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3HAYEHUE PASAMMHDBIX BUAOB 9XOKAPANOIPADUA B

ANATHOCTUKE CUHAPOMA
COEAMHUTEABHOTKAHHOM AMCINAA3UMU CEPALIA (ABKLIMA)

B cTaTbe (AeKLMA) AaHa BOSMOXHOCTb PasAUUHBIX METOAMK SXOKapAMOrpadui B AMArHOCTMKE W OLEHKE FrEMOAMHAMMIKI MaTOAOTMUECKMX
COCTOSHWM, BXOAALLMX B IPYMMY KCMHAPOMA COEAMHUTEAbHOTKaHHOM ancnAasmn cepaday (CTAC). MNoa cuHapomom CTAC noHumaioT
CTPYKTYPHO-PYHKLMOHAABHBIA  KOHTUHYYM, OOYCAOBAEHHbIN AePEKTaMM COEAMHWUTEABHOTKAHHOMO Kapkaca W KAanaHHOro ammnapata
CEPALA, HAPYLWEHWAMU CTPYKTYPbl U GYHKLMM COEAMHUTEABHOM TKaHM WM MEXKTKAHEBBIX OTHOLIEHWI, a TakXe MPOCTPaHCTBEHHbLIM
HECOOTBETCTBMEM MEXAY PasMepami CEPALIZ M TPYAHOW KAETKM, KOTOPbIE OMPEAEAIOT MATOrEHETUYECKME MEXAHM3MbI aAAMTaLMM U
XapaKkTEP PEMOAEAVPOBAHUS CEPAEYHO-COCYAUCTON cucTeMbl. HanboAee YacTo BCTPEYAIOWMMUCA COCTOSHUAMM M3 AGHHOW rpynmbl
3ab0AeBaHMM ABASIOTCS Maable aHomasmn cepala (MAC), npWKU3HEHHAs AMarHOCTMKA KOTOPBIX CTana BO3MOXHOM OAarosaps
BHEAPEHMIO 3XxoKapamorpadum (IxoKl). Dxokapavorpadus, B NEPBYIO oyepeab TpaHcTopakasbHas DXOKI,  Ha AaHHBIA MOMEHT
ABAAETCS OCHOBHbIM METOAOM AMarHOCTUMKM cHapoMa CTAC, KoTopas MO3BOAAET OCYLLECTBAATL AMHAMMUYECKOe HabAIOAEHWE U OLIEHKY
LEHTPaAbHOM reMOAMHAMUKI Y AGHHOM TPyNbl AL,

COrAnacHO MOCAEAHMM AQHHBIM, TEPMWH KAMCMAA3MS coeanHUTeAbHOM TKaHy (ACT) MOXET MCNOAb30BATLCA B LUMPOKOM W Y3KOM
CMbICAax. B LUMPOKOM CMbICAE 3TO CMHOHWMM HaCAEACTBEHHbIX HapylleHuit coeanHnTebHon Tkarn (HHCT), noa koTopbiMM NOHMMaIOT
reTeporeHHylo rpynmy 3aboAeBaHWM, OOYCAOBAEHHBIX MyTaLMAMKW TEHOB OEAKOB BHEKAETOUHOrO MaTpWKCa WA TeHOB 6OeAKOoB,
Y4acTBylOLWMX B MOpdoreHese coeamHuTeAbHon TkaHu[ | ]. K HuM oTHocaTcs cnuHapom Mapdara, MASS-deHoTHN, NepBMUHbIN NPOAanc
MUTPAABHOTO KAamaHa, CMHAPOM 2DAepca—/AaHAO, HECOBEPLUEHHDBIM OCTEOreHes, CMHAPOM MNepMOBKABHOCTM CycTaBoB M Ap. Ha
OCHOBAHWM YETKUX KPUTEPUEB AMArHOCTUKM 3TW 3a00AeBaHMA OblAv OBbEAMHEHBI B TPYMMy MoHoreHHbix dopm HHCT [2]. Mx
OTAVUUTEABHON OCOBEHHOCTBIO ABAAETCH CreUMUUECKUI XapaKkTep MOPaXeHWs, ApKas KAMHMYEeCKas KapTuvHa M MaAasi 4acToTa
BcTpedaemoctt [3]. B yskom cmbicae croBa nmoa ACT  noapasymeBaloT  HapyWeHWst COEAMHMTEABHOM TKaHW MOAMMEeHHO-
MYAbTUAKTOPUAABHOM MPUPOABI, OObEAMHEHHbBIE B GEHOTUMBI Ha OCHOBE OBLIHOCTW BHELIHMX W/MAM BUCLIEPAAbHBIX MPW3HAKOB. DTy
rpynny  cocTasAsioT  MASS-NoaACOHbIM  GEHOTUM, MNOrpaHuuYHbI  MPOAANC  MUTPAABHOTO  KAaMaHa, MapdaHoMAHas BHELLIHOCTD,
IAEPCOMOAQCOHDIN GeHOTHMN, AOBPOKAYECTBEHHAS MTMNEPMOBUABHOCTb CYCTaBOB, HEKAACCUPUUMPYEMBI deHOTUM U Ap. [2]. B oTAnume oT
MOHOTeHHBIX CMHAPOMOB, AMCIAACTMYECKME GEHOTUMBI XapakTepusyloTca boree AODPOKAaYeCTBEHHbIM TEYEHMEM W BCTPEYAIOTCA
kpaiiHe yacto [4]. Ocoboe MeCTo Cpean BCeX MPOSBACHUI HACACACTBEHHDBIX HApYLIEHWI CTPYKTYPbI U GYHKLMM COEAVHUTEABHON TKaHM
3aHMMAET CUMHAPOM CoeauHWTeAbHOTKaHHOM Ancraasum cepala (CTAC). B aHrAossbiuHOM AMTepaType 3TO MOHATME OCTaeTCs
HEMPU3HAHHbBIM, @ POCCUIMCKME MCCACAOBATEAM BKAGABIBAIOT B HEro pasHbiit cMbicA. OAHM aBTOPbI MOAAraloT, YTO BbIsBAEHKE MpoAarca
MUTPaABHOTO KAamaHa WAKM Tpex Kakmx-Anbo Manbix aHoMaauin cepala (MAC) AOCTaTOUHO AAA TOTO, UTOOBI FOBOPWTb O CUHAPOME
CTAC [5,6]; N0 MHEHMIO APYTMX, TaKOM KOAMYECTBEHHbIN MOAXOA GOPMAAEH WM YpeBaT rmnepamarHocTukon [7,8] 2. B. 3emuoBckuin
npeaAaraeT  mnoHuMaTb  noa  cvHapomoM  CTAC  CTPYKTYPHO-GYHKUMOHAABHBIM — KOHTUMHYYM,  ODYCAOBAEHHBIM — AedekTamu
COEAVHWUTEABHOTKAHHOrO Kapkaca W KAAMaHHOrO arrapata CepALd, HapyleHUSMM CTPYKTYPbl U GYHKLUMM COEAMHUTEABHOM TKaHW U
MEXTKAHEBbIX OTHOLEHMI, a TaKKe MPOCTPAHCTBEHHBIM HECOOTBETCTBMEM MEXAY Pa3sMepamu CEpALA W FPYAHOM KAETKW, KOTOpble
OMpeAeAsioT MaTOreHeTUYECKME MEXaHM3Mbl aAanTalln U XapakTep PEMOAEAVPOBAHMS CEPAEUHO-COCYAMCTON cucTembl [9]. Takum
06pa3oM, MOXHO BBIAGAUTL TpK cocTaBAsiolmx cnHapoma CTAC

I. AedbekTbl COEAMHUTEABHOTKAHHOTO KapKaca 1 KAAMaHHOTO anrapaTa CepALid;

2. [pOCTpaHCTBEHHOE HECOOTBETCTBYE Pa3MepPOB CEPALIA U FPYAHOM KASTKY;

3. HapylueHue cTpykTypbl 1 @YHKLMM COEAUHUTEABHOM TKaHM.

Curapom CTAC ycTaHaBAMBAETCS NPY HAAMUMM, Kak MUHKMYM, ABYX U3 BbILLEYMOMSHY ThIX

COCTaBASIOLLMX. [ IPOSBAEHMEM OAHOTO M3 KOMMOHEHTOB, @ MMEHHO — AEPEKTOB COEAMHWUTEABHOTKAHHOrO KapKkaca W KAaraHHOro
annapaTa CepAla, ABAsIOTCA Maable aHoMaamm cepaua (MAC), npuxmsHeHHas AMAarHOCTMKA KOTOPbIX CTaAa BO3MOXHOM OAaroaapst
BHEAPEHMIO 3xokaparorpadum (DxoKl). Cam TEPMMH «MaAble aHOMaAMM CEPALIA» CETOAHS HE UMEET COMAACOBAHHOTO onpeaereHus [9].
HekoTopble wnccaepoBaTeAn npepsaraioT mnoHuMate noa MAC  HacAeACTBEHHO OOYCAOBAEHHblE  CTPYKTYPHO-MeTaboAMyeckme
M3MeHEHWS KAAMaHHOrO arrnapaTa cepAla W/WAM ero COEAMHWUTEABHOTKAHHOrO Kapkaca, BKAIOYas MarmCTpaAbHble COCYAbl, B BUMAE
Pa3AUUHBIX aHATOMMYECKMX aHOMAAMK, HEe COMPOBOXAAIOLLMXCA FEMOAMHAMMUYECKM TPYObIMM U KAUHUYECKN 3HAUYMMbIMIU HapPyLLIEHUSMM
[10]. Kaxaas 13 MAC MoxeT 6biTb M30AMPOBAHHOM M KAMHWUYECKM HE 3HAUMMON. B APYrom cAydae 3T e aHOMaAuu MOoryT ObiTb
NPOSIBAEHMEM CMHAPOMA COEAMHUTEABHOTKAHHOM AMCIAA3MLMKM cepala [1] M npruobpeTaTb CaMOCTOSTEABHOE KAMHWMYECKOE 3HAYeEHMe,
CNocoOCTBYs PasBUTMIO PasAUMUHBIX CEPAEYHO-COCYAMUCTBIX 3a00AEBAHWIA AWM CTAHOBACH GaKTOPOM PUCKa KapAMHAABHOM MaTOAOMMM
(napaaoKcaAbHble SMOOAMK MPU OTKPBITOM OBaAbHOM OKHE, CTEHO3 aopTbl MPU aCUMMETPUM TPEXCTBOPHATOrO aOPTAALHOMO KAAMaHa,
TPOMOOIMOOAMHECKME OCAOXKHEHUA MPU aHEBPU3ME MEXTPEACEPAHON Neperopoaki) [2]. TpaHcTpopakaAbHas 3xokapavorpadus Ha
AGHHBI MOMEHT MPEeACTaBAAET COBOM OCHOBHOM METOA MPUXM3IHEHHOW AMArHOCTWKKM BobllenepeuncaeHHsix MAC 1 Tem cambim
MOMOraeT OLUEHUTb WX KAMHMYECKYIO 3HaUMMOCTb. BmecTe ¢ Tem DxoKI sBasieTcs HamboAaee BaxHOM CPEAM WMHCTPYMEHTAAbHbIX
MeToA0B MccaepoBaHMa AvL ¢ HHCT, NockoAbky CepAEUHO-COCYAMCTbIE OCAOXHEHMS ABASIOTCA OCHOBHOWM MPUYMHOM CMEPTM Takmx
nauveHToB. Kpome Toro, umerHo DxoKI MO3BOASET BbISBUTb BOBAEUEHHOCTH CEpPALA WM COCYAOB B AMCMAACTMYECKMI MPOLIECC,
paccuMTaTb OCHOBHbIE MOKa3aTeAn LIEHTPAAbHOM remMoAvHamuku [2]. Aas npoaanca mutpassHoro kaanada (ITMK) aoaroe Bpems
CyLLecTBOBaAM pa3po3HeHHble DXOKI-peHoMeH BbiOyxaHms OAHOM W/MAM OBenx CTBOPOK MUTPAAbHOrO KAaraHa B MOAOCTb AEBOFO
npeacepaua Ha 2 MM 1 HoAee Hap YPOBHEM MWTPAABHOTO KOAbLIZ C HAaAMUMEM/OTCYTCTBUMEM WX MUKCOMATO3HOW AereHepauven u



MUTpanbHoM perypriTaumm [ 1 1], Tpu 3ToM oLieHKa KAaMaHHOro annapaTa AOAXHA MPOM3BOAWUTBCA M3 MapacTEPHAAbHOM MO3ULMKM MO
AAVHHOW OCU BO M36exXaHMe MnepAMarHOCTUKM, KOTOPast BOMOXHA MNPy BK3yaAM3aLIMA U3OAMPOBAHHOTO CMELLIEHMS NEePEAHEN CTBOPKM
MUTPaAbHOMO KAaraHa U3 YeTbIPEXKAMEPHOIrO BEPXYLLIEYHOrO AOCTYMa 3a CYET ocobeHHOCTeln PpopMbl ero dprbposHoro koasua [7]. B
3aBUCMMOCTM OT TOALUMHBI CTBOPKM PasauuaioT kaaccudeckui [TMK — mpu TOALMHE CTBOPOK B AMAcTOAy 6oree 5 MM (oTpaxaeT
HaAMuMe MUKCOMATO3HOM aAereHepalin) (pucyHok |a) u Hekaaccuueckuin MK — npu ToALWHE MeHee 5 MM.

PucyHok |6 - DKCUEeHTPUYHaR, BLICOKOCKOPOCTHAS CTPYS PETYPruTaLii Ha MUTPAABHOM KAanaHe

OnpeaeAeHne CTEMEHWM MWTPaAbHOW PErypruTaLmi MPOBOAMTCA COTAACHO pekoMeHAaUuAM EBponerickolt axokapamorpaduieckon
accoumalmm no oLEeHKe KAanaHHOM HEeAOCTAaTOUHOCTH [ 12]. AAA 3TOTO MCNOAB3YIOTCA CAEAYIOLLME KaueCTBEHHbIE NOKa3aTeAU: AMaMETP
nepelueika CTpyn peryprutaumm (vena contracta), o6bém peryprutaumm W MAOLIAAb OTBEPCTMS PErypruTauim, paccimTaHHble Mo
MAOLLIAAM MPOKCMMaAbHOM paBHockopocTHoW nosepxHocTH (PISA). Crneumduuron ans [TMK sBaseTca MUTpaAbHas perypruTaums,
BO3HMKaIOLLAs B KOHLIE chCTOABL. OHa Kak MpaBKAO, BbICOKOCKOPOCTHAS U SKCLIEHTPUYHas (prcyHok | 6).

llcnoAb30BaHMe COBPEMEHHBIX BbICOKOTEXHOAOIMYHBIX METOAOB MCCAEAOBAHMS, K KOTOPbIM OTHOCMTCA aHaAM3  ABYXMEPHOro
cepolwkanbHoro IxoKI — 13obpaxkeHrst ¢ MOMOLLBIO MeToAMKK specle tracking, MO3BOASET BbISBUTb psa OCOOEHHOCTEN AedopmaLm
MUOKapAR, XapaKTEPHbIX AAA MOAOABIX OeCCMMMTOMHbIX MaupeHToB ¢ [TMK — cHuxeHWe AedopmaLim B CEMTaAbHBIX CErMeHTax.
OueHKa cncToandeckmin dyHkumm AXK, onpeaeAéHHol kak npu AByxmepHon DxoKIm no mMeTtoay CWMMNCOHa, Tak M NPOAOABHOM
AedOPMALMM MUOKAPAR, MOKa3aAa TEHAEHLIMIO K €€ CHUXEHMIO, AAXKE MPU OTCYTCTBUM 3HAUMMOM MUTPaAbHOM perypriTaLimn. CHuxeHme
aMMAUTYABl BOAH «e 1 SRE» nmo aaHHbIM TkaHeBoW aomnnaeporpadum 1 aAepopMaLim MMOKapAa COOTBETCTBEHHO CBUAETEALCTBYIOT O
PaHHEM HapyLIeHNN AMACTOAMYECKON PYHKLMU. AQHHOE YXYALLIEHWE CUCTOAMYECKON M AMACTOAMYECKOM PyHKUMM AXK HekoTopbiMK
aBTOpaMK MPEAAAraeTcs PacLieHVBaTb Kak TMPOSBAEHME BTOPUYHOM KapAMOMMOMATMM, PasBMBLUENCA Ha (OHE HACAEACTBEHHOTO
HapyleHWA coeanHuUTeAbHOM TkaHu [13, 4], Tlo MHeHWIO HEKOTOPbIX WMCCAEAOBATEAEW, MPW BbIABAEHWM MEPBUYHOTO CEMEWMHOMO
(Familian mitral valve prolapsed) nan nepsuiHoro mmnkcomatosHoro npoaanca (Myxomatous mitral valve prolapse) peub AOAXHA MATH He
o MAC, a O CamMOCTOSTEAbHOW HO30AOTMYECKON GOPME C XapaKTEPHOW KAMHWUYECKOM KapTWUHOWM, CEePbe3HbIM MPOrHO30M M
OCAOXKHEHMAMM, BKAIOHAIOLLMMUI KEAYAOUKOBbIE HAPYLIEHWA pUTMa W BHe3amHylo cMepTb [7-9]. K rpynne xxe MAC caeayeT oTHOCKTD
MOrpaHMyHble 3HaYeHWs MPOAAOMPOBAHMA CTBOPOK MUTPaAbHOTO KAarmaHa (MeHee 3 MM) 6€3 MPU3HAKOB WX MMKCOMATO3HOWM
AEreHepaLyn 1 3HAYMMOMN MUTPaAbHOW peryprutaummn (He 6oaee | cTenenmn) [8]. AnckyTabeAbHbIM TakKe SBASETCA BOMPOC OTHECEHUS
AByCTBOpYaTOro aoptansHoro kaanaHa (AAK) k MAC. o MHEHMIO MHOTMX aBTOPOB, OH AOAXEH PacCMATPUBATHCS Kak BPOXAEHHDIN
MOPOK CEPALI, KOTOPbLI AOATOE BPEMSI MOXET HE MPOABAATLCA KAMHUYECKM, OAHaKO B Bo3pacTe 30—40 AeT NpMBOAWT k GOPMMPOBAHMIO
KaAbLMPULMPYIOLLEro cTeHo3a aopThl [ 15].

AByxMepHas TpaHcTopakaAbHast DxoKI™ UrpaeT raaBHYyio POAb B OBHAPYKEHMI STOM MaTOAOT M.

HenocpeacTseHHas BM3yaAn3aLmMa CTBOPOK aOPTaAbHOMO KAAraHa BO3MOXHaA M3 MapacTepPHaABHOM MO3uLIMK Yepe3 OCHOBaHWe cepala. B
B-pexurme onpeaeAsioTcs ABe He paBHble MO PasMepy, MHOrAa BblOyxalollye CTBOPKM, OAHA AMHMS 3aKpbITUA aOPTaAbHOTO KAAMaHa,
AMMNCOBUAHAS POPMa aOPTAABHOrO OTBEPCTUSA B da3dy HEMOAHOW CMCTOAbI, MPOAANC CTBOPOK KAAraHa B BbIXOAHOW OTAEA AEBOrO
XeAyaouka. AOMMAEPOBCKOE UCCAEAOBAHME MO3BOASET PacCUMTaTb CUCTOAMYECKMIM MPAAUEHT AGBAEHMS, OOYCAOBAEHHBIN CTEHOTUYECKOM
obCTpyKLMEl, AMOO OLEHUTb CTeneHb aopTaAbHOM HepocTaTouHocTw [16]. Kpome Toro, cywecTsyeT Heckonbko MAC, mmetowmx
CaMOCTOSITEABHOE  KAVMHMYECKOE 3HaYeHME: K HWM OTHOCATCA OTKpbiToe oBarbHoe okHO (OOQO) 1 aHeBpU3Ma MexXrpeACepAHOM
neperopoaku (AMIM) [17,18]. AnarHocTtudecknm DxoK-kputeprem AMITT ABASETCSH 3KCKYPCUA, Kak MPaBMAO, €€ CPeAHEN YacTn —
OBAAbHOW AIMKK, AMOO MOCTOSHHOE BbIMSAYMBAHKE B MOAOCTb TOrO WMAWM MHOTO npeacepans Ha |0 MM un boaee, Mpu 3TOM AAMHA
OCHOBaHMs AOAKHA ObiTb He MeHee |5 MM [19] (pucyHok 2). B cAydasx ¢ MeHbluelt 3KcKypcuelt MpaBoOMOYeH TePMUH «MOOWAbHAA
M.



PucyHok 2 - AHeBp13Ma MEXMPEACEPAHOM NMEPEroPOAKM C BbIMAYMBAHMEM B MOAOCTb MPaBOrO MPEACEPANS

YacToTa BCTPeYaeMOCTH NP CKPUHMHIOBOM TpaHTOpakaAbHoM K upecrimiieBoaHon DxoKlm pocturaet |49 % [20,21]. Ha aaHHbIN
MOMEHT BblsiBAeHa TecHas B3amumocsssb AMITT ¢ OOQO: oHW Npu3HaHbl HE3aBUCUMBIMK MPEAMKTOPaMM 3MOoAMYeckix anmnzoaos, OOO
cpeant amu, ¢ AMITT BcTpevaeTcs valle, Yem M30AMpoBaHHO [22,23]. OTKpbITOe 0BaAbHOE OKHO SBASIETCS GOPMOM MEXMPEACEPAHOM
KOMMYHMKaLMKW, MPEACTaBAsieT coboM OTBEPCTUE, MPUKPLITOE CO CTOPOHBI AEBOTO MPEACEPAMA KAAMAHHOM 3aCAOHKOM BTOPUYHOWM
MEeXMpeACEpAHON Neperopoakn (ostium secundum), KOTOPas NMOCAE POXKAEHUSA HE CPACTAETCs C KPasiMi OBaAbHOMO OKHa M MPOAOAXKAET
bYHKUMOHMPOBATb C BO3MOXHOCTBIO MPaBO-A€BOrO CHpOCa NP NOBbILLIEHNM AABACHWS B MPaBOM Mpeacepaim [9]. DTO co3AaeT ycAoBUS
AR BO3HUKHOBEHMSA MapasOKCaAbHOM SMOOAUM: MPOHUKHOBEHWA TPOMOOB, SMOOAOB, Ba30aKTMBHBIX CyOCTaHW M3 BEHO3HOWM YacTw
KPOBOTOKA B apTEPUAAbHYIO C pa3BUTUEM LiepeOpoBackyAspHbIX cobbimuin [24,25]. Kpome Toro, aAokasaHa B3anmocssasb QOO ¢ Takumm
COCTOSIHMAMM, KaK AEKOMMPEeCCMOHHas GOAe3Hb, MUIPeHb C aypoW, CMHAPOM OOCTPYKTMBHOrO HOYHOrO arHo3, TpaH3WTOpHas
rA0BanbHas aMHE3Ns U CUHAPOM MOCTYPaAbHOM MUMOKCEMMM, COMPOBOXAJOLWIMICH OAbIKOM [ |8]. [pn reMoaMHaMMueckn 3HauMMbIxX
pasmepax OOO y AeTeln 1 NOAPOCTKOB MOTYT HABAIOAATHCA OOMOPOKM U AMHAMWYECKME HapyLLIEHKS MO3rOBOrO KpoOBOOOpaLLeHs [26].
PacnpocTpaHeHHOCTb B ObLLEN NOMyASLMM NO AaHHBIM ayToncum pocTuraeT 35% [27]. TpaHcTopakaabHas DxoKI marosddekTrBHa B
OBOHapyXeHNMN MaAOrO MEXMPEACEPAHOTO LUYHTa, TaK Kak B MOKOE OH He3HauMTeAeH WAWM BooDLe OTCYyTCTBYET, BBMAY 3TOro bonee
MHPOPMATHBHOM METOAMKON ABASETCA YPECrMLLEBOAHOE MCCAeAOBaHWe. B B-pexmve HabalopaeTcs mocTeneHHoe KAMHOBMAHOE
NCTOHYEHWE MEXTPEACEPAHOM Meperopoakn, B oTAMume oT AMITT, koraa NpUCyTCTBYET MepepbiB 3X0-curHaAa (MUHYC-TKaHb). [1pu
AOTMAEPOBCKOM  MCCAEAOBAHUM MOXET BbISBAATBHCA TYPOYAEHTHbBIM MOTOK KPOBKM B OOAACTM OBAAbHOTO OTBEPCTWA, a B PexXuMe
LBETOBOrO  AOMMAEPOBCKOTO  KapTUPOBaHWA — HeboAblwon copoc kposu [26]. DxoKl amarHocTvka OOO 1 oueHka ero
rEMOAMHAMMYECKON 3HAYMMOCTH AeTaAabHO paspaboTaHa E. ®. OHMLEHKO: 3TaAOHHOW MaAOMHBA3MBHOM METOAMKOM MpU3HaHa
MPOAOHTMPOBaHHas MHbY3MOHHas KOHTpacTHas DxoKl ¢ mpuMeHeHMeM cAaboro pacTBopa MEpeKkncl BOAOPOAR Ha ¢$oHe CTpecc-
TecToBoro komnaekca [28]. Taknm 06pa3oM, camocTosTeAsHoe KAMHUYeckoe 3HadeHne AMITT n OOO He Bbi3bIBAET COMHEHMS.
YacTton Haxoakon npn OOO Takke sBaseTca eBcTaxueB kaanaH (EK, kaamaH HuxHel moaon BeHbl) M ceTb Kuapn — ocTaTku
3SMOPVOHAABHOTO MPaBOro KAAMaHa BEHO3HOTO CUMHyca. EBCTaxueB KaamaH OTXOAUT OT MECTa BMaAEHUA HIDKHEN MOAOK BeHbl B MpaBoe
NPEACEPAME U BLITASAWT Kak HUTHaTOe obpa3oBaHue, AATHPYIOLLEE B KPOBOTOKE. AaAbHONM NO3NLIMEN At €70 AMArHOCTUKI CAYXUT
AWIHHAs OCb HuxHel noaoi BeHbl. CeTb Kunapu mpeacTaBasieT coboi MPOAOAKEHWE €BCTaxueBa KAamaHa HWBKHEN MOAOHM BeHbl B
KOPOHaPHbIM CUHYC. B anikaAbHON YeTbipexKamepHOW MO3ULMW BEITASAWT Kak MeMbpaHa, nepecekaioLlas NpaBoe NPeACEPAUE, CO3AETCA
BrEYaTAEHWE, YTO dTa CTPYKTYPa KPEMUTCA K MEXNpeACEPAHON neperopoake (pucyHok 33,6). OaHako ceTb Knapy HaumHaeTcs OKOAO
MeCTa BMaAEHWs HIDKHEN MOAOK BeHbl B MpaBoOe MPeACEPAVE M 3aKaHUMBAETCA OKOAO MeCTa BrMaAEHMst KOPOHAPHOrO CUHYca (PUCYHOK
3B,r).

6-napacTepHaAbHas NMosuums No kopoTkol ocn. YpecnuileBoaHas IxoKI: B-2D pexum; r- 4D pexim

PaHee cumtanoch, 4to paHHble MAC He UrpaloT HUKaKoW POAW B remoAnHamimke cepalia [29]. [NocaeaHme MCCAeAOBaHMA YKa3bIBAIOT Ha
TO, UTO eBCTaxmeB KaanaH 1 ceTb Kuapu MewwatoT 3akpbitrio OOO BBMAY TOrO, YTO HaMPaBASIOT MOTOK KPOBYW M3 HIKHEN MOAOW BEHBI K
MEXMPEACEPAHON MEpPEeropoake, UTO, B CBOK OYEpPeAb, CO3AAET MPEAPACNOAOKEHHOCTb K GOPMMPOBAHWMIO €€ aHEBPM3Mbl
napaAOKCaAbHOM aMBoAMM. Bbino nokasaHo, yto 83 % naumeHToB ¢ ceTbio Kuapu 1 70 % nauverTtos ¢ EK [30] nmeloT oTkpbiToe
oBaAbHOe okHO. Kpome Toro, mpu Haaunumm ceTu Kunapu yatlie BbIABASETCS NMpaBo-AeBoe LyHTHpoBaHue y nauneHToB ¢ OOO, yem npu
ee oTcyTcTBMM. Takmum obpasom, EK, ceTb Kunapu n AMMIT aeasioTcs PpraoreHeTUIeCKM CBA3aHHBIMU APYT C APYroM. VX BbisiBAGHME
AOMKHO ObITb OCHOBAaHMEM AAA MPULIEABHOTO MOMCKA MEXTPEACEPAHBIX KOMMYHUKALIMI MPU  MPOBEAEHUM  3XOKapAMOrpadum.
PaclmpeHre KopHs aopTbl M CUMHYCOB BanbcanbBbl Takxe CAeAYET PacCMaTpvBaTb Kak CaMOCTOSITEABHOE KAMHWUYECKM 3HAuMMoe
HapyleHue. [lorpaHnyHoe paclumperne aopTbl MOXET ObiTb, kak MAC [8], Tak 1 paHHMM CUMMTOMOM TakmxX MoHoreHHsix HHCT, kak
cmHapom LLUnpuHueHa—T oabpabepra, Aynca—AuTua, daepca—AaHAo cocyancToro Tina, MASS-deHoTUN, a Takke sABAAETCA GOAbLIMM



KpuTepuem crHapoma MapdaHa coraacHo [eHTckmm kpuTepusam [2,31]. Tpu ykasaHHbIX COCTOSHMAX He CyllecTByeT 6e30MacHoro
pasMepa aopThbl, @ PacCAOEHME WAWM Pa3pbiB MOMYT MPOUCXOAMTL Mpu avameTpe 40-45 MM, UTO rOpPasA0 MEHbLUE MPEAEALHO
aAonyctmoro pasmepa (55 MM 1 6onee). Taknm 06pasom, CyLLECTBYET PUCK AMCCEKLIMKM aopThl Aaxe 6e3 GOpMUPOBaHKS NEPBUYHOMN
aHespwambl [30,31].

AONKHBIN AvameTp kopHs aopThl (AAKa) Tak xe MoxHO 13mepuTs no popmyae M. J. Roman et al. (1989) [I5] AAKa (ecm) = 1,92 +
0,74 « TMT, rae MIT — naoLwaab NoBepxHOCTU TeAa. [ lepecMoTpeHHble [eHTCK1E KpUTEPHUM PEKOMEHAYIOT MCNOAB30BATL Z-KPUTEPUI,
KOTOPbIM MPEACTaBASIET COOOM PasHOCTb MEXAY WCTWHHBIM M AOAKHBIM AMAMETPami KOPHSA aOpTbl, AEAEHHYIO Ha MOMPaBOYHbIN
ko3pduumeHT (K), pasAMUHbINM B 3aBMCMMOCTM OT Bo3pacTa naumeHTa: Z = (AKa — AAKa) /k, rae AKa — anameTp KOpHs aopTbl Ha
ypoBHe cuHycoB Banbcanss; k aaa Bospacta oo 20 aeT — 0,18, oT 20 ao 39 aeT — 0,24, o1 40 aeT — 0,37. 3HaveHne Z23 aaa
nauveHToB B Bo3pacTe A0 20 AeT 1 Z-kpuTepust 22 aaa AvL cTaplue 20 AeT SBASIETCA KpUTEPUEM YBEAWYEHWS pasmepa aopThl [31].
Bonpoc o caMocToSTEABHOM KAMHMYECKOM 3HaumMMocTu Takmx MAC, kak AoxHble xopabl (AX/AXK) 1 aHOMaAbHble TpabekyAbl AeBOTO
xeayaouka (ATAXK), TpebyeT cneumansHoro obcyxaerms [9]. TNpu nposeaeHWMn DxoKI BaxHO obpallaTb BHWMaHWE Ha WX
NPOCTPaHCTBEHHOE PACMOAOKEHWE U MECTa MPUKPEMAEHWs, Tak Kak 3TO BO MHOTOM OMPEAEASET WM3MEHEHME FEOMETPUM AEBOTO
XeAyAouKa. [pu 1X pacnoAOKeHWI B 30HE MyTeM NMPUTOKA M/MAM OTTOKA M3 AEBOTO XEAYAOUKA MOXET BO3HMKATb AOKaAbHbIN peHOMEH
CBEPXBbLICOKMX CKOPOCTEW, KOTOPbIN BbI3bIBAET HAPYLIEHWS TEMOAMHAMMKM, CIOCOBCTBYET MEXAHUYECKON TPABMATM3aLMU CAMUX XOPA,
PasBUTUIO MX GUOPO3HBIX M3MEHEHMI 1 ABKE Pa3pbiBOB. HaTsKeHNE aHOMaABHO PACTIOAOKEHHBIX XOPA B AMaCTOAY MOXET MPUBOAUTD K
KMEXAHWYECKOM»  WLIEMUM  MMOKapAd. Havboaee HeBAAroNpUATHBIMA  SABASIOTCS  MOMEPEUYHO-  CPEAMHHbIE, AMArOHaAbHble U
MHOXECTBEHHbIE XOPABI M TPabeKyAbl, KOTOpble CMOCOOHbI Bbi3BaTb HAPyLIEHME BHYTPUCEPAEUYHOM FEMOAVMHAMUKM U MPUBECTU K
PaHHEMY CHIDKEHMIO ero AMacToAnYeckon ¢yHKUMK [9]. KaeTkm mpoBoasLien cncTembl cepata, obHapyxmsaolmeca B ATAXK, moryT
CNocobCTBOBATb BO3HWMKHOBEHWMIO CepPAEUHBbIX apuTMmii [32]. OaHako eamHUuHble BepxylwedHble AXAX un AT/AXK, Hapsay ¢
MOBbILIEHHOM TPABEKYAIPHOCTBIO MPaBOro U/MAM AEBOTO KEAYAOUKOB, CAEAYET PACCMATPMBATL Kak BapuaHT Hopmbl [29].

3akAlodeHue

KanHnueckas 3HaummocTb MAC 1 1x B3aMMOCBSA3b C CMCTEMHBIM AEDEKTOM COEAMHUTEABHOM TKaHW HepaBHO3HauHbl. BmecTe ¢ Tem
Teverne MAC caeayeT paccMaTpuBaTb Kak AMHAMMYECKMI MPOLECC M UMETb B BMAY, YTO HE COMPOBOXARIOLIAACS 3HAUMMBIMM
HapyWeHWAMM aHOMaAWsi C BO3PAacTOM MOXeT TPaHCHOPMMPOBATECA B KAMHUYECKM 3HAUMMYIO MaTOAOTWMIO. B Takumx cAydasx
NOAMNO3NLMOHHAA DXOKIT MO3BOASET OCYLWIECTBASTD AVHAMUUECKOE HAOAIOAEHWE U OLIEHKY LEHTPaAbHOM FEMOAMHAMMKM Y AAHHOM
rPyNMbl AVILL

BaxHbiM aocTomHcTBOM DX0KI, Hapaay ¢ ee MHPOPMATUBHOCTbIO, SBAAIOTCA HEMHBA3MBHOCTL W MOAHAs 6E30MacHOCTb, MO3BOASIOLLME
MPOBOAWTL €€ Kak B COCTOSIHWM MOKOS, TaK U MPU BBINMOAHEHWUM GU3NUECKMX U GaPMaKOAOTUHECKIX MPOO, B TOM YMCAE MHOFOKPaTHO.
TakvMm 06pa3oM, TpaHCTOpakaAbHas 3XOKapAMOrpadusi Ha AAHHBIM MOMEHT SBASIETCA OCHOBHBIM METOAOM AMarHocTuku MAC,
cocTasAstioLmx ocHoBy cHapoMa CTAC 1 Tem caMbiM MOMOTaeT OLEHUTb UX KAMHWUYECKYIO 3HAUMMOCTb.
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APHEKEP TIHAIK YKYPEK AUCMAA3BUACHI CUHAPOMbHBH, AMATHOCTUKACBHAA
3XOKAPANOKAPAMOIPA®UA SPTYPAI SAICTEPIHIH, MAHbBbI
(APPIC)

TyHiH: bya Makanapa (Aekums) sxokapanorpadumsHbiH TypA saicTepiHii (ATXAC) AnarHocTvkackl, reMoAMHamMMKaHblH MaTOAOMUSAABIK
XaFaarbiH Oaranaybl kepceTiareH. ATXKAC aereHiMi3 KypbiAbIMABI PYHKLMOHAAABIK KOHTUHYYM, ASHEKEP TiHIHIH KapKacCblHbIH KoHe
XKYPEKTIH NEPHEAEPIHIH KYPbIABIMBIHBIH, GYHKUMSAAAPBIHBIH, TiH aPaAblK KaTbIHACTapbiHbIH OY3blAybiHa 6aNAaHBICTbI MYKICI.

KYPEKTiH eAWEMAEPIMEH, KEYAe KybICbIHbIH COMKECTIMIHIH,  OY3bIAYbl- KYPEK KaH Tamblp JKYMECIHIH PEMOAEAAEHYIHE SKEAETIHI
KapacTbipbiAFaH. YKoFapblaa alTbiAFaH aypyAapAbIH €H Kern TapaAFaH TYPAEPI —OA XXYPEKTIH AamybiHbIH Kilwi aHoMaamsachl (PKAKA),
OAAPAbBIH AMArHOCTMKAChl TeK KaHa dXOKapAMOrpadus SAICIHIH, eHrisiAyiHeH 6acTan MymkiH 6oaabl, DXOKT HblH TpaHCTOpakaaabl SAIC
Kasipri Ke3ae Herisri SAIC 6OAbIN TabblAaAbl, KIHE OA XYPEK AMMAA3MACH Killli aHOMAAMACH CUHAPOMBIHBIH AMHaMMKaaa HakbiAaybIMeH
OPTaAbIK KaH aliHaAbIMbIH HaFanayFa MYMKIHAIK GepeAi.

SJ. Urazalina', RM. Berdykhanova?, Sh.M. Ismailova'
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THE ROLE OF VARIOUS ECHOCARDIOGRAPHY TECHNIQUES IN THE DIAGNOSIS OF THE HEART
CONNECTIVE TISSUE DYSPLASIA SYNDROME
(LECTURE)

Resume: In the article (lecture) is described the possibility of various echocardiographic techniques in the diagnosis and assessment of
hemodynamics of pathological conditions included in the group of "heart connective tissue dysplasia syndrome" (CTDS). CTDS is
understood as a structure-functional continuum caused by defects in the connective tissue and heart valves, disorders of the structure
and function of connective tissue and interstitial relations, as well as the spatial discrepancy between the size of the heart and chest, which
determine the pathogenetic mechanisms of adaptation and the nature of the cardiovascular system remodeling. The most common
conditions from this group of diseases are small heart anomalies (SHA), the diagnosis of which became possible according to the
echocardiography (EchoCG). Echocardiography, primarily transthoracic echocardiography, is currently the main method for diagnosing
CTDS, which allows dynamic observation and assessment of central hemodynamics in this group of individuals.



