOHHAS PACIPOCTPAHEHHOCTh CETH
Chiari cocraBnsier okomno 2 % [7], M. Loukas et al. [6] orMeTniH, 9TO OOBIYHO YKa-
3BIBAIOT pacrpocTpaHneHHOCTh cetu Chiari B 2 % W 3TO HEBEPHO MPUITHCHIBAIOT
X. Chiari. Ognako cam X. Chiari onucan 13 takux ciydaeB, HO OH HE yKa3bIBall Ha
YaCcTOTY M HE MPUBOJIWII JAHHBIX O KOJIMYECTBE BBITOJHEHHBIX BCKPBITHI [8].

[To MopdoornuecKkum Uccie0BaHUsIM YacToTa BhisiBiieHUs cetr Chiari xoe0-
nercsa ot 1,3 mo 4,0 %, npu Gosiee CTPOromM MoAX0J€ K TUArHOCTUYECKUM KPUTEPH-
sm — 0,34 % [9]. YacToTa BHISBICHHS 10 pe3yJbTaTaM TPAaHCTOPAKAIBHBIX dXOKap-
nuorpaduyeckux uccnenoBanuii koneonercs ot 0,3 1o 9,5 %. Jlanubie poccuiickux
uccaenoBareneir — 0,9 % npu TpanctopakamsHoM Ix0KI u 1,6 % — mpu upecnu-
meBogHoM DxoKI™ [1]. CymiectBeHHasi BapuaOCIbHOCTh YaCTOTHI BBISABICHUS CETH
Chiari, mo-BuauMomMy, 0OBSCHACTCS TEM, YTO HEKOTOPBIC aBTOPHI OMHKCHIBAIOT B Ka-
yectBe cetr Chiari u gpyrue ocOOCHHOCTH, U aHOMAJIMK CTPOCHMSI BEHO3HBIX Kilara-
HOB, TaKWe KaK YBEJIMYCHHBIM eBCTaxueB kiamaH [8]. PacmpoctpaneHHOCTH ceTH
Chiari He 3aBucHT 0T TI0J1a ¥ Bo3pacTta [4].

Juarnocruka. Yacro cerh Chiari 1uarHocTUPYOT BMECTE C OTKPBITHIM OBaJIb-
HBIM OKHOM, aHEBPH3MOH MEXIPEICEPAHON MEPErOpOIKA U CBCTAXUEBBIM KJIAIIAHOM
(79 %) [9]. Tak, mo manubiM B. Schneider et al. [10], y mauuentos ¢ cetsio Chiari ot-
KpBITOE OBaJIbHOE OKHO BCTpeuanoch B 83 % ciyuaeB mo cpaBHeHUIO ¢ 28 % HaOr0-
JCHUN B KOHTPOJBHOH TpyIie. AHAIOTUYHAS 3aKOHOMEPHOCTh OTMEUaiach U B OTHO-
IIICHUN aHEBPU3MbI MEXKIIPEICEPIHON TIEPETOpOAKH, KOTOpas BbIsBILIach B 21 %
ClTy4aeB y ManeHToB ¢ cethto Chiari u Tonpko B 1,6 % HaOr0NeHMIA y TAIIMEHTOB 03
ceru Chiari.

OO0b1uHO ceth Chiari BU3yanu3upyercsi B TeX MO3UIHSIX, U3 KOTOPBIX MOKHO BH-
3yaIM3UpOBaTh TIPaBOE TPEACEpIUC: BEPXYIICYHAS YEThIPEXKaMepHas TTO3HIIHS,
JUTMHHASI OCh TIPABOTO JKEIyI0YKa U KOPOTKas OCh Ha YPOBHE aOPTAILHOTO KJIartaHa
U3 TIApaCTEPHAIBHOTO JIOCTYIIA, a TAK)KE CYOKOCTAIbHBIE TIO3UIINH (YeThIpeXKaMepHasi,
JUTMHHAS OCh HUYKHEH ITOJIOW BEHBI M KOPOTKas OCh Ha YPOBHE aOPTAJIHHOTO KIIanaHa).
CrnenyeT OTMETHTD, UTO JUIsl OLICHKH MecTa npukperuieHus cetu Chiari Heo6xoaumo
TIOJIMTIO3UIITMOHHOE HKCCJICIOBAHUE C BKJIFOUEHHUEM HE TOJIBKO CTaHJApPTHBIX, HO
Y IPOMEXKYTOUHBIX Mo3unuil. [Ipu sTOM aByXMepHOe 3Xokaparorpaduyeckoe uccie-
JIOBaHKME HE BCErja MO3BOJSET TOYHO ONPEACIUTh MecTa nmpukperuicaus cetu Chiari,
DTO BIIOJHE €CTECTBEHHO, €CJIM YYUTHIBATH OOCTOSITEIHCTBO, YTO HCIIOIB3yEMbIE PY-
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TUHHO JIByXMEpPHBIC MO3HUIMU OOBIYHO HE IMO3BOJSIOT B OJHON W TOH K€ IJIOCKOCTH
BU3YAJIM3UPOBaTh W €BCTAaXMEB KJallaH, W KIalmaH KOPOHAPHOTO CHUHYCa, W JIPyTrHe
BO3MOJXKHBbIC MecTa npukperuienus cetu Chiari. TpexmepHoe sxokapanorpaduieckoe
MCCIICIOBAHNE TTO3BOJISIET B PsiJie CIy4acB MPEOJIOJIETh BhIMICyKa3aHHOE OrpaHUUCHHUE
JABYXMEPHOTO CKaHWPOBAaHUS M yCTAaHOBHUTH MecTa Kperwienus cetu Chiari. Omaako
B HEKOTOPBIX CIydasX TPEXMEPHOE dXOKapauorpaduueckoe uccieaoBaHue He o0ia-
JaeT JOCTATOYHOU MPOCTPAHCTBEHHOW M BPEMEHHOM pa3periaromieii CrrtocOOHOCTHIO
JUTS aJICKBaTHOW BH3yaM3allii TOHKHUX M IMOABMXKHBIX HUTEH cetr Chiari.

[Tpu upecnHIIEeBOTHOM UCCIICIOBAaHUH OTIPABHON TOYKOH JIsI TUATHOCTHKH Ce-
i Chiari sSBISIOTCS MO3UINMU U3 CPEIHUX OTICIIOB MUIICBOJIA, B KOTOPBIX BU3yallH-
3UPYIOTCS 3aJHIE U HIDKHHUE OTAEJBI IPABOTO MpECepAns B 30HE BIAJCHUS HIKHEH
MOJIOW BEHBI: OMKaBaIbHAS TO3WMIMS W TIO3MIUS KOPOTKOW OCH Ha YPOBHE aOPTHI.
BrIsiBIIeHNE THMHEHHBIX BBICOKOIIOJIBIXKHBIX CTPYKTYP B yKa3aHHBIX MO3HIUSAX C MX
NPUKPEIUICHUEM K CBCTaXHMEBY KIANaHy 3acTaBIsieT 3aloJ03PUTh HAJIMYUE CETH
Chiari. Kak npaBuiio, B yKa3aHHBIX MO3HIUAX YIAETCS BU3YAITU3UPOBATH TOJIBKO OJIHO
MecTo npukperuieHus cetu Chiari k eBcTaxueBy KianaHy, a Ipyrue TOYKH TPUKpPETI-
JICHUS OKa3bIBAIOTCS BHE TNIOCKOCTH CEYCHHUS. 3a CUET ITOTO CO3/aeTCs BIICUaTICHHUE,
uyro cetb Chiari cBo6oaHO dioTupyer B monoctu mpaBoro npexacepaus. [lpu npu-
[EJIEHOM TIOJIUTIO3UITMOHHOM OOCJICIOBAHUY C BBIBEJICHHEM MEXKITPEICEPIHON mepe-
TOPOAKH ¥ KOPOHAPHOTO CHHYCa BO3MOXXHO YCTAHOBHTH W JPYTHe TOYKH MPUKPETI-
nenus cetu Chiari x MexnpeacepaHoOl meperopojake U TeOe3ueBy KiamaHy B 30HE
yCThsl KOPOHApHOTO cUHYyca. OIEHUTh YCThe KOPOHAPHOTO CHHYCA HAMIYYIITUM 00pa-
30M yIaeTcs W3 CPEeJHHX OTIENIOB MHIIEBOJA B YEThIpeXKaMepHOU mozuimu. [Ipu
ATOM HEOOXOIUMO POTHUPOBATH ATUYMK BIIPABO IO MOJIYYCHHS MPABOTO MPEICEPIus
B IIeHTpe dKpaHa. JlanpHeimas mMoanduKanus MO3WIMK ITyTEM BBEICHHS IaT4HKa
WJIA OTKJIOHEHUS €T0 Ha3aJl MO3BOJISIET BHIBECTH KOPOHAPHBINA CHHYC.

Dxokapauorpadrueckoe 00ceI0BaHNEe TTO3BOJISCT BBIIBUTH ceTh Chiari, a Taxke
nuddepeHurpoBaTh €€ 0T HOPMAJIBHBIX CTPYKTYpP MPABOro Hpejcepaus (eBcraxuena
1 Tebe3ueBa KJanmaHOB) M OT MATOJOTMYECKUX COCTOSHUM (TpoMOOB, BereTaluii,
OIyXOJICH M OTPBIBOB XOpJ TpexcrBopuaTtoro kiamana) [7]. Cers Chiari umeer TH-
MUYHOE PACIIONOKEHUE C MPUKPEIUICHHEM K OIpPENIeICHHBIM aHATOMUYECKUM 00pa-
30BaHMSIM U OOBIYHO MPEICTABISET COOON HHUTEBUAHYIO CTPYKTYpY HIH MHOXKE-
CTBEHHBIE CTPYKTYphI, (JIOTHpYOIIKE MO Xoay Toka kpoBu. Hepemko cers Chiari
CO3JIacT BIICUYATIICHUE O HAIMYUU JOMOJHUTEIBHBIX 00BEMHBIX 00pa30BaHUI B TOJIO-
CTH TIPAaBOTO TPEACEPAUs 3a CUYET «CBOPAUUBAHUS» CETH. JTO OOCTOSTEIHCTBO HE
JIOJDKHO OCJIOKHATH JAMAarHOCTHKY cetd Chiarli ¥ mpuBOIUTH K THIIEPAUATHOCTHUKE
APYTUX AOMOIHUTEIHHBIX 00BEMHBIX 00pPa30BaHUil B TPABOM IPEACEPIUH.
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Kannuveckoe 3Hayenune. O0bpr9H0 ceth Chiari He uMeeT CcylecTBeHHOTO KITH-
HUYeCcKoro 3HaueHus. OAHAKO B JIUTEPAType MEPUOINICCKU TOSIBISIFOTCS OMMUCAHUS
KJIMHUYECKHMX CIIydaeB, B KOTOPBIX OIPEAeICHHYI0 pojib urpaer ceth Chiari [4].
B psine pabot ykasbiBaeTcs Ha 3HaueHue cetd Chiari B HapylieHuH BHyTpHUCEpCU-
HOW TeMOJIMHAMUKH U (POPMUPOBAHUH TPOMOOB, BereTanuit [7].

Hcxonss W3 TNaTONOrOaHATOMHYECKOW KapTUHBI HEKOTOPHIX BapUaHTOB CETH
E. D. Chiari npeamosoxxui, uro ceth Chiari MOXKeT MPensITCTBOBaTh KPOBOTOKY. OJ1-
HAKO OHU K€ IMOJTYEPKHUBAIIN, YTO CUMIITOMOB OOCTPYKIIMH HE OBLIO TIepe]] CMEPTHIO
JaKe y TarueHTa, y KOTOpOTo ObUTM OOHApY>KEHBI MOITHBIC M PUTHIHBIC HUTH CETH
Chiari, koTOpbIe OBLTH TYTO HATSHYTHI B IMOJIOCTH MPABOTO MPEACEPIHSL.

Omnwucanpl ciyyau pa3BUTHS MHPEKIIMOHHOTO SHIOKApIUTa U OMyXOJIel ¢ Topa-
xenurem cetu Chiari [11, 12]. Cnenyer otMeTHTh, 9TO M cama ceth Chiari MoxkeTt BbI-
TJISACTh TTOJ00HO OIyXOJIEBOMY OOpPa30BAHMIO M TEM CaMBIM MPHUBOJUTH K JIOXKHOMY
AuarHosy «omyxosieBoe oOpasoBanue». C. Koz et al. [13] cooOmmmu o cioydae
ruranTckoi cetu Chiari, xoTopas OblTa OX0Xa Ha OIYyXOJIb MPABOTO MPEICEPIHS,
UCXOJAIIYIO U3 MEXIIPEIICEPTHON TTEPETOPOIKH.

VYike B paHHHX paboTax MaToJIOTOB OBLJIO BBICKA3aHO IMPEAIOIOKCHHE O JIBOSI-
koit posn cetr Chiari, KOTopast MOXeT, ¢ OJJHOH CTOPOHBI, CIIOCOOCTBOBATh (hOPMHU-
pPOBaHUIO TPOMOOB, a C JPYTroil — BBICTYNAaTh B KaYECTBE JIOBYIIKU IS TPOMOOIM-
00J10B, MpegoxXpaHss manueHTa oT (ataabHOM TPOMOOSIMOOJIMK JErOYHOW apTepuu
[4]. H. Chiari B ogHOM 13 mpencTaBiacHHBIX UM 11 citydaeB HaOJI01a)T MHOYKECTBEH-
HbIC TPOMOBI B OTIMCAHHOW MM CETH B MPABOM TIPEACEPINH, a TAKXKE B TIPABOH U Jie-
BO# JICTOYHBIX BETBSX [1].

[To3nuee W. M. Yater [11] npencraBui cityuait 6onbiioro smoosna B cetu Chiari
y OosbHOTO 39 NeT ¢ TpoMOO030M TIyOOKHX BEH MPOKCHMAIBHOTO OT/ENa HIDKHEH
koHeuHocTd. OueBHIHO, MEpBOHAYaIbHO ceTh Chiari 3ageprkana mpoaBIKEHUE DM-
0oJ1a, YacTh KOTOPOTO B MOCJIEAYIONIEM Ipeojoiena MeMOpaHy U mpuBesia K 3M00-
JMH JIero4HoM aprepuu. [loxoxwmii ciydait Obut npenctasien S. T. Yuen, P. Dickens
y 86-JeTHEel JKeHIIMHBI ¢ (haTabHBIM mepesiomoM mieiiku O0enpa [12]. Cers Chiari
coziepkana TpoMO, a B TPABOM JIETOYHOU apTepuu ObUT OOHAPYKEH AIMOO0JI, coaep-
KAl MaTepuanl KOCTHOTO MO3ra U TpOMOOIHUTHI ¢ GUOPUHOM. ABTOPBHI MPEATOIIO-
KHJTH, 4TO 3aXBadyeHHbIN ceThio Chiarli 3M0071 KOCTHOrO MO3ra HHHIIMUPOBAJ PAa3BUTHE
OOJIBITIETO TIO pa3MepaM TpomOa, KOTOPBIA U MPHUBEN K (daTaabHOW TPoMOOIMOO0IUU
aerounoi aprepun. CyIlecTBYIOT JaHHbIC 00 oTpbiBe dparmenToB cetu Chiari ¢ ux
MOCIICAYIONIEH MUTpaliel B aerkue [7].

B enuHnuHBIX paboTax yKa3bpIBaeTCs Ha BOBMOXKHYIO CBsi3b cetu Chiari u apur-
muii [4, 7]. E. W. Benbow et al. [14] npeamnonouiu, 4To HaTndrue MAOKapIHaaIbHbIX
BOJIOKOH B PETUKYISIpHOI cTpykType cetu Chiari MOXXET MPUBOAUTH K apUTMHH.
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J. Clements et al. [15] onmcanu ciydaii BISIBICHUS apuUTMHUH cepana Tuioaa Ha 40-i
HeJele OEpEeMEHHOCTH Y 27-JIeTHEH JKEHIIUHBI. ACCOIMAIMS MEXITY TPeICepTHBIMH
aApUTMUSMU U CTPYKTYypaMH BEHO3HOTO CHHYCa XOpoIo u3BecTHa [1]. MeprarenbHas
apUTMUSI HEPENIKO MHUIIMHPYETCS W3 YCThEB JIETOYHBIX BEH, KOPOHAPHOTO CHHYCA
WK TIOJNBIX BeH [3]. B CBsI3u ¢ 3THM HEKOTOPHIMH aBTOpaMH PacCMaTPHUBAETCS BO3-
MOJKHasi apUTMOTeHHOCTh ceTr Chiari kak cTpyKTyphl, TECHO CBS3aHHOW C apHTMO-
TCHHBIMHU yJacTKaMH BeHo3Horo cuHyca [1]. L. Prajapat et al. [16] npeacraBwmm tpu
ciyyast Hanuuaust cetu Chiari mpu HapymieHUu BHYTPUIIPEICEPAHOTO IMPOBEICHHUS
C MPOIOJKHUTENLHOCTBIO 3y01a P 6onee 110 Mc, 4To 0Ka3anoch NpeAUKTOPOM Ipe/i-
CepIHBIX TaxuapuTMuil. M Bce ke 10 HACTOSIIEro BPEMEHU OTCYTCTBYIOT ITyOJIHKa-
1M, KOTOpBIE OBl YKa3bIBAJIM Ha ONpe/IeieHHbIN apuTMoreHHbid 3¢ dekt ceru Chiari.

B peaxux cimydasx cets Chiari MojxeT mpensTcTBOBaTh MPOBEJICHUIO KATETEPOB
B [IPaBbI€ OTJEIBI Cep/Illa WM B KOPOHApHBIN cuHyc [9]. OnucaHsl ciydan Xupypru-
YECKOro YJaJICHUs KaTeTepa B CUTYallHsX, KOTJa KareTep 3anyThiBayics B cetu Chiari
U ero ObUIO HEBO3MOXKHO NpoaBHHYTH wiu ynamuth [2, 10]. A. Goldschlager et al.
[17] onmcanu ciyuait kaTeTepu3aliy cep/iia, BIMOIHEHHOW MO MTOBOY BTOPUYHOTO
nedexTa MeXIpeaACcepaHON Meperopo Ky, Korjaa He YAaloch W3BJIeYb KOHYHMK KaTe-
tepa. [locie HeoTHOKpaTHBIX 0€3yCIENTHBIX MOMBITOK YAaJeHHUS KaTeTepa MPUIILIOCh
BBITTOJIHUTh TOPAKOTOMHIO W aTPUOTOMHUIO TpaBoro mnpenacepans. KoHunk karerepa
okazajcs 3amyTaH B (uOpo3nbix HHUTAX cetd Chiari. Tloxoxwuit ciaydail ommcax
y JKEHIIUHBI 82 JIET MPU UMIUTAHTAIMK Kapauoctumynstopa [13].

Knuanueckoe 3Hauenue cetu Chiari B mepByro odepesib OMpeaeisieTcsl BBICOKOH
CONPSKEHHOCTBIO C OTKPBITHIM OBaIbHBIM OKHOM [6]. JIo 82 % manueHToB, 0TOOpaH-
HBIX JUIS SHIOBACKYJISIPHOTO 3aKPBITHSI OTKPHITOTO OBAJILHOTO OKHA, UMEIOT €BCTAXHUEB
kinarmad win ceth Chiari [9]. Tlpu nanmmuum cetn Chiari y maieHTOB ¢ OTKPBITHIM
OBaJIbHBIM OKHOM 4YaIlle BBISABIISICTCS MPABO-JIEBOE IIYHTHPOBAHUE, YEM TIPH €€ OT-
cyrctBun. EBcraxmeB kiamaH u ceth Chiarli cnocoOHBI TPEnsSTCTBOBATH 3aKPBITHIO
OBAJIbHOTO OKHa, mpenpacnoiaras Kk ¢popmupoBanuio aHeBpusmbl MIIII u napanok-
caJbHOW 3MOO0JIMH, HAIIPABJISISA MOTOK KPOBU M3 HUKHEW nojoit Benbl k MIIII. Takxke
yCTaHOBJICHA CBsI3b MeXx 1y Hanu4yueM cetu Chiari u MuUrpeHbpro ¢ aypoi y malueHToB
C OTKPBITHIM OBaJIbHBIM OKHOM [6].

C no3unuii TpoMOOIMOOJHUECKUX OCIIOKHEHHIH pojib cetu Chiari aBoska.
C omHoii croponbl, ceth Chiari MoxxeT crocoOcTBOBaTh (OPMHPOBAHHIO TPOMOOB
In situ, ¢ Qpyroil — BBHICTYNATh B KA4YECTBE JIOBYIIKU TSI TPOMOOIMOOJIOB, TIPEI0-
xpansis nanuenTa ot ¢aransHoit TOJIA. TlpuBoaarcs nanueie 00 OTpbIBE (hparmMeH-
toB cetu Chiari ¢ ux nocnenyromei murpamueii B aerkue [17].

B kauecTBe BO3MOXKHBIX MPUUKH apuTMoreHHocTr cetu Chiari paccmarpuBaetcst
TecHasi B3auMOCBs3b 3TOM CAC ¢ apUTMOr€HHBIMHM Y4YacTKaMU BEHO3HOT'O CHUHYCA,
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a TakKe (PaKT HAJTMUUsT MHOKapIUAIBHBIX BOJIOKOH B €€ PETHKYJISIPHOW CTPYKTYpE [8,
14, 16]. He namwio yoeauTeI»HOrO MOATBEPKACHHS IPEANoIoKeHue, uro cetb Chiari
MOXET MPENSITCTBOBATh KPOBOTOKY [10].

3akiouenue

Certsp Chiari 3HaunTeNIEHO Yalle BCTPEYAETCSl B COYCTAHUU C MEXKIIPEICEPTHBIMU
KOMMYHUKAIMSIMH, 9eM W30JUpoBaHHO. BrissBnenue cetu Chiari 1omKHO CITyKUTh
OCHOBaHUEM JIJIsl MPUIEITBHOTO TTOUCKA IPYTHX aHOMAJIHIA.

Jlnst onienku Mecta npukperieans cetu Chiari HeoOXoAMMO TTOTUIIO3UITMOHHOE
UCCJIeIOBaHUE C BKIIFOUCHUEM HE TOJIKO CTAHJAPTHBIX, HO U MMPOMEKYTOUHBIX MMTO3UIIUH.

Knuanueckoe 3nauenue cetu Chiari onpenensercss BO3SMOXHOCTBIO TPOMOOIM-
0ONMYECKUX OCIOXHEHUH (TpoMO INn Situ), nHOEKIHOHHOTO 3HA0KapauTa, audde-
PEHIMATBHO-TMAaTHOCTUYECKIUMH TPYTHOCTSIMU C Pa3IMYHBIMUA BHYTPUIIPEICEPIHBIMU
00pa3oBaHUSIMH (OITyXOJIH, TPOMOBI, KUCThI), BO3MOXKHBIMH MPOOJIEMaMH MPU SHIO-
BaCKYJISIPHBIX JJOCTYTax K CEpPIILy.
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B. M. Cuoenko, A. B. Ilonanuckasn

OCHOBHBIE TUATHOCTHYECKHUE CUMIITOMbI
N ITPU3HAKHU BOCHHAJIMTEJIBHOI'O IOPA’KEHUS AOPTHBI
IHPU PEBMATUYECKHUX 3ABOJIEBAHUAX

AOpPTUT — peAKo BCTpEYArOLIAsCs Maroyiorus. TeM He MeHee, O HEl BaKHO
3HATh U IOMHUTb, TOCKOJIBKY CBOEBPEMEHHO HAa4yaToe TMarHOCTHUECcKoe o0cienoBa-
HUE U IPUMEHEHHE ONTUMAJIBHBIX CTPATETUH JICUEHHSI MOXKET IIPEIOTBPATUTh PA3BU-
THE TaKUX T'PO3HBIX OCIIOKHEHHUH, Kak TpoMO03MOO0IMs, paccianuBarolias aHeBpru3Ma
aopThI U €€ pa3phIB.

[Ipu aopTuTE B MATOJIOTMYECKUI MPOLIECC MOTYT BOBJIEKATHCS U OCHOBHBIE CO-
cynbl, oTxonsmue oT aoptsl [1]. IIpu pacnpocTpaHeHMr BocHal€HUs 3a MPEIETbI
Hapy»KHOT'O CJI0s a0pPThI 3a00JIEBaHNE HA3bIBAIOT IEPUAOPTUTOM.

[To 3THONIOTMN AOPTUTHI NOJPA3AEIAIOTCS HA ABE OOJBLINE TPYIIbI: HHPEKIU-
OHHble M HeMH(eKuoHHble. HemocpencTBEHHbIM BO3JEHCTBUEM NATOreHa MOTYT
OBITh O0YCIJIOBJIEHBI OAKTEpPHAIbHBIE, BUPYCHBIE M TPUOKOBBIE BOCHIAIUTEIbHBIE TTO-
paxkeHus: aopThl. JlnarHocTuKa U Je4eHre HEMH(EKIIMOHHBIX aOPTUTOB U MEepUaop-
TUTOB — IPEPOraTUBa, rIaBHbBIM 00pa3oM, Bpauei-peBMaToI0rOB.

Acconuanusi a0pTUTa U HEJOCTATOYHOCTU AOPTAJIBLHOTO KJlallaHa ¢ peBMaTuye-
ckuMH 3a0osieBanusiMK npu3Hana ¢ 1940-x romos, korma W. S. Clark, W. Bauer,
amozxe u P. J. Kulka orrcanu 5T HeOOBIYHBIE MPOSIBICHUS] PEBMAaTOUIHOTO apTPH-
ta [2, 3]. C TedyeHrEeM BpEeMEHH CTAJIO SICHO, YTO MOPaXKEHHE MepruepHUSCKUX CycTa-
BOB ObUIO BTOPUYHBIM, a OOIIMM JJIsi TaKUX MAIMEHTOB SIBJSUICS «PEBMATOUJIHBIN
apTpUT MO3BOHOYHUKA», KOTOPHIA B HACTOSILEE BPEMsSI OTHOCAT K CEPOHETraTUBHBIM
CHOHIWJIOAPTPOTATHSIM.
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