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MPEONC/TOBUE

B Pexomenmanmsax o00o00IIieHa W MpoaHAJIU3WpOBaHA JOKazaTelbHas |
JOCTYITHasT Ha MOMEHT HallMCaHUs HaydyHas W MEIUIMHCKas uH(opMarus,
KacarIascs CTPYKTYPHBIX aHOMaJIuM cepjilia C IEIbI0 MOMOIIY MPAKTUKYIOIINM
pabOTHUKAM 3IPAaBOOXPAHCHUS B BHIOOPE ONTHMAIBHBIX CTPATETHH BEACHUS
MalyeHTa C JaHHBIMM COCTOSIHMSIMM, TIPUHHMAasi BO BHHMaHHE MCXOJbl U
COOTHOINICHHE «PHUCK-TI0JIb3a» TUArHOCTHUECKUX U JICUCOHBIX MEPOTIPUSITHA.

B nocnennue roasl EBponeiickum obmectBom kapaunoaoros (ESC) u qpyrumu
oOlllecTBAMU W OPTraHU3ALMSAMU BBINYIIEH PSIJ PEKOMEHJALNM, TMOCBSIIIEHHBIX
OTJEJIBHO B3ATHIM HAIIPABICHUSM B W3YyYCHHM HAPYLMICHUW Pa3BUTHUS CTPYKTYPHBIX
AJIEMEHTOB CEPJICYHO-COCYAUCTON CHCTEMbl (MEXKIPEACEPIHBIX KOMMYHUKALMA |
np.).

Pexomennanuu «CTpyKTypHBIE aHOMAUU CEpALla» MPEACTaBISIOT COOOM
opUIIMATBHYIO TIO3UIMI0 TPEX COOOIIECTB MO 00O03HAYEHHOW mpodiieme U OyayT
peryiasipHo  oOHOBiATHCS. Unensl [IpoGnemHO KomMuCCHMU ObUIM  OTOOpAHBI
EBpasuiickoit accomuanueit TepaneBtoB (EAT), bemopycckum  oOmiecTBoM
Kapauonoros (bOK) wu PoccuiickumM HaydHbBIM MEIUIIMHCKUM  OOIIECTBOM
tepaneBToB (PHMOT) ¢ menpio co3maHusi MpeCcTaBUTEILCTBA MPO(ECCHOHAIOB,
BOBJICUCHHBIX B OKa3aHHE IOMOIIM MalMeHTaM AaHHoro mnpoduis. OTtoOpaHHbIE
AKCHEPTHI TAKKE MPOBEIU BCECTOPOHHIOIO OIIEHKY JOCTYIMHOM J0Ka3aTelbHOU Oa3bl
M0 BEACHUIO (BKJIIOYas JUArHOCTHKY, JICUCHHE, MPOPUIAKTUKY U PeaOUSIUTAIINIO)
MAIIMEHTOB C JAaHHOM ITaTOJIOTUEN.

[Tpu mogdope U U3JI0KEHUU MATEPUATIOB Mbl CTPEMIIIMCH PYKOBOJICTBOBATHCS
MPUHITUTIAMH, TIPEIBIBIIEMBIX K KIMHHYECKUM PYKOBOJCTBaM, OOIIEl KOHEUYHOM
IEJbI0 KOTOPBIX SBJISIETCS COBEPIICHCTBOBAHUE KIMHUYECKOM TMPAKTUKU U
MOBBIIICHUE KadyecTBa MEAMIIMHCKONM TIOMOIIM TaIMeHTaM KapAuOoJOTUYECKOTro
npoduis. BpipaboTaHHble MHEHHS TMPU3BAHBI  CIY)XKHTh OPUEHTHPOM  JJIA
MPaKTUYECKUX Bpadeil B Bompocax mpoduiaakTuku, nuarHocTuku u jeuenus CAC c
MPUHATHEM ONTUMAIBHBIX KIMHUYECKHX PEIICHU, OCHOBAHHBIX Ha MPHUHIIUIAX
NoKazaTenbHON MeauiuHbl (Tabu. 1.1; ta6m.1.2) !

1

http://lwww.scardio.ru/rekomendacii/rekomendacii_rko/polozhenie_o_nacionalnyh_klinicheskih_re
komendaciyah
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Tabauna 1.1 - Kinacesl pexomenaaruit

Knaccbl OnpeageneHue Mpepnaraemas
pekomMmeHgaummn copmynupoBka
Knacc | [aHHble n/vnn Bceobulee cornacune, 4To PekomeHayeTca /
KOHKPETHbIA METOA NEeYEHNsa unm nokasaH
npouenypa nonesHbl, 3¢pPeKTUBHDbI,
MMEIT NpenmMyLlecTBa.

Knacc Il lMpoTrBOpeUmBbIE AaHHbIE U/MNW PACXOXOAEHUE MHEHUI O
nonb3e/apPEKTUBHOCTN KOHKPETHOIO METOAA NIeYEeHUs Unm
npoueaypsbl.

Knacc lla BonbLWMHCTBO AaHHbLIX/MHEHWIA TOBOPUT O LlenecoobpasHo
nonb3e/ apPEKTUBHOCTN. NPUMEHSATb

Knacc llb [aHHble/MHeHWs He cTonb yoeanTensHo MoxxHo
roBOpAT NPUMEHSATb
0 Nonb3e/3PPEKTUBHOCTM.

Knacc Il [aHHble n/vunu Bceobulee cornacue, 4Yto He
KOHKPETHbIA METOA NEYEHNsa unm pekomeHayeTca
npoueaypa He SBMSTCA NOSE3HON UNnu
3(PPeKTUBHON, a B HEKOTOPLIX Cyyasx
MOTYT NPUHOCUTb Bpea.

Ta6auna 1.2 - YpoBHU 10Ka3aTeITbHOCTH

YpoBeHb [aHHblIE MHOrOYMCIIEHHbIX PAHAOMU3NPOBAHHbBIX

[AoKa3aTtenbHocTu A KIMTMHUYECKUX UCccreaoBaHuUM Unnu MeTa-aHanm3os.

YpoBeHb [aHHbIE 04HOro PaHAOMU3NPOBAHHOMO KITMHUYECKOTO

[AoKa3aTtenbHoctu B nccnenoBaHnst UK KPYNHbIX HEPaH4OMU3MPOBaHHbIX
nccnegoBaHuN.

YpoBeHb CornacoBaHHOE MHEHME 3KCNepToB U/unn HebonbLwne

pAokKasatenbHoctu C nccneaoBaHns, peTpPoCneKTUBHbIE UCCeAoBaHNS,
pPerncTpbl.

DKCHepThl U PELeH3EHTHI 3aMOJHWIN “‘NIeKJIapaluu KOH(IUKTa HHTEPECOB™ TIO
BO3MOXHBIM HJIA HMEIOMIMMCS KOH(MIUKTaM HHTEpecoB. JOMONMHUTENbHO IS
AKCHEPTU3bl  HAIMOHAJIBHBIX PEKOMEHJALUUA  HCMOJb30BAICA  OMNPOCHUK IO
Okcnepruze U Atrectaiuu PykoBoactB (The AGREE Collaboration). O mro0bix
M3MEHEHMSX B JIEKJIApallMsIX UHTEPECOB, BOSHUKABIIUX B MEPUOJ HAITMCAHUS TEKCTa,
Oobut0  HeoOxomumo mnpouHpopmupoBath BbOK ¢ mocnenyroomuMm BHECEHUEM
COOTBETCTBYIOIIUX AonoiaHeHui. [locne nomydyenuss oqoOpeHnit TEKCT yTBEpKaaics
BCeMH BXOJsuMMU B Pabouyio rpymnmy skcnepramu. OKOHYATEIbHBIM JOKYMEHT
yTBepxaancs OkcrneptHo komuccuedt EAT s ogHOBpeMEHHOW MyOJuKaIuy B
xypHane EAT. ABTOpckuil KOJJIEKTUB IUIAHUPYET PETyJISIpHOE OOHOBJICHUE JAHHBIX
PEKOMEH TAIUN.



1. BBeneHue.

Ha npoTsokeHuM TOCIENHUX JIBYX JIECATWIECTUN TmpolsiemMa HacleqyeMbIX
HapyumieHut  coequnutenbHo  Tkanu (HHCT) aktuBHO  pazpabatbiBaercs
KJIMHUYECKMMH M HAy4YHbIMM IIKOJaMU IOCTCOBETCKOIO IPOCTPAHCTBA C
JTUIUPYIOIMMH MMO3UIUAMHA POCCUMCKUX YUYEHBIX.

O0 aKTyaJIbHOCTM JAQHHOTO  HANpaBJCHUS  KIMHUYECKOM  METUIMHBI
CBHUJICTEIILCTBYIOT BBIIIEAIIHE B cBeT poccuiickue (2009, 2012, 2015, 2016 r.) u
o6emopycckue (2014 r.) HanMOHANbHBIE PEKOMEHJAIMH, B KOTOPBIX MPUBEICHBI
oOIue MPUHIMIBI JUATHOCTUKU W JICYCHUS! CUHAPOMHBIX W HECHHIPOMHBIX (hopM
HHCT.

Kapauonornueckne acnekrsl HHCT  Biiro4aroT BHYTpUCEPAEUYHBIE U
COCY/AMCTbIE aHOMAJHMH, JaHHBIE IO KOTOPHIM OBLIM MaKCHMalbHO OOOOIIEHBI B
2012 rony B moHorpaduu 3emioBckoro J.B. u Manesa O.I'. «Manbie anomanuu
Cepla U IUcIuiacTHueckue peHoTurn» [1].

B 2014-2015r. Bemm pekoMeHnauumu — EBporeiickoro — obmiectBa
KapJIMOJIOTOB IO JIMAaTHOCTHKE U JICYEHUIO 3a00JI€BaHUN a0pThI, BKJIIOYAsl pa3fel 1o
HACJIEICTBEHHBIM a0PTOIATHM MPU HACIIEICTBEHHBIX HAPYIICHUSIX COCIMHUTEIBHOMN
TKaHu [2], pexkoMeHmalMu 1O 3XOKapauorpaduveckoil ormeHke JIedeKTOB
MexmnpencepaHon neperopoaku (JIMIIIT) u otkpeiToro oBanbHoro okHa (O0O) [3],
OOHOBJICHHBIE PYKOBOJICTBA IO BEJICHUIO MAIIMEHTOB C KJIalMaHHBIMH 3a00JI€BaHUSMU
cepalla, B TOM 4YHUCIE UEIbI psax paboT, MOATBEPKAAIOUIMX BBICOKUM PHUCK
OCJIO)KHEHHUH, TPEXJe BCEro KapJIHOAIMOOJUYECKUX, HPH OTIEIbHBIX BapHaHTaX
BHYTPHUCEPICYHBIX AHOMAIUM U KX COYETAHUSIX.

B nenom, HECMOTpPsI HA WIMPOKHUI CHEKTP MOJHOPTAHHBIX U MOJIUCHCTEMHBIX
KJIIMHUYECKUX TMPOSIBJICHUN, UMEHHO KapAUOBACKYJISIPHASI TATOJIOTHUS OIpEAeIsieT
TPYJIOCIOCOOHOCTh M XHU3HEHHbIM mporHo3 y mnauueHtoB ¢ HHCT. Ilostomy
0000111eHre UMEIOIUXCS JAHHBIX MPEJCTABISETCS BAXKHOW M aKTyaJIbHOW 3a/iaucH, B
TOM YHUCJIE C TTO3ULIMHN MPO(PHITAKTUYSCKON MEIUITUHEI.

Bmecte ¢ tem, MHOTOOOpasue (Gopm cepaedHO-COCYIUCTON MATOJOTHH TPU
HHCT, cnoxHoCTH B pa3rpaHUYEHUH BHYTPUCEPJECYHON MATOJOTMHA OT BAPUAHTOB
HOPMBI, B TOM YHCJI€ B JETCKOM BO3pacTe€, pa3HOUYTEHUS B KPUTEPUIX
sXxoKapauorpaduueckod JUArHOCTUKH, MOAXOAaX K KilacCUpUKAIMKM, a TaKKe
Pa3HOPOJHBIE KAaTErOpuM OOCJIEAOBAHHBIX TPYNI, CO3JAIOT MpPOOJIEeMbl B
(GbopMHpOBaHUU NOKa3aTENbHOW Oa3bl MpHU pa3paboOTKe cTpaTU(UKAUU PUCKA TOU
WJIA UHOM KapAHoJIOrTHueckou maroisioruu, acconuupoanHorn ¢ HHCT. Tloatomy u3
BCErO CIIEKTpa BHYTPUCEPACUHBIX aHOMAIUNA BBIJCIICHBI U PAaCCMOTPEHBI TOJIBKO T€
ctpykrypHbie anoManuu cepana (CAC), mo KOTOPhIM B JIUTEPATYPHBIX MCTOYHUKAX
HAKOILJIEHbl 3HAYMMBIE JAHHBIC, MPEJICTABISAIONIME WHTEpEC M MPAKTUKYIOLIETO
Bpaya.

OcHOBHasi 1eldb PEKOMEHJALMM — AaKIEHTyalusi Ha KapJIUOJOTHUYECKUX
acnektax HHCT, cOmmkeHUe CIOXUBIIMXCS MOAXOJA0B B JHATHOCTHUKE UM TAaKTHKE
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BeneHusi nanueHToB ¢ CAC, OpUHATBIX MEXAYHAPOAHBIMU MEIUIUHCKUMHU
COO0IIeCTBaMH, C OJIX0JaMH1, KOTOPBIE MOTYT OBITh pEaTM30BaHbI B HAIIICH CTpaHe.

B nokymeHTe TmepeuyucieHbl OCHOBHBIE IIpoOe€Nibl B JI0OKa3aTeIbCTBaX M
UMEIOIIMNXCS TAaHHBIX C IEJbI0 OYEPTUTh OCHOBHBIE HANPABJICHUA IS TAJIbHEHUIIINX
HCCIIETOBaHU.

2. OnpepeneHus n TepMUHONOIUs

Hacaenyemble (Hac/ieICTBeHHbIC) HApPYLICHUS] COCAMHMTEJbHOH TKAHU
(HHCT) — rereporennas rpyimmna 3a0ojieBaHUN, OOYCIOBICHHBIX T€HETHUYECKUMU
nedexkTaMu CUHTe3a W / WM pacmaga OelNKOB BHEKJIETOYHOTO MaTpHKca JHOO
HapymeHussMu Mopdoreneza coenunutenbHoi Tkanu (CT). B mHactosimee Bpems
ormcano 6oiee 250 cunapomo HHCT [4].

Boiaensitor cunopommsie MonozenHvle (hopmuvl ¢ COTITACOBAHHBIMU KPUTEPHSIMU
U Hecunopommbvle opmvl Myrsmugaxmopuanshoi npupoost 2 (puc. 1.1).

HACNEACTBEHHbBIE HAPYLLEHUA }

COEﬂ,MHMTEﬂbHOVI TKAHU
MOHOTEHHbIE HACNEACTBEHHbIE
CMHAPOMBbI C COrNIACOBAHHbIMMY MY/ZIbTUOAKTOPUATIbHBIE
KPUTEPUSMM HECUH/APOMHbIE ®OPMbI
\ \ 4
= CUMHOPOM MAP®AHA (FeHTCKMe KpuTepun Loeys 4 o N
= CVMHAPOM 3MIEPCA [AHJIO (Villefranche criteria, ®EHOTUM 5
Beighton P. et al.,1998) * 3JIEPCONOLOBHbIN
= CWMHAPOM MMMEPMOBW/ILHOCTM CYCTABOB ®EHOTUIN 5
(Brighton-Grahame criteria, 2000) * HEKJIACCUOULIMPYEMbBIN
»  HECOBEPLUEHHbI OCTEOTEHE3 S ®EHOTUN y
= MPONAMC MUTPANILHOTO K/TAMAHA

=  CEMEWHbIA CUHAPOM MAP®AHOMAHOMN
BHELWHOCTU (cMHOHUM Loeys-Dietz syndrome,
type 2B, kputepuun Loeys B.L., 2005)

*  MASS-CUHAPOM u np.

/

Pucynok 1.1 — CoBpeMeHHBIE MpPEACTaBICHHUS O CTPYKType HAaCIeAyeMbIX HapyIIeHUN
COENUHUTEIHLHOU TKAH!

[ToMuMO TpPaAUIIMOHHO CJIOXKHUBIIUXCS TOAXOJOB C BBIICIICHUEM TpEX
KJIACCUYECKUX dbeHoTUnoB (mapdanomoa00HBIH, AJIEPCOTIOI00HBIN u

2 CuHoHum: «[ucnnasus coeduHumesnsHol mkaHu» ([CT), noa KOTOPOW CErofHs MOXEeT CKpbIBaTbCs
3HaAYNTENBbHOE KONMYECTBO FEHETUYECKM HEeOOHOPOAHbIX MOHOreHHbIXx HHCT, oBGycnoBneHHbIX «MSrKMMuny
MyTaumnsiMu, NPOTEKAIOLLMX CO CTEPTOMN KIMHUYECKON KapTnHOM Nnbo elle He AnarHoCTMpOBaHHbIe POPMbI.
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Hekaccuduupyemsiii) (puc.1.1l), paccMaTpuBaroTcs mapghanouonas eHewHoCmo,
000poKayecmeenHas 2unepmMoOUIbHOCIb  CYCMAB08 U NOSPAHUYHBLL  NPONANC
(npocub) MumpanibHoO20 K1anaud.

MoHoreHHblIe HacjeaAyeMbi€ CHHAPOMbI — CHHIAPOMBbI C H3BCCTHBIMHU
COIIaCOBAHHBIMHN OHUATrHOCTUYCCKUMU KPUTCPUAMH, OOJILIIMHCTBO W3 KOTOPBIX
HMCCT MOJICKYJLIPHO-TCHCTHYCCKOC  IIOATBCPXKACHHUC MW 49aCTO O6YCJIOBJ'I€HO
IICPBUYHBIMU MYyTallUAMHU I'CHOB.

JAucniiazus, UM MHOT0O(paKTOPHbIC HAPYLIEHUS COeTUHUTEIbHON TKAHU —
reTeporeHHas Trpynma 3a0oJeBaHWM, TOJUTCHHO-MHOTO(AKTOPHONH MPHUPOJIHI,
OOyCIIOBJICHHBIX BOBJICUEHHEM B TMaroreHe3 oOmmMX (EpPMEHTHBIX CHUCTEM U
Pa3IUYHBIX CTPYKTYPHBIX OelkoB BHekJeTouHOro MaTpukca CT, oObemTnHEHHBIX B
(EeHOTHUTIBI Ha OCHOBE OOITHOCTH BHEIITHUX W/WUJIN BUCIIEPATBHBIX MPU3HAKOB.

BpokaeHHbI NMOPOK pPa3sBUTHUSA — OTKIOHEHHE OpraHa OT HOPMAaJbHOTO
AHATOMUYECKOTO CTPOCHUS, MPUBOJAIICE K KIWMHUYECKH 3HAYMMBIM HapyHICHHUSIM
¢byukiuu. Ilopoku pa3BUTHS BCTpEYAIOTCST B BHUJE, KaK CaMOCTOSITEIBHBIX
HO30JIOTHYECKUX (OpPM, TaK U B COYETAHHM C JPYTMMU TPHU3HAKAMH CHCTEMHOTO
BoBJieueHUs coenuuutensHoil Tkanu (CBCT) npu monorennsix cunapomax HHCT.

Mausbie anomaauum pasputusi (MAP) — Haciemyemble WM BpOXKIICHHBIE
OTKJIOHEHHUSI OT HOPMAaJIbHOTO aHATOMHUYECKOTO CTPOCHUSI OPraHOB, HE CBA3aHHBIEC C
aHATOMO-(DU3UOJIOTUUYECKUMU  OCOOEHHOCTSIMH  JIETCKOrO  BoO3pacTa,  Ipu
OTpEeICIICHHBIX YCIOBUSX MPUBOJAIIME K HapyieHuto ¢pynkiuu. K enewnum MAP
OTHOCAT aHOMAJIUM PA3BUTHUS KOCTHO-CKEJIETHBIE, MBILICUHbIC, SKTOACPMAIIBHBIE; K
gucyepanrbHblM — WU3MEHEHUs CTPOEHUS OpraHa 3pEHHs], CEepACYHO-COCYIUCTONW H
pECUpaTOPHON CHUCTEMBI, OPraHOB OpPIOIIHOM TMOJOCTH, MOYEBBIJACIUTEIBLHON U
PETPOTYKTUBHOUN CUCTEM.

CrTpykTypHbIe (MaJjible) AaHOMAJIUHU CepaAua ABISAI0TCS posiBiieHneM MAP co
CTOPOHBI CePACUHO-COCYTUCTON CUCTEMBI [1].

3.1. MpobnemMHbIe U aKTyarnbHble BOMNPOCHI

CosepiiencTBoBaHne  IxoKI-AuMarHocTuku, HakoIuleHUEe U 0000IeHue
pPE3yNbTaTOB HAYYHBIX W KIWHUYECKUX WCCIICIOBAaHUNA OOYCIOBWIM HMHTEpPEC K
MOTPAaHUYHBIM OTKJIOHCHHUSIM B CTPOCHHH CEPJIIA, K KOTOPBIM MOTYT OBITh OTHECEHBI
cTpykTypHbie aHomamu cepana (CAC).

HawnGoinee mmpoko npuHsTas ACPUHUIINAS TAKUX BHYTPUCEPACYHBIX aHOMAJTAN
— wManbie aHoManmuu cepaua (MAC), ompenensemMble KaK — HACIeOCMBEHHO-
00yC06/1eHHble UNU 8PONCOCHHbLE CIPYKMYPHblEe USMEHEeHUs. KIANaHH020 annapama
cepoya (e20 coeOuHUMeNbHOMKAHHO20 KAPKACa), 6KII0UAs MASUCMPATbHbIE COCYObL,
8 Bude pAasIUYHLIX  AHAMOMUYECKUX  AHOMAIUU, He  CONPOBOMCOAIOUUecs
2eMOOUHAMUYECKU 2PYObIMU U KIUHUYECKU 3HAYUMbIMu Hapyuwenusmu [1, 5].
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Opnuu uccnenoarenu kK MAC nmpHUUCTSIOT JI00bIEe AaHOMAJIMH, BBISBIISIEMbIC
pyu MOP(OJIOTUYECKOM HUCCIENOBAHUH, IPYTHE PACCMATPUBAIOT UX KAK KIMHUKO-
OxoKI'-noHsATHe, BKIIOYAIONIEe UMEHHO T€ aHOMAJIUU, KOTOPbIE yIAaeTCsl BBIIBUTH
OPWKU3HEHHO B mpouecce noiauno3unuoHHoro OXoKI' uccnenoBanus (I'Hycaes
C.®., benozepos HO.M.,1997).

He oTpunasa aKTyaJIbHOCTb TCPMHHA H OIIPCACICHUA «MAJIbIX aHOMAJINH
cepaua» HCEIb3d HC OTMCTUTH I[I/ICKYTa6eJII>HOCTI) OTACJIbHBIX IIOJIOKCHUN -
C«KIIMHUYCCKH 3HAYMMOC HAPYHICHHUC), <<Fp}76BIC HapymicHusd TICMOIWHAMUKHN,
KOTOPBIC HC BIIOJIHE COOTBCTCTBYIOT COBpGMeHHOfI MG)KI[YH&pO,Z[HOﬁ TCPMHUHOJIOTUH.

B aHrnosseiuHoil muteparype TepMuH MAC He ucnolsib3yercs Kak €QuHOE
MOHSTHE, TIO3BOJSIONIEE OOBEIUHUTH BCE TEMOJAMHAMUYECKHM MajO03HAuYMMBbIe
aHOMAJIMM COCTUHHUTEILHOTKAaHHOTO KapKaca M KJIAIlaHHOTO ammapaTta cepima [1].
Haubonee yacto mpumensitorcst Tepmunsl 'cardiac abnormalities”, “structural heart
anomalies"”, "cardiac anomalies”, "morphological abnormalities” w» "structural
cardiac abnormalmities". Hozomorn4ecku 310 B OONBIIMHCTBE CIy4acB aHEBPU3Ma
MexrnpencepaHot neperopoaku (AMIIII), ortkpsitoe oBanbHOe okHO (O0O0),
YIJMHEHHBIN €BCTaxueB KiamaH, ceTb Kuapu W MpoJiaric MUTPAJBHOTO KJlaraHa
(ITMK).

MBI TOCYHTAIM BO3MOKHBIM MCIIOJIb30BAaTh TEPMUH «CTPYKTYPHBIC aHOMAJIUHU
cepana» (CAC) kak Oosiee oOImMA, TO3BOJSIONIMN H30€kKaTh OrpaHUYCHUH,
uMmeromuxcsi B ompeneneHun «MAC», akleHTHpys OCHOBHOE BHHMMAaHHME Ha
JNIOKAa3aHHOM KJIMHUYECKOM 3HAYMMOCTM TOW WJA HWHOM BHYTPHUCEPIACYHOU
CTPYKTYPBIL, UTO ONpPEETnIo nepedeHb oocyxaaembix CAC.

[Tpumepom cayxut IIMK, kotopblii 000CHOBaHHO MOXET OBITh OTHECEH K
CAC npu omnpenenennbix OxoKI'-mapamerpax, Hampumep, NpU IMOTPAaHUYHOM
MpoIadUPOBAHUU CTBOPOK 0€3 HX VYTOJNIIEGHHS U 3HAYMMOM MUTpaIbHOMI
peryprutanuy, Kak JWardHo3 NpH  HUCKIIOYEHUH TMEPBUYHOTO  CEMEHHOIO
MukcomaroszHoro / Hemukcomaroznoro [IMK. B 1o sxe Bpems, [IMK B kauectBe CAC
HEPEJIKO COIMPOBOXAAET Jpyrue KiaccuuuupyeMble M HeKJIacCupuUupyemble
nucrutactuueckue cuuApomMbl U ¢enotunsl npu HHCT. [JonomHuTEIbHBIN HIOAHC —
3TO BO3MOXHOCTh TPOTPECCUPOBAHUS C BO3pACTOM HCXO0AHO He3Hauumoro [IMK.
Hcxons w3 BeimeckazanHoro paccMmorpenue [IMK B cooTBercTByromem pasuene
U3JIaHUS BO BCEX BO3MOXKHBIX MPOSIBICHHUSX, OCOOEHHO C TIO3ULUH €ro
muddepeHIaaTbHON TUArHOCTHKA Kak MoHoreHHoro 3aboneBanuss or CAC ¢
OTJINYHBIM IIPOTHO30M, HE IIPOTUBOPEUMT ITOCTABICHHBIM LIETISM.

Ananorn4Has cutyanus ciioxuiack B oTHomieHnn OOQO. B nacrosimee Bpems
B COBPEMEHHBIX PEKOMEHJAIMAX YETKO oO0o3HaueHa mo3ulus Jedexra
MextpencepaHor neperopoaku (JAMIIIT), kak BpokaeHHoro mopoka (congenital
heart defects) 1 OOO kak aHOMaIMU MEXIPEACEPIHON MEPErOPOJKH U CBI3AHHBIMU
c Hed cuHapomamu (abnormalities of the interatrial septum and their associated
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syndromes). B cBs3u ¢ yem, JIMIIII B qaHHOM JOKYMEHTE HE pacCMaTpUBACTCS M
TOJIBKO YIIOMUHAETCS B paznene auddepeHnantbHON TUarHOCTHKY.

Eme oguH  «OTKpeITBHII»  Bompoc — 310  kinaccuukamus CAC,
CTPYKTYPUpPOBAaTh KOTOPYIO TMpPHU COBPEMEHHOM YypOBHE 3HAHHMM  KpailHe
3aTpyAHUTENIbHO. B cCBsi3M ¢ dyeMm, cieayeT chaelaTh HECKOIbKO 0000IIeHUH,
Kacaroumxcs noaxonos k kinaccupukanuu CAC. IlepBbie onucanus MpUHAIEKAIH
natojoroaHaromMaMm. OJHAKO TOMYOK K M3YyYEHHUIO KIMHUYECKOW 3HAUYUMOCTH
MOP(OJTOTUYECKUX OTKJIOHEHUH B Pa3BUTUU CepAlla U aOPThl CBSI3aH C IIMPOKUM
BHEJPEHUEM B KIMHUYECKYIO MPaKTUKy DXOKI' M akTUBHBIM M3yde€HHEM IPOOJIEMBI
HHCT. CerogHsuHue HaKOIUIEHHBbIE 3HAHUS — OTO pe3yibTaT HAayYHBIX
WCCJIEIOBAaHUM KIMHHUIIMCTOB, CHEIMAIMCTOB MO COHOrpaduu, maToMopQooroB U
reHeTukoB. [lepBble  KIMHUYECKHE  KiIaccUpuKauuu  Bkmodand g0 30
BHYTPHUCEPJICYHBIX aHOMaJIUi (OCHOBaHHbIE Ha AaHHBIX DXOKI' 1mo anaromuyeckomy
MPUHIUIY), OOJBIIMHCTBO W3 KOTOPBIX HE UMEIM ONPENEIECHHOTO KIMHUYECKOrO
3HaueHusi (C.®. I'mycaeB, IO.M. benozepos, 1997). B mnocnemyromem Ttakon
QHATOMMYECKUH TMOAXOJ TMOJABEpPrCcs KPUTHKE, HO M HHbIC JIONOJHEHHS K
Kjnaccupukauuu, K npumepy, rpagamus MAC mo 3THONIOTHH, HE NPUXKHWINCH B
KJIIMHAYECKOM MpaKkTUKE. BMecTe ¢ TeM, CTaBs BO IIaBY yIJla KIMHUYECKOE 3HAYEHUE
tofi wm wuHoM CAC, mpexncraBisiercss LenecooOpa3HbIM  OOBEIMHEHHUE
orpanndeHHoro yuciaa CAC mo aHaTOMUYECKOMY, STHOJIOTMYECKOMY NPUHLUIY U
OJTHOTUITHOCTH KJIMHUYECKUX OCJIOKHEHUH. B B3 ¢ 3TuUM, ObUIM BBIJCIICHBI
npeoceponuvie CAC — AMIIII, OO0, EK, cemv Kuapu, omoenvno — nponancei
KIanamos u acummempus mpexcmeopuamozo aopmanvroeo kianana (ATAK).
HecoMHeHHO, 4TO B mpolecce AAJIbHEUIINX UCCIEI0BAHUNA M HAKOIUICHHS JTAHHBIX,
O0COOEHHO C Y4YeTOM Iporpecca BU3YaJM3allMOHHBIX TEXHOJOTHH, 3TOT IMEpeyYeHb
OyIeT paciupsAThCA U JOTIOTHATHCS.

Buecenne B kimaccudukauuio mnepeuncieHHbix CAC onpexpenserca uX
COMPSKEHHOCTBIO C PHUCKOM CEPbE3HBIX OCJHOKHEHUH U  acCCOLMUPOBAHHBIX
coctosiHuii. Ilpexne Bcero, 3To KpuntoreHHole HHCYJIbTBH, THMA mpu OOO wu
AMIIII; aputmudeckuii cuHApoM (pa3BuTHe (GUOPHWLIALIMM TpeAcepauil u Tmp.),
1epedpanpHbie SMOOJIMM, SHIAOKAPAUT TMPHU TpoJjarcax KiamnaHoB; (GOpMHpOBaHUE
0ojee paHHEro CKIEpPOTHYECKOro aoprajpHOoro mnopoka Ha ¢oHe ATAK;
TpoMO0AIMOOTINHY, WHOEKITMOHHBIA YHIOKAPAUT, MPOOJIEMbl TP BHYTPUCEPACUHBIX
JHJIOBACKYJIIPHBIX BMelIaTenbCTBax npu Hanmuuuum cetd Kumapu u EK. BaxHo
MOHUMATh U TO, 4TO paccmarpuBaembie CAC MOTYT OBITh COOTHECEHBI C CepJeUHO-
COCYIUCTBIMM TIPOSBICHUAMH ILIEHOTPOIIUMK® MyTAHTHBIX I'€HOB, OTBETCTBEHHBIX 32
pa3zsutre menaenupyrommx HHCT. Ilpu monorennsix gpopmax HHCT (cunnpomax
Mapdana, Jlyuca-/lutima, Onepca-llanio wu 1p.) NOpoJaricbl MUTPATBHOTO H
TpukycnuaansHoro kiuamaHoB, AMIIII u OOO Moryr accouMupoBaThCs C
MOTPAaHUYHBIM PACIIMPEHUEM, TUjaTalliel U aHEeBpU3MON KOpHS W/ MM TPYJIHOTO

3 HH@fIOTpOHHSI — BJIMSIHHUEC OAHOT'O I'€HAa Ha HECKOJIBKO (beHOTI/IHI/I‘IeCKI/IX IMPU3HAKOB.
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orzena aoptel. B naHHOM ciydyae, camoCTOsATENbHBIM pUCK ociokHeHuid npu CAC
YCTYIIAeT PUCKY aHEBPU3MBI / pacCIOCHUs a0pTHI (T.€. ONpPENEIEHHON BEPOSTHOCTH
pa3BUTUSL OCTPOro aopraipHoro cuHapoma) npu MoHoreHHblx HHCT. Acnexts
HACJICJICTBEHHBIX AOPTOMATUN SIBISIOTCS CJIOKHOW MpOOJeMbl M M3JIO0XKEHBI B
OTIEIBHOM  PYKOBOJCTBE «AOpTONATUM IpPH  HACIEIYyEMbIX  HapyLICHUAX
COETUHUTEIbHON TKaHW».

AHaJIoTUYHasi CUTyallus KacaeTCs pa3HOpEYHil B CTpaTH(HUKAIIMK PHCKa TPHU
CAC. Tak, xapaumoTpom0O03MOoIMyYecKue ocioxHeHus xapakrtepusl mis OO0,
AMIIII, cetm Kuapu. OnmHako yacTtoTa 3THX OCJIOKHEHMM W JIOoKaszaTesibHas 0Oasa
CYIIECTBEHHO Pa3INYaIOTCSI.

[IpencraBisieTcsi OIUMOOYHBIM OTOXIECTBICHHE KIMHUYECKOW 3HAUMMOCTHU C
pacnpoctpaneHHOCThI0 CAC. Tak, aHOMaJIbHO PACIOJIOKEHHBIE XOPAbl BCTPEYAIOTCA
yamie Bcero npu IxoKI', HO ux 3HaueHHe ISl KIMHUYECKOW MPAKTUKHA MOKA OCTAETCA
HEONPEIETICHHBIM.

OO0OCHOBaHHBI HHTEpeC TNpeacTaBisger pa3padoTka mnpobiaembl ATAK,
KOTOpBIM YK€ JIOCTaTOYHO OOOCHOBAHHO MOKHO paccMaTpHUBaTh Kak IMPEAUKTOP
PaHHEro CKJIEPOTHYECKOro nopaxeHuss AoK, 4To OTKpbIBa€T HOBOE HAaIpPaBJICHUE B
PEIICHUH 3TOM CIOXKHOUM MPOOIIEMBI.

AHanu3 UMEIOIIMXCS TAHHBIX YKa3bIBa€T Ha HEOOXOAMMOCTh Pa3rpaHUYCHUs
nepeunst (kinaccudukarun) CAC y netedt U B3pOCIbIX, TaK KaK HEKOTOPbIE U3 HUX
(manpumep, OO0, eBcTaxueB KiamnaH) pacleHUBAIOTCS 10 OMPENEIEHHOTO BO3pacTa
KaK BapyUaHT HOPMBI JIETCKOTO OpraHu3Ma, HO COXPaHsISICh B 3pEJIOM BO3PACTE, MOTYT
MMETh 3HAUUMbIEC KIMHUYECKHUE TIPOSIBICHUS.

CoBeplieHCTBOBaHUE Ox0KI -guarnoctukwu, a  TaKxe MPOBEJCHUE
MHOTOLIEHTPOBBIX HCCIIEJOBAHUN JIOJKHBI CIIOCOOCTBOBATh BBIPAOOTKE €IUHOTO
MHeHUs 1o OXOKI'-kpurepusm tour mmm mHou CAC. IIpumepom CAC, nmeBlien
caMbl€ Pa3JINYHbIE KOJTUYECTBEHHBIE MapaMmeTpsl, sBisieTcss AMIIILL

YuuTeiBas uUMeEIONIMECS HalMOHAJBHBIE PEKOMEHIAIMU, BOMPOCHI OOIIeH
muarnoctukn HHCT B ganHOM wW3ganuud He oOCyXaanmch. Bwmecte ¢ Tewm,
paccMaTpuBasi YaCTHBIC BOIPOCHI KapJAMOJOTHYECKUX W COCYIUCTBIX IPOOJEM MBI
ucxoamnu W3 cucreMHocTH mopaxkeHus CT um  oOmMX TATOTEHETHYCCKHUX
MEXAaHU3MOB PA3BUTHS TOU NATOJIOTHH.

Ha ceromHsmHuii J€Hb HE NPEACTABISAETCS BO3MOXKHBIM OJHO3HAYHO
OTBETUTh B KAXJIOM KIIMHUYECKON CUTyallUd — UMEEM MbI JIEJI0 C M30JIMPOBAHHOU
CAC umu cnenctBueM cucteMHoro nedexkra CT (MoHOreHHBIE (POPMBI (CHHIPOMBI)
HHCT wunu 3a0GoneBanusi mynbTudakropraibHOM npupojbl). Her Bo3mMokHOCTH
TEHETUYECKOTO TUIIUPOBAHUSA KaXKJIOW HO30JIOTUUECKOM €IuHULbL. Bmecte c Tewm,
HaKoMMBIIAsACS WHOOpPMALUSI O CAMOCTOSATEIBHOM KJIMHUYECKOM 3HA4YeHUU psa
CAC tpebyer k cebe MpUCTaIbHOTO BHUMAHUS CO CTOPOHBI MPAKTUKYIOIIUX Bpadei
BHE 3aBHCHUMOCTH OT TOTO BBIpa)K€Ha WJIM HET CUCTEMHOCTh nopaxenus. C npyrou
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CTOpPOHBI, BbIsABIEHHE onpeaeeHHbIx CAC He JOKHO paccMaTpuBaThCS Kak
OxoKI'-Haxonka, a TpeOyeT OLEHKM TMalMeHTa C T[O3UIUNA UMEIOIIUXCS
¢enotunuueckux  kpurepueB HHCT  nanma cBoeBpeMEHHON  JUArHOCTUKH
onpeneneHubix HHCT, nmpu Hekotopbix u3 kotopbix TeueHue CAC umeer Oonee
HEeOJIaronpUsTHHIA IPOTHO3.

Takum oOpa3zoM, onupasich, B IEPBYIO 0YEPe/b, HA OMbBIT POCCUIUCKOMN LIKOJIbI,
B JIaHHOM JIOKYMEHTE BIIEpBbIE MPEANPHUHATA TMOMNBITKA OOOOIIUTH aHAIHU3
OTEUECTBCHHOM M 3apyO0eXHOW JUTEpaTypbl MOCIECIHUX 5 JeT, NpuOIU3UTh U
WUHTErpUPOBATh JIaHHBIE MCCIEIOBAaHUN 3apyOekKHBIX IIEHTPOB B OTEUECTBEHHYIO
MPAKTUYECKYIO JIESITEIIbHOCTD.

3.2. OCHOBHbIe NUTepaTypHble NCTOYHUKU

Jlns  HamucaHWsT PYKOBOJCTBA HCIIOJIB30BAIKMCH  CIIEAYIOIIME OCHOBHBIE
myOJIUKaIm:

1. PykoBOJICTBO 1O AMArHOCTHKE U JICUSHUIO 3a00JIeBaHUM aopThl EBponerickoro
obrrectBa kapuonoros 2014 roaa [2].
2. PykoBoasamue mnpuHnunbel OXoKI'-omenku JIMIIII u oBagpHOro OKHa

AMEpUKaHCKOTO 00I1IeCTBO 3XOKapArOorpaguu U odIIecTBa cepAeuHoN anruorpaduu
u uHTepBeHui 2015 rona [3].

3. PyKkoBOJICTBO MO BEICHUIO MAIMEHTOB C KJIAllaHHBIMU 3a00JI€BaHUSIMU CepAla
AMEPHUKAHCKON KOJUIETHHM KapAHOJOrOoB U AMEPUKAHCKOM acconumanuu cepaua 2014
rojaa [6].

4, PykoBOACTBO MO JieYyeHUIO KIAMaHHBIX 3abojeBaHui cepua EBpormeiickoro
obrrecTBa kapauosoros / EBpornelickoil acconualuy KapuoTOpaKalbHOW XUPYpPIHU
2012 roga [7].

5. PexoMeHnmanuu 1o 3XOKapaAuorpauyecKkoi OLIEHKE CTPYKTYp cepAala y
B3pOCTBIX:  OOHOBiIeHHass  uH(opmaius  AmepukaHckoro  oOmecTtsa 1o
axokapauorpadum 151 EBpomneiickon accouuanuu CEepJICYHO-COCYIUCTOU
Busyanu3zaiuu 2015 rona [8].

6. PykoBonctBo 1o cepaeuHomy Y3M 1npu  BBITOJMHEHWM KOHTPACTHOM
sxokapauorpadun: chokycupoBaHHOE Ha OOHOBIEHUM AMEPHKAHCKOro O0OIecTBa
o sxokapauorpapuu 2014 roqa [9].

7. MexayHapoJiHbIe PEKOMEHJAIMU JIUArHOCTUKH cuHApoMa Mapdana -—
['enrckue kputepuu (B pesusun 2010 roma) [10].

8. bepnuHckas HO30JI0TMs HACIEACTBEHHBIX HAPYLICHUN COCAUHUTEIILHON TKaHU
1988 roma (Beighton P. et al., 1988).
9. MexayHapo/iHble pPEKOMEHAAIMU JMArHOCTUKU CHUHJApoMa Jnepca-/lanino —

Bumsdpanmickue kputepuu 1998 roga [11].
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10. MexnayHapoaHble PpEKOMEHIAIMN JUATHOCTUKHN CHHIPOMA TUTIEPMOOUITEHOCTH
cyctaBoB — bpailitonckue kputepun 1998 roma B mocnemnyromeid MX peBU3UEH
R. Graham 2000 rozna [12].

11. HacneacTBeHHbIE HApYUIEHUS COCIUHUTEIBHOM TKaHU B KapAHOJIOTHUH.
Huarnoctuka u nedeHue. Poccuiickue pexomenpanuu (I mepecmorp) 2012 ropa.
Paspabomanvl komumemom sxcnepmos cexyuu «/qucniazuu coeouHumenbHOU mKaHu
cepoyary @IBY @ICKI um. axkademuxa B.A. Anmazoea npu Poccuiickom
Kkapouonocuueckom oouecmee [13].

12. HamuoHanpHble PEKOMEHJAIIMM POCCHUHCKOrO HAy4YHOTO MEIUIIMHCKOIO
oOIecTBa TEpameBTOB IO JUATHOCTUKE, JICUYECHHUIO M peaOWIIMTAllMU TAIMeHTOB C
JTUCIIA3UsIMU  coeMHUuTeNbHOM TkaHnu 2016 roma. Paszpabomanvr  epynnoi
cneyuanucmos cexyuu «qucnnaszus coeounumenvrou mxanuy PHMOT [14].

13. Poccuiickue pexomeHmanun «HacnencTtBeHHble W MyJIbTH()AKTOPUATHHBIC
HAPYLICHUSI COCAUHUTEIIBHON TKAHW Yy NE€TEH. AJTOPUTMBbI JUATHOCTUKHU. TaKTHKa
Beacaus (Yacte 1, Ilpoektr 2014 roma) [15]. «[lommopranHbie HapyIICHUS TPH
IUCIJIA3USAX COEAVUHUTEIbHOM TKaHU. AJTOpPUTMBI JIMATHOCTHKA W CTaHAAPTHI
BeneHus». [lpoekt poccuiickux pexomenpanuii (Yacte 2, Ilpoext 2015 rona).
Paszpabomanvr  komumemom skcnepmoe neouampuyeckou epynnel «/ucniazus
coeouHumenvHou mxkanuy npu Poccuiickom nayuynom odwecmee mepanesmos.

14. benopycckue HalMOHAJIbHBIE KIMHUYECKHE PEKOMEHAaluu «JluarHoctuka u
JIEYEHUE HACIICICTBEHHBIX U MYJbTU(PAKTOPUAIBHBIX HAPYIICHUN COCAMHUTEILHOMN
tkaum» 2015 roma. Paspabomanvi xomumemom 3xcnepmog npu benopycckom
HayuHom obwecmae kapouono2os [16].

15. 3emmoBckuii 3.B. u coaBt. llukn pabGoT mo HacleICTBEHHBIM HapYIICHUSM
COCIMHUTEIIbHOM TKaHw [1].

16. MapteiHOB A.U., MKOBneB B.M., HeuaeBa I''I. u coaBt. [lukn pabot mo
JUCIUIA3HUSIM COCIMHUTEbHOM TKauu [17, 18].

17. PykoOBOACTBO ISt Bpaucil MO AUCILIA3MH COCAMHUTENbHON TKanu 2012 roga /
Kanypuna T.W., 'opoynosa B.H. [4].

18. HammonanpHOE PyKOBOJICTBO IO HAcNeACTBEHHBIM Oone3Hsm 2012 roxa / mox
pen. H.I1. boukoga [5].

19. bonesnu knamaHoB cepana, MoHorpadus 2012 roqa / ‘F.I/I. CropoxakoB
Ienamun, O.A. Muep [19].

, I'.E.
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4. NMpeacepoHble CTPYKTYPHbIE aHOManuu cepaua
4.1 OTKpbITOE OBasfibHOE OKHO
4.1.1 TepMUHONOrNa N HO30N0rMA

OtkpeiToe oBanbHoe oOkHO (OOO) — (¢dopma MexXmpencepaHoit
KOMMYHHUKAllMM, AHAaTOMHYECKH TMPEACTABIAIONIAs  «30HJIOBOE»  OTBEPCTHE,
PacCIIOJIOKEHHOE B LICHTPAJIbHOW YacTu MexmpeacepaHou neperopoaku (MIIII) - B
00JIaCTH OBAJIBHOM SIMKH, OOpasylolleecss M3 Hallaraloluuxcsl 4acTed nepeuyHoll
(kIamaHHass 3aclIOHKa) W 6MOPUYHOU TIEPETOPOJIKHA (OBAJIBLHOTO OTBEPCTHS).
OTKpBITOE OBaJIbHOE OKHO - PYIMMEHT HOPMAJIBHOT'O KpOBOOOpalieHus 3MOpHOHa,
He ABNAeMCS 8POHCOEHHBIM NOpoKoM cepoya u omuocumcsi k CAC.

DOyHKIUOHMPYOILIEe OBAJbHOE OKHO — HaJU4he TEeMOJMHAMHYECKOrO
copoca npu O0O0.

4.1.2 PacnpoCcTpaHeHHOCTb

[To pgaHHBIM CcaMOro KpYMHOTO CEKIMOHHOIO HCCIEI0BAHUSI, OCHOBAaHHOIO
6onee yem Ha 9000 ayromcwuii, pacrpoctpaneHHocTs OOO B 00miel momymsiuu
koseosercss ot 15 mo 35% (25%) Bcex nmm Bo B3pocioi momyisinuu [20] u
coroctaBuMa ¢ BeisiBIcHHEM OOO npu DxoKI™ uccrnenopanmm — 15 - 25% [21, 22,
23, 24].

4.1.3 HopmanbHaa aHaToMus, amopuoreHes n comamonorus

®opmupoBanue MIIII npoucxoaut Ha 5-6 Henene sSMOprOreHe3a, YTo MPUBOIUT
K pa3leIeHUI0 MEPBUYHOrO OOILEro Mmpeacepavs Ha MpaBylO U JIEBYIO IMOJIOBUHBI.
llepsuunas nepe2opooka BBIISTUMBAETCA OT KPBIIIM MPEACEPAMs] B HANPABICHUH K
SHJOKApAUAIbHbBIM mHoaymeykam. OTBEpCTUE MEXAY HUKHHM KpaeM NEpPBUYHOMN
MEPEropoOaKH WM SHJOKAPJIUAIBHBIMH  TMOJIYIIKAMH  SIBJISIETCS  MEPBUYHBIM
MedicnpedcepOHbIM — omeepcmuem.  Bmopuunoe  mesicnpedceponoe  omeepcmue
oOpa3yeTcsi B BUIe MHOTHX MEJIKMX OTBEPCTHI B NEPBUUYHON MEPETOPOAKE, KOTOPHIE
BO3HHMKAIOT B pe3ysbTaTe amonro3a. JTtu nepdopauuru ObICTPO YBEJIWYUBAIOTCH,
obOpasyst equHoe otBepctue. K 8-if Henene npeHaTabHOTO OHTOTE€HE3a MPOUCXOAUT
(hOpMHUPOBAHUE 8MOPUYHOU Nepe2opOoOKU, KOTOpask MO MPOUCXOXKICHUIO MbIIIEYHas
Y CXOJIHA MO CTPOEHUIO CO CTEHKOM MPEACEPAUS.

Ilocne oOkoHYaHMSA poOCTa BTOPUYHOM IIEPETOPOJKH OCTAETCs OTBEPCTHE,
nMeHyemoe oBaibHbIM oTBepcTMeM MIIIL. Korma BepxHss 4YacTe NEpBHUYHOU
MIEPErOPOAKH IIOCTEIEHHO PEAYLHUPYETCA, OCTAaTOYHAs 4YacTb €€ CTAaHOBUTCS
3aCJIOHKOM OBaJIbHOTO OTBEPCTHUS, KOTOpas 0OecrneurBaeT BO3MOXHOCThH IpPaBO-
JeBoro noroka kposu uepe3 MIIII y miona.

PacnpaBnenue nerkux BO3AyXOM, YBEIMYEHHUE JIETOYHOTO KPOBOTOKA IPUBOJUT
K Bo3pacTtanuto aasiicHus B JIII u cMenmeHnio nepBUYHONM NEPErOPOJIKM BIIPABO - K
BTOPUYHOM, YTO CIIOCOOCTBYET 3aKPBITHIO OBAaJIBLHOTO OKHA. B mampHeimiem, mpu

18



COXPAaHEHWU HOPMAJBbHBIX (DHU3HOJOTHUECKUX YCIOBUHM, MEPBUYHAS IEPETOPOAKa
CHanBaeTCsl CO BTOPUYHOM, 3aKaHUYMBAs CENTalMIO Ipeacepauil. B HopMme Ha mecte
OBAJIbHOTO OKHA OMpeJessieTcss HeOObIIoe YyriayOjIeHue, Ha3blBAEMOE «OBaJIbHBIM
yriyonenuem» (nat. fossa ovalis).

O He3apawenuu 08anbHO20 OmMEepCmusi KaKk 00 OMKIOHEHUU OMm HOPMbl
cedyem 2080pums uutb nocie 1-20 200a Hu3Hu peoenKa.

Mopdonorus OOO pa3zHooOpa3Ha, ¢ KpassMU pa3HOW TOJIIMHBI, HaJIUYUEM
KJIaraHa WM ero, B TOW WJIM MHOM CTeneHu, peAykiueil. BapuabenbHOCTh KacaeTcs
KaKk pa3MepoB, Tak U (GOPMBI OBAIBHOIO OKHA — OT MPOCTOrO0 OTBEPCTHS,
MPUKPBITOTO 3aCIOHKOHM, A0 JUIMHHOTO H3BHIIMCTOrO mpoxona [25]. B HexoTopbix
Cllydasx MepBUYHAs MEPETOpOAKa OTCTOUT OT BTOPHUYHOM M3-3a CKJIAJKU TKAaHU HA
neBo-npeacepanoit cropone MIIII, dopmupys T.H. «pukcupoBanHoe»y OO0 [26].

4.1.4 KnnHuyeckne nposiBneHus

B GonbmmucTBe cityyaeB narnueHThl ¢ OOO MaloCUMIITOMHBI, B CBSI3M C YE€M
nanHass CAC KIMHHUYECKH BBISBIIETCA KpallHEe peAako. B moapocTkoBoM mepuoe
MOXKET HaOMIOAaThCS CKIOHHOCTh K OOMOpPOKaM M JUHAMUYECKUM HapYLIECHUAM
MO3roBoro kpoBooOpaiuenus. [Ipu remogunamuyecku 3HaunMbIX pazmepax OOQO y
JeTEed CTapuiero BO3pacTa BO3MOXKHO YMEPEHHOE CHM)KEHHE TOJIEPAHTHOCTH K
(¢u3MUecKuM Harpy3kam, JbIXaTelabHbll auckoM@opt. KnnHudeckue nposiBieHus
MOTYT MOSIBIIATBCA TPU JJIMTEIbHOM HATY)KUBAHUW W 3aJICPKKE JBIXaHUS, YTO
0OyCIJIOBJIEHO OTKPBITHUEM IIYHTA, TOr/Ia KaK B MOKOE U MpPU OBITOBBIX (PU3MUYECKHX
Harpy3kax IIyYHTUPOBAHUsI KPOBU HE ITPOUCXOIUT.

Kinanyeckne cuTyanuu, Opu KOTOPBIX CJIEAYET MPEANOI0XKHUTh KIIamaHHO-
HenosHoienHoe OO0, cymmupoBansl B Tao. 4.1.

Ta6auna 4.1 - Knuanveckue cuTyanuu, Ipyu KOTOPBIX CIIEAYeT 3aM0A03pUTh (YHKITHOHUPYIOIIEE
000

1. | He3HauuTenbHBIN 1MAaHO3 T'y0 WM HOCOTYOHOTO TpPEyrojbHUKA MPH Kamuie, (GU3nIecKux
Harpy3kax (0COOCHHO CTaTUYECKUX ), Tutaue (y JeTeh);

2. | Crolikas TpeapacrlolokKeHHOCTh K YacThiM NPOCTYAHBIM ¥ BOCHAIUTEIHHBIM
3a0051€BaHUAM OPOHXOJIETOYHON CHCTEMBI;

3. | 3anmepxka ¢Qusnueckoro pa3BuTHs peOEHKA, HHU3Kas TOJEPAHTHOCTh K (PU3MUECKUM
Harpy3kaMm, 0COOGHHO B COYETaHMHM C CHMITOMaMH JBIXaTEIbHOTO IUCKOMGpOpTa HIU
JIBIXaTEILHON HEJIOCTATOYHOCTH,

4. | Bo3HUKHOBEHHE HEOOBSICHHUMBIX TMOTEPh  CO3HAHUS, OOMOpPOKOB, CHMIITOMOB
MPEXOJISIIETO HAPYIICHUS MO3TOBOTO KPOBOOOpAIIEHUS, OCOOEHHO Yy JIHUI[ MOJOJOTO
BO3pacTa W MAIMEHTOB C BAPUKO3HON OO0JIE3HBIO BEH W/UIU TPOMOOGICOUTOM HUKHHUX
KOHEUHOCTEH H/UJIN Majoro Tas3a;

5. | MuHuManbHblE PEHTICHOJOTHMYECKUE MPHU3HAKUA TUIEPBOJIEMUU B COCYIHUCTOM pycie
NETKUX, TCHJICHIUS K YBEIIMUCHUIO TPABBIX KaMmep cepiana (Kak MpaBHIIO, UMEET MECTO
JUIIH Y JIUI] CTApIIETO BO3PaCTa);

6. | MuHUMaIBHBIE JIEKTPOKAPAHOTpahUISCKUE CUMITTOMBI, YKa3bIBAIOIINE HA TIOBBIIIICHHUE
reMOJMHAMHYECKONM Harpy3Kd Ha TIpaBble KaMephl cepilla, OCOOCHHO Ha TpaBoe
npeJjicepne, Npy MOJHOM WIIM YaCTHYHOM OJoKa/ie mpaBoi HOXKKM mmyuka ['uca.
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https://ru.wikipedia.org/wiki/%D0%9B%D0%B0%D1%82%D0%B8%D0%BD%D1%81%D0%BA%D0%B8%D0%B9_%D1%8F%D0%B7%D1%8B%D0%BA

4.1.5 AccoumMmpoBaHHbleé KIIMHUYECKME COCTOSAHUA W
OCJI0OXXHEeHUA

Haubonee yacto ¢ OOO accouuupoBaHbl: napadoKCAlbHAs 8EHO3HAS IMOOUSL
(IIB3) n muepens c aypoii. K 6onee peakum accouunpoBanHbiM ¢ OOO cOCTOSIHUSAM
OTHOCSAT: MPAH3UMOPHYIO 2N00ANbHYI0 AMHE3UI0, NPOMpoMbomuiecKue HapyueHus,
platypnea-orthodeoxia  syndrome, odexomnpeccuonnyio  6onesnb,  CUHOPOM
0OCMPYKMUBHO20 HOYHO20 ANHO?.

4.1.5.1 NMNapapokcanbHasa (BeHO3Hast) ambonusa

IIBD - murpamnusa tpomOa (pexke BO3yXa WU KHUpa) U3 BEHO3HOW CUCTEMBI B
JIT gwepe3 OOO ¢ nocnexayromeil SMO0NIMEl B CUCTEMHBIN KPYT KPOBOOOpAIICHHUS.
Kmuanueckn [1BD moxker manubeCTupoBaTh utemuyeckum uncyiomom (HUHU)
(KapamodMOOJIMUECKUN MATOT€HETUUECKUN TOITHUIL), MPAHIUMOPHOU UULEMUYECKOU
amaxou (TUA) u, xpaliHe peako, ungpapkmamu sucyepaibhbvix opearos (KUIICUHHUK,
MUOKAap]I, celie3¢HKa, CeTYaTKa TJ1a3).

Uncynomor,  accoyuuposannvie ¢ OO0O, wuwawe onpedenaomcs  Kak
kpunmoeenuvie uncyibmol (KH) [27, 28]. Yactora BeisiBienue OO0 npu KU kpaiine
BBICOKa - OT 24 no 66% cayuae [29, 30, 31]. OgHako NPUYMHHO-CIICICTBECHHAS
CBSI3b OCTAETCS JI0 CHX IOP HE CTOJIb OUEBUIHOM.

Hamnune OOO wumeer CyllecTBEHHOE KIMHUYECKOe 3HadueHue npu [IBD u
paccMaTpuBaeTCs Kak JOMUHHMPYIOLUE myTh peanusaiuu 113 [32, 39, 33], Hapsny ¢
MIPOYUMH BO3MOKHBIMH 3THOJOTHYECKUMH (PAKTOpaMH HIMEMHUYECKOTO HHCYJIBTA

(UW) (tab. 4.2) [22, 24, 34, 35].

Tabauna 4.2 - [IpyuuHbl mapagoKcaabHbIX SMOOIHUN

CTpyKTypHbIEe aHOMAJIMU U BPOK/I€HHbIE IOPOKHU cepALa

OTKpBITOE OBAIBHOE OKHO

JledexT MexXIIpeacepJHOM MeperopoIKu

JleekT MexKeny10uKOBOM MEPEeropoaku

JlerouHslil BEHO3HO-apTEpUAIbHBIN IIYHT

Ipoune npuYUHBI
Huchynxmms JOK

3actoit kposu B JIII, cBsI3aHHBIN ¢ IpeaCEpAHON TaXUKapAUEH

KabiHO3 MUTpAIBHOTO KJIallaHa

ApTtepuoreHHble  5MOO0IBI HU3KOTO PHCKAa MO3TOBOTO HMHCYJIbTA (HECTECHO3WUPYIOIIHE
aTepOCKJIEPOTHUYECKUE OIISAIIKY B COHHBIX apTepPHUsX, aTEPOMATO3 IyTH aOPTHI)

OTMevaeTcst 3HaUMMOCTh TPOMOO03a TITyOOKHX BEH M Majioro Ta3a B MaTOreHE3e
KN npu OOO (rumore3a «BEHO3HOro TpoMOo3MOomusmay») [36, 37], koTopas,
HECMOTpsSs  Ha  KpuTmuyeckue  acmektel  [38], moakpemisercs  (akrTom
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BBICOKOCKOpOCTHOTO TmpoxoxaeHus (o 50 000 sMOomMyecKMX dYacTUIl B 4Yac)
BEHO3HBIX AMOOJIOB B HWXHeH mojoi BeHe [39] y 40% mamueHToB ¢ TPoMOO30M
rIyOOKuX BeH. B (M3HONOrHYecKuX YCIOBUSAX, COMPOBOXKAAIONINXCS MOBBIIICHUEM
nasnenus B [1I1 (Hary:xuBanue, kamenb 1 Ap.) OOO MOKET HIMPOKO OTKPHIBATHCA U
IPOIMYCKaTh OOJIBIIHE TPOMOHI.

MapanokcanabHas 3mooaus (IIJ). YV mammentoB ¢ OOO 06e3 mpaBo-JIeBOTO
BHYTPUCEPJICYHOTO IIYHTUPOBAHUS TAKKE CYIIECTBYET BO3MOXKHOCTH pazButusi MU
110 HTHOMY, OTJIMYHOMY, MEXaHU3MY, C TaKOH ke 4acToToM, kKak u 6e3 OO0 [31].

OO0 Moxer camo MO cebe CIYyXHTh MNOTEHIHUATbHBIM HCTOYHUKOM [I3.
TpomoOb1 MoryT hopmupoBaThes 60 BHyTpH OO0 (embolic thrombus formation in
situ), mu6o Bo3ie OO0, coueraromierocss ¢ AMIIIL. O6pa3oBanuio TpombOa in Situ
cocoOctByeT TtyHHeneBumgHas ¢opma OOO, mnpemapacmonararomas K 3acTOIO
KpOBOTOKa U (DOPMHUPOBAHUIO OIPEJECICHHOIO MPOKOAryJSHTHOTO MOTEHIMANA.
Bwmecre ¢ Tem, npsAMBIX JOKa3aTEILCTB ATOTO MPENOI0KEHHUS HEJJOCTATOUHO.

CnenctBueM IID MoxeT OBITb He MOALKO UHCYAbM, HO U NOPAHCEHUE
Koneunocmeu u Kuwieynuxa. 3anogo3puth Hanuurne OOO MOXHO y MAILMEHTOB C
CEeJIe3€HOYHBIMU, TICYCHOYHBIMH, TIOYCUYHBIMU UWH(MApKTaMu u HHPapKTaMu B
CETYATKy rja3a Mpu OTCYTCTBUM JIPYTUX UCTOUYHUKOB TPOMOOIMOOIM3MA U (DAKTOPOB
pucka. Onucansl ciiy4ar 3MOOJTU3ANKA KOPOHAPHBIX apTEPUM Y MOJIOJBIX JIIOAEH C
OOO, npuBeIIKe K pa3BUTHIO HH(PAPKTa MHOKap/Ia ¢ moabeMoM cermenta ST [26].

B nenom, ctpoenue ayru aopThl U BHICOKAsi YyBCTBUTEIHHOCTh MO3Ta K UIIIEMHUH
BEIyT K ToMy, uto 1D uame manudectupyert nncynbtom uiu THUA.

4.1.5.2 MurpeHb ¢ aypom

[locne HapyieHuss MO3rOBOrO KpPOBOOOPAIICHUS MucpeHb C aypou A61iemcsl
8MOPbIM NO yacmome KiuHuveckum coovimuem, accoyuuposannvim ¢ O0O0. Kpome
TOTO, JOKA3aHHBIM SIBIISIETCS (DAKT accOMalii MUTPEHU C aypoi ¢ BOSHUKHOBEHHEM
MHCYJIbTA Yy KeHIIMH B Bo3pacte a0 55 ner (AHA/ASA, 2014), uto oObscHseTcs
€AUHBIM MAaTOrC€HETHUYECKUM MEXaHM3MOM pa3BUTUS HApyLIEHUH MO3TOBOIO
KpoBooOparieHus: — Mexanuzmom [13.

Tpurrepasie (akTopsl BOZHMKHOBEHHS MHUIPEHH C aypod HpHU IMPaBO-JIEBOM
IIYHTUPOBAaHUU  CBSI3BIBAIOT C  NOTEHIMAJIBHONW  BO3MOYKHOCTBIO  IOIAJaHUs
Ba30aKTUBHBIX CYOCTaHIMM depe3 MEXIPeNCEepAHYyI0 KOMMYHHUKALMIO B MO3TOBOU
KPOBOTOK, MMHYS MaJlblii Kpyr KpoBOOOpallleHusi, Ileé B HOPME OHHU JOJIKHBI
paspymatscs [40].

Knunnueckoe 3Hauenwe B3aumocBsizu OOO ¢ MUTPEHBIO OMNPEACIseTCs
JOTIOJTHUTENBHOW  BO3MOXKHOCTBIO — pa3pabOTKu  NpOQUIAKTUKKA  HHCYJIbTA Y
naueHToB ¢ Murpensto wim O00.

YuursiBasg poCT COBOKYITHOM BEpOATHOCTU pa3Butus MM npu conmyTcTByrOIIUX
MUTPEHH C aypod M KypeHHUs, PEKOMEHIYeTCs OTKa3 OT KypEHHs KEHIIMHaM,
CTPaJalOIlUM MUTPEHBIO C aypoH, 4YTO TMO3BOJSET CHU3UTh PUCK HWHCYJIbTA.
AHanoruyHasi CUTyalus KacaeTcs U TOPMOHAIbHBIX KOHTPALIETITUBOB.
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4.1.5.3 NpoTtpomboTMUYECKMNE HapYyLLEeHUSA

Hamuune OOO mpu TpoMOODHUINIECKUX COCTOSHUSX MOXKET MOTEHIIUPOBATH
HapymieHuss remoctaza u [1D [41, 42]. Onnako B paboTax, W3ydyaBIIMX POJIb
COUETaHUs IEHTPATHLHOTO BEHO3HO-apTEPUAILHOTO IIyHTa W TpoMmOoduiuii B
Pa3BUTHM HWHCYJIbTa y MOJIOABIX MAllMEHTOB, Pa3IMYMil B HAPYLIEHUAX CHUCTEMbI
reMocTa3a B 3aBUCUMOCTH OT Hajuuus win otcytctBus OOO He oOHapyxkeHo [43,
44].

B pexomennammsax AHA / ASA (2013) mo Benenuto 00NbHBIX ¢ ocTphiM MU
[45] u mo npodunaktuke UM u TUA (2014) [46] kyparmus namueHToB ¢ KU He
OMHCaHa M OTpaHMYEHAa YaCTHBIMU OCOOCHHOCTSIMU HAONIOJEHUS MAlUEHTOB C
TPOMOODUITNIECKUMU COCTOSTHUSIMHU.

Ha ceromnsamnimuii 1eHs 4yuCIO paboT, MOCBAUICHHBIX HCCIETOBAHUIO CHCTEMBI
remoctaza npu OOO u ouneHke pucka HHCydbTa Hpu KomOuHammu OOO c
Pa3TUYHBIMKA HAPYIICHUSIMH T€MOCTa3a OTPAaHUYCHO, YTO HE TMO3BOJIIECT NPEICTABHUTH
OKOHYATeNIbHbIE PEKOMEH/IAIIMU 10 JUAarHOCTUKE WIN JICUCHUIO JaHHOW KaTeropuu
MalMEeHTOB.

4.1.5.4 Platypnea-orthodeoxia cuHapom

Platypnea-orthodeoxia (om epeu. - 3aTpynHeHHE JIbIXaHWS TPU BCTaBaHUH,
KyIOUpYIOLIeecs] B TOPU3OHTAJIBHOM IIOJIOKEHUH) - CHUHAPOM, BO3HUKHOBEHHE
KOTOpPOro OOYyCJIOBIEHO COpPOCOM BEHO3HOW KPOBU uepe3 IIYHT IpU MEpPEeXoie U3
TOPU30HTAJIBHOIO TIOJOKEHUS B BEPTHUKAIBHOE. JTO INMPUBOAMUT K IOCTYPaJIbHOU
3HAYMMOM THUIIOKCEMHH C OCTPBIM CHHMYKEHHEM MapLHAIBHOTO JABIEHUS KUCIOPOJa
apTepuaibHOil KpoBU. OCHOBHOE KIMHHUYECKOE MPOSBIECHUE - OBIIIKA, KOTOpas
YMEHBIIIACTCS B TOPH30HTAIHLHOM IOJIOKCHUN BBHy YMEHbIIICHUs cOpoca [47, 48].

Knunnueckue mnposiBienus: platypnea-orthodeoxia BO3HMKAIOT TMpuU: HAIMYUU
JBYX KOMIIOHEHTOB

- AHAMOMUYecKo20 — B BUJIE MEXKIIPEACEPIHON KOMMYHUKALINN;

- @ynkyuonanvHo2o — 8 eude nedopmaii («aHATOMHYECKOTO HCKAKCHUS)
MIIII ¢ nepenarnpaBiaeHUEM ITOTOKA IIIYHTA B BEPTUKAJIBHOM IOJIOKEHUU.

ITepBoIii KOMITIOHEHT BO3MOKeH npu JMIIII, OO0 unu ¢henecmpuposarnoii
anespuzme MIIII. BTopoii KOMIIOHEHT MOTYT OOYCIIOBIIMBATh: - JIe20UHO-CepOedHble
npuuunsbl  (OKCCYJaTUBHBIA —  KOHCTPUKTUBHBIM  TEpUKaApAUT, dMbuzema,
apTepUOBEHO3HbIE  Malb(OpMAIMK, IyJIbMOHIKTOMHS WJIH  aMHOJApOHOBAs
WHTOKCHKAIHA ); - ab0oMunaibHble (IAPPO3 MEUCHH); - cocyoucmpie (aHEBPU3MA WU
yIUTMHEeHUE aopThi) [49].

4.1.5.5 lekomnpeccuoHHasi 6ones3Hb

VY nmun ¢ OO0QO, pabdoTaromux Ha TiIyouHe (BoJ101a3bl, JaiiBEphl) UIH B YCIOBUSIX
BBICOKOTOPbSI, HE UCKIIFOYACTCSI Pa3BUTHE 0eKOMNPECCUOHHOU (KeCCOHHOU) OOoe3HU C
KIIMHAYECKMMH TIPOSBJIICHHSMH B BHJE OTEKa JIETKHX W/HWIA TPaH3UTOPHOM
rinobanpHoi amuesun [50, 51]. YkazaHHbIe KIMHUYECKUE MPOSBICHHUS 00YCIOBJICHBI
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BTOpUYHON 3MO0JIMEH BO3AYyXOM IMpHU IIYHTUPOBAHUHU cripaBa HaineBo uepe3 OOO0. B
nenoM, B uccienoBanuu Torti S.R. (2005) y naiiBepoB ObuUl OTMEUEH HU3KHIA
aOCOIOTHBIN PUCK PAa3BUTHA JIEKOMIIPECCUOHHOMN 00JIE€3HH, HO OTHOCUTEIIBHBIA PUCK
ObL1 B MAATH pa3 BbllIe, ueM y naiiBepoB 6e3 OOO, u 3aBucen OT pa3Mepa OBaJIBHOTO
okHa [52].

4.1.5.6 CnHapom o6CTPYKTUBHOIO HOYHOrO anHoO3

VY mnamuentoB ¢ OOO cunOpom o06CcmMpyKmMu8HO20 HOYHO20 ANHOD MOXKET
HaOII0JaThCs MO TEM JKe€ MpuuMHaMm, uyto W y mnanueHToB c¢ JIMIIII. Ilaromorus
CBsi3aHA C BO3BHMKHOBEHHMEM KpPOBOTOKa cripaBa HajeBo yepe3 MIIII npu cHukeHuu
PaCTSHKUMOCTH ITPABOTO KETYA0UKA.

AHanornyHass (U3MONOTHS YIOPHOW THUIIOKCEMHHM MOXKET HAOJIOAAaThCs TPH
pAe TPOYMX NATOJOTHYECKUX COCTOSHHUM, COMPOBOXKAAOMIMXCS IOBBIIIEHUEM
JaBJICHUA B TMPABbIX OTAENax cepama, u coueraromumxes ¢ OO0, Takux Kak
KJIAlTaHHBIM CTEHO3 JIETOYHOW apTepHH, aHOMaiusl DOIITEelHa U Jpyrue HapyleHus
TPUKYCIIUAAIBHOTO KjlanaHa, MH(APKT MPaBOro KEJIyAouKa, XPOHUYECKUE OO0JIe3HU
nerkux (oOCTPYKTHBHBIE WIJIM PECTPUKTHUBHBIC), JIETOYHAs AMOOJMs (OcTpas WU
XPOHHMYECKAas ), JICTOYHas TUIepTeH3us (IepBUYHASI M BTOPUYHAS).

4.1.5.7 TpaH3nTOpHana rnobanbHas amHe3us

Tpanzumopnas 2nobanvhas amuesusi OMIACHIBACTCS KaK KIMHUYECKUN CUHAPOM
IOPEXONAIEro paccTpoiicTBa MaMsITH C BHE3AHOM yTpaTod  CrOCOOHOCTH
3alIOMUHAaTh HOBYIO MH(OPMALIMIO U BBINAJACHUEM U3 MAMSITH HEKOTOPBIX HEAABHUX
coOpiTuii. Bo Bpems mnpuctyma HaOMOJaeTCsl NOJHAs J€30pUEHTalusl, KOTopas
autest ot 30 — 60 MuHyT 110 12 4 1 GoJiee, B COUETaHUU C PETPOrPATHON aMHE3HEM.
HeBponoruueckoe o0OcieqoBaHue Kak NPaBWIO HE BBISBISET OPraHUYECKOM
natosnoruv. Hambonee BepOSTHOM NPUYMHON CUUTAIOT TPAH3UTOPHYIO HIIEMUIO
BCJICJICTBUE aTEpPOCKJIEpo3a, TpoMO03a, TpPOMOOAIMOOIUH, ACCOIIMUPOBAHHYIO B TOM
gucie ¢ OOOQO, KoTopas BBI3BIBAET JBYCTOPOHHEE HapylleHHWe (YHKIUHU 3a7He-
MEIUaIbHOrO TajlaMyca WM TUNNoKammna. B HEKOTopbhIX ciyyasx HaOromaercs
MOCJIE MUTPEHO3HOM aTaKH.

4.1.6. [ilnarHocTHKa

Junarnoctuka OOQO HampaBieHa Ha €ro BBISBICHUE C ONPEACICHUEM
reMOJMHAMHYCCKON 3HAYUMOCTH IIyHTA. [IpW 3TOM HCHOJB3YIOTCS KaK METOIUKH
BU3yalM3allMu CcepAla, TaKk U COCYJOB TOJIOBHOTO Mo3ra (axokapouoepadghus,
KOHmMpacmuas mpanckpanuanivuas oonniaepoepagusa (TKI) ¢ ambonrodoemexyuetl,
MPT cepoya, kamemepuzayus cepoya) [3].

4.1.6.1 TpaHcTopakanbHasa IxoKIr

Brmmonnaenne crangaptaoit TT-OxoKI™ Bo MHOTHX citydasix ObIBaeT TOCTATOYHO
JUTS TIEPBUYHOM ArarHocTuku pyukimonupyroriero O0O.
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HckiroueHne coCcTaBIsAIOT LA u3 epynn pucka passutus [19 u KU, k koTopbim
OTHOCSIT: TEXHUYECKUX Oalieepos, TMOTPYKAOIUXCA Ha riayouny Ooinee yem 30
METPOB, U JIEMUUKO8 CAMONEMOG-ucmpeoumenet, UCIBITHIBAIOIMINX IEPErPy3KH B
HECKOJIbKO atMmochep. UyBCTBUTENBHOCTh U CHEHM(PUYHOCTD JAHHOW METOJIMKH B
TaKUX CIIy4asX HEJOCTATOYHBI JJIsi OLEHKH remMoauHamuudeckoit 3Haunmoctu OO0,
npoBeaeHus nuddepenunanbioro auarunoza OO0 u JMIIIL.

Memoouxka. I1pu npoBecHUU UCCIIEIOBAHUS UCTIONB3YIOTCA NAPACMEPHAlIbHAs
no3UuyUsi N0 KOPOMKOU oCU, anuxkaivHas yemoipéxkamepnas (4KII), cydoxocmanvuas
4KIl (¢pponmanvnas), cybkocmanvHas no Kopomkou ocu (cacummanvhas). Jns
ayuymed Busyanmmszanuu  MIIII  BO3MOXXHO — HCIOJB30BAHHUE  OONOJIHUMENbHBIX
MOOUPUYUPOBAHHBIX NOZUYULL.

OCHOBHBIM JMAarHOCTUYECKUM KPUTEPUEM HAJIUYUS OTBEPCTUS CUHUTAETCA
BBISIBIICHHE COpOCa KPOBU Yepe3 HEro, U AUAMETP OTBEPCTHS, KOTOPHIH, Kak MPaBUIIO,
yCTaHABJIMBACTCS 1O MIUPUHE CTPYH KpoBH [53].

Benuuuny céopoca kposu uepez OOO onpedensiom, usmepssi 00beMHbIU
necounviti kposomok (Qp) u obvemmwii cucmemnwiii kposomox (Qs). Ilo wux
OTHOIIICHHUIO BBIYMCIISICTCS BeIMYKMHA IIyHTa. B HOpMe QP/QS 10KHO OBITH OJIM3KO K
1,0. ITokazanueM nmsi omepaTHBHOM Koppekiuu QyHkiumoHupytomero OO0 wiu
JIMIIIT sBnsercs otnomrenune Qp/Qs Oomee 2,0. i OKKIIOACPHOIO 3aKPBITHS
nedekTa JaHHBIM Tokaszarenb 3aHmwkeH 10 1,5. Ilpu oaMHAKOBBIX pa3zMepax
OTBEPCTHUS BEJIMYMHA IIIYHTA 3aBUCUT OT pa3HUILIbI AaBiaeHus B nosocTax [T u JIIT u
MOKET 3HAYUTEIHHO K0Je0aThCsl B 3aBUCUMOCTU OT IIyOWHBI U YaCTOTHI JIbIXaHMS,
YaCTOThI CEPJICUHBIX COKpAIICHUN M JaXe B MpejesiaXx OJHOT0 CEPJICUHOrO IMKJIA.
Tak Kak HET NOpPSIMOM KOppEISIMUM MeXay JMHEnHbIMU pasMmepamu OOO wu
BEJIMYMHOM IIyHTa, HEOOXOAMMO TIpsiMOe u3MepeHue mokasareas Qp/Qs [53].

Jlns mpaBUIBHOTO OMNMUCAHUS JaedeKTa ouamemp o0meepcmus HeoOX00UMO
usmMepams 8 08yX 63AUMHO NEPHEHOUKVIAPHLIX NPOEKYUAX — 6 UemblpexKamepHOou
ANUKATLHOU U CYOKOCMATLHOU, YYUMbIEAs 08ANbHYIO OPMY U 084 PAHBIX pasmepa
OO. U3MepeHus, BBIIIOJTHEHHBIE TOJBKO B OJHOW NPOEKLUUH, MOTYT IPUBECTH K
CYIIECTBEHHBIM OIIMOKAaM B OLIEHKE TUIOMAau oTBepCcTHs [53].

B cnygasx, korma gao OOO 3akpbhITO TOHKOW MEMOpaHOW, KOTOpas HEe BUIHA
IIPU YIBTPA3BYKOBOM MCCJIEAOBAaHUHU, B TO BPEMSI KaK OTHOCUTEIBHO TOJICTBHIE Kpas
OBaJbHOM SIMKM  JIOLMPYIOTCS  XOPOILIO, BO3MOXHA  JIOKHOMOJIOKUTEIbHAS
muarsoctuka JIMIIIT [53]. Bo wusbexanwe AUArHOCTUYECKUX OIIUMOOK, IIPH
TpaHCcTOpakaibHOM  Buzyasm3anuu MIIII cnepyer wucnonw3oBaTh  ygemosoe
O0ONNIEPOBCKOE KAPpMUposaHue, Npo8OKAYUOHHblE MeCmbl, 8 YaACMHOCMU, MAHesp
Banbvcanvewl (8vlnonnenue 60oxa u Hamy»#cueaHus nayueHma no KOMAaHoe 8pava),
nPU B03MOACHOCIU U HEOOXOOUMOCTU - 88e0eHUe IXOKOHMPACMHO20 Npenapamd.

4.1.6.2 2D-ypecnuweBoaHasa IxoKIr

YI1-OxoKI" naubonee mapopmatuBHbi Meton auarnoctuku OOO (puc. 4.1).
OTHOcUTENbHAs TOYHOCTH COIVIACHO JAHHBIM CHUCTEMATHYECKOro o030pa 0a3sl
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nanaeix Medline (2014 1) cocraBnsier 89,2% - uyBcTtBHTEnbHOCT, W 91,4% -
cnetmuanoctb  [54].  Ilpu  nooospenuu wna 11D  UII-DxoKI  Oondxcha
PACCMampusamvpCsi KaK npoyedypa GU3Vamu3ayuu u eubloopa uiu npeonoumeHust y

63POCJIbLX.
' nepsuyHasn / N

neperopogKa

A
£
£

Pucynok 4.1 - UpecnumeBonnas 2D-sxokapanorpadus: (A) - HeOONbIIOE OBAILHOE OKHO CO
CIIOHTaHHBIM IIYHTHUPOBaHHEM (COpOCOM) U3 JIeBOTO mpeacepaus B mpasoe. (B) — cxema 6omnee
MOJPOOHO TOKA3bIBACT NEPBUYHYIO IEPETOPOJIKY, OBAIBHYIO SIMKY M OTKPBITOE OBaJbHOE
OKHO (3aumcmeosano uz Pinto F.J., 2005) [50].

Memoouka nposedenuss UII-OxoKI'. JIns ontumansHol Bu3yanm3anuun OO0
JaTYMK pa3sMEIIaloT B CPEJHEH 4YacTh NUUIEBOJA B CTAaHAAPTHBIX IO3HULHSX IIO
kopotkor ocu ni 4KII u ucrons3yror mwar yria B 15° 10 MOMEHTa JOCTHKEHUS ITPU
BU3yalln3aluu 30HbI HHTEpeca. [Ipu ucnons3oBanum pexuma LJIK mkana ckopoctu
JOJIKHA COOTBETCTBOBATh 25-40 cM/c 1yis ynaBiauBaHusa moTokoB uepe3 MIIII npu
masom OOO wmu penectpauusx MIIII.

[IpumeHnenue uMnyILCHO-80IHO8020 W, HWHOTNA, HOCMOAHHO20 OONNJepa
HEOOXOUMO Il HW3MEPEHUs CKOPOCTH UIYHTUPOBaHUS (4acTO HCIOJIB3YIOT
TpaHCCENTalbHbIA TPAaJUEHT), YTOUYHEHHUs HalpaBieHusi cOpoca (0COOCHHO NpH
CMEIIIAaHHBIX JIEBO-TPABBIX M MPaBO-JEBbIX COpocax), MIUTEILHOCTH cOpoca uepes
KOMMYHUKAIHIO.

Jnsa  yayumienus: Buszyanuzanuu OOO moo0bix  pazMepoB  2D-UII-DOxoKI
JOTIOJHSETCS KOHMPACMUPOBAHUEM NPABBIX 0OMOEN08 cepoyd ¢ 8bINOTHEHUeM npoobl
Banvcanvewi.  Jlis  BBIABIEHHS  JIPYTUX  MEXIPEIACEPAHBIX KOMMYHHKAIWH,
aCCOLMHUPOBAHHBIX COCTOSIHUM M B3aMMOOTHOLIEHUN coceHUX CTpyKTyp ¢ OO0 wnnmn
JMIIIL, npuMeHsoT ApyTyro r1yOuHY U MO3UIUH I CKAHUPOBAHMUS.

4.1.6.3 KoHTpacTHasa axokapauorpadwms

Metoauka koHTpactHoU 3Xxokapaunorpadun (K-9xoKI') ocHoBaHa Ha dukcaryn
npu Hanmnun OOQO «mMO3UTUBHOrO KOHTpactupoBanusi» B JIII mpu mnpoBeneHun
KOHTPACTHUPOBAHUSI TMPaBbIX KaMmMep cepalla C OJHOBPEMEHHBIM BBINOJHEHUEM
MaHéBpa BanbcanpBel. OTMEUAIOT MOSBICHHE XAPAKTEPHBIX AOMILIIEPOrpaPUISCKUX
CUTHAJIOB (MATTEPHOB), MOJIYYAEMbIX OT DXO-KOHTPACTHBIX YACTHI[ BCIEICTBHE UX
npsimoro copoca u3 I1I1 B JIIT uepe3 MIIII.
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Memoouxa kommpacmuposanus. JIAs KOHTPAaCTHPOBAHHUS MPABBIX OTIEIOB
cep/a UCIoJib3yroT B3oostanubiid 0,9% pactBop Hatpus xmnopuua [55] (puc. 4.2).
Bo3mosxkno ucnons3oBanue 0,3% nepekucu Boaopona. B psige crpaH cyiiecTByroT
CHenuaibHble KOHTPACTHBIE BEIECTBA IEPBOIO W BTOPOTrO TMOKOJIEHWHA (B T.U.
MOJIMKETTATUHOBBIE KOHTPaCTUPYIOLINE areHThl), UCIIOJIb3yEeMble TUISE
KOHTPAaCTUPOBAaHMS TpaBbIX OTAENOB cepaua. llpu npoBeneHuHn ucciaea0BaHUS
cmewusarom 8 mn 0,9% gusuonocuueckoeo pacmeopa ¢ 1 M1 6eHO3HOU Kpo8u
nayuenma u 1 M1 8030yxa, Komopbwie 3amem nepemeujardm HeckoabKo pas uepe3 08a
wnpuya no 10 ma, coedunenHvlx NOCPEOCMEOM MPEX-X0008020 3aNOPHO20 KpaHa. B
pe3yNbTaTe MOTYYaroT MEJIKOTUCTIEPCHYIO CMECh, KOTOPYIO BBOSAT Uepe3 KaHIOIIO He
MeHee 20-To kanubpa, yToObI MOTYYUTh TOCTATOYHBIN yAapHBI 00bEM KOHTpacTa.
BBenenne mnpoBomsT uepe3 mpaByr JiokTeByro BeHy [10]. HMcmomb3oBanue
dbemMopanabHOro, a He KyOWUTalIbHOTO JOCTYyMa JJisl KOHTPACTHPOBAHUS, MOBBIIIACT
9yBCTBUTENBHOCTh BbIIBICHHS OOQO, 0COOEHHO MNP HATUYHH YITMHCHHOTO
eBCTaxHWeBa KJallaHa, Hampasjsiomero norok kposu k MIII [24]. Cpasy nocne
86€0€HUsl KOHMPACMHOU CMecCU NayueHm 6ulnoiHsem manesp Banvcanvevl. ITO
00s13aTeIbHBIA KOMIIOHEHT MCCIIEAOBAHMS, BEAYIIUN K PE3KOMY KPAaTKOBPEMEHHOMY
noBeienuto aasienus B [1I1 u 3a6pocy my3sippkoB KoHTpacTta B JIII, 4TO BaskHO 1st
(GYHKIMOHUPOBAHUS KaK IJIOXO BU3YAIM3UPYEMbBIX MAaJIbIX, TaK M 3HAYMMBIX JIEBO-
MPaBbIX NIYHTUPYIOUTUX COPOCOB.

Pucynok 4.2 -  UHcTpymMeHTBH  uid
npoBenenuss  K-DxoKI™: JIBa  IIIPHUIA,
nepuepuyecKuii Karetep M TPEX-XOIOBBIN
3allOPHBIN KpaH.

Cy1uiecTByeT METONl MPOJIOHUPOBAHHOU UHDY3UOHHOU KoHmpacmuou IxoKT',
npeanoyarajouMii - kanenpHoe BBeneHue 0,3% pactBopa mnepekucH BOAOPOJA.
BBoguMmebIii  pacTBOp Tmepekucu BojopoAa oOpa3yeT BHYTPH BEH ITy3bIPbKHU
KHCJIOpOoJa. MUKpPOMY3bIPbKH KHCIIOPOJA SBJISIOTCS OTHOCHTEIBHO «0e30macHOM
MOJIEJIbIOY» Ta30BBIX MHUKPOIMOOJIOB.

B HekoTophix ciydasx HEOOXOAMMO TIPOBEICHHWE HECKOJBKUX OOIFOCHBIX
BBEJICHUI KOHTpACTa: B MOKOE, B Haualie U KOHIIE MaHEBpa BanbcanbBbl, a Takxke
OWIIaHOBOE CKAHUPOBAHUE JJI MMOMCKA MEITKUX ITYHTUPYIOIINX COPOCOB.

Oyenxa pe3ynomamog ucciedosanus. Jlig TOIYKOJIMUYECTBEHHOM OILICHKH
IIYHTUPYIOIIETo copoca B 2D —pexume ucnosb3yercs: moacu€T my3sipbkoB B JIIT B
TedeHue nepBbix 3 UKo [20]:
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- IPU MaJIBIX IIYHTUPYIOMIKX cOpocax He Oosiee 10 my3bIpbKOB;
- Ipx yMepeHHBIX — OT 10 10 20 my3bIpbKOB («00IaKO My3BIpEii»);
- [IpY 3HAUUTEIbHBIX — O0see 20 My3bIpbKOB («(MHTEHCUBHOE KOHTPACTUPOBAHUEY ).

[TosiBneHne my3bIpbKOB CIYCTS 3-6 CEplIEeUHBIX COKpALICHUHM B 30HE JIETOYHBIX
BEH MOXXET CBHJIETENbCTBOBATH 00 apTEepPHO-BEHO3HON Manb(opmanuu (aprepuo-
BEHO3HOM ITyJbMOHaJIbHOM IIyHTe). IIpm orcyrecrBum ¢ynkuumonupymomero OO0
My3bIPbKM KOHTpAacTa HE JOJDKHBI MOSBIATBCS B 3TOT nepuon B JIII, Tak kak
IMy3bIPbKH TAKOT'O pa3Mepa HE B COCTOSSHUU IPEOAOJETH JIETOYHYIO KaIWUISPHYIO
CETb.

Puck ocnoxuenuit K-OxoKI' ne mnpesbimaer 0,06% ciiydaeB mnpexomsuieit
HEBPOJOTUYECKON AUCPYHKIIMH, 00YCIOBICHHOIN BO3AYIIHON SMO0IHEH.

4.1.6.4 3D-ypecnuieBogHasa axokapauorpadus

3D-upecnumieBogHas 3Xokapauorpadus B PEXKHME PEATbHOTO BPEMEHH C
KOHTPACTHUPOBAHUEM IPABBIX OT/EJIOB CEP/Illa U BHIMOJHEHHEM MaHEBPa BallbcalibBbI
ABJISIETCSI ONTUMAIbHOW JJisi yTouHeHHs Mopdonorun kanHama OOO, BeIUYUHBI
copoca uepe3 OO0 u pacnonoxeHHbIx moom30cTu ¢ OO0 CTpyKTYP.

Ha puc. 4.3 mokazaHbl COBpEMEHHBIC MPEJCTaBICHUS O MOP(HOIOTHUYECKOM
knaccudukanuu OOO, nonydeHusie B 3D-pexume.

Pucynok 4.3 - 3D-UII-Dx0oKI" B pexxnMe peaqbHOTO BPEMEHH € BH3yalHn3anueil Mop(hoIoruu
kaHaa OOQO: 1-ifi TUm — TOJHOE TMEpPeKphITHE MEXAY IMEePBUYHOM M BTOPUYHOM
neperopoikaMu; 2-ii THI — YaCTUYHOE NEepeKphITHE (>4MM); 3-H THN — MaJioe TEePEeKPHITHE
WJIH €T0 OTCYTCTBHE (<3MM)

Oyenxa eenuuunsvl wynmupyroue2o copoca dvepe3 OOO nOpoBOIUTCS MO
KoJIruecTBY my3bipbkoB B JIIT 3a 3 cepaeunsix nukia (tadm. 4.3) [56]:

Taoauna 4.3 - Onenka Ben4yuHbI IyHTHpYomero copoca mpu 3D-UYII-OxoKT

OreHKa UHTEHCUBHOCTH
CreneHsn XapakTep copoca KonmuecTBo my3bIpbKOB
KOHTPACTUPOBAHHUS
1 MaJIbIN MmeHee 9 MaJIOMHTEHCUBHOE
2 YMEpPEHHBII 10-29 CpEeITHEMHTEHCUBHOE
3 OOJIBIION oonee 30 BBICOKOMHTEHCHUBHOE
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[Tpu manom OOOQO, korma cOpoc MUHUMAIBHBIN U nuHamuueckuii, 3D-DxoKI"
0€3 KOHTPACTHPOBAHUS MPABBIX KaMep CcepIla 4acTo HE MOXKET €ro PETUCTPUPOBATD.

4.1.6.5 UHTpakapananbHasa axokapauorpadusa

Meroanka uHTpakapauaabHo DXoKIT mpuMeHseTcst 11 OEHKH MOPQOIOTHH
«M3HYTpW» H TIO3BOJISIET BU3YAIM3UPOBaTh TpyaHomoctymHbie mpu UIT OxoKID
y4acTKU - HIWKHIOW YyacTh MIIII u kpaii HukHEW monoi BeHsl [57, 58]. Meroauka
TpeOyeT ONpEaCICHHOTO OOOpPY/IOBaHHUS M OMbITA CICHHAINCTA H TOITOMY
UCIIOJIB3yeTCS ~ OTPAaHWYCHHO, TPEHMYIISCTBEHHO B  KapJAHOXUPYPTHUYECKHX
cTarMoHapax. BreimoiaHeHue wHTpakapauaiabHOoW OXoKI' mokaszaHo 6 ciyuasx c
HeoObIYHOU MOpGhono2Uel MeHCNPeOCepOHbIX KOMMYHUKAYUL U 8 C853U C NPOYedypoll
3aKpuLIMUS KOMMYHUKAYUU OKKAH0O0epOM - JIJISl HCKITIOYEHUsT 00pa30BaHUs TPOMOOB B
MOMEHT JOCTaBKH OKKIIIOJepa, (PMHAITBLHON OIICHKH PACIOJIOKECHHS OKKJIIoJepa IO
OTHOIICHUIO K TIEPBHYHONM W BTOPUYHOM TIEPETOPOIKAM, OIICHKH 3axBaTa
OKKJIFOICPOM TIEPETrOPOJIKM M €ro TMOJOXKEHHUS OTHOcuTenbHO KA u mnepennen
ctBopku MK, mist cHmkeHus (y OepeMEHHBIX JKCHIIUH — JUTS UCKITIOUCHUS ) JIyIeBOM
Harpysku [57].

4.1.6.6 NMpotokon AxoKl-nccneposaHua

Pa6ounit npotoxon DxoKI -ucciaenoranus npu BeisiBaeHun OOO mnpencraBieH
B Tab. 4.4.

Tabéauua 4.4 — OxoKI -mapameTpsl, peKOMEHAyeMbI€ 1Ji1 BHECEHUS B TIPOTOKOI
WCCTIEIOBAHUS TIPH BBISIBJICHUU OTKPBITOTO OBAJIBHOTO OKHA

Pazmep 00O [¥] (ot 1 10 19 Mm)
Menee 2 mm (masioe O00)
2 — 4 mm (cpennee O00)
6omee 4 MM (6osboe OO0)
Tun nepexkpbITHsI NEPBUYHON M BTOPHYHON NEPEropoaoK
1-i1 Tun — NoJIHOE NePEeKPHITHE MEX 1Y IEPBUYHON U BTOPUYHOMN MEPEropoKaMu
2-11 TUI — YaCTUYHOE NEPEKphITHE (= 4 MM)
3-11 THT — MaJIO€ TIEPEKPBITHE UITH €r0 OTCYTCTBHE (<3MM)
Ocobennoctu kanaaa 000 [°]
JUIMHA
pa3mep co croponsl JIIT
pa3mep co ctoponsl TT1
obmas nmaa MITIT
Hanpasienue copoca

4 Usmepenue cnedyem nposooums ne moavko 6 pedxcume L[JIK, no u ¢ 2D unu 3D-pesicume, m.x. us-3a
HAcCmMpoeK Y8emHo20 OONNjepa pasmep wupuHvl nomoka meusemcs u pazmep OO0 mooxxcem 6Ovimb
npeyseiuieH.

> Quenv Onunmnovlli u ussunucmoitt no gopme xanan 000 obs3amenvHo Oondcen OblMb OMPANCEH 6
npomoxoe 071 8blOopa adexeamHozo 0/ NAYUEHMA YCMPOUCma npu €20 3aKpulmuu. Yxazvléaemcs OnuHa
kanana OO0 u e2o pazmep co CMoOpoHbL NPABO20 U 18020 npedcepoutl, a mardice oowas onuna MIITT
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JIEBO-TIPABBIN
MpaBo-JIEBbIN
JIByHAIIpaBJICHHBIN (CMENIaHHbIN)
JonoJHuTebHbIE IIyHTUPYIOIMeE cOpockl yepe3 MIIIT (IMIIII, accounupoBaHHbIe ¢
000)
€CTb / HeT
Pa3mep cOpoca npy KOHTPACTUPOBAHUU
IIPU MAJIBIX IIYHTUPYIOIIKX cOpocax He 6osee 10 my3bIpbKOB;
pu yMepeHHbIX — OT 10 10 20 my3bIpbKOB («00JIAKO ITY3BIPEI»);
IIPU 3HAYUTENBHBIX — O60siee 20 my3bIpbKOB («MHTEHCHBHOE KOHTPACTUPOBAHUEY)
AcconuupoBanabie CAC u BIIC
AneBpusma / moounbpHass MITIT
JlononauTenbHBIe cTpyKTypsl B ITTT (ceth Kuapu u y1mHEHHBIH eBcTaxues Kinanan) [°]
Anomanus D0mreliHa
AHOMAaJIbHBIN IPEHAX JIETOYHBIX BEH
Paccrosgaue or OO0 10 HUKHEH 0101 BEHBI

B cnyuae cemoounamuuecku snauumwix copocoeé (dame 310 otHocutcs k JMIII wunum
«paCT;IHyTOMy»m 000), B npotokoine OxoKI'-uccnenoBanus HE0OXOIUMO yKa3aTh / OLECHUTH
COIMYTCTBYIOIIUE COCTOSIHUS U TTapaMeTPhI:

1. TpaHccenTalbHBIN I'PAIUESHT WU CKOPOCTh cOpoca yepe3 MIIIT;
2. JlntaTanuio paBeIX OT/ACTIOB Cep/lia U/WIIH JISTOYHON apTepHH;

3.  IlapanmoxcanmpHoe nBmxenne MOKII um neroynas rumepreH3us (¢ pacdyéToM HaBICHHUS B
JIETOYHOU apTepun);

4. Tloka3aHue K 3aKpBITHIO KOMMYHHKanuu, eciaun Qp/QS (OTHOIIEHHE JIETOYHOTO KPOBOTOKA K
cucteMHoMy) >1,5:1 ¢ mpuzHakamu 06bEMHOI nieperpy3ku 1DK;

5.  Jlero4Hoe conmpoTUBJICHHE (OTHOIICHUS MMKOBOH CKOPOCTH TPUKYCIHIATBHON PETypruTaIiH
B M/c k VTI BT IT)K B cm);

6.  Cucrommyeckyro u quacronndeckyro ¢pynkuun [DK nmm JDK.

4.1.6.7 KoHTpacTHasa TpaHCKpaHManbHasa gonnneporpadgpus cocynon
rosfioBHOro moa3sra

KontpactHas tpanckpanuanshas pomnmieporpadus (TKI]) cocymnoB romoBHOTo
MO3Tra T03BOJISIET B M-peknMe CKaHHpOBaTh MOTOKU Ha riayoune ot 30 g0 90 MM u
BBISIBIIATH  MUKPOITY3bIPbKH, JOCTUTAIONIUE IlepeOpanbHOro KpoBOoTOKa. I
MOHUTOPUHTA HCIOJb3YETCS TOJIOBHOW HUIEM C (PUKCUPOBAHHBIMH K HEMY JBYMS
yIBTPa3BYKOBBIMU JaTYUKaMU ¢ 4YacToTOM curdana 2 mI . Meroauka oOHapyXuBaeT

® Vkasaunvie CAC mozym nepenanpaénams nomoxu kposu 6 IIII uyepez OOO, ygenuuueas puck
RApadoKcanrbHOU SMO0IULU, OCTONCHAMb IHOOBACKYIAPHOE 3AKPbIMUE KOMMYHUKAYUU.

70 «pacmanymomy OO0 2060psm 6 cayuae BO3HUKHOBEHUsL 3HAYUMENbHLIX O00bEeMHbIX Nepecpy30K
npedcepoutl. B smom cayuae pazmepor OO0 3HAUUMENbHO YEETUNUBAIOMCS, CONPOBONCOAACH 1e80-NPABHIM
Unu npaso-iesviM ulynmuposanuem xposu uepe3 MIIII. Bcmpeuaemcs npu msaxncénou KIANauHoU
MUMPATLHOU  HEOOCMAMOYHOCMUY, MUMPATbHOM CHEeH03e, KAPYUHOUOHOU 00Ne3HU cepoyd, J1e20uHOol
eunepmensuu npu TOJIA, unghapxme muoxapoa IDK, oocmpyrkyuu BTIDK u m.o.
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rOTOBHOCTH K [ID y manueHToB ¢ KpaHUOCTPEMUTEIBHBIM BapHAHTOM ITPOXO0KICHUS
KOHTPACTHBIX MHKpPOITY3bIpPKOB W3 BEHO3HOTO pycia B  OONBLIOW  KpyT
KpOBOOOpAILIEHHUs] BCJIEJICTBUE MPABO-JIEBOr0 IIYHTUPOBAHUS. MHUKpPOIY3bIPbKU
NPOSBIISIIOT ce0s Ha JONIUIEP-CIIEKTPOTpaMMe KPOBOTOKA B MO3TOBBIX apTEPHsIX
XapaKTEPHBIMU KOPOTKMMH M BBICOKOAMIUIMTYIHBIMH CUTHalIaMH (MaTTepHamMu) U
UMEIOT clielu(PrUecKrue XapakKTepUCTUKH, YTO MO3BOJIsIET TUPHEpeHIIPOBATh UX OT
APYTUX MUKPOIMOOJIMYESCKHUX YaCTHII U apTedakToB (puc. 4.4).

18:39:37

Pucynok 4.4 - TK]] ¢ KoHTpacTHpOBaHUEM
1 AMOOJIOIETeKITMEeH (CBEpXy-BHH3): MaJloe,
YMEpPEHHOE U BBIPAKEHHOE IMPaBO-JIEBOE
LIYHTUPOBAaHUE KpPOBU (3aumMcmeosamno us3

[ i we 208l Gonzalez-Alujas T. et al., 2011) [59].

i r‘

[Toncy€r my3bIpbKOB W3HAYAJIBHO MPOBOJAT B IMOKOE, HO MaKCHUMaJbHOE HX
KOJIMYECTBO B MO3TOBBIX apTEPUSIX OTMEUAETCS MPU BBHIMOJHEHUHN (DYHKIIMOHAIBHBIX
npo6 (maunéBp BanbcanbBbl). Knaccudukarys ynciia CUTHAJIOB MO3BOJISIET OLICHUTH
pasmep IIyHTa, HO ISl omnpenenaeHus MoOpdOoIoryu, JIOKaIU3aluil KOMMYHUKAIUU
TpedyeTcs BoinoaHeHue YIT-DxoKIT .

YysctButenbHOCTh KOHTpacTHOU TK] coctaBmser 70-100%, cienmuduaHOCTs —
nocruraet 83-95% [65].
4.1.6.8. OrpaHnyeHmna PyHKLUUOHaNbHbIX METOAO0B UCCIef0BaHUA
npu guarHoctuke 000

CymiecTByeT psii OrpaHUYEHHM B  JIMAarHOCTMYECKUX  BO3MOKHOCTSIX
(byHKIMOHATBHBIX MeTO10B uccnegopanus OOO:

o IUIOXas BU3YyalM3alUsa U Y3KOE€ aKyCTHYECKOE OKHO y HEKOTOPBIX IAlMEHTOB
pu TT-Dx0KT;

o CIIOKHOCTM  BBINIOJIHEHMA MaHEBpa BanbcanpBbl € HCIOJBb30BAaHUEM
CeJaTUBHBIX MPENapaToB AJisi YTHETEHHs pBOTHOTO pediiekca Uili aHeCTe3uel BO
BpeMs npouenypsl UIT-OxoKT;

« npu nposeaeHun YII-OxoKI' ¢ nenonp3oBaHreM AoNIuiepa 3a UIYHTUPYIOIINAN
notok yepe3 MIIII MoryT ObITh IPUHSATHI APYTHUE TOTOKHU B MPABOM MPEICEPAUH
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(HampuMep, MOTOK M3 HIXKHEW MOJIOW BEHbI, aHOMAJbHBIA APEHAX JIETOYHOU
BeHbl B [1I1 nnu norok yepe3 npupocuryro k MIIII cets Knapn);

e COCTOSIHMSI, aCCOLIMMPOBAHHBIE C BBHICOKUM JABJIICHHEM B JIEBOM MpPEIACEPANH,
WHOT/IAa 3aTPyAHSIOT JMArHOCTUKY IIYHTHPYIOIIMX COpPOCOB B pe3yJbTare
U3MEHEHHUs] HampaBiieHHs cOpoca (Hamp., u3-3a 3HAYUMON MUTPAJIBLHOMN

pEryprutaiuu Mpu TPAH3UTOPHOM JIEBO-IPABOM IIYHTHPOBAHUU KPOBH Yepe3
000) [25];

e B pesynbrare Toro, uro B OOQO HampaBiseTcs KpOBOTOK (M BO3MOXHBIE
TPOMOOIMOOJIBI) U3 HUYKHEH IMOJION BEHBI, TOT/Ia KaK KOHTPACTHOE UCCIICIOBAaHHE
UCIOJIb3yeT KyOuTallbHbIe BeHbI (0acceiiH BepxHel mosoi BeHbl), OO0 MoxkeT
ObITh nponyieHo aaxke Ha YI1-DxoKI' ¢ koHTpacTUpoBaHHeM, TaK KaK KOHTPAcT
MOXET CMBIBAThbCS TOTOKOM W3 HIDKHEW TOJIONH BEHBI MPH IEPCHCTHPYIOIIEM
€BCTaXHWEBOM KJIAIaHe;

o HAJIMYHAE aApPTEPHOBEHO3HOI'O IYJbMOHAIBHOIO HIYHTA MOXET INPUBOJIHUTH K
MOSIBJIEHUIO CHENU(PUUECKOr0 KOHTPACTHOIO «MYyCOpa» OKOJIO JIETOYHBIX BEH B
JIII pu KOHTPACTUPOBAHUU IIPaBBIX OTZEJIOB cepaua u
«JIOKHOMOJIOKHUTENBHBIX» pe3ynbTatoB Ha HaIMune OOO npu UCCIe0BAHNY;

o IUIOXasi BHU3yaIM3allUsl MY3BIPbKOB TIPU  KOHTPACTUPOBAHUM  MAJIBIX
IIYHTUPYIOIIUX COPOCOB JakKe IMPHU MCHOJb30BAHUM BTOPON TapMOHUKH TPHU
3amucd  Ha 1UGPOBBIE HOCUTENM (4YacTh JiabopaTopuil Hadalia OIATh
UCIIOJIb30BaTh  QHAJIOTOBBIE  HOCHUTENM —  BHJIEOKACCEThl, Kak Oomee
YYBCTBUTEJIbHBIC VISl OMNpENEICHUS TaKWX COpPOCOB MpPHU PETPOCIIEKTUBHOM
MIPOCMOTpE);

e OrPAaHUYEHUSAMH [JIsl IIMPOKOTO MCHOJIb30BAHUSI HMHTpakapAuanbHol IxoKI
SBJISIFOTCSI CTOUMOCTh KaTeTepa, CTaHIAPTHBIM PUCK BHYTPUBEHHOI'O JOCTYIIA,
HEOOXOMUMBIE [IJI1  TPOBEACHHS TPOLEAYpPhl OMBIT HCCIAEAOBATENS U
CTAlMOHAPHBLIC YCIOBUSI.

4.1.6.9 O6Lwme nonoxeHUs No BbiIOOPY MeToAa YNbTPa3BYKOBOWM
AWarHoCTUKU

* O6piunas TT-OxoKI' ob6mamaer 4yBCcTBUTENBHOCTBIO 7 %, KOTOpas
yBenuuuBaetrcs 10 50 % mnpu UCHONb30BaHUM KOHTpacta U Ao 62,5% mpu
UCIIOJIb30BAaHUU KOHTpACTA / pekruMa TKaHEBOU (BTOPOI) TAPMOHUKH.

* Jlnarnoctuueckast To4HOCTh TT-Dx0KI' ¢ KOHTpacTHpoBaHHEM IPaBBIX KaMep
npubmkaetcs k npoctor YIT-OxoKT'.

* UII[-DxoKI' c BBeneHuMEM KOHTpacTa SBIsETCS HanOoJsiee YyBCTBUTEIbHOU

MeToaukor s BbIsiBIeHHS OOO M CYUTACTCS «30JIOTBIMH CTaHJIAPTOM»
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JAMArHOCTUKH C YyBCTBUTEIHHOCTHIO 89% 1 criennpudaHocThio 91,4%.

* OObrynas TT-DxoKI' He MOAXOMUT HJisg PEIICHHS SKCIEPTHBIX BOIPOCOB U
00cJieIoBaHMs TAIMEHTOB U3 TPYII PUCKA.

e 2D-UII-OxoKI' 1menecoobpa3HO JIOMONHATHL BBEACHHEM KOHTpacTa H
BBITIOJTHEHHEM MaHEBpa BalibcasibBbl, MOBBIIIAS YYBCTBUTEIBHOCTh METOIUKHU

10 89%, cneruduaHoCcTH - 10 91,4% [54].

* BBenenue  koHTpacTa B MpaByl0  OCIpPEHHYIO  BEHY  IOBBIIIAET
YyBCTBUTEIIBHOCTh METOJA II0 CPAaBHEHUI0O C WHBEKIMEH B IPaABYIO
kyoutansHyto BeHy npu UII-OxoKI' ¢ koHTpacTupoBaHHEM NPABBIX OTIEIOB;

* 3D-upecnumeBogHas OxoKIT B  pexume peanbHOrO0 BpPEMEHH C
KOHTPaCTUPOBAHUEM IIPaBbIX OTACJIOB CEPJALA W BBIINOJHEHUEM MAaHEBpa
BanbcanbBbl 1aér npeumyniectBa npu oueHke mMopgonorun OO0, BeIUUNHBI
IIYHTUPYIOIIEro cOpoca, HaM4Us MPEACEPIHBIX TOMOJHUTEIBHBIX CTPYKTYP
U ux Tonorpagpuyeckux BzaumootHomenuii ¢ OO0.

* TK]I c koHTpacTUpOBaHUEM 1 SMOOJIOICTEKIIMEH I0Ka3bIBACT HATMYKE TIPABO-
JIEBOTO IIIYHTHUPYIOMIETO cOpoca (Y4yBCTBUTEIBHOCTh U CHEIU(UIHOCTD
nocturaet 95%), HO camo 10 cebe He JaET UCCIeAOBATEIIO MPEACTABICHUS O
MOp(OJIOTUH KOMMYHHKAIMd # €€ JoKamu3anuu. l[IpuMeHseTcs Kak
PYTHHHBIA METOJ| 0OCJICTIOBAaHUS TMAIlUEHTOB, MIEPCHECIINX HHCYJILT HESICHOU
ATUOJIOTHHA M TIO3BOJISIET BBISABISITH CPEAW HUX KAHIWIATOB Ha TPOBEICHUC
YIT-DxoKT'.

* UutpakapauanbHass OXoKI' He uWMeeT WMHMPOKOro pacnpoCTpaHEHUsS BHE
KapJIUOXUPYPrUUYECKUX CTAIIMOHAPOB. Mcnonb3yercs, NpenuMyIieCTBEHHO, Py
npoBeneHun npoueaypsl 3akpeitud OOO OKKIIOAECPOM, MPU MOCIEIYIOMIEM
HAOMIOCHUM, U JJI1 MOP(OJOTUYECKH CIOXKHBIX CIIy4aeB MpPeacepIHbIX
KOMMYHUKALIUH.

4.1.7. AndpdepeHumanbHaa AMarHocTuka

OOO Heobxoaumo auddepeHIpoBaTh € MNPOUYUMH  MEXIPEACEPIHBIMU
KOMMYHUKaIMSAMU, Tpexae Beero ¢ gedpekrom u AMIII, nmeromieit penectpanmu.

Hedext MIIIT paccmaTpuBaeTcsi Kak MPOCTOM JIETOYHO-CUCTEMHBIN MOPOK, KaK
MpaBWJIoO, BcCerma C€  IeMOJWHAMHYECKUM  COPOCOM. KapnunanbHbIM
MopdonoruueckuM otiamurueM Mexay JAMIIIT u OOO sBnsercs noHsTHe «aeguiuT
tkanuy. JMIIII, B otnuune ot OOO, sABAsSeTCS OTBEPCTHEM, BO3HUKIIMM 3a CUET
nedunrMTa TKAHW TEPBUYHOM WM BTOPUYHOW meperopoaku. OQHaKo TOHSTHE
neduIrMTa TKAaHU OCTAeTCs JOCTATOYHO HeompeaeneHHbM. K nmpumepy, 3aTpyaHeHus
B TPaKTOBKE MOTYT BO3HUKATh MPU OTCYTCTBUM KJIAllaHA Y OTBEPCTUS B 00JIacTh
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oBajgbHOrOo OKHa. lIpwxkusHenHass auarHoctuka ¢ nomouiplo TT-DxoKI' peako
MO3BOJISIET BU3YAIM3UPOBATh 3TOT KJIANAH, OCTABJISII HA YCMOTPEHHUE CIICIIUAJIUCTA,
Kak 0003HaYUTh OOHAPY>KEHHOE OTBEPCTHUE.

JloTIOTHUTENbHBIE TPYJHOCTH CO3JAeT CUTYallus, KOI/a BBISBISIOT H30BITOK
TKaHW B 00JacTH OBAJBHOW SIMKH, KOTOPBIM HHTepnperupyror kak AMIIIL. B
OOJIBIIMHCTBE CIy4aeB OHAa HMMEET OJHO WMJIM HECKOJbKO HEOOJBIIMX OTBEPCTHIA,
yepe3 KOTOPhIe MPOUCXOAUT IIYHTUPOBaHUE KPoBU. TakuMm o0Opa3om, Jlaxe U30bITOK
TKaHU He mnpenorBpamaer ¢yHkuuonupoBanuss MIIIL, B To Bpems Kak ero
JIOKaIU3alysd MOXXET HE COOTBETCTBOBATH MPHUHIIMIIAM 3MOPHOHAIBHOTO Pa3BUTHS
OBaJILHOTO OKHa [53].

[Mpuamunuansasie paznuuus OO0 u JIMIIII 2 tuna 06061ieHs! B Tabm1. 4.5.

Ta6auna 4.5 - Kpurepun muddepennuansaoit nuarnocrukn OO0 u IMIIIT

000 JAMIIIT
OxoKI-mpm3naku | Hanmume yetkoro HayoxeHus nepBuyHoi | ledumut TKaHU
u BTOPUYHOU IIEPErOpPOIOK C | IEPErOpOKHM —  «MHUHYC-
dbopmupoBaHUEM KaHaJla | TKaHb»™*
MEXIPEACEPAHON KOMMYHHUKAUU
[Ipunnunuaneseie | HecocTosiTenbHOCTD nepsuunou | Imeercs OpraHNYeCKHUi
aHATOMUYECKUE NIEPETOPOJIKHU (HenocTaTo4HOCTh | JeeKT  —  OTCYTCTBHE
paznuuus «KJIallaHa» OBAJIBHOTO OTBEPCTHS) WM | OONbIIEH WMIM  MEHbBIICH
He3apallleHue IPeJCepIHON 3aCIOHKU 4acTH 6MOPUYHOU
MIEPETOPOAKU
C6poc kpoBH He umeer NpUHIMNMAIBHOTO 3HAYEHMs: BHA4Yajle 4Yalle JEBO-IPAaBOEC
nryHTupoBanue ( ~ B 95% ciydaeB ), Ipu JEKOMIIEHCALUU - IPABO-JIEBOE
HIYHTUPOBAaHUE; FeMOAMHAMHYECKasi 3HAYUMOCTh COpPOCOB B HacToOsIlEe
BpeMsI HE paclieHHBAeTCs KaK ONpeessonas.
Pa3mepsl He nMeIoT NpUHIMINATBHOTO 3HAYSHHsT ™ *

Ipumeyanue: * - mopdonorudeckoe moHATHE «MHUHYC-TKaHby Tipu JMIIII 2-ro tuma npenmonaraer
YeThIpe ero pa3HOBUIHOCTH: 1) MOJHOE OTCYTCTBUE MIEPBUYHOMN MIEPErOpoKy; 2) AeUIUT MEPBUIHOM
MEeperopoiki; 3) MHOKECTBeHHas (eHecTpanusi TEPBUYHOM TEPErOpojJKd ¢ 0oOpa3oBaHUEM
MHokecTBeHHBIX JIMIIII; 4) MHOXKecTBeHHas deHecTpanus Mpu AeQUINTE IEPBUYHON MTEPETOPOIKH C
obpazoBanreM MHOecTBeHHBIX JMIIII [20]; **- pasmepsr OOO n AMIIII Bapuabensuel. CpenHue
pasmeper OOO - ot 4MM g0 7 MM, HO MoOryT gocturath u 19 mm, JIMIIII - OT HeCKOIBKHX
MHUITUMETPOB 110 3 cM B auameTpe [60].

4.1.8. Crtpatudmkauma pucka, NporHo3 napagoKkcanbHOMU
3MOONNN N KPUNTOreHHOro UHCYNbTa

CornacHo KoHyenyuu uwiemuyeckux uncyromog (MH) c¢ neycmanognenHvim
ucmounuxom omboauu (ESUS — Embolic Stroke of Undetermined Source) [32],
3HAUYUTENIbHASA YacTh YKA3aHHOW KAaTerOpUU MAllMEHTOB HMEIOT KapIUAJbHYIO
MaTOJIOTHIO, JIJI1 KOTOPOW XapaKTepeH CYIIECTBEHHO MEHBIIUN PHUCK 3MOOIM3alnn
M0 CpaBHEHUIO C KIACCUYECKUMH (HaKTOpaMu pHUCKA KapAUOIMOOIMIECKOTO
uHcynbTa. B monymsuun OOO He sBisieTcst pakTopoM Bbicokoro pucka MU [21, 23],
B cBs3u ¢ uyeMm naHHass CAC paccmaTpuBaercsl Kak (akTopa pucka KpUINTOTEHHOTO
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uHcynbTa (KM) 1, ¢ mo3uuuii rereporeHHoCTy KpuntoreHHoro MU, nexxut B ocHOBe
€ro KapAHOAMOOJIMUYECKOro MaTOreHEeTHUECKOro noarumna. Bmecre ¢ Tem, eaquHOrO
MHEHHS O CTENICHU PUCKA Pa3BUTHs MHCYJbTA (CTpaTUPUKALUUA PUCKA SIMOOIMUECKUX
ocnoxxHenuit) mpu OOO B HacTosiee Bpemsi He BbipaboTaHo [61, 62, 63]. Panee
OO0 (Hapsany c AMIIIL, TIMK, kaidbLMHO30M MUTPAJIBHOIO KOJIbIIA WU
MUTpadbHBIM cTeHo30M 0e3 DIl u mp.) oTHocwiock K (akropaM (KpUTEpUSIM)
cpenHero pucka kapauosmoOonuueckoro noaruna UNU. B 2014 r. crparuduxanus
pucka nmpu OO0, AMIIIT/JIMIIII 6si1a nepecmotpena [34, 64] u paccMaTpuBaeTcs B
pyOpuke KapauaibHbIX puunH MU, kak BapuaHT C HU3KOU WM, TIPU ONPEEICHHBIX
YCIIOBHSIX CO CcpeoHell Cmenenbo pucka KapamodMO0Iiu roJIOBHOTO Mo3ra (Tabir. 4.6,
Tabi. 4.7).

Ta6auna 4.6 - OcHoBHBIE (PAKTOPBI prCcKa TPOMOOIMOOIHUecKUX ocioxkHeHui mpu OO0

* MOJIOJI0M Bo3pacT (< 55 ner);

 cemeitnbiil anamaes KW y nanuentos ¢ OOO;

* COmyTCTBYIOUIHMHA (hr1e00TPOMO03 IITyOOKHX BEH HUKHUX KOHEYHOCTEH M MAJIOTO Ta3a;

¢ Pa3JIMYHbIC MHBA3UBHBIC MCINIMHCKHUE MaHUITYJISIIINH,

Cesa3p Mexny KM u OOO pe3ko yBeIWUYMBAETCS y JIMII MOJOAOTO BO3pacTa,
npenMyliiecTBenHo a0 55 mer [39, 36, 29, 21, 23, 30, 65].

OTaenbHYI0 KaTeropuio Jvil, MojBepxkeHHbIX pucky KU, Moryt coctaBisTh:
HCEHWUHBL MONOO020 803PACMA C HAMUYUEM MUSPEHO3HOU 20108HOU 601U (0COOCHHO
€CIi MUTPEHb CONPOBOXKIACTCS  aypoll) U nayueHmsl C  pPA3TUYHLIMU
MpoMOOPUIUYECKUMU COCMOSAHUIMU.

Tabauua 4.7 — OxoKI -npeanKTopbl KPUNTOI€HHOTO UHCYIBTA, cBA3aHHOro ¢ OO0 (1o
nanabiM D.E. Thaler, J.L. Saver. ¢ coagt., 2008) [66]

* Hampsokenue npu ManeBpe BasibcanbBel (B KaU4eCTBE BEPOSITHOTO TPUITEPHOTO (hakTOpa
B aHaMHE3€)

* boub1oii pazmep oBaibHOIro OkHa (> 4,0 MM)

* EBcraxueB kiamaH.

* CroHTaHHBIN IIYHT CIIpaBa HAJIEBO

e IloNOXUTENBHBIM TECT € KOHTPACTUPOBAHHUEM COJIEBBIMU pAacTBOPaMU M BBICOKas
CTENEHb KOHTPAaCTUPOBAHUS

» Anaromunyeckas Tonorpadus OOO, npeanonararomas K 3MO0IU3a1H

Ilpumeuanue: MakcUManbHas cemapanys MEXKIy NEpBUYHOM M BTOPUYHOW IEpPEropoAKaMH IpH
MIPOBOKAITMOHHBIX MaHeBpax (MaHeBp BambcanpBbl WM Kallens), m3MepeHHas npu AByxmepnoit YII-
Ox0KT', koppenupyeT ¢ pUCKOM pa3BUTHSI UHCYIIbTA, JOCTHTasi MAKCUMyMa IIpH JuameTpe Oonee 4 MM
[67]

Bompoc o cBsi3zu u pucke OO0 ¢ nosmopnuimu KU [68, 69, 70, 71, 72] uznoxex
B paszzeine 4.1.9.3.
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4.1.9. JleueHne

B mnoctHataibHOM MEpHOJI€ BO3MOXKHBI TPU OCHOBHBIX BapuUaHTa TEUYCHUS
OOO: cnonmannoe 3akpvimue, coXpaweHue HNOCMOAHHO20 pasmepd, YeeauyeHue
Ooepexma co epemenem. Hanbompime maHChl Ha 3aKPHITHE UMEIOT OTBEPCTHS 10 4—5
MM B gauameTpe. BHezamHble KoneOaHWS BETWYMHBI IIyHTa TPH  (HU3HYECKUX
Harpy3Kax WIH 3aJep>KKaxX JTbIXaHUs, WHIUBHUIYyaTbHBIE OCOOCHHOCTH MEPETOPOIKU —
MOBBIIICHHAS PACTSHKUMOCTD WJIH TIOTEPST KOHTPAKTHIBHOCTA MOTYT CITIOCOOCTBOBATH
TIOJIICPYKAHUIO TIPOXOAMMOCTH OTBEPCTHS M JJaXKe €ro yBelmdeHuro [53].

Bpauebnas Ttaktuka npu OOO onpenensercss eiuuuHou U KIUHUYECKUM
3HaueHuemM UIYHMAa, CMeneHvl0 NOGbluleHUs Oa8leHUs 6 Je204YHOU apmepuu,
yeenuueHueM Npasvlx 0moeno8 cepoyd, a maxxice PUCKOM IMOOIUYECKUX
OCJIOJMCHEHUL, npexcoe 6ce20 YepedPaIbHbIX.

Hcnonb3yroTes Xupypruueckue MeTobl 1 MEAUKAMEHTO3HOE JICUEHUE.

MenukamMeHTO3Hoe JiedeHue. beccumnmomunoe OO0 y nayuenmos 6e3
Gpaxmopos pucka He AGNAEMCA NOKA3AHUEM K HA3ZHAYEHUI0 0e3az2pecaHmHou U
aHmukoazyniaumuou mepanuy. Bompockl 0 1enecooOpa3sHOCTH WX Ha3HAYEHHUS
00CYX/Iat0TCSl ¢ O3ULUMN BTOPUYHOU NPO(UIAKTUKY UHCYJIbTa y auueHToB ¢ OO0
(cm. paznen 4.1.9.3).

Xupyprudyeckue MeTOAbl JiedeHusl. FHe cywecmeyem nokazaumuii O
npogunrakmuueckoeo 3akpovimus OO0 y beccumnmomuvix auy. 3aKpbITUE OTBEPCTHUS
XUPYPrUYECKUM TyTEM WJIM, Yallle, 3HJIOBACKYJSIPHBIM CIIOCOOOM C MOMOIIBIO
OKKJItOJIepa, OOOCHOBAHO TMPH Pa3BUTUU TEPETrpy3KH IMPaBbIX OTACIOB CEp.la,
CEpJIEYHON HEIOCTAaTOYHOCTH, B TOM YHCIIC Yy JIHI[ ONpeAeNieHHbIX mpodeccuu
(HBIPSUTBIIMKY, TWJIOTHI W T.A.). [lpu pa3BUTUM CepleYHONW HEJO0CTATOYHOCTU
MOKa3aHa CTaHJAapTHAsI CAMIITOMATHYECKasl Teparusl.

4.1.9.1 TpaHcKaTeTepHoe 3akpbiTne 000

CymiecTByeT MHOMKECTBO YCTPOMCTB, CIIOCOOHBIX HEHWHBA3UBHO 3aKpPbITh
OTBEpCTHE B 00JIACTU OBaJbHOM SIMKUA. BBIOOp OKKIIOAMPYIOLIErO YCTPOMCTBA
o0ycioBneH anaTomuaeckuMu ocodeHHocTsIME OOO U OKpyKaIOMIKUX CTPYKTYp [26].
Okxkiroiepbl  MPEACTABIAIOT COO0OK JBOWHBICE JHUCKUH ¢ mepemekoM. OHU
Pa3IMyaroTCA JUIMHOM U JUAMETPOM IEpelIeiKa, TMaMeTPOM U TOJIIIMHOM JUCKOB, a
Takke MaTepuajioM (puc. 4.5).

Pucynok 4.5 - (A, B) — Oxkmtonep STARFlex, (C) — okkmogep Amplatzer
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Cepbe3Hble NEpUIIPOLEAYPHBIE OCIOXKHEHHUs II0CiE TpaHcKaTeTepHoro 3akpeitus OOO
Bcrpeuatorcs oT 0% 1o 4,2%. Pannue ocnoxHenus onepauuu Berpedarorces B 0,5-1% cmyuaes
(Tabm. 4.8).

Taouauna 4.8 - Bo3aMokHbIE OCIIO)KHEHUS TpaHCKaTeTepHOro 3akpbitusi OO0

THIl 0CTOKHEHUS Yacrora

Panumne

OMO0IM3anKs OKKITIOIEPOM OueHb penko

Nudexunn

Opo3uu nepuKapa Uik aOpThI Menee 1%

HoBslit edekT MexmpencepaHoii neperopoaku

Tlapokcu3M niu croiikas Guoprusnus npeacepauii 10%

Tpom603 okkrouepa ! 1-6%

Ilo3anue

PesnayanbHbli nryHT 3%

OO6pazoBanue TpomMOa Ha OKKITIOJIEpe 2%
Ilpumeuanue: * — BBHI3BAaHHBI CMEIICHHEM TOHKOH NEpPBHYHON IIEPErOpPOIKH, ° — Yalme B PaHHEM

TIepHo/ie Mocjle MMILTAHTAINH, KyIUPYIOITHecs CTIOHTAHHO; ° — BhIABiseMbi mpu UIT-DxoKT

Jli manueHToB ¢ muepensio, accouuupoBaHHoil ¢ OO0, peTpoCHEeKTUBHBIE
UCCIIEIOBaHMs TOKA3bIBAIOT CYIIECTBEHHOE YIYUIIEHHWE COCTOSIHUS U JIaxke
UCYE3HOBEHUE 3a00s1eBaHus B 34% ciaydaeB IOCII€ TPAHCKATETEPHOTO 3aKPbITHS
O0OO. Bmecte ¢ TeM, IPOCHEKTUBHBIE JIaHHBIE, MOAJIEPKUBAIOIINE 3Ty TAKTHUKY,
HEMHOTOYUCIICHHBI.

VY mnamuentoB ¢ cuHapomoM oOrthodeoxia-platypnea, OOO nomKHO OBITH
3aKpbITO BO BCEX CIIydasX. 3aKpbITHE MPUBOJIUT K HEMEAJIEHHOMY YCTPAHEHHUIO
IIYHTHUPOBAHUS CIPaBa HAJIEBO W HOPMAIHM3AIMH HACKHIIIEHUS KPOBH KHCIOPOIOM.

Kecconnas 6onesnv y Oaiigepog Takke MOKET ObITh MPENOTBpAILEHA MpPU
3akpeiTin - OO0, XOTA HUMEIIIMecs JaHHbIE O LEeJecO00pa3HOCTH ATOrO
BMeEIIaTeIbCTBA HEMHOTOUUCIICHHBI.

4.1.9.2 3akpbiTe OO0 6e3 onepaTUBHOro BMeLLaTesibCTBa

Metonuka JedeHus WUCIHONb3yeTcs Npu TyHHeneBuaHot dopme OOO ¢
MPUMEHEHUEM MPOTUBOBOCHANMUTENLHOTO Hectepounnoro cpeactsa (HIIBC) wus
IPYIIbl KHTHOUTOPOB IMKI0OKcureHassl-2 (LIOI-2) [20, 24]. TIpoBoasST MUHHUMYM
OJIMH KYpC JICUEHUSI, BKIIOUYAIOIINI BBIIOJIHEHUE MAIUEHTOM B TeueHUe 2-4 Heaenb
HECKOJBKO pa3 B CYTKH cTpecc-Tecta (MaHeBp BanbcanbBbl), MakCHMalbHO
AKTUBUPYIOLETO MEXIpEACEepAHbId MIyHT KpoBH. 3arem BBouar HIIBC B
MAaKCHMAJIbHOM TEpareBTUYECKON J103€ B TEUEHUE 2-3 HEJETb.

[IpenaBapurenbuas aktuparus yepe3 OOO KpoBOTOKA, BOZHUKAOINIAs HA (OHE
MTPOBOKALIMOHHBIX (GYyHKIHOHATBHBIX npoo, CIIOCOOCTBYET YCUJIEHUIO
MeTab0IUYECKUX MPOIIECCOB IHAOKApAUAILHON BhICTHIKH MTpocBeTa OO0, B CBSI3HU C
yeM MeTabosnyeckass (IIUTOKMHOBAs) aKTUBHOCTh, Ha KOTOPYH JEHUCTBYIOT
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uarnoOutopel 11OI'-2, Bo3pactraer. bmaromaps 3TOMy JocTUraercs JIOKaabHOE
ycuiieHue puKcaluy npoTpoMOMHOBBIX (hakTopoB B mpocBete OO0 U HHUIIMUPYETCS
IPOLECC €T0 OOIUTEPALIUY.

4.1.9.3 MeankamMeHTO3HasA U HeMeAMKaMeHTO3Hasa npodurnakTuka
NOBTOPHOIrO MHCYIbTA

TakTuka BeICHUS U aHAJIU3 U3MEHEHUM pekomeHaaluii 1y nanueHToB ¢ OO0 ¢

HO3UIMH MPOPHIAKTUKH noemopro2o nucyiabta 1 TUA npuBenensl B Ta0. 4.9 [46].
Taoauma 4.9 - Usmenenue TtaxkTtuku Benenus mnanueHToB ¢ OOO B OOHOBIIEHHBIX
pexomenanusx AHA / ASA (AMepukaHckas accoruanys cep/ua / AMEepUKaHCKast aCCOIMAIHSI
MHCYJIbTA) [0 BTOPUYHOM MpO(UIaKTUKEe MO3roBoro uHcyiabTa 1 THMA y nanueHToB ¢ OCTPhIM
uHCYyIbTOM (2014)

Onucanmne
Pexomenganumu 2014 roga M3MEHEHHUH ¢
2011r.

[Taruentam ¢ UM / TUA u conytrctByromum OO0, He TPUHUMAIOIIIM Kitacc nsmenmnncd c
AQHTUKOAT'yJITHTHYIO T€paINI0, PEKOMEHIYIOTCSI aHTUArPETaHThI llasl
Kaacc |, ypoBenb 1oka3aresbsHoctu B
[Manmentam ¢ U / TUA nipu acconmupoBanaoM OOO 1 nMeromemcst Hosrle
HCTOYHUKE BEHO3HOM SMOOIHNH, aHTUKOATyJISIHTHI Ha3HAYAIOTCS B PEKOMEHIalUH

3aBUCHUMOCTH OT TCUCHUA / XapaKTepI/ICTI/IKI/I I/IHCYJII:Ta
Kaacc |, ypoBeHb 10ka3aTe/ibHOCTH A

[Ipu nmpoTuBONOKa3aHUAX K IPOBEACHUIO AaHTUKOATYJISIHTHON TE€panuu,
MOKa3aHa yCTaHOBKA (QMIIBTPA HIDKHEH TOJION BEHBI

Kuaace lla, ypoBensb nokazannoctu C

[TaumenTtam ¢ kpunroreHusiMu MW / TUA u acconunpoBanabiv OOO 6e3 | Kitace n3menuncs ¢
nokazarenbeTB TI'B, nMmeromuecs: JaHHbIE HE TOAAEPKUBAIOT b s I
npeumyiectsa 3akpblITHs OOO (yCTaHOBKH OKKIIIOIUPYIOILETO
yCTpONCTBA)

Kaacce 11, ypoBenb 1oka3zarejibHOCTH A

[pu manuuuu OOO u TT'B Mmoxet 6b1Th paccMoTpeno 3akpbitTue OOO ¢ | HoBreie
MIOMOIIIBIO TPAHCKATETEPHOTO YCTPONCTBA B 3aBUCHMOCTH OT PUCKa pEeKOMEeHIaluu
nosropHoro TI'B

Kuacce I1b, ypoBens nokasarenbnocrun C

Coxpawenus: IN - nemudeckuid uHCYI6T; TUA — TpaH3utopHas umeMmndeckas ataka; TI'B — tpom0o3
TIyOOKHX BEH.

Ipumeuanue: * - CormacHo ACCP (2012) y naumentoB c¢ kpuntoreHHsiMu THA / mHCynbpTOM, Ipu
Hammunn OO0 u TI'B, B Hactosimiee Bpemst pekomenayercss ABK-tepanust (HenpsiMble THTIOKOATYJISTHTHI
— a"TaroHucTsl BuUTaMuHa K) B Teuenue 3 mecsnes ¢ gajabHEHIINM paccMoTpenreM 3akpeitust OO0, a He
tepanust acnupuHoM [73]. Y monoapix nanuentoB ¢ KU, TUA nnu MU npu nanmunun OOO uckimovaeTcs
(hne6oTpomM0O03 HIDKHMX KOHEYHOCTEH W MaJoro Ta3a, HaJIW4Yhe KOTOPBIX SIBISIETCS IMOKa3aHWEM ISt
HA3HAYEHHA AaHTHKOAryistHTOB. OpHako Tpu OONBIINX OOIIMPHBIX OCTPBIX HWHCYJIBTAX HAIEKHOM
IbTEPHATUBOM CIYXHUT YCTaHOBKa (WIbTpAa HWKHEH TIONOM BEHBI, T.K. IIOJHOLEHHBIC JI03bI
AHTHKOATYJITHTOB HE PEKOMEHTYIOTCS.

*

37



B 2016 r. Amepukanckas HeBposiornuyeckas akajgemusi (ANN) omybOiukoBana
OOHOBJICHHBIE MPAKTHYECKHE PEKOMEHAINH 0 MPpoOIeMe MOBTOPHBIX UHCYIHTOB Y
naiueHToB ¢ OOO [74]. B pesynbTate aHaiu3a U CTATUCTUYECKOM OOpabOTKU
naHHbIX U3 809 craredt ObUTM OTOOpaHBI 5 HCCIENOBAHUM, PE3yJIbTaThl KOTOPBIX
MOCIIY>)KHJIM OCHOBOM JUIsl BBIBOJOB U pexomeHaanui (tadn. 4.10). B ortnuume ot
pexkomenpanuii AHA / ASA 2014 r. oTAenbHO HE aKUCHTHPYETCS BHHUMaHHE Ha
TpoMOO3€e TIIyOOKHX BEH M MAaJIOrO Tas3a, XOTS YKa3bIBACTCS, YTO BCE MALMEHTHI C
uHCYTbTOM win TUA nomkHbl OBITH TIIATEIBHO OOCIEAOBAaHBI AJSL OMPEICIICHUs
OPUYMHBI U ONTHUMM3AIMU NPO(UIAKTUKU MOBTOpPHOro MHCyNbTa [46]. KoHeunble
IEJIM UCCIIeIOBaHUs ObUIM HAIpaBJICHBI HA MOMCK OTBETA Ha JIBa OCHOBHBIX BOIMpOCA:
l. CHMKaeT M puUcCK MOBTOPHOTO MHCYJbTa y nauueHToB ¢ OO0 yxke nepeHecumx
uHCcynbT unu THA uypeckoxknoe 3akpbiTue OOO 10 CpaBHEHHIO TOJBKO C
MEIUKAaMEHTO3HON Tepamnueil? 2. Vimeer 1M aHTUKOAryJsHTHas  Teparus
MPEUMYIIECTBA Tepe]] AaHTUTPOMOOIMTAPHON MO MPEAOTBPALICHUIO MOBTOPHOIO
MHCYJIbTA y ALUEHTOB TOU K€ KaTEropun?

Taoauna 4.10 - OGHOBJICHHBIC MPAKTHYECKUE PEKOMEHAAITMN AMEPUKaHCKOM
Hespostorndeckoit akagemun (AAN), 2016 r.

Kaace
BriBoaBI
A0KA3aTeJIbHOCTH

1. | Ycranoska okkmogepa OOO STARFlex:

a) y mamueHtoB ¢ KM u OOO He obecrneunBaeT OOIBIIMX

OPEUMYIIECTB B MPEAOTBPALICHUN HWHCYJIbTa IO CPaBHEHUIO

TOJIBKO C MEAUKAMEHTO3HOUN TEpanuen; Kaace |

0) accomuupyeTcss C TMOBBIIEHUEM pPHCKAa HOBOTO JMH307a

bubpuuALNY Ipeacepanit;

B) HMeeT pPHCK TNOTEHIHAIbHO OMACHBIX, XOTS M PEAKUX Kiace |

nepunpouenypHsix ociuoxuennit (TOJIA) (3,2%) [75]
2. | Ycranoska okkimogepa Amplatzer*

a) IpeJIoyiaraeT CHUKEHUE PUCKA MTOBTOPHOTO UHCYIIBTA;

0) accouuupyercsi C YBEIMYECHHEM pPHUCKa BO3ZHUKHOBEHUS HOBBIX Kaacc 11

307108 DI u nepunpouenypHeix ocnoxxHenuit (3,4%) [76, 77];

B) pyruHHOe mpoBeaeHue 3akpbiTuss OOO ans mpodUIaKTHKU Kaacc 11

MMOBTOPHOT'O MHCYJIHTA HE PEKOMEHTYETCHI.

3. | He pokazaHo mnpeuMyliecTBO aHTUKOAryJIsIHTHOM Tepanuu Haj Kaacc 11
AHTUTPOMOOIIMTAPHON B TpOQHIaKTHKE MOBTOpPHOTrO MHCynbTa y | [20, 78, 79, 80, 81].
nanueHTos ¢ OO0 u nepenecennsiM KN

YpoBenb
Pexomennannn 0KA3aTeILHOCTH

1. | [IpakTukyronye Bpauu AOJDKHBI pa3bsCHITH naruentaM, uto OO0
BCTPEYAETCS] 4YacTo, NPU 3TOM TOYHO YCTaHOBUTH CBs3b OOO m
uHCynbTa W/unn TUA y KOHKPETHOro MalMeHTa HEBO3MOXKHO, a
s dexTuBHOCTH TIporeaypbl 1o 3akpeiTHi0 OOO ¢ TOYKH 3peHUS A
BO3JICUCTBUSl HA PUCK MHCYJbTa ocTaercs HesicHou. [lpu sToM
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JaHHOC BMCIIATCIILCTBO acConuupyeTca C MNOTCHIIMAJIbHO
CEPBE3HBIMU, XOTA U HECUACTBIMU OCJIOKHCHUSMMU.

2. | IIpouenypa oxkmoaeprnoro 3akpbitusgs OO0 mnamuentam ¢ OO0 u
KPUIITOI€HHBIM MHCYJIBTOM HE JIOJKHA PYTHHHO IMpEAJiaraThCs BHE B
KJIMHUYECKHUX MUCCIIET0BAHUI

3. | B penkux ciny4asx — Ipu MOBTOPHOM HMHCYJBTE MPH aJEKBATHOM
MEIUKAMEHTO3HOM Tepalud W MPU OTCYTCTBUU aAlbTEPHATHUBHBIX C
MexaHu3MoB MHCYbTa (kpomMe OOQO), MOXKeT OBITh MpEIIoKeHA
ycTaHOBKa oKkJroaepa Amplatzer

4. | IIpu OTCYTCTBUM APYTUX MIOKAa3aHUN K aHTUKOATYJISIHTHON Tepanuu,
naupeHtam ¢ KM u OOO pekomeHAyeTcs NMOKU3HEHHBIN MpUEM C
AHTHarperaHToB [46]

5. | B peakux ciydasx, TakuX KakK ITOBTOPHBI HHCYJIBT Ha (OHE
AQHTUTPOMOOIIMTAPHON TEpanuu, JODKHO OBITh PacCMOTPEHO C
Ha3HAYCHUE aHTHKOATyJISTHTOB

*

Ipumeuanue * - ycrpoiictBo Amplatzer B nacrosiiee Bpemst He 3apeructpupoBano B CIHIA mis

MNPUMCHCHHA IO OJAaHHOMY IIOKa3aHUIO: praBHCHI/Ie 0 KOHTPOJJIIO Kadye€CTBa IMUIICBBIX MNPOAYKTOB MU
nekapctBeHHbIX cpenct CIIA (FDA) npoBoauT aHaiu3 TOCTYIHBIX 10 Hemy naHHbIX. Cokpawenus: KU
- kpuntorenHbiii uHCynbT; TOJIA — TpombosmOosmsi nerounoir aprepum; PII — GuOpHILISILIHIS
npeacepaui.

Uro KacaeTcs BO3MOKHBIX YTOYHEHMM, aBTOPbl PEKOMEHAAINNA CChUIAKOTCS Ha
MIPOJOJIKAIOIINECS B HAacTosIIee BpeMsi Tpu KpynHbIX PKU, B KOTOpBIX cpaBHUBaETCS
3akpeiTe OO0 ¢ MeAMKaMEHTO3HOM Tepanueil. [lepCreKTUBHBIM SKCIIEPThI CYUTAIOT
npoegaeHue y manpueHToB ¢ OOO W HHCYJIBTOM HCCICIOBAaHUNM C HOBBIMHU
OpaJbHBIMM AHTHKOAryJIsiHTamMu (MHruOutopamu (aktopa Xa ¢ NOPSAMBIMU
UHTUOMTOpaMU TpomMOuHA) [32], KOTOpble CONPSDKEHBI C MEHBIIAM PUCKOM
KPOBOTEUEHHI 1 OoJiee yA00HBI B MPUMEHEHUH 110 CPaBHEHHUIO ¢ BapdapuHOoM [74].

Takum oOpa3zoM, coBpeMeHHas TakTuka BejeHus namueHToB ¢ OOO He umeer
YHUBEpCAIbHBIX ToAX0n0B. Kaxmoro mammenta ¢ OOO HYXHO paccMaTpuBaTh
VHJIUBUIYAJIbHO, B 3aBUCUMOCTH OT KJIMHUYECKUX ITPOSBICHUN, TEMOJINHAMUYECKON
3HAYMMOCTH UMEIOLIETOC LIYHTA.

KNKOYEBbIE NMOJIOXKEHUA

= OmKkpsimoe 08a1bHOE OKHO He A818eMCsl BPONCOEHHbIM HOPOKOM cepoya, U KaK
CAC ecmpeuaemcs y kazxrooeo wemaepmoeo uenoseka. O HezapawjeHuu 08aibHO20
omeepcmus Kak 06 OMKJIOHEeHUU Om HOPMbL Cledyem 2080pums aullb nocie 1-20
2004 JHCU3HU peOEHKa.

«  Kmunuuecku OOO mManocumMnmomHo u HOIMOMY 00 UHCMPYMEHMANIbHO20
ucciedo8anusi OUACHOCMUPYemcsi peoxo.

«  3anoodospums OOQO cnedyem npu pazeumuu KpUnmo2eHH020 UHCYIbMA,
HAIU4usi MuepeHu u opyaux oonee peoKux accoyuupo8aHHbIX COCMOAHUL
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«  Buwinonnenue cmanoapmuou TT-DxoKI' 60 mmocux cnyuasx Ovlieaem
oocmamouno Onsl nepeuuHol ouacHocmuxu @ynkyuonupyrowezo 00O, 3a
UCKTIIOUeHUeM Uy U3 2pynn npoghecCUoHaIbHO20 PUCKA.

»  Ypecnuwesoonas IxoKI aensemcs 6onee unghopmamusnvim IxoKI -memoodom
ons ouaznocmuxku OOQO, ocobeHHO npu OONOIHEeHUU KOHMPACMUPOBAHUEM U
HA2PY30YHBLIM MECMOM.

« B nacmosawee epema OOO paccmampuearom & pyopuxe KapouaibHblX NPUYUH
Kkpunmoeennvix UHU, kax eapuanm c HU3KOU UIU, NPU ONPEOeNeHHbIX VCIOBUSX, CO
cpeoHell Cmenenbo pUCKa KapouodIMOoIUU 20108H020 MO32d.

«  Ogpghexmusnocmv  npoyedypvl  upeckoocnozo  saxpvimus OO0  0na
npoghunakmuxu noemoprozo uucyroma npu OO0 ocmaemcsi HeonpeoeieHHOU.

«  [lpogpunaxmuxa nosmopnozo uncyioma y nayuenmos c¢ OOOQO, nepenecuiux
Kpunmozeunvlii uncyiom uau THA, mooxcem Ovimb ocpanuyeHa HA3ZHAYEHUeM
0esazpe2anmos npu OmMCYmcmeuu CmaHOapmHuIX NOKA3AHUU K HASHAYEHUIO
AHMUKOA2YTAHMO8, d MAKHCe OMOENbHLIMU KIUHUYECKUMU CUMY AYUSMU.

4.2. AHeBpu3amMa mexxnpeacepaHou neperopoaku

4.2.1. TepMUHONOrNs N HO30J10rUA

AneBpuszma Mexmnpencepanon mneperopoaku (AMIII) sBasercs nepsuuroii
aHoManmedr pazutuss MIIIL. Anatomuuecku AMIIII mnpencraBieHa B BHUIE
svipadicennozo gvinauusanus MIIII, ecnedocmaue uzbvimka mrkanu, yawe 8 npoeKyuu
oganvHou  AmKu. MexXnpencep/iHas —Meperopojka o00yaaeT  ONpeacTICHHOM
KOHTPAKTUIILHOCTBIO M BO3MO>KHOCTBIO COMNPOTHUBJISITECS PACTSKEHHUIO BCIICICTBUE
HEOJTHOPOJHOCTH cTpoeHus [82]. PasHuma B MeEXNpeacepaHOM JIaBICHUH
paccMaTpuBaeTcsl Kak npoBouupyromuid gpakrop popmupoBanus AMIIIL. ¥V nereit 5-
6 et AMIIIT moxeT dhopmupoBatbes Ha MecTe crioHTanHoro 3akpbitust JIMIIIT [83,
84].

Ho 70% AMIIII umeroT OAHO WM HECKOJIbKO HEOONBIITUX OTBEPCTUH, depes
KOTOPBIE MPOUCXOJUT IIYHTUPOBAHUE KPOBHU, M JIOKAJIU3AIUS KOTOPHIX MOXKET HE
COOTBETCTBOBATh MPHHIHUIAM 3MOpHoHambHOro passutus 00O [85]. Takue
BapUaHThI pACCMATPUBAIOT KaK COYETaHNE aHEBPHU3MBI ¢ MasibiMu aedextamu MIIII.

Bmopuunas ~ AMMII  oOycnoBineHa  3a00JI€BaHMSIMH,  BBI3BIBAIOIIUMU
MOBBIIIEHUE JJABJICHHS B TPABOM WJIM JIEBOM MPEACEPAUIX.

4.2.2. PacnpocTpaHeHHOCTb

Csenenuss o pacnpoctpaneHHOCTH AMIIIT 3HaunTeNnbHO BapbUPYIOT B
3aBUCUMOCTH OT TPYIIIBI BBIOOPKH M MeToaa obcnenoBaHus. B obOmieit momymnsiuu
npu aytorncuu AMIIII BcTpewaercss B 1% ciydaeB, Bo3pacTas Mpu CKPUHHHTOBBIX
YII- u TT-2Ox0KI" uccnemoanusx a0 4,9% u naxe 10% [86, 87, 88, 89].
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4.2.3. Knaccudpukauyus

CoBpemennas knaccudukanuss AMII mpenmonaraer nsate Ttunos AMIIII
(tabm. 4.11) [90, 91, 92, 93].

Ta6auna 4.11 - Knaccudukanus aneBpusm mexxnpeacepanoit neperopoaxu (Olivares-Reyes
A.etal., 1997)

Tun

IxokapauorpapuuecKkas XapakTepucTUKA
aHeBPU3MBI pauorpad p p

Tun 1R

Bri6yxanne AMMII ot cpennHHON JTUHUYU TIPEACEPAUi B IpaBOE MPEICePane
B TEUCHUE KapAMOPECIIUPATOPHOIO LUKIIA.

Tun 2L

Brioyxanne AMMII ot cpennHHOM TUHUY NPEACEPAUIA B IEBOE MIpeicepane B
TE€YEHHUE KapAHUOPECIIMPATOPHOTO LIUKIIA.

Tun 3RL
MakcumansHas skckypenss AMIII x mpaBoMy npeacepanro ¢ MEHbIIER
HOCIIEAYIOLIEH KCKYypCUEH B JIEBOE NPEACEPAUE.

Tunm 4LR

MakcumMasnbHasi 3KCKypCHUsi aHEBPU3MBbI B CTOPOHY JIEBOTO IIpEJICEpIus C
MOCJIEAYIOLIEH MEHbBIIEH SKCKYpCUEH B CTOPOHY NIPABOT0 MPEACEpAns

Tun 5
AMIIII aBmxeTcs ABYyHANpPaBICHHO M HA PAaBHOE PACCTOSIHUE KaK B CTOPOHY
MPaBoOTO, TaK U JICBOTO MPEICEPANI B TEUCHHE KapIUOPECTUPATOPHOTO UK

Sefesfsrfes|Ss

Beinensror aokanvhvii mun AMIIII, KOTOPBIM COOTBETCTBYET YACTUYHOMY, U
2eHepanu3o8anHvlil.  — TonHOMY BoBieueHuto MIIIl B aHeBpu3MaTuueckoe
BhIMstunBanue [94].

4.2.4. dxoKl-gnarHoctuka

Obwue nonoxcenus. Ilpm TT-DxoKI' ucnons3yrorcs IxoKI'-ceuenus mis
puzyanuzauun MIIII — neBas mapacrepHanbHas NO3WLMS IO KOPOTKOM OCH,
anukanpHasa u cyokocranbHas 4KI1.

Ha puc. 46 - 4.10 mupencraBiaensl OxoKI-uzobpaxenus (TT-DxoKI')
nokaneHoi AMIIIT (tun 1R, 2L, 3RL, 4LR, 5), nonydennsie U3 anukanbHou 4KII
(uz Jatav R.A. et al., 2014) [13].
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Pucynok 4.8 - Tun 3RL  Pucynok 4.9 - Tunm 4LR Pucynoxk 4.10 - Tun 5

Ha puc. 4.11 — 4.15 3OxoKI-uzobpaxenus (TT-DxoKI') eenepanuzosarnnoti
AMIIIT - tunt 1R, 2L (anukanbhas 4KIT), 3RL (a) (4 KAII) u (b) (cyOkoctanbHas
no3unus), 4LR (a) (anukansHas 4KII) u (b) (mapacrepHanbHas MO3UIMS HA YPOBHE

AO no xopotkoit ocu), 5 (cyokocranenas 4KI1) (uz Jatav R.A. et al., 2014) [94].
T &'

Pucynok 4.13 - Tunt 3 RL (a) u (b)

42



Pucynok 4.14 - Tun 4LR (a) u (b) Pucynok 4.15 - Tum 5
Upecnuwesoonas IxoKI" (UI1-Ox0KI") obnamaeT 60mbiiel 4yBCTBUTEIBHOCTHIO
B pacno3HaBannu AMIIII, a Taxke MO3BOJIAET BBIIBUTh COCTOSIHUSA, KOTOPBIE YacTO
coueratorcst ¢ AMIIII u He Bcerma xopowmo Buszyanusupyrorca npu TT-DxoKID
(000, Bropuunsiii nedpext MIIIT). Bmecte ¢ Ttem, npu UII-OxoKI' yBenuuuBaercs
PHUCK TOJIYYEHHUSI JIOKHOIOJOKUTENBHBIX pe3yabTaToB auarHoctuku AMIIIL, takxe
kak rnpu TT-DxoKI' — 10)KHOOTpHUIIATENBHBIX.

IxoKT-ouacnocmuueckue kpumepuu AMIIII.  JInutenbHOEe BpeMsl  «30JIOTHIM
crangaprom» OxoKI'-mumarnoctukn AMIIII cunTanuce Kputepuu, NpenIoKEHHBIE
Silver M.D. u Dorsey J.S. (1978 r.) (puc. 4.16):

- MAKCHMaJIbHasl DKCKYypCHUS aHEeBpHU3MaTndecKoro BoistunBaHus B [111 wmm JIII
> 10 MM, nnu o6t pasmep skckypeuu B T vim JIIT > 10 mm;

- JUTMHA OCHOBaHUs aHeBpHU3MbI Ootiee 15 mm [83, 93, 95, 96].

AHeBpHM3IMa

MpaBoe

npegcepave Mpasoe

npejcepaue

'
4

c

Neeoe
npeacepaue

,

NeBoe
exxnpeacepaHas npeAcepane
neperopopka
Pucynok 4.16 — Cxemaruunoe wuzoOpakenne AMIIIl u ee OCHOBHBIX KOJUYECTBEHHBIX

mapaMeTpoB: a — BCJIMYMHA 3KCKYPCHU aHCBPHU3MblI B OJHY CTOPOHY, b- BennunHa 9KCKYpCHUHU B
ImpaBoC M JICBOC IMpcaACCpansaA CyMMApHO, C — JJIMHAa OCHOBAaHHA aHCBPHU3MbI (adanmupoeauo us
Agmon Y., 1999] [98].

B nocnenyromux padotax ocHoBHble mapamerpsl AMIIII BapbupoBanu kak B
CTOPOHY yBeJIHUEHUS, TaKk U yMeHbleHus [23, 97, 98, 99, 100, 87, 94].
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B cootBerctBUM ¢ pekomenaarusmMu o IxoKI' nuarnoctuke 2015 r., AMIIIIT
JAATHOCTUPYIOT MPU BENUYUHE MAKCUMATbHOU dKCKypcuu yacmu uau eceu MIIII &
cmopony JIII unu npasoco npedcepous > 10 mm unu cymmapno > 15 wm.

Jluamemp ocHosaHusi amespuzmvl 8 Kauecmee Kpumepus OUACHOCMUKU He
npusooumcs [3].

B ciydasix MeHbIIIel 3KCKypCHH TPUMEHSIOT TePMUH «mobunvnas MIITITy [101].

B cmanoapmuwiii npomokon IxoKI' uccredosanus 1enecooOpa3HO BKIIOYATH
napaMeTphbl, ykazaHHbIe B Ta0JI. 4.12.

Ta6auua 4.12 - OcHoBubie napameTpsl IxoKI -uccnenoanus npu Beisinennn AMIIIT

ITapamerp

1. | Tun aneBpu3mbl 1o kinaccudukanuu Olivares-Reyes ¢ coat. (1997)

2. | JlnuHa OCHOBaHHUS aHEBPU3MEI C ompeseneHueM Bosiedenuss MIIII B aHeBpU3MaTUYECKHI
nedeKT (JlokaabHas UM TeHepaIu30BaHHAs )

3.| MakcuMmanbpHas BelMYMHA IIPOBUCAHUS B MOIOCTh Ipeiacepaus (OuazrHocmuueckui
kpumeputi - Oonee 10 MM) / cymMmapHas aMIUIMTyAa SKCKYpCUU (OuacHocmuueckutl
Kpumeputi - 6osee 15 Mm)

4. | Hamuume wnm oTCYTCTBME LIyHTHpYRomero cOpoca uepes AMIII, B ciywae cbpoca
yKa3aTh:

a) BUJ W KOJHMYECTBO IIYHTUPYIOIIUX COPOCOB (MHOXECTBEHHBIC (EHECTpaIuH,
equanuHbd [IMIIIT, OOO);

0) HampaBiieHue cOpoca (JIeBO-TIPaBhIii, MPaBO-JIEBbIM, CMEIIAHHEIH );

B) pazmep AMIIII (irro6oii ¢ nedexrom TKanen) mwim GyHkuonupyromero OO0 (ot 1 MM
1o 19 mMm 6e3 nedexra TkaHei);

r) [ TeMOJAWHAMHYECKH 3HAYMMBIX COpPOCOB - TpaHCCENTalIbHBIM rpaaueHt, Qp/Qs,
JaBJICHHE B JIETOUHOI apTepuu, JOMOJHUTENbHbBIE CTPYKTYpbI B T1I1.

4.2.5. KnuHnyeckas ouarHocTuka

B  OompmmnHcTBe cimywaeB  AMIIIL  mpotexkaer  OnarompusitHo,  0e3
reMOJIMHAMUYECKUX U3MEHEHUN U KIuHu4YecKoi Manudecramuu. [lpu ayckynpranuu
AMIIIT moxer OBITH 3amoOJ03pe€HAa MO HAJWYHIO IIMEIYKOB BJIOJL JIEBOTO Kpas
IPYAMHBI, aHAJIOTUYHBIM TakoBbIM pu [IMK.

CymectBytoT nanusie o cBsizu AMIIII ¢ npencepIHBIMU HApyIIEHUSIMH PUTMA,
n3menenusimu 3yora P na OKI' [99]. Yacro BcTpeuaercsa 6smokana [THIIT — B 21,9%
ciyyaeB  [102]. Jdetm ¢ AMIII npeapacnonoxeHbl K pa3BUTHUIO
CYIPaBEHTPUKYJISIPHBIX apPUTMHIA, CHHAPOMA C1a00CTH CHHYCOBOTO y3i1a [84].

Anespuzma MIIII ywacro coueraercsa ¢ apyrumu CAC m nmpuznakamu HHCT.
[Ipu BhIBICHUU (DEHECTpAIUil C aHEBPU3MATUUECKUM BBIMSTYMBAHUEM KJIMHUUYECKOE
3nauenne AMIIII, kak u npu uzonuposanHoM aedexre MIIII u pyHkmoHMpyroIEM
00O, Oyner omnpenensaThcs HE TOJBKO €€ pa3MepaMu, HO U 00beMOM cOpoca uepes
uMeronecs GeHecTpaIlum.
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3HaunMo Bo3pacTtaeT kimHu4yeckas 3HauuMocts AMIIII npu OOO, cetu Kuapu,
ymmuaéaaom EK [103, 104, 51]. Jdamsbie o B3ammocBszu AMIIIT u TIMK
MHOTOYHMCJICHHBI, HO HeoaHo3Hauynsl [105, 106, 107, 108, 109, 110, 100]. V nun
MOJIOZIOTO BO3pacTa OTMEYEHa B3aMMOCBSI3b AHEBPU3MATHUUYHOM WM MOOWJIBHOU
MIIIT ¢ IIMK wu 6a3aibHBIMU W/UIH MHOKECTBEHHBIMH JIOKHBIME xopaamu (JIX) [1].

4.2.6. CocTtosiHUA, accoununpoBaHHble ¢ AMII, ocnoxHeHus

Cssazo AMIIII ¢ nepsuunvivu KH. Metaanamm3 uccnenoBanuii J.R. Overell ¢
coart. (2000) [39] mokazan CymecTBeHHOE TMOBBIMICHUE PUCKA PA3GUMUS UHCYIbMOB
npu Hamuuuun AMIIIT u OOO. ITlpuyeM, COOTHOIIEHHE PUCKOB B CyOrpynioBOM
aHaju3e JUIA Juil mutaamie 55 et Obuio paxke 6ombine mpu AMIII, wem mpu OO0,
MaKkCUMaJIbHO yBenuuuBasich npu couetaHun AMIIIT u OOO. B uccnenopanum Y.
Agmon c¢ coaBT. (1999) [98] Takxke ObUIO OIpeseaecHO AOCTOBEPHO Oojiee yacToe
BbisiBiieHne AMIIII B rpynme nmanueHToB, nepenecuux HHCyabT u/mmm THUA Bo Bcex
MCCJICIOBAaHHBIX BO3PACTHBIX KaTeropusx (ot 45 mo 85 ner).

Cease AMIIII ¢ emopuunvivu KH. WccnepoBanue Lamy et al. (2002)
MPOJICMOHCTPUPOBAJIO HApPaCTAaHWE BEPOSATHOCTU TMOBTOPHOTO MHCYJIbTa MPHU
couetanun AMIIII 1 OOO B 7 pa3 mo CpaBHEHHIO C PUCKOM HHCYJbTA IPH
nzonupoBanHoM OOO, necmoTps Ha npuem 300 mr acnmpuna [7/1]. B nenowm,
AMIIII, napsay ¢ mobunbHOM MIIII u paszmepamu OOQO sBISAIOTCS, MO JAHHBIM
MyibTUBapuaHTHOTO aHamm3a J.Y. Lee c¢ coaBr. (2010), He3aBUCHUMBIMHU
MPEeIUKTOpaMHu OBTOpHOTOo nHCybTa mpu OO0 [111].

Cease AMIIII ¢ muepenvlo PacCMATPUBAETCA TOJIBKO B KOHTEKCTE €€
accoranuu ¢ pynkiuonupyromum OO0 [40].

4.2.7. CtpaTudmkaumsa pucka, nporHo3

dopmanbHO,  corylacHO  oOmenpu3HaHHoW — kjaccudukaruu — TOAST
natoreHeTrueckux noatunos MU [63] anespuzma MIIII, Tax xe, kak 1 OO0, MOXeT
OBITh OTHECEHA K (haKTOpaM HHU3KOTO, a MPU OMPEIACICHHBIX YCIOBUIX (CM. pas3zieln
4.1.8), x cpenHelt creneHu pucka WHCynbTa. Puck IID cymiecTBEHHO BO3pacTacT B
cilydae MPUCYTCTBUA BbICOKO moaBmwkHON MIIII (cmocobcTByrOT Oosiee mupoKomy
orkppiTito OO0  wimm  yxyameHutro — cucronuuecko — ¢yHkumm  JIIT),
00yCJIOBIMBAIOIICH TUM 3aMeJieHne KpPOBOTOKa  CO CIIOHTAHHBIM
KOHTPaCTHUPOBAHUEM, UTO TOBBIMIACT PUCK TpoMOooOpa3oBanus B JIIT [1, 112].

C no3umuit  rereporenHoctd MW, AMIII gnexur B OCHOBE €ro
Kapan03MOOIMYECKOr0 MAaTOreHETHYECKOro moATuma [64].

Mobunvnasa MIIII camoCTOATENHLHOTO 3HAYEHHUS HE MMEeT. ACCOLIMHPYETCS C
MpeCePIHBIMA APUTMHUU U C TIPOTPECCUPYIOITNM TIOBBIIIICHHEM JABJICHHSI B TTOJIOCTH
JIT wnum T, npu Hanuuuu cOpoca yepes Hee.
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4.2.8. Noaxoabl K Tepanuun
Mec)ummeﬁmoaﬁaﬂ mepanus. AHTI/IanefaHTHa}I TCpalusa IHalnucHTaM C
n3osmpoBanHo AMIIII e nmokazana.

Xupypeuueckue emewamenvcmea. Ilpu TpanckarerepHoMm 3akpeiTuu 00O,
coueratomierocss ¢ AMIIII, oTMe4eHO 3HAYMUTENBHOE CHHUKEHHE AMIUIMTYIBI €€
KOJIcOAHUH M CHIIKCHHE BEPOSITHOCTH IMOBTOPHBIX AMOOIHMYECKUX 3mn3070B [113].
Bwmecte ¢ Tem AMIIII accoumupoBana ¢ GOJbIIeH YacTOTON pe3uIyalbHbIX IIIYHTOB
mocye 4peckokHoro 3akpbituss OOQO, naxe NOpHU HCNOIB30BAHUHU OKKIIOAEPOB
MaKCHMaJbHOTro Auamerpa [114].

KNKOYEBbIE NMOJIOXKEHUA

. AMIIII sensemcsa nepsuunot aumomanuet pazeumusi MIII, a npu Hanuyvuu
GeHecmpayuti  Modxcem paccMampueamvpCsi KAk — 8ApUAHM  MeHCnpeocepOHbIX
kommyHuxayuu Hapaody ¢ OOO u JIMIIII.

. Uncmpymenmanvuas ouacnocmuxa AMIIIT oonxcna exmrouams TT-OxoKT,
npu Heobxooumocmu - YII-OxoKI, ¢ ykaszanuem muna awespusmvl, pamepa
axcKypcuu 3a aunuro MIII1L

. Buisignenue AMIIII  nodpasymesaem yeneHanpasieHHvili. NOUCK  HPOYUX
medxcnpeoceponvix  kommyHukayuii u CAC ¢ ucnonvzosanuem HII-OxoKT,
npumeHeHuem npo8OKAYUOHHBIX MeCmos.

. Couemanue AMIIII u OOO cywecmeenno nosviuiaem puck passumus
UHCYTIbIMOB.
. Anmuaepecanmuas mepanus nayuenmam ¢ usoaupoganunou AMIIII wne
NOKA3aHa.

4.3. CETb CHIARI (Knapw)

4.3.1. AHaTomuna n amépuonorus

Cern Chiari (Kuapu) sBnsercs octaTKOM SMOpPHOHAIBHOTO MPABOro KiamaHa
BEHO3HOTO (KOPOHApPHOTO) CHMHYCa W 00pa3yeTcsi B cliydae HEIMOJIHOW pe30pOuuu
nocienHero. Anatomudecku cerb Chiari mpeacraBieHa HempaBWIBHOW (HOPMBI
CETEeBUJHOM CTPYKTYpOI, KOTOpasi COCTOUT M3 MHOXECTBa (POPO3HO-HUTEBUIHBIX
W/WIM MeMOpPaHO3HBIX KOMITOHEHTOB [115].

Hcxons u3 obmactu eBcraxweBa kiamaHa, Cerb Chiari MoxeT KpemuThCs B
paznuuHbiXx othenax [l - k kimamaHy KOPOHAapHOTO CHHYCA, TEPMHUHAIBHOMY
rpe0HI0, PaCIOJIOKEHHOMY B 30HE YCThS BepxHed mosoit BeHwl, MIIII, crtenke
camoro npeacepaus [116, 117].

Pasmepsl cetu Chiari BapuabenbHbl 1 MOTYT JocTHraTh 6 cM [118].
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4.3.2. PacnpocTpaHeHHOCTb

OOmast MmomyJsIMOHHAs PacpoCcTpaHeHHOCTh ceTr Chiari cocraBiseT 0Ko0JIO
2% [119]. [To MopdoIOTHUECKUM UCCIICAOBAHUSAM YacTOTa BhIsSBiIeHUs ceTu Chiari
konebnercs ot 1,3 mo 4,0%, mpu Oojee CTPOroM TOIXO0ME K JHATHOCTHYCCKUM
kputepusim — 0,34% [120]. Yacrora BeisiBnenus no ganabiM TT-OxoKI™ komeGmercs
ot 0,3 o 9,5%. [Haunbsle poccuiickux ucciuenosareneit - 0,9% npu TT-DxoKI™ u
1,6% - mpu YTI-DOxo0 KI" [121].

BapuabenpHocTh 4yacTOThl BhIABIICHUs ceTd Chiarli cBs3aHa ¢ TeMm, 9TO Ps
aBTOpPOB Hapsay ¢ ceTbio Chiarl yuuThBaloT mpoune OCOOCHHOCTH M aHOMAJIHMH
CTPOCHHMS BEHO3HBIX KJIallaHOB, 4Yallle BCEro CBCTaxueBa kiamaHa [122].
PacripocTpaHeHHOCTh HE UMEET BO3PACTHBIX M TeHAepHBIX paznuumii [119]. Yacro
cetb Chiari muarnoctupyrot BMecte ¢ OO0 (83% ciyuyaeB, KOHTpoJb 28%), AMIIIT
(21%, koHTpOIH 1,6%), eBcTaxueBbIM KilananoM (79%) [119, 123].

4.3.3. AxoKl-gunarHoctuka

Jna Busyanmsanmu cetr Chiari npu TT-DxoKI' ucHosb3yroT MO3UIMH, B
KoTopbix 00bryHO wuccnenyercs [II: anuxanonas 4KII, moouduyuposanuas
napacmepHaibHas OUKasaIbHAs NO3UYUsl U Kopomras ocb Ha yposHe AoK u3 nesozo
napacmepHaibHo2o 0ocmyna, a makdce cyokocmanvHvle nosuyuu (4KII, onunuas
0Cb HUJICHEll NOJI0U 8elbl U KopomKkasi oce Ha yposne AoK) (puc. 4.17).

_— Orkpbitoe
oBafibHoe
OKHO

BepxHaa nonad
7

Pucynok 4.17- Cets Chiari (ctpenka) B Pucynoxk 4.18 - Cerp Chiari B mnpaBom
npasoM npencepauu npu TT-OxoKT™ u3 npencepanu npu YII-OxoKI' (3aumcmeosano usz
cyokoctansHoit 4KII. Chevallier S., Cook S. 2011 [124]).

st oyenxu mecma npuxpenienusi cetu Chiari HEOOX0IUMO nOAUNOZUYUOHHOE
uccneoosauue, C BKIIOUYCHHEM TIPOMEKYTOUYHBIX TMO3MIMM, TaK KaK €BCTaXHEB
KJIallaH, KJallaH KOPOHApHOI'O0 CUHYCA, JIPYrHe BO3MOKHBIE MECTA MPUKPEIUICHUS
ceru Chiari He BU3yaTM3upyrOTCS B OJTHOM TIOCKOCTH.

3D-DOxoKI-uccnenoBanrie  TO3BOJSIET B psiie  CIy4aeB  IPEOJ0JICTh
BBIIIICYKa3aHHOE orpaHuyeHne 2D-ckaHupoBaHUS M YCTAaHOBUTH MECTa KPETUICHUS
ceru Chiari.

IIpu YII-Ox0KI 0oCHOBHOM SIBJISIETCS MO3ULIMS U3 CPEAHUX OT/ACIIOB IHUILEBOAA,
B KOTOpPOM BU3YaJIU3UPYIOTCS 3anHue U HuxkHHEe oTAenbl IIII B 30He BnameHus
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HIKHEW 100 BeHbl (OMKaBajbHas MO3UIMS U MO3UIUS KOPOTKOM OCH Ha ypOBHE
aoptel) (puc. 4.18). Tak Kkak B YKa3aHHBIX TMO3UIMAX OOBIYHO ydAETCS
BU3YaJIU3UPOBATh TOJIBKO OJIHO MECTO mpHKperuieHust cetu Chiari k eBcTaxueBy
KJalmaHy, TO CO3JaeTcs BIedarieHue, yto cetb Chiari cBobomHo Quotupyer B
nosioctH I1I1. OueHuTh ycThe KOPOHAPHOTO CHHYCAa HAMTYUIIMM 00pa3oM yIaeTcs U3
CpPEeIHUX OTJEJOB IMHUIIEBOAA B YeThIpexkaMepHoi mo3unuu. [Ipu 3ToM HeoOXxoauMo
pOTHpOBATh JaTyuK BIpaBo no0 nonydeHus [II1 B mentpe skpana. [lanbHeitmias
MoAU(UKALMS TO3UIMU IyTEeM BBEICHUS JaTuyMKa WIM OTKIOHEHHUS €ro HazaJ
M03BOJISET BBIBECTH KOPOHAPHBIH cuHyc [121].

Buiasnenue nuneinvix biCOKONOOBUNCHBIX CIPYKMYP 6 VKA3AHHbIX NOZUYUAX C
UX NpuKkpenjieHueMm K eecmaxuegy KIanamy, Xapakmepusyloujuxcs KHYMOSUOHbIMU
OBUIICEHUSIMU, NO380.J5em 3ano0o3pums Haaudue cemu Chiari.

4.3.4. KnuHnyeckoe 3HayYeHue

Knuanueckoe 3HaueHune cetu Chiari B mepByro odepe/ib OnpeeisaeTCs 6biCOKOU
conpsixcennocmoio ¢ 000 [119]. Jlo  82% mamuMeHToB, OTOOpPAHHBIX IS
sHIOBacKy/sipHOro 3akpbiTuss OO0, MMET eBcTaxweB KiamaH win ceth Chiari
[125]. Tlpu wammumu cetu Chiari y mamuentoB ¢ OOQO wuaiie BBISBISETCS PaBO-
JIeBOE IIYHTHPOBAHWE, YeM TPHU €€ OTCYTCTBHU. EBcTaxweB kiaman u ceTh Chiari
CIIOCOOHBI ~MPEMSATCTBOBATh 3aKPHITHIO OBAJIBHOTO OKHA, TIpeapacroiaras K
dbopmupoBanuto aneBpuszMbl MIIII u mapagokcanbHON 3MOOJMM, HAMPABIISS MOTOK
KpoBH U3 HkHEN nonor BeHbl K MIIIIL Takxke ycraHOBIEHA CBSI3b MEXAY HAUIMYAEM
ceru Chiari u murpensio ¢ aypoii y maruerros ¢ OOO [125].

OnucaHbl clydau uH@exkyuonnoz2o sHooxkapouma ¢ nopaxkenuem cetu Chiari
[126, 127, 128]. Cerb Chiari MoxxeT BBINISIET MTOJO0HO 01YX01€60MY 0OPA308AHUIO
U TEM CaMbIM MPUBOIUTH K JIOXKHOMY AuarHo3y [121, 129].

C mosutuii mpombosmboruueckux ociodxchenusi pois cetu Chiari nosika. C
OJIHOW CTOpOHBI, ceTh Chiari MoxeT crmoco06cTBoBaTh (OPMHPOBAHUIO TPOMOOB IN
Situ, ¢ Ipyroi — BHICTYIaTh B KA4E€CTBE JIOBYIIKU T TPOMOOIMOOIIOB, MPEIOXPAHSIS
namureHTa ot (aranpHort TOJIA [130, 131, 132, 133]. IlpuBoasarcs naHHbE 00
orpeiBe ¢parmenToB cetu Chiari ¢ ux mocnenyromeii murpanueir B erkue [121,
134].

B  kauecTBe  BO3MOXHBIX TOpUYMH  apuT™MoreHHoctd ceru  Chiari
paccMmarpuBaeTca TecHas B3auMOCBA3b 3ToM CAC ¢ apUTMOrE€HHBIMH Y4YacTKaMu
BEHO3HOTO CHHYCa, a Takke (aKT HAIUYUS MHUOKAPJAHAIBHBIX BOJIOKOH B ¢
perukyispHou crpykrype [130, 135, 136, 137].

He nHammmo yOeauTebHOTO MOATBEPIKACHHS MPEAIonoxenue, uro cetb Chiari
MOJKET MPEMSITCTBOBATh KPOBOTOKY [134].

Onwucanbl cly4yan HMHTPAONCPAIMOHHBIX  OCJIOXHEHUH, OOYCIIOBICHHBIX
3ampyoHeHueM Nposedenus Kamemepos B TIPaBble OTAETBl Cepala Wi B

KOPOHAPHBI CHHYC BCJEACTBUE HAIMYHWSA 3TOTO IMpeacepaHoro obpasoBanus [138,
139, 140, 141].
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KINKOYEBbIE NMOJIOXKEHUA

. Cemv  Chiari 3nauumenvHO uawje 6cmpedaemcs 6 COYemanuu C
MeHCNPeOCePOHbIMU KOMMYHUKAYUAMU, YeM U3oauposanro. Buisenenue cemu Chiari
OO0JIHCHO CILYHCUMb OCHOBaHUeM 01 npuyenvbHozo noucka OO0, AMIIII.

. s oyenxu mecma npuxpennenus cemu Chiari He0OX00UMO ROTUNOZUYUOHHOE
uccnedosanue ¢ BKIOYEHUEM He MOJbKO CMAHOAPMHBLIX, HO U NPOMENCYMOUHbIX
NO3UYUILL.

. Knunuueckoe 3nauenue cemu Chiari onpedensiemca 803MONCHOCHBIO
MPOMOOIMOOIUYECKUX OCTONCHEHULL (MPOMO in Situ), UHDEKYUOHHO20 IHOOKAPOUmA,
oughgepenyuanvbHo-0uacHoCmu4ecKUMU MpyOHOCMAMU c PA3TUYHBIMU

BHYMPUNPEOCePOHbIMU 0OPA308AHUIMU (ONYXOIU, MPOMObL, KUCHbL), B03MONCHBIMU
npoodIeMamu npu IHO0BACKYIAPHBIX OOCMYNAX K cepoyy.

4.4, YannHeHHbIW eBCTaxueB KnanaH
4.4.1. AHaTtomua n ambpuornorusa

EBcraxueB knanan (EK) uiau kinanan HUKHEH 1OJI0OM BEHBI MPECTABISIET COOOM
CKJIaJIKy dHJIOKapa mupuHoi B cpeaHeM 10 1 cm. Oyukiua EK B amOpuonansHOM
nepuojie — 0OecnedYeHHe TOKa BEHO3HOM OKCUT€HHUPOBAHHOM KPOBU M3 HIDKHEH
MOJIOW BEHBI K OBaJbHOMY OKHY. [locie poxjaeHus, mpu OTCYTCTBHUU COOOIICHHUS
MEXIy TpeICepAnsiMU, 3Ta (PYHKITUS 3aCIIOHKH TEPSIET CBOE 3HAYCHHE U MOCTEIIEHHO
PYAUMEHTUPYETCH.

Anaromuss EK BapmabGenbna. IlaTosioroanaromMudeckd Hambojee YacTo
OIMMCBIBAIOTCS MEMOpPAHO3HBIM THI M B BHje rpedemka (xpedra) [142]. Cpennss
mmHa EK okoio 3,6 MM.

Yonunennvim cuumaemcsa knanan 6onee 10 mm ¢ ouanazonom om 1,5 0o 23 u
oadxice 35 mm [143, 144, 145].

4.4.2. PacnpocTpaHeHHOCTb

[Tpu MomyAIMOHHBIX UCCIEIOBAHUAX C UCIOJIb30BaHUEeM IDX0KI' yminHEeHHbIN
EK onpenensercs y 0,2 % nacenenus [146]. Yacrora BeisiBiacHUS ymuHeHHOTo EK y
nereit 17,6 — 25,9% (uamie B Miaammx BO3PACTHBIX TPYMIIax 10 5-7 JIeT), Y B3POCIBIX
- 7,4% [1, 84]. Ilo manubIM ceknmoHHOTO Matepuana EK oOnapyxuBaercs y 86%
nereit [147] u 67,5% y B3pocisix [142].

4.4.3. dxoKl-anarHoctuka

Yonmuaennsli EK  Busyanmusupyercs npu  aByxmepHod OxoKI' B Buze
KJ1anaHonoao0Hou crpykrypsl 6osee 10 mm B IIII B obnmacTu BnajeHusl HMOKHEH
1OJIOM BeHbl. MOXKET BBITTIAETh KaK YJIMHEHHAs MOJABW)KHAs WJIM, HAPOTHUB, Kak
MaJIONOABMYKHASE MeMOpaHomnoo0Hasi cTpykTypa. [Ipu 3ToM oTcyTCTBYeT 0OBbeMHast
neperpys3Ka npaBblX OTIENOB cepAlla, XapakTepHas Jig 3HAUMMbIX COPOCOB.
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XopoIyro BU3yaIH3aIiii0 MOP(OIOTUN 3TON CTPYKTYPhl MOKHO TIOJYYHUTh MPU
BHyTpHUcepaedHol (puc. 4.19) u 3D-3xokapauorpadumn [147].

TP Jehn Haddiis Cadard

HUKHAR Nonas P A
BEHa

xopem\
aopTel

TPUKYCNUASbHbIN
KnanaH

- Npaeeln
Kenyaouek

Pucynok 4.19 - H3o0paxeHue, molydeHHOE MPH BHYTpUCEPACUHOU sXOoKapauorpaduu. 30HI
pacnonoxken B IIII. Ha pucyHke cxematnuHo mnpeacTtaBiieHa aHaromusi EK, BeICTynaromero us
HWOKHEH 10J10#1 BeHbl B HibKHelH yactu MIIII (zaumcmeosano uz Vale T. A. et al., 2011) [148].

JUist onTMMHM3alMyd BU3YyalIW3alUd MCHOJB3YIOT CYOKOCTalbHbBIE MO3ULIUU C
JOKAJIM3alMed MeCTa BIAJECHUS IOJBIX BEH B MPABOE MPEACEPANE W BEPXYLICUHAS
4KII. B nuddepenunanbHo-AuarnocTuueckux cutyanusax npoogutcs UII-OxoKI
(puc. 4.20).

Pucynox 4.20 — bukaBanmpubie mo3unmu npu UII-OxoKI' (IVC-awxnuss momast BeHa, SVC —
BepxHsisl monast BeHa, LA —neBoe mpencepaue, RA — mpaBoe npeacepaune, AS — MeXIpeacepaHas
neperopojka, Eustachian Valve - eBcraxue kinaman, Crista Terminalis — morpaHu4HbIi TpeOCHB )

4.4.4. KnuHn4yeckoe 3HayYeHue

VY nmunennsiii EK He nmeeT crienmupruueckux KIMHIYECKUX MPOSBICHUH.

[Ipu BO3HUKHOBEHUH MPaBO-TeBOTO cOpoca kpoBu uepe3 MIIII ynmuaennsii EK
MOKET  CIOCOOCTBOBATh  BO3PACTAHHWIO pPHICKAa  TapaJoKCAIbHONW  3MO0JMH,
accoruupoBantoir ¢ OO0 [148, 149]. Ilpu OAHOBPEMEHHOM COYETAaHHH TPEX
anomasimii — ymimHeHHoro EK, aneBpuszmbel MIIII n1 OOO y MOJOIBIX JIMI[ 4acTO
OTMEYAIOT KJIMHUYECKUE TIPOSIBICHUs] B BHUAEC Ie(aJriyeckoro CHHIAPOMA,

50



CUHKOIIAJBHBIX COCTOSIHHM, KOTOPBIE OMOCPEIOBAHHO MOTYT PacCMaTPHUBATHCS Kak
CIIEZICTBHE MHKpPOTPOMOO30B B 0OJBIIOM Kpyre KpoBooOparmieHusi [1]. EBcraxues
KJIaTlaH MOXKET SBIIATHCS CyOCTpaTOM JIJisi 00pa3oBaHMsi TPOMOOB, YTO aCCOIMUPYETCS
C JIerouHbIM TpoMOosMOoam3mMom [150, 151, 152].

[lepcuctupytomuiit EK Gonpmmx pa3MepoB MOXKET BBI3BIBATH 0OCMPYKYUIO
Hudicretl nonot BeHsl [153, 154] nau nepeHanpaBisaTh KPOBb U3 HIDKHEH IOJIOH BEHBI
B JIIT uepe3 nedext MIIII, Bei3bIBas mosiBiacHue yuanosza [155, 156].

Onucanpl KJIMHUYECKHE Cciaydam oOpasoBanuss Ha EK onyxonesvix u
nces0oonyxonesvlx obpazosanuti (MUKcoMma, (puoOposnactoma, kucrta) [157, 158,
159], pazsumus ungexyuonnozo sndoxapouma [160, 161].

Wmerotcss gaHHBIE, YTO 3Ta CTPYKTypHas aHOMAalds MpeapacroiaraeT K
CYNPABEHMPUKYIAPHbIM — apUmMMUsM, C Haubonee BEpPOATHBIM PEePICKTOPHBIM
naTo(QU3UOTOTUIECKIM MEXaHU3MOM BCIEACTBHE pAa3ApPAKECHUS MEHCMEKEPHBIX
oOpa3zoBanwmii peacepans [162, 163].

YcranoBnena  cBa3p  Mexay — ymmHeHHeIM  EK mw mposancom
aTPUOBEHTPUKYIIIpHOTO KianaHa [164]. YV obcnenoBanubix ¢ 3toii CAC 10CTOBEpHO
Yale BBIABIISIIOTCS JJOOABOYHBIC MAMWIUISIPHBIC MBIIIIIBI, a TAKKe 0a3aibHbIC JTOKHBIC
xopasr [1].

VY munennsii EK pu 9xoKI™ MokeT ObITh OITMOOYHO MPUHST 32 MEPETOPOAKY
npu TpEXKAMEPHOM TIPEACEPANH, ONYX0Jb WK TpoMO mpeacepaus [165, 166, 167].

Pucynok 4.21 — ®denomen «iactroukuHa xBoctay mpu UYIl- OxoKI (A) u TT-DxoKI (B)
(3aumctBOBaHO m3 Yavuz T. et al. [165]). EK BusyanusupoBaH B BHUJIE PUTHIHOU
MeMOpPaHOOJOOHOM CTPYKTYPHI (CTpenika Ha puc. B) Mex 1y IeBbIM U MpaBbIM MpeICepAusIMU

B cnywae, korma KiamaH MaJONOABHXEH, TO €cTh mnpupacraer k MIIII,
MOSIBJISIETCSL  dXokapauorpadpuueckuii  (PeHOMEH  «WIACTOUYKHMHOTO  XBOCTay.
CunonuMamu 3TOoro (eHOMEHa B JUTEpaType SIBISIOTCS ‘‘TICEBIOTPEXIPENCEPIHOE
cepae» u «yapoennas MIII» (puc. 4.21).

J106aBOYHYIO TKaHb MPUPOCIIETO K MEePEropoaKe KiaraHa ciaeAyeT OTInYaTh OT
MaJIbIIO3UIMHU, JACBUALIMM U AaHOMAJIbHOTO MPHUKPEIUICHUS] MEPBUYHON MEPETOPOJIKH,
KOTOPBIE YaCTO COYETAIOTCS C AHOMAJIbHBIM JIPEHAKEM JIETOYHBIX BEH, CUHJIPOMOM
TUIOIUIa3UM JIEBOTO cepaua, ToHHeNbHBIM OOO u naror ananoruynyro IXoKI'-
KapTuHy naHHoro ¢enomena. [Ipu coueranuu ¢ JIMIIII caumkom NIMHHBIA KI1ariaH
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crocobeH mpoHukate uepe3 nedekt B JIII u mpupactaTe K yCThSIM JIETOYHBIX BEH.
Taxue BapuaHTbl HEOOBIYHOW MOPGOIOTUU MPHUPOCIIETO K APYyruM cTpykrypam EK
BBI3BIBAIOT 3aTpyAaHeHuss npu OxoKI, co3maioT TpyaHOCTH XupypraMm TpH
MaJIOMHBA3MBHBIX BMEIIATEIbCTBaX W ToBbIIaoT puck I[13 [168, 169, 170].
Bo3moskHa ommbounas xupyprudeckas Qukcanus nepcuctupyromero EK, koTopsiit
MOkeT ObITh TpuHAT 32 MIIII ¢ mocnemyromeit oOCTpyKIMeld MOTOKa U3 HUIKHEH
0J10¥ BeHbI [171].

C EK MoryT ObITh COMNPSDKEHBI pAJl MHTPAOIEPAIIMOHHBIX 3aTPYAHEHUN Mpu
YpPECKOKHOM 3akpbiTuu faedexra MIIIT [172, 173], ummiaHTanuu 3JI€KTPOJIOB MPHU
KapauoctTumyisiiuu - [174], packpbhlTUM MOPaBOTO MPEACEPAHOTO JHCKAa MpHU
TpaHckarerepHoMm 3akpeitTun OOO [175]. IlocieonepallMOHHBIA MEPHUOL MOMKET

OCIIOKHATHCSA (POPMHUPOBAHUEM PE3UAYATHHOTO IIYHTA TOCTE YCTAHOBKH OKKJIIOAEpa
[175].

KNKOYEBbLIE MNO3ULINNA

. Eecmaxues knanau sensiemcs pyoumMeHmapHou, aHamomMudecku 8apuadenbHou
CMPYKMypoll.

. Cumnmomamuka U KIUHUYECKOe 3HAYeHUe ONpeoesiomcs 8 OO0NbUUHCIEe
cayuaes accoyuayuetri ¢ npouumu CAC, mpyonocmamu 6 oughghepenHyuanbHot
IxoKI-0uacnocmuce, B03MONCHBIMU OCTIOHCHEHUSMU, npeaicoe 6cezo
MpomMOOIMOOIUYECKUMU, A maKdce npooaemamu npu  UHMPAONEPAYUOHHBIX
MAHURYTIAYUSIX.

5. Mponanckl KnanaHoB

5.1. Mponanc muTpanbHOro KnamnaHa

B xnuHuueckod mnpakTuke Tpedyercss auddepeHunpoBaTh MEPBHUYHOE
MpoJlabupoBaHue CTBOPOK MutTpanbHoro kinamaHa (MK), kak camocrosiTenbHOe
3aboneBanue — «curopom IIMK»y», u niponaric / morpannydHbiii mporud crBopok MK,
Kak cTpykTtypHyto aHomanuio cepana (CAC). B  wacrroctu, I[IMK mpu
omnpeneneHubix DxoKI -mapamerpax (MOrpaHUYHOM MPOTAOMPOBAHMHM CTBOPOK 0€3
WX YTOJIIICHHUS W 3HAYUMOW MHUTpanbHOW peryprutairuu (MP)), 6e3 gocTaTodHoro
komnuectBa mnpu3zHakoB CBCT, mnpu HCKIIOYEHUHM NEPBUYHOIO CEMEMHOro
(Mukcomato3Horo / HemukcomaTo3Horo) IIMK, paccmarpuBaercs B pyopuke CAC.
Kpome toro, IIMK B kauectBe CAC HepenKko CONMPOBOXKIACT KIacCUPUIIUPYEMBbIE
MoHoreHnele  cuaapomusle HHCT (CM, COJI wu mnp.) wu  japyrue
HEKJIaCCUPUIIMPYEMBbIE TUCTIIACTUYECKUE CUHIPOMBI U (DEHOTHIIHI.

Ucxons wu3 cnoxHoctu pasrpanndeHus [IMK kak CAC, wim kak
CaMOCTOSITEJILHOTO MOHOT'€HHOTO BapuaHTa (T€HETUYECKU JAETEPMUHUPOBAHHOTO
3abomneBanust), paccMorpenue [IMK B maHHOM pasjenie M3JI0KEHO C MO3UIUNA €ro
BCECTOPOHHHUX NPOSIBICHUM.
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5.1.1. AHaTomMuUAa MUTpPanNbLHOro KnanaHa

Knanannsiit kommieke MK Bkimtouaer GpuOpo3HOE KOJBIIO, CTBOPKU, XOPIBI U
nanwuisipabie Mbisl. Hopmansnoe @ynkunonupoBanue MK omnpenensieTcs: Takxe
cocrostauem muokapaa JIII / JDK, B KoTopblil BHEAPSIOTCS NANMIISIPHBIC MBIIIIIBI
[176].

Jlesoe npeocepoue. Muokapn crenku JIII B BuIe OTACIBHBIX BOJOKOH
[IPOHMUKAECT B KOJIBLIO M aTPHAJIBHYIO IOBEpXHOCTh 3amHerd crBopku MK. Ilpu
mwtatanuu JIIT Moxxer mpoucxoauts pacmupeHue GpuOpO3HOro KoJblia, CMEIICHHUE
3amueir ctBopku MK ¢ passutuem MP. Ilpu mukcomaroznom [IMK waGmromaercs
CMEILECHNUE JINHUM KpEIUIEHHWs 3aaHeu cTBopku oT kosbna MK B cropomy JIII
(aTpuanu3zanusi), 4TO MOXET MPUBOJIUTH K HAPYIICHUIO €€ IEJIOCTHOCTH C
dbopmupoBaHreM TPOMOOB MK KabiiHO3a [193].

Mumpanvnoe konvyo. Konbio MK B ropu30oHTaNIbHOM TUIOCKOCTH UMEET (hopmy,
HAIIOMUHAIOIIYIO JIATUHCKYI0 OykBy D. B carutrambHO# MIOCKOCTH KOJBIIO UMEET
ceioBuAHYy0 (hopMmy. COOTBETCTBEHHO, UMEIOTCSI 00JIee BHICOKO U HU3KO JICXKAIIIHUE
toukn kosibiia MK, uto Baxno misgs OxoKI'- mmarnoctukm I[IMK, nockosbky
pazimuunble OxoKI'-ceueHuss mnpoxoAsT uepe3 pas3iuyHble (BBICOKO WJIM HHU3KO
JICKAIIUE) TOYKH KoJbIla (puc. 5.1).

MepegHe-zagHnii
Avamerp

Pucynok 5.1 — CemnmoBuanas ¢opMa KoJbla
MK. A u P — svicoko nedxcawjue mouxku Koaivya
MK, PM u AL — Hu3zko nedxcawue mouxu
xkoavya MK, A — nepeonuii kpaii konvya, P —
3a0Hul Kpau koavya, PM — 3a0ne-meduanvhas
Komuccypa, AL — nepeone-namepanvHas

Komuccypa (1771, c WU3MCHEHHSIMU
Manesa 3.T". [197]).

PM

BeicoTa

MexKomMuccoy pasnbHbIi
Avamerp

AL

®ubpo3Hoe koapo MK HenmocpeACTBEHHO NEPEXOAMUT B MEPEAHIOD CTBOPKY
MK (uTto moaTBepxkaaeTcsi OOBIYHOM 3aMHTEPECOBAHHOCTHIO OOOMX KJIAllaHOB B
KaJbliMHO3€e), (opmupyst (GuOpo3HOEe coeqUHEHUE, Kpask KOTOPOTO OTpaHUYCHBI
npaBbIM (4epe3 HEro IMpOXOJUT CTBOJN nyuyka [uca) U JneBbIM (PUOPO3HBIM
TPEYTOJIbBHUKAMH.

Hna MK npu Oonesnu bapnoy (Barlow's disease) Oonee xapakTepHO
yBeJIMUEeHUE JuaMmeTpa koJsiblia (= 36 mm) [178; 193], B TO BpeMms Kak IMpu
¢bubposnactuHoBOM HepoctaTouHoctu (PDOH) o He yBenuueH u cocTaBisger 28-32
MM [194].

Cmeopxu MK. Tlepennsis (centaiibHasi) U 3aaHss (3agHeO0KoBasi) ctBopk MK
IPUOIU3HUTENLHO PaBHBI 10 TIomany (4 — 6 cM?). B 3aKpbITOM COCTOSIHMU TIEpEIHSIS
CTBOpKa BU3YaJbHO MOKET OIMIMOOYHO BOCIPUHUMATHCA Kak HMMeEromias OoJbIIve
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pasmepsl. [lo mepumMeTpy KperieHus MepeaHsisi CTBOPKA 3aHUMAET MPUOIH3UTEIHHO
OJHY TPETh OKpYKHOCTH Koibla MK, a nnuHHag u y3kas 3aaHsi1, COOTBETCTBEHHO,
JIBE TPETHU.

Jlmaust cmbikaHus (koamtamuu) cTBOpok MK mmeer apkoBumayio ¢opmy.
Paznuuaror nepegHe-naTepanbHyl0 M 3aJHE-MEIHAIBHYI0 KOMHUCCYPBl — KpaulHUe
YYaCTKH JIMHUU CMbIKaHUs. [I0CKOJIbKY TMHUSA CMBIKaHUS HE JOXOAUT 10 Konbua MK
MPUOJIM3UTEBHO HA 5 MM, TO HET SIBHOW JIMHUM Pa3fiesia MEXIy 3adHeH U epeaHen
CTBOpKaMu. JIMHHS KoanTauuu CTBOPOK 3akpeiToro MK Osaronapsi HaTsSHKEHUIO CO
CTOPOHBI ITOAKJIAITAHHOT O amnmapara HaXOJIUTCS HIKE YPOBHSA
aTPUOBEHTPUKYJISIPHOTO KOJIbIIa B TEYEHHE BCEW CHUCTOJIBI, C HamOoJiee HU3KUMHU
TOYKaMU Ha Tepudepur — B 30HE KOMHCCYp, TaKUM OOpa3oM, 4YTO aTpHalibHas
MOBEPXHOCTh CTBOPOK MPUOOpPETAET CeNNIOBUAHYIO KoHpurypamuto. MHorna B Hopme
CTBOPKHM MOTYT JIETKO Mporudartbes 3a JIMHUIO0 kosiblla MK, HO 30Ha KoanTanuu npu
3TOM OCTAeTCs HIKE YPOBHs KoJiblia [176].

3aaHss CTBOpKA MOApA3JeiseTcs Ha TpU rpeOHs (CerMeHTa) — JaTepayibHBIM
(P1), cpenunnsbtit (P2) u menuanbheiii (P3). Bonbmum sBisieTcss CpeIUHHbBIN TpeOeHb
(oH xe yame Bcero u nponadupyet npu [IMK). [Ipumbikaronume k rpeOHsIM 3aiHEN
CTBOPKHU CEIMEHTBI €JUHON MepeHel CTBOPKU 0003HAYAIOTCSI, COOTBETCTBEHHO Al,
A2 u A3.

OcHoBaHuE CTBOPOK, K KOTOPOIl HE KPEMATCS XOpAbl, 0003HAYAETCs KAK TJIaKast
unu cBoOojHas 30HAa. MHorna HaOMOMAarOTCA JIOKaJIbHBIE KaIIOIMIOHOOOpa3HbIE
BeIOyxanus B JIIT Mex 1y ToukaMu PUKPETUICHUSIM XOp.T K cTBOpKam [179].

[lo ¢popme mpoBucaHusi pa3avyarOT JBa TUIA IPOJIAINICA: MPU OJHOM CTBOPKH
KjanaHa BbIOyxatoT B mosiocTh JIII, HO COXpaHSIOT CHOCOOHOCTH K CMBIKAHHUIO,
obecnieunBas HopMmanbHyto GyHkIMo MK (ballooning - HamyBarouiuiicst kiamaH);
IpU JIPyroM - CBOOOJHBINM Kpail MOpPa)kK€HHOM CTBOPKU B 3aKPBITOM COCTOSHHH
BBIXOJIUT 3a JIMHUIO CMBIKAHUS, YTO HEN30€KHO MPUBOAUT K nosiBieHuto MP (floppy
- IPOBUCAIOLLMI KJIANaH).

Xopovr mumpanvnozo knanana. ViccienoBaHue XOpJaldbHOTO ammapara Hpu
I[IMK' BBISBIISIET BBIP@KEHHYIO JI€30PTaHHU3ALNI0 B JICJICHMM XOpPJ HAa BETBU U UX
KpPEIUICHUS K OIPEAEICHHBIM 30HaM CTBOPOK, YTO, Hapsay C U3MEHEHUSMH CAMUX
CTBOPOK, BHOCUT CBOWM BKJIag B ero ¢opmupoBanue. Ilpu mnepBuyHOM
Mukcomaro3HoMm [IMK (6one3nu bapnoy) nabnronaeTcs yaJMHEHHE, 04aroBoe WJIU
muddy3Hoe yTomileHne U cTyIHeBUAHbIN Bu xopd. [Ipu ®OH xopasl yaauHeHsl U
HCTOHYCHBI, YTO MOXET MPUBECTH K MX oTphiBY [193, 194, 179, 186, 195].

5.1.2. TucTtonorua MnTparibHOro KranaHa

B crpoermn MK  Beigenstor  Tpu  cnosi:  @uoOposwuiti  (TUIOTHAsS
COCIMHUTEITFHOTKAHHAS  OCHOBA, COCIMHEHHAas C  XOpAaMmH), @QuoOpo3HO-
anacmuyeckuli CIION, TPENCTABIAIONMA COO00M BEHTPUKYJSIPHYIO TOBEPXHOCTH
CTBOPOK, CHOH2UO3HbIL — OOTaThIM MPOTEOTIMKAHAMHU.
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Boeigensitor nBa  THma  THCTOMOPQOJIOTHYECKMX W3MeHeHwit: @DOH wu
MUKCoMamo3sHyto oezenepayuto. MunuMainbHbiM nposiBiaeHussM ®OH anatomuyecku
Yalle COOTBETCTBYIOT MPOCTBIE OTPBIBBI  XOpJ, MNPUBOAAIIAE K MPOJAICY
M30JIMpoBaHHOTO cerMeHTa MK, coxpaHsIoIero B 0CTaIbHOM HOPMaJIbHYIO hopMy.

bonesns Bapnoy TUarHOCTUPYETCSI B CIydae MpoJjianca HECKOJIbKUX CErMEHTOB C
BOBJICYCHHEM OJHON MM 00EUX CTBOPOK IPU HM30BITOYHOCTH TKaHEH KjamaHa H
paciMpeHuH KoJjblia (puc. 5.2).

OOH OOH+ HenonHas dopma BonesHb bBapnoy
\ 2 i
e \/ W
+ e e e
M36bITOYHOCTD TKaHU "
Pucynok 5.2 — Bapuantel wusMmeHeHudd wmwutpanpHoro kiamana unpu I[IMK @O5H -

@ubposnacmunosas Heoocmamounocms (3aumcmeosano uz Adams, D.H., 2010) [194].

Qubposnacmunosas neoocmamournocms (fibroelastic dysplasia / deficiency)
OTpENENSETCS KaK COCMOsHUe He0oCmamKa QUOPUTLIAPHBIX  CIMPYKMYDP 8
MUMPANbHO-KIIANAHHOM KOMNIeKce, KOTOpOe MPUBOJIUT K OTPHIBY OJHON WM OoJiee
HMCTOHYCHHBIX W Y/UIMHEHHBIX XOpJ, 4Yallle BCEro, CPEAMHHOTO IpeOHs 3aaHel
CTBOpKU. B ogHOM ciyyae mpojaOupyroIde CErMEHThl MOTYT ObITh aOCOJIIOTHO
HOPMaJbHBIMU IIPH HAJIWYMHM H30JMPOBAHHOM MCTOHYEHHOW XOopnabl. B apyrom
cllyyae B MpOJIAOMPYIOIEM CErMEHTE Pa3BHBAIOTCS MHUKCOMATO3HbIE H3MEHEHHS,
NPUBOJSIINE K €ro YTOJIIEHUIO. ['MCTONOrMYecKH TOBPEXKIECHUE KoJIIareHa
XapaKkTepu3yeTcs: (parMeHTalueil KoJIJIareHOBBIX IYYKOB B Ipezaenax (uOpOo3HOro
cinosi. Moxker HaOmojaTbest  (GparMeHTanMs — AJACTUHOBBIX  BOJIOKOH  C
dhopmupoBaHrEM aMOP(PHBIX TIIBIOOK.

Mukcomamosnas — Oecenepayusi  (MJl)  oOycnoBieHa  mposmdeparuei
CIIOHTMO3HOT'O CJIOS C HAKOIUIEHWEM TJIMKO3aMHHOTIIMKAHOB. CIIOHTHO3HBIN CIION
BbIJaeTCsl B (PMOPO3HBIN, BBIMOJHSIOMIMNA POJIb KapKaca MHUTPAJIbHON CTBOPKH, YTO
MPUBOJAUT K CHUKEHUIO MEXAHMUYECKOW MPOYHOCTU CTBOPOK. YTOJIIEHUE CTBOPOK
npu M/ MoxkeT gocTuraTh ABYKpPaTHOTO MO CPaBHEHUIO ¢ HOpMO. B OosblinHCTBE
ClIy4aeB B IPOLIECC BOBJIEKAETCS 3aJHAS CTBOPKa (Yalle €€ CPpeAUHHBIA IpeOeHb) —
M30JIMPOBAHHO WJIM BMeECTE C mnepenHe. M30mMpoBaHHOE BOBJIEUEHHUE MNEPEIHEN
CTBOPKH (4aIlle 30Ha, MPUMBIKAIONIAs K 3aJIHEMEIUAIIbHON KOMUCCYpe) HaOIo1aeTcs
penxo. B mportecc M1 3agacTyro BoBiekaeTcss GuOpO3HOE KOJIBIIO U XOPIbI.

Jns emopuynoeo [IMK xapakTepHbIM MOP(OTOTUYECKUM MPU3HAKOM SIBIISICTCS
MecTHOe (PUOpO3TACTUYECKOE YTOJIICHUE HIKHEH MOBEPXHOCTU MPOJIAOHPYIOIIeH
CTBOPKH IPH TMCTOJIOTHYECKOW COXPAHHOCTH €€ BHYTPEHHHUX CJIOEB.
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5.1.3. 3TMonaroreHes

I[IMK cuuTaeTcs MNOJMAITHOJOTHYECKUM 3a00JIeBaHUEM, B TE€HE3€ KOTOPOro
0OJIBIIIOE 3HAUEHHE UMEIOT KaK T€HETUYECKUE, TaK U BHEIIHECPEAOBbIEe (DAKTOPHI.

llepsuunvii [IMK paccmaTpuBaeTcs KaK CaMOCTOSATEIBHOE TE€HETUYECKU
reTeporeHHoe 3abosieBanve ¢ AJ[-TUIIOM HacneqoBaHUS U BapUaOEIbHOCTHIO
neHetpantHoctd  30-50%, 3aBucMMOl OT TmToOJa W  BO3pacTa, HUMEIOLIEe
crenuduueckoe KIMHHYECKOe M MPOTHOCTHYEeCKoe 3HaueHue. VaeHTHupuIpoBaHbl
TPH CaMOCTOSITENILHBIX TEHHBIX JOKyca Ha 16 (jmokyc 16pl12.1-pl1.2.), 11 (;okyc
11p15.4) u 13 (nmokyc 13q31.3-032.1) xpomocomax, OTBETCTBCHHBIX 3a Pa3BUTHE
cootBercTBeHHo IIMK 1-3 (MPV1-MPV3) [180, 181], uTo CBHACTEIBLCTBYET O
CYIIECTBEHHOW T€HETHYECKOW pPa3sHOPOAHOCTH Jake B Ipeaenax cemeictB ¢ All-
TUNIOM HacyenoBanusi. CBs3aHHas ¢ X-XpoMmocoMmoii (Jokyc Xq28) pereccuBHas
dopma IIMK, u3BecTHas mox Ha3BaHHEM X-CIETUIEHHAas MHKCOMAaTO3HO-KJIallaHHAS
muctpodus, Oosee peakoe 3a00yeBaHUE C CEPbE3HBIM (HEOJIArONPHUATHBIM)
nporuo3oM. HemaBHO ObUIH BBISIBIICHBI MyTalluu TeHa (puinamMuHa A, OTBETCTBEHHBIC
3a gaHHyro marojoruto [182]. B menom wm3BecTtHO Oosiee 16 KaHIUAAT-TEHOB,
OTBETCTBEHHBIX W/WJIM MPUYACTHBIX K pa3BuThio cuHapoma [IMK, a yka3aHHble
TeHHBIE JIOKYCHI TOJIBKO JIMIIb TEpPBBIE MIATH K HACHTH(PHUKAINH OKOHYATEIHHOTO
nedexra.

Mexanusmbl  GopmupoBanuss mukcomaroznoro [IMK Bximrowaror ywacTtue
METaJUIOTUOHEMHOB — HU3KOMOJIEKYJISIPHBIX O€JIKOB, PETYIUPYIONINX MOCTYIUICHUE B
KJICTKY IIMHKAa W MeIu; TpaHchopMHpyoIero pocroBoro ¢akropa-f2 [197],
aKTUBUPYIOLIETO MHTEPCTUILINATbHBIE KJIETKH, AKKyMYJIUPYIOIIETO
NPOTCOTIIMKAHBEPCUKAH W MOJaBistomiero aktuBHOCTh ADAMTS  (cemeiicTBO
MHOTOJIOMEHHBIX BHEKJICTOYHBIX MpoTeas) u MH. ap [197].

Cpenu strosorndeckux paxkropoB [IMK ¢ nozuyuii cmpyKmypHou aHoMaiuu
cepoya, HapsAy C TEPBUYHBIM Je(DEKTOM pPa3BUTUS COCIUHUTEIHLHOTKAHHOTO
anmapata MK, paccMarpuBarOT BpPOXKACHHBIE MHUKPOAHOMAJIUU apPXUTEKTYPbI
MUTPAIIBHOTO KOMILJIEKCA, KJIAIMTAHHO-’KEJTYJOUKOBBIE JTUCIIPONIOPIIVH,
MUOKapJuaibHble (aCHHEPrus COKpalleHuss M paccinablieHus MHOKapja) W
HEWporyMopasnbHble (HapylleHUE KIANaHHOM WHHEpBAalMu) MpUYUHBL. bosbiioe
3HAUYCHUE MPHUAAETCS TUCOATAHCY DJIEKTPOIUTOB U MAaKpOAJIEMEHTOB, MIPEX]IE BCETO,
nedunuty maruus [183, 184].

B wmenom, B ocHoBe mnaroreHe3a I[IMK nexur koHuenumus pe3yipTara
nedeKTHOro 3MOpuoreHes3a KJIETOK ME3CHXHMMAJIbHOTO MPOUCXOXKACHUs. B maHHOM
KOHTEKCTE€ OJTHOMATOTCHETMYECKUM 3BEHOM MOTYT BBICTYNaTh MPOSIBICHUS
MJIEHOTPONMM MYTAaHTHBIX T€HOB, OTBETCTBEHHBIX 3a Pa3BUTHE MEHJICIUPYIOUIUX
HHCT wu, coorBerctBenno, [IMK ¢ onpeneneHHON yCIOBHOCTBIO MOKHO COOTHOCHUTD
C BTOPUYHBIMU TIPOsIBIICHUSIMU B KauecTBe xapaktepuctuku CBCT.

Bmopuunvii IIMK BcTpedaeTcss daiie, 4eM TEpPBUYHBIEI U MOXET OBITh
0oOyCJIOBJIEH pa3HOOOpa3HbIMM NpuuMHaMu. Hambonee YacThiMM KIACCUYECKUMU
MpuYuHaMu BTOpUYyHOTO mpojarnca ctBopok MK sasmstorcs MBC (umemuueckas
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TuChYHKIMS ~ TANWUIIPHBIX — MBINI), OCTpas  peBMaTHYecKas  JMXOpajKa,
3a00JIeBaHUsI U COCTOSIHMS COIPOBOXKIAIOIIMECS yMeHbIleHue pasmepoB JIK u
kosbiia MK (runeprpoduueckast KapIMOMHOIIATHUS, JETOYHAsT TUIICPTEH3UA, JePEeKT
MIIII, meruapararusi, CHHAPOM TPSMON CHUHBI U BOPOHKOOOpasHas nedopMarius
rpyaHoO# KieTku) u mp. [185, 186].

5.1.4. CoBpeMeHHble noaxoAbl K TEePMUHONOMMM N Knaccudgpukaumm

Enunas tepmunosoruss u kinaccudukamus IIMK B Hacrosiiee Bpems
OTCYTCTBYET.

OobwenpunsTeiM sBisieTcss pasaenenue [IMK Ha mepBUYHBIA M BTOPUYHBIN
[187, 188, 189, 190].

MepBuunbiii [IMK mnoapasnensercss Ha cemelnviti  (MUKComMamosmnwiil) W
necemeltinwiii (cnopaduyeckuii)  [191, 188]:

1. Cemennvii (familial mitral valve prolapse (MVP1, myxomatous 1)), MIM
157700). CunoHuMBI: mpojadbupoBaHue MuTpasibHOro KiamaHa (prolapsed mitral
valve); cemeitabiii Gonmupyromuii Mutpanbhbii kiaaman (familial floppy mitral
valve); cunnpom bapioy (Barlow syndrome); mmkcomaro3Has kianaHHas OOJIC3Hb
(myxomatous valvular disease); cemeinbiii cunapom kimka-myma ITMK (familial
click-murmur syndrome MVP)

2. Murxcomamosnwiti [IMK (, MVP2, myxomatous 2, MIM 607829)

3. Muxcomamosnvii  I[IMK — (myxomatous mitral valve prolapse, MVP3,
myxomatous 3, MIM 610840).

4, Cepoeunas xnanannas oucnaaszus (cardiac valvular dysplasia), X-cesszannas
(X-linked, MIM 314400). Cunonumsl: kianaHHas Oose3nb cepama (valvular heart
disease), BpokaeHHAs MHKCOMAaTO3Has KiamaHHas auctpodus  (congenital
myxomatous valvular dystrophy).

B anrnosseranoi nureparype nepBuuHbli [IMK OTHOCAT K JereHepaTHBHBIM
3abonieBanussM MK (degenerative mitral valve disease) [192] ¢ aByMsI OCHOBHBIMH
naToMopoIOrHYeCKUMU dbopmamu: 00/1e3Hb (cunopom) bapnoy u
pubposracmunosas nedocmamounocmes (@OH) [193, 194, 186, 195]. [/lanHbie
XapaKTEPUCTUKHU BAXKHBI C MO3UIINKN MPUHATUS PEIICHUHN O XapaKTepe XUPYPruuecKux
BMEIIIATEIILCTB — IUIACTUKA MO0 mpoTe3upoBanue MK.

B otnomenun nepsuunoro IIMK B I'eHTckux kputepusx cunapoma Mapdana
[10] u B psanme oreuecTBeHHBIX pekomenmanuii mo HHCT [16, 15, 13] mpennaraercs
TepMuH «cunopom [IMK» wia «[IMK ¢ cucmemnvim 6osneuenuem» [1]. B MKB-10
[IMK kak cunnpom umeet mudp 134.1.

IIMK kak CTpPyKTypHasi aHOMAaJIMfl CepAlA pacCMATPUBAETCA B Clydae
nposieiieHns mierorponuu npu HHCT, T1.e. xorma IIMK compoBoxkmaer apyrue

¢ «Cunnpom IIMK» BHecen B karator OMIM (Online Mendelian Inheritance in Man — pexum
OHJIAWH MEHJICTUPYIOIICH HACIEJCTBEHHOCTH 4YesioBeka) HarmoHanmpbHOro MEHTpa MO BOMpOCaMm
o6uotexHonornyeckoit nHpopmarun CIIA
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knaccupuupyemble U Hekidaccuuuupyemblie  (HeaudhepeHIUPOBAHHEIE)
JTUCIUIaCTHYeCKHe CUHApoMbl W ¢eHotunsl [188, 189]. K npumepy, B ciydae
BolsiBNieHus: cuHapoma HHCT ¢ cornacoBaHHBIMU KPUTEPUSIMH pEYb HE HJIET O
nepBuyHoM «cuiapome [IMK», a mponabupoBanue CTBOPKH (-OK) MHUTPaJIBHOIO
kinanaHa yxe pacieHuBaioT kak CAC. B kadecTBe IUI€MOTPONMHOIO MPOSIBICHUS
IIMK paccmatpuBaerca B pamkax MC, DJIC u np. monorennsix HHCT, a Taxxke B
ctpykrype MASS — cunapoma (MASS syndrome, OMIM 604308; CHHOHUMBIL:
MASS — ¢enotunn (MASS phenotype); nokyc Ha xpomocome 15g21.1). IIpunsro
cuntath, 4yTo 0,25% —2% mnanmentoB ¢ IIMK mmeror onno u3 monorenusix HHCT
[191].

OtpenbHO BbIIEHAIOT BapuaHTbl TeueHuss [IMK B Bujge morpaHu4Horo
npoJianca (mporméa) MUTPAJIBLHOIO KJIANAHA ¥ HM30JUPOBAHHON AHOMAJIHUU
cepaua.

Toepanuunviii nponanc (npoeud) mumpaibHo2o Kianaua paccMaTpUBAIOT TPU
MOrPAHUYHOM TPOBUCAHUU CTBOPOK (0o 2 mm), 0€3 HUX YTOJIIEHUS U
reMoJIuHaMHuecku  3HauuMoil MP  (wame peructpupyercss MpUKIanaHHas
perypruranusi). 3eMmioBckuM O.B. ¢ coaBropamu JUisi  yKa3aHHBIX CIy4aeB
NPEUIOKEHO BBECTH TepMUH «seposimubiii [IMK» [1]. B Hacrosiiee Bpemsi, Takue
M3MEHEHHUSl KJIAalmaHoB He crieayeT BkiouaTh B mnoHstue [IMK, mockonbky He
YCTAHOBJICHO CBSI3U C KIIMHUYECKU 3HAYMMBIMU Hcxoaamu [203].

Penko omnuceBaror [IMK kak «u301upoeannylo awomanuroy cepoyd, He
conpoBoxaaronrytocs npuzHakamu CBCT. B nanHoM citiydae npuOerarT K TEpMUHY
«uzonuposannvii  [IMK» wnmu 1IMK ¢ MUHUMalIbHBIM = 3KCTpakapAHaIbHBIM
BOBJIeUcHHEM [1].

IxoKI-moaxox (AHA/ACC, 2006) [206] mnpeamosnaraeT BbIACICHHUE IBYX
BapuanToB [IMK Ha OCHOBaHMH YTOJILIEHUS CTBOPOK B IHACTONY :

* KJIaccuueckn (MukcomMaTo3nbiid) [IM — nipu tonmuae ctBopok MK > 5 muM;
* HekJ1accuueckn (HemukcoMmaTo3nbiid) [IMK — nipu Tonmuae < 5 mm.

Cunre3 IxoKI'- nu mopgosroruueckoro noaxoaa. [Ipumepom takoro noaxoxna
MoXxeT ObITh cxema, npemioxkeHHas Griffin B.P. (2009) [196] B pykoBojacTBe 1O
KJarnmaHHeIM opokam cepana [190] (puc. 5.3).

® Takas kmaccu(puKalmys, OCHOBAHHAS MCKIIOYHTENBHO Ha JaHHBIX JxoKI-o6ciemoBaHus u
MpenoiaraeT HeoOX0IMMOCTh B KaXK/IOM KOHKPETHOM Cilydae mpoBecHue auddepeHIansHoro uarHosa
ME3Ky BO3MOXKHBIMU NpUYUHAMUY, JIexkamumu B ocHoBe [IMK.
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Pucynok 5.3 — Cootnomenne mukcomarosa (A) u DxoKI-muarnocrupoBannoro [IMK (B).
Obvscuenue 6 mexcme [29].

Ha pucyHnke mnpeacTraBieHO COOTHOIICHHWE MHKcoMaTto3a (A) W mpojarca
mutpanbHoro kiamnana (B). 3ona mepeceuenusi kpyroB (C) — 3TO MHUKCOMATO3HBIM
IIMK. 3ona B — nHemukcomato3nbiii (Heknaccuueckuit) [IMK, a 3oma A — Ooee
pPEAKOE COCTOSHHE, ITOKIMHUYECKAas CTagus MHKcoMmarosa, A0 (GopMupoBaHUsSI
nponarnca. O6nacte D omuceiBaeT ManUMeHTOB BBICOKOTO pPHCKAa, C OOJbIIEH
BEPOSTHOCTh PA3BUTHSA OCIOKHCHHH, TaKMX KaK — TsDKeJIas MUTPaIbHAs
HEJIOCTaTOYHOCTh, TPEOYIOIasi XUPYPrUueCcKOro BMenaTeabcTBa (061acth E).

5.1.5. PacnpocTtpaHeHHOCTb

Hanusie o pacnpoctpanennocty [IMK B o01ieit momysisiiiuu B HacTOSIIIIEe BpeMsl
npotuBopeunBbl. Pacripoctpanennocts [IMK Mmosker 3aBHCETh OT AITHUYECKOM
NPUHAISKHOCTH, T10J1a, Bo3pacTa o0ciaenoBanHoi monyssiiuu [197]. Tem He MeHee,
JOCTOBEPHBIX 3ITHUYECKUX pa3inuuuid mno pacmpocrpaneHHoctd [IMK mno pgaHHbIM
uccnenosannit SHARE (Study of Health Assessment And Risk in Ethnic Groups)
[198], Strong Heart Study [199], a Takxe B ucciaemoBanuu Flack J.M. et al. (1999)
[200] He mosryueHo.

Pe3ynbTaThl 00CIe10BaHUS MOJIOIBIX CyOBEKTOB OMPEICIEHHBIX KOHTHHTCHTOB
JEMOHCTPHPYIOT BhICOKYIO yacToTy IIMK - 10 11-18% cpeau cropremenor [201],
49 — 8,1% B mnomymAauuMyd JUI TpH3BIBHOrO Bo3pacta (18-27 ner) (maHHBIC
PETPOCIIEKTUBHOTO CTAaTHCTHYECKOTO aHam3a 1o Pecyonuke benmapycs; n = 504 304
yei1.) [202]. B To xe Bpems 1o pesynbratam poccuiickoro uccienoanus PETIJIMKA
pacnpoctpaneHHocTs IIMK y uiy Mmosiogoro Bo3pacta coctasmia 4,3% [1].

CormacHo  pe3yJibTaTam Framingham Heart Study, UCTHHHAS
pacrpoctpaneHHOCTh cunapoma [IMK B momysnsiuu 26 - 84 ner (cpeanuii Bo3pacT
56,7+1,5) ne npesbicuna 2,4% [203], 6e3 pa3nuymii 1o MOy U BO3PacCTy.

PacripocTpaHeHHOCTh MOTPAaHWYHOTO TMposanca (mporuda) MUTPATBHOTO
KJIalaHa 3HAYUTENIBHO MPEBBIIIAET OOIIEIONyIAIHOHHY0, focTrras 23,1% [204].

Haunbonee O0OBEKTHUBHBIMHU CIIEyeT TMPU3HATH WCCICAOBAHMS TOCIEIHETO
NECIATUIIETHS, KOTOpBIE OLIEHUMBAKOT pacnpocTpaHeHHoCcTh cunapoma [IMK B
npenenax 0,6-2,7%, udro cBszaHo ¢ mporpeccoM IOxoKI-gmarnoctuku I[IMK,

59



BBEJICHHEM TMIPEJCTABICHUA O TpPEeXMEpHOH CTpykType koibia MK [205,177].
bonpmme 3HadeHHMs clemyeT pacleHWBAaTh KaK  CJICACTBHE  CYIIECTBEHHOM
runepauardfoctTuku  [197], kotopas MoXXeT OBITh OOBSCHEHA HECOOJI0OICHHEM
MEKTyHApOJHBIX peKoMeHaaluii mo auaraoctuke [IMK [206].

5.1.6. KnuHun4yeckas KapTuUHa

Kimuanueckas kaptuna IIMK onpenensercs MHOrooOpasveM KIMHUYECKUX
nposiBieHuil. OCHOBHBIE HAMPABIEHUS M0 U3YYEHHUIO KIMHUYECKOTO CIIEKTPa MOXKHO
CTPYIIIHPOBATH CIECAYIOIINM 00pa3oMm:

* ompezaeneHue oco0eHHocTel (heHoTHUNa U GU3NYECKOTO Pa3BUTHS;
» accouuupoBanHble ¢ HHCT n3MeHeHust OpraHoB U CUCTEM;

* AyCKYJIbTATUBHAs KAPTHHA,

* BbIsIBJICHHE TUC(HYHKIMH BereTatuBHOM HepBHOU cuctembl (BHC).

Onpenenenue peHornna U PpU3HIECKOro pPa3BUTHS. ACCOLUMPOBAHHBbIE C
HHCT u3sMeHeHHMs] OPTaHOB M CHCTEM.

BepostHocTh KNTMHMYECKU 1 reMoguHaMuuecku 3HauuMoro [IMK kpaiine Huzka
y Jul, He uMeroluX BHeIHUX npu3HakoB CBCT u He mpeIbsABIsSIONINX Kaio0.

[Ipu ocMOTpe malMeHToB ciaeayeT oOpallaTh BHUMaHUE Ha UX TEJIOCIOKEHHUE U
BHemHue mnpusHaku CBCT. OOblyHO mamuentsl ¢ cunapomom I[IMK umerot
ACTEHUYECKOE TEJIOCIIOKEHNUE, HU3KUN UHIEKC MacChl TEJa, HEAOCTATOYHO Pa3BUTYIO
myckynatypy. Ilpu ¢denoTunuueckoM u (puU3MKaIbHOM O0O0CIEIOBAHUU YAAETCA
BBISIBUTH KOCTHBIE, KOXHbIE M cycTaBHble npuzHaku CBCT. Camble xapakTepHble
U3MEHEHUSl cKelema — YUIMHEHHE TalbLEB KOHEYHOCTEH  BIUIOTH [0
apaxHOJAKTUJIMM, AapakoOBUAHOE HEOO, BOPOHKOOOpa3Has WM  KWJIEBHUHAS
nedopmali TpyIHON KIETKH. YacTo BBIABIAIOTCS pa3iU4HbIE HAPYIIEHUS OCAaHKH,
CKOJMOTHYECKasT AedopManusi MO3BOHOYHMKA, KPBUIOBHJIHBIE JIOMATKH, a TaKKe
CUHAPOM NIPSIMOM CIUHBI U MI0cKOocTonHe. K xapakTepHbIM MPpU3HAKaM BOBJICUEHUS
kooxcu ipu IIMK oTHOCATCS €e MOBBIIIEHHAs paCTS)KUMOCTh, HAIMYKE aTpO(PHUEeCcKUX
CTpHii, HE CBA3aHHBIX C HEUPOIHIOKPUHHON JUCHYHKIMEH, B TOM YHUCIIE OKUPEHUEM
i OepemeHHOCThIO. (CaboCTh CBSA30YHOIO —ammapaTa MOKET TPOSIBIATHCS
HaJU4YMEM TPBDK PaA3IMYHOM JIOKAJW3allMM, ITO3aMH BHYTPEHHUX OpraHOB,
TUIepMOOUIIBHOCTBIO CYCTaBOB, C KOTOPOM CBSI3aH apTPaIrnYeCKUil CHHIPOM.

[IposiBneHuemM cnaboCTH COCYIUCTONW CTEHKH U HEIOCTATOYHOCTH KIJIAIIaHHOTO
anmapaTra BEH SIBJSIFOTCS BapUKO3HOE pPACIIMPEHUE BEH, T'€MOpPPOW, BapUKOLEJE.
[IpuBoAsTCS MaHHBIE O HApPYWICHHUSX B PA3JIMYHBIX 3BEHBSIX CUCTEMBI FeMOCTa3a
[207]. Penko mokeT oTMeuaThCsl TeMOPPArndecKHii CHHAPOM B BHIC HOCOBBIX
KPOBOTEUECHHUM, METEXUATbHO-TIITHUCTBIX KPOBOM3IUSHUN B KOXY, IMTEIbHBIX
W/UIU OOWJIBHBIX MEHCTPYaJbHbIX KPOBOTEUEHHUM, MOBBIIIEHHOW KPOBOTOYMBOCTH
JECEH, JUITUTENBHBIX KPOBOTECUEHUH IIPU MOpE3ax.

CBCT pu [IMK [IpEeaIoaraet CTPYKTYPHO-(QYHKIITHOHAIbHYIO
HETOJIHOLEHHOCTh CYO3HJO0TEINANIBHOTO BHEKJIETOYHOTO MATpPHUKCA, CIEICTBHEM
4ero MOXeT OBbITh pa3BUTHE dHOomenuanvhol oucpynkyuu [208, 209].

60



AYCKYyJbTAaTHBHbIE  XapaKTepucTHKHM.  KilloueBOM  XapakTEpUCTHKON
ayCKyJnIbTaTUBHOU KapTuHbl cepana npu [IMK ssusrorcs:

- MHTEPMUTTUPYIOLIMM CUCTOJUYECKUM IIETYOK (cpeoHecucmonuieckui Kauk
— HENPOJOJKUTEIbHBINA BBICOKOYACTOTHBIN 3BYK);

- CcpelHe - W/WIM no3oHecucmoauyeckui I1yM B Touke mnpoekuun MK,
MMEIOIIMNA  IPEUMYIIECTBEHHO  CPEJHEYaCTOTHBIE WM  BBICOKOYACTOTHBIE
XapaKTEPUCTHKHU.

MecTo Hamaydiiero BBICIYUIMBAHUS CHUCTOJIMYECKHX ILIEIYKOB M LIYMOB IPH
[IMK — Bepxymka cepana, a Takke MpeKapauanbHas o0JacTb MEXIy
BEPXYIICYHBIM TOJYKOM M JIEBBIM KpaeM TIpyAuHbl B 3-4-M Mexpedepse,
3HAYUTEIBHO PEXE — BHYTPH OT JIEBOTO Kpas ITPyAHHBI WA CEPEIUHBI IPYJUHBI Ha
ypoBHE npukperieHus 3-4-ro pedep ciera. «Hemas» dopma He sIBAsSETCS KAaKUM-TO
MCKIIFOUUTENBbHBIM MPOSIBIIEHUEM IposiadupoBaHus cTBOpok MK u e€ cienyer uckarb
y HaIMEHTOB, MPEIBABIAIOMINX KaJI00bI HA 00U B 00JACTH cep/ilia, IPH APUTMUSX.

JIyist BBISIBIIEHUSI cUCTOIM4YecKkoro mienmuka u myma npu [IMK ucnonbssyrores
Harpy309HbIC TECTHI, KOTOpBIE YCIIOBHO MO>KHO pa3aenuTh Ha
Kkaunoopmocmamuveckue (Jiexxa Ha CHOUHE W/WIM JIEBOM OOKy; cuus / cTos C
OTIpe/IeTICHHBIM HAKJIOHOM TYJIOBHINA (YaIlle BIIEPEa M BIEBO) M 3aICPKKOMN JbIXaHUS
Ha TIOJTHOM BJIOXE; CHJISA Ha KOPTOUYKAaX, C 3aJCP>KKOM JBIXaHUS HA BJIOXE M BBIIOXE;
CTOSl C HaTyXHBaHUEM), ¢u3uyeckue (mpoda Mactepa «BcTaThb-cecThb», 20
MpUCElaHuii B ONpPEACICHHOM TemIme, Oer Ha MecTe B TeueHwe 3 muH, BOM),
Meouxamenmosuvle (C HATPOTIUIICPUHOM, aMUJIHUTPHUTOM, aTPOIMHOM W NIp.) U
KOMOUHUPOBAHHDbIE.

[IpoOb1, ymenbmaomue o0beM JDK 3a cueT CHUKEHUS KOHEYHO-
auactosmyeckoro oorema u yeennunparome YCC (opTocratnueckasi, Banbcanbssl,
X0/1b0a), TPOBOLUPYIOT (POPMUPOBAHUE PAHHETO IIETYKA U CUCTOJIUYECKOTO LIyMa.
[IpoObl  MPOTUBOMOJOKHOW  HANpPaBIEHHOCTH —  MpUCeAaHHe, Impobda cC
MPOTPAHOJIOIOM — 33J€P’KUBAIOT (POPMUPOBAHKME 3BYKOBOW CUMITOMATHKHU CEP/La,
CUCTOJINYECKOTO LIEIYKA U IIyMa.

Mucpynxkuus BHC uvacto ompenenseT xapakTep CyObEKTHUBHBIX OIIYLICHUH
[210, 211]. Fonaw, ouckomghopm 6 npexapouanvroti 00JACTH YaIle HOCAT KOJFOIIUH
WJIM HOIOIIMIA XapakTep, Iep KaTcs T0Aro (4achl) U HE YCUIIMBAIOTCA MPU (PU3UUECKOM
Harpy3ke. YuUallleHHOe cep/ueOuenne, nepedou B paboTe cepjilla BO3HUKAIOT B
MOKO€, MHOTJIa HOYBI0, TTPU (PU3MUecKoil Harpy3Kke yale ucuesaror. PecnupamopHvie
paccmpoticmea NPOSIBIISIIOTCS OLYIIEHHEM HEXBATKU BO3/lyXa, 3aTPyAHEHUEM BI0Xa,
NOTPEOHOCTHIO B MEPHOIMUCCKUX TIIYOOKHX BIOXax, BO3HHMKaroIeH B mokoe [212].
Bezemo-cocyoucmuie napyuienuss B KOHEUHOCTSX MPOSIBISIOTCA W3MEHEHUEM I[BETA
KOXH (0JIETHOCTh, CHHIONTHOCTh, MPAMOPHOCTH), MTOXOJIOIAHUEM TaIbIIEB KUCTEH U
CTOI, TOKAJIBIBAHUEM, >OKCHHEM KOXH B JUCTAIBHBIX OTIEIaX KOHEYHOCTEH.
Jlabunvnocms apmepuanvrhoco oasnenus (A) — TpaH3UTOPHOE IMOHIKCHHUE WIIH
noBbimieHne AJl, BhI3BAHHOE CUTYalIMOHHBIMU PAacCTPONCTBAMU, METEOYCIOBUSIMH,

61



HE CONPOBOXAIOIIEECS MPU3HAKAMU CTAOMIBPHOCTA U TOBPEXKICHHUEM OpPraHOB-
mumieneii. Hepenka nesponocuueckas cumnmomamuxa B BUIAE Kalod Ha
TOJIOBOKPYKEHHUSA, TOJOBHBbIE OOJM MHUIPEHENOJO00HOTO XapakTepa U pa3BUTHE
NPECUHKONAIbHBIX U CHUHKOIMAJIBHBIX COCTOSHUM, HApyUIEHUS TEPMOPETYJISALNH.
llpeobnadarom  nuunocmHuvie  uepmul aCTEHUYECKOTO,  HEBPOTUYECKOTrO,
UIIOXOHAPUYECKOTO Xapakrepa. B psje ciiydaeB y NalueHTOB BBISBISIOTCS MPU3HAKU
JUIMTEIbHOTO ~ CTOMKOTO  COCTOSTHUSL  DMOILIMOHAJIBHOM  HAINpPSIKEHHOCTH, 4YTO
COMPOBOXKIAETCS  IUIOXMM  CaMOYYBCTBUEM, THUIOAKTUBHOCTBIO M  IJIOXUM
HACTPOCHHUEM.

5.1.7. AxoKIl amarHocTuka

3anuMaert Begyiee Mmecto B AuarHoctuke [IMK.

Hukakux crienuanbHbIX KPUTEPUEB JJIsl AUATHOCTUKU IEPBUYHOIO «CHHAPOMA
IIMK» u TIMK, kak CTpyKTypHOW aHOMAJIMM CEp/lla, HE YCTAHOBJIEHO, MOTOMY
CJIEAYET UCIOJIb30BaTh CTAHAAPTHBIE METOIUKH.

O0s13aTeIbHBIMU napamMeTpamMu ABJISIOTCA OIpCACICHUC CTCIICHU
HpOJIa6I/Ip0BaHI/IH " HAJIMYIHUC WUJIIN OTCYTCTBHUC KPUTCPUCB MUKCOMATO3a KJIAIIAHOB.

B cooTBeTCTBUU C MEXIYHAPOJHBIMU KPUTEPHUSIMHU ITUATHOCTHKHU, MO JTaHHBIM
OxoKI' [IMK nauarHoCTUpYHOT IIpM MAaKCUMAJIBHOM CHUCTOJIMYECKOM CMELICHHUH
ctBopok MK 3a nunnto ¢pubposnoro konsia MK B JIIT B mapactepHaibHOM MO3UIIMI
0 JUIMHHOM OCH Oosnee uem Ha 2 MM, B OCOOCHHOCTHM MpPU CMEUIEHUU 30HBI
KOAallTallud CTBOPOK 3a JIMHUIO KOJbI[A IPH MOJUCErMEHTHOM MpoJance o0enux
cTBopok [206].

B cooTBeTcTBHMM ¢ MOAXOJAMH, CIOKHBIIMMHCS B OTEUECTBEHHOM IIIKOJIE,
OTpENCNICHUE CTENEeHU TMpojabupoBaHUsT HayuHaeTcs ¢ 3  MM. 3uaueHue
npoaabuposanus 6 ouanazoune 2,1 — 2,9 um ocmaemcs Heo2080peHHbIM.

Cucronnueckuii mnporud oaHod wiu obeux ctBopok MK B JIII B
napacTepHalIbHOH MpoaoapHOM mo3unuu Ha 3,0 — 5,9 mm onpeodensemces kax I[IMK 1
cmenenu, Ha 6-8,9 mm — II cmenenu, 6onree 9 um — Il cmenenu.

Cmenens gvipaxcennocmu MJ] OIEHUBAETCA HA OCHOBAaHWM TOJIIIMHBI CTBOPKHU
MK 6 ¢hazy ouacmonvl 6 cpedueii uacmu 6He 30HbI OMXOHCOEHUS XOPO, CO3AAIOIINX
JIO’)KHOE BrieyatieHue 00 ee¢ yrommeHnd. OOMENpUHSATHIE HOPMATHUBBI TOJIIIHHBI
CTBOPOK — 2—4 MM. YBenudeHue 0ojiee 5 MM CBHETEIHCTBYET O MATOJOTHYECKUX
U3MEHEHUsX (MUKcoMaTo3 u ap.) [206]:

* wenee 5 mm - neknaccuveckuu IIMK
*5 mm u 6onee - knaccuueckuu IIMK.

B OxoKI-3akitoueHnn HE0OXOAMMO YKa3bIBaTh JMHY CTBOPOK C OILIEHKOM
MoKa3aresyield, XapaKTepU3yOIUX OCOOCHHOCTH CMBIKaHUS (IUIMHY W TIyOUHY
KoanTaruu) cTBopok (puc. 5.10). HopmanbHbie 3HaUEHUS JJIMHBI IEPEIHEN CTBOPKHU
MK cocraBasror 21-24 mm, 3agueit — 12—-14 mwm.
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Heyxmepnas OxoKI' — camblii HMHQOPMATUBHBIA HEMHBA3UBHBIM METOJ
(«3onoroit crangapt») auarHoctuku [IMK (4yBCTBUTENBHOCTh M CHEUU(PUUHOCTD
METO/Ia COCTaBJSAIOT cOOTBETCTBEHHO 87-96% u 87-100%). Ilpu mmanupoBaHuu
xupypruueckoit koppekiun MK ucnons3ytores UI-OxoKI™ u 3D-OxoKT'.

OxoKI'-meronuka BbiBeneHust cerMeHTOB cTBOpok MK mpu TT- DxoKI', YII-
Ox0KI" u 3D-2OxoKI" npencrasnena Ha puc. 5.4 —5.9.

mitral scallops

MPycyHok 5.4 - Cermentsl cTBopok MK mpu
BT T-OxoKI', mapacrepHanpbHas —IO3UIINS,
JUIMHHAs OCh B KJIACCUYECKOM BapHaHTE
(cermertsl MK: A2 u P2), ¢ HakioHOM
iBHu3 (cermentsl MK: Al u P1) wiu BBepx

(cermentsl MK: A3 u P3) (3aumcmeosarno
B3 Wikiecho, ESC/EACVI) [213].

WPucynok 5.5 - CermenTsl ctBopok MK nipu
TT-2x0KI, anuKajibHbBIE MTO3UIINH:
uerbipéxkamepHas (cermeHTsl MK: A2, A3
qu P2, P1), nByxkamepHnas (cermentsl MK:
A2 u P1, P3) u tpéxxkamepHas (cerMeHTBbI
MK: A2 u P2) (3aumcmesosano uz Wikiecho,
ESC/EACVI) [213].
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short axis views

Pucynok 5.6 - Bce cermentsl ctBopok MK
no kopotrko ocu mnpu TT-OxoKI' B
napacTepHaibHON To3unuu, npu 2D-UII-
OxoKI', mpu 3D-DxoKI' u anamoruyHbIi
XUPYPrU4eCKUil BUJ MUTPAJIILHOTO KilalaHa
B (3aumcmesosano w3z Wikiecho, ESC/EACVI)

[IITUKaMEPHOU MO3ULMN (3aumcmsosano uz
Wikiecho, ESC/EACVI) [213].

PncyHOR 5.8 - Cerments! ctBopok MK mnipu

2D-UI1-Ox0oKT u3 neykamepHbix (45-60°
MW60-90°) u TpéxkamepHoi mozumii (120-
135°) (saumcmeosano uz Wikiecho,
ESC/EACVI) [213].
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| ESC/EACVI) [213].

flail (chordal rupture)
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abnormal coaptation

mitral annulus ® normal coaptation

Jonmnep-OxoKI' mo3BossieT BhISIBUTh U OLIEHUTh CTENEHb BbIpa)keHHOCTH MP

* 120° 3-ch

(cm. paznen 5.1.10, xpoHudeckasi MUTpaJIbHAsI HEIOCTATOUYHOCTH ).

B uenom, raubonee naoexcuvimu cneyughuueckumu IxoKIl-ouaenocmuueckumu

npu3HaKamu A6JHAmMCA.

® no3aHEC CUCTOJIUMYCCKOC 3aIHEC IMTPOBUCAHUEC CTBOPOK MK IIpHU UCCICAOBAHNUN

B M-pexume;

* mnpoBucanue ctBopok MK (mpu nBymepHoit OxoKI' B mapacrepHanbHOU

MO3UIIMH MO JJIMHHOM OCH);

*  YTOJIIEHHBIEC, Ype3MEPHO YBEIUUCHHBIC, THOKHE CTBOpKU MK.
Menee 0ocmogepHul cedyroujue NPUHAKU:
* FOJIOCUCTOJIMYECKHUM MIPOJIATIC TTPU UCCIIEA0BAaHUU B M-pexxume;
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Pucynok 5.10 - BapuaHThl KoanTamuu CTBOPOK
HOpMaJIbHAs
PUITOAHSTAS
} CTBOpPKa M MOJIOTSIIAs CTBOpKa (P OTpBIBE



* mporu6 MK B 1ByMepHOM pexuMe B YeThIPEXKAMEPHOU MO3UIIUH.
Jlonnnepoepagpuueckumu npuznaxamu IHIMK cayscam:
*  mo3aHecucroinueckas perypruranus (MP, Bo3HuKaromas B KOHIIE CUCTOJIBI);
KaK MPaBUJIO, BEICOKOCKOPOCTHAS;
*  DKCLIEHTPHUYHBINA MOTOK PEryprUTALINH.

5.1.8. AKI' puarHocTUKa

OKI'-napymennss npu I[IMK BKIIIOYAalOT W3MEHEHMS KOHEYHOW YacTH
KEITYTOYKOBOTO KOMIUIEKCA, HApYyIIECHUS CEPACYHOIO PUTMA, MPOBOJUMOCTH H
HaOoMar0TCes y 1/3 manueHToB.

N3menenus npouecca penonspusanuu Ha crangaptaoi DKI' peructpupyrores B
Pa3JIMYHBIX OTBEJICHUSIX C BBIJICICHUEM 3 TUIIMYHBIX BApUAHTOB: 1. - U30JIMpOBaHHAs
unBepcust 3yonoB T B oTrBemeHusix ot koHeuHocrteil: II, III, avF Ge3 cmemienus
cermenta ST; 2. - uHBepcust 3y01oB T B OTBEACHUSX OT KOHEUHOCTEU U JIEBBIX
IPYAHBIX OTBEACHHSX (IPEUMYILIECTBEHHO B V5-V6) B codyeTaHMu C HEOONBIIUM
cMmenieHueM cermeHTa ST HUXKe M30JIMHMM; 3. - UHBEepcus 3yOnoB T B codyeTaHuu ¢
noabeMoM cermenTa ST.

Ha OKI' nokost apuTMuUU pErUCTpUPYIOTCS B €IMHUYHBIX CiydasX, Ha (oHe
dbu3nYecKo Harpy3ku (TpeIMUI TECT, BEJIOIPTOMETPHs) YacTOTa HMX BBISABICHUS
BO3pacTaeT B 2-3 pa3a U B 5-6 pa3 mpH NPOBEAECHUU CYTOYHOIO MOHUTOPHPOBAHUS
OKI'. Yame oOHapyKMBAIOTCA CHHYCOBas TaxuKapaus, HaKETyI0YKOBas U
KEJTYJIOUKOBAsi IKCTPACUCTOIUHU, HAJKETYJOUYKOBBIE (POPMBI TaxuUKapJIui, pexe —
CUHYyCOBasi Opagukapus, mapacucToNus, GUOPHUIIIALMS U TpeneTaHue MpeICeparii.
Ects manueie o tom, uto npu I[IMK B 8 pa3 wamie, yem y 340pOBBIX, BCTpEUAETCA
cugapom  WPW  [214]. XapakrepHa  IpaBOXEIYJOYKOBas  JOKAJIU3aIlUs
HKTOMHYECKOTo (OKyca, 0COOCHHO B CITydae ey I0YKoBOr Taxukapauu [215, 216].

5.1.9. AudhbcpepeHumanbHasa guarHoCcTmKa

Huddepenunansuas nuarnoctuka [IMK npenmnonaraer ero pasrpaHudyeHue Kak
CTPYKTYPHOW aHOMAJIMM CEpALA C NEPBUYHBIM «cuHApoMoM [IMK». /JononaurensHo
uckiouaercs sropuunbii [IMK, npu conmyTcTByromumx 3a00JieBaHUSX.

IIMK, kax cmpykmypHas anomanusi cepoya paccCMaTpuBaeTCs B Clydae:

 Hammuusi OXOKI'-gaHHBIX, COOTBETCTBYIOIIMX CMEIICHUIO MUTpPaIbHON
cTBopkH (-0K) Oosiee yeM Ha 2 MM BbIie ypoBHs ¢GroOpo3Horo konbia MK B JIIT Bo
BpEMSI CUCTOJIBL;

e orcyrcrBua npuzHakoB CBCT, poctaTouHbIX [UIsi TMOCTAaHOBKH JHArHO3a
«cunapoma [ IMK».

MoskeTr coueTaTbCsi C NPOYUMH BHYTPHUCEPJCYHBIMH AHOMAIMSAMH W/WIU
BOBJICYCHHEM KOCTHOMU cucTeMbl [16].

Juarnoctuka «cunopoma I[IMK» nipeamnonaraet:

* Hamuue [IMK ¢ remogmHamMuyecku 3HaYMMOM MUTPAJIbHOW PETYpPrUTALUEN
v/ MJ] cTBOPOK y JIMI MOJIOJIOTO BO3pPAcTa;
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* npusnaku CBCT < 5 6amnos ¥ [217];
* OTCYTCTBHE DKTOIHMH XPYCTaIMKa M PacIIMpEeHHs aopThl (Z-xpurepuii < 2)t

[217];

e mcKmoucHHe oaHoro wu3 MoHoreHHelx HHCT,

korna IIMK sgaBnsgercs

MJIEHOTPOIHBIM MPOSBICHUEM JAHHBIX 3a00JICBAHUMN.

3a00s1eBaHusd
tabmurte 5.1.

COIIPOBOXKAAOIINUCCA BTOPHUYHBIM

IIMK, mnpencraBieHbl B

Tadoauna 5.1 - OcHoBHBIE 3a00JICBaHUSI WM COCTOSIHHSI, aCCOIMUPOBAHHBIE C BTOPHYHBIM

[IMK (J.B.Barlow, 1987).

Bpoxnennsle TOpoku cepana, | Bpoxknennole  HapymeHust oOmeHa  (c-Mbpl  XaHTepa,
PeBmaTr4aeckuii SHIOKapAUT aHumunmno, 6ose3np Dadbpu u mp.)
Nmemuueckas 6one3ns cepaua | Kapaumomuonaruu

MuxkcomMa J1€BOro Nnpeacepauns

Y3€5IKOBBIN NEPUAPTEPUUT

AHeBpI/BMa JICBOI'O JKCJIIYIOYKA

CucremHuas KpaCHas BOJIYaHKa

DOMpuzema Jerkux

Bo3BparHbIii TOTUXOHIPUT

Muacrenus I'mmomaranemMus

CUHIPOM NMPSIMON MBIIIIIBI Cunnpom BuneOpanara
THUpeoTOKCHKO3 Tpombonuronarus
CHopTUBHOE CEpILIe Cunapom TepHepa

Tpasma cepana Cunnpom Hynan

Murpens Cunypom ymimaéHHOro QT
HeBpo3sbl Bererococyaucras 1ucToHus

5.1.10. OcnoxHeHuNA

IIMK mooicem vicmynamos om KiuHudecku 6e300udHo2o «pernomena IxoKI»

00 KIUHUYECKU 3HAYUMbIX OCIIOHNCHEHUl, Komopble ommeyaromcs 6 2-4% cayuaes u,
noumu 6 ab6conomuom caydae (95-100%) npu manuuuu MJ] cmeopox, m.e. npu
cunopome IITMK [218, 219]. K HuM oTHOCSTCS:

e ocTpas (BCIEACTBME pa3pblBa CYXOXWUJIBHBIX XOpJA W/ WIM OTpbIBa
NaMWUBSIPHOW  MBIIIIBI) WM XPOHUYECKass MHUTpajdbHas  HEIOCTATOYHOCTh
(mucdynkius u mporpeccupytoiiee pacmupenue JOK u JII);

* MpuUcOeIUHEHHE HH(EKIIMOHHOTO SHI0KapAuTa (YMEPEHHBIN PUCK);

* TpoMOO3MOonMM, yamie 1epedpalibHble, CBA3aHHbIE ¢  TpoMOO3amu
MHKCOMATO3HO U3MEHEHHBIX MUTPAJIbHBIX CTBOPOK;

* HapyLIEHUs CepJeYHOT0 pUTMa U MPOBOJUMOCTH;

* KM3HEYTpOXKAIOIINE apUTMUH, BHE3AITHAS CEPJIE€UHAst CMEPTh;

10 banpHas ouenka npusHakoB CBCT npusenena B I'eHTckux kpurepusx cunapoma Mapdana 2010
roaa (Loeys B.L. et al., 2010) u paccmaTpuBaeTcs B COOTBETCTBYOMUX pekomenarusax mo HHCT.
11 Z-KpuTepHil TMpeanonaraeT OLEHKY HCTUHHOTO pa3Mepa KOpHS aopThl (IIOTPaHHUYHOTO
pacupeHus / aHeBpU3Mbl) U paccMaTpuBaeTcs B pekoMeHaanuax «Aopronatuu npu HHCT» 2016
roja.
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Ilpu I[IMK, xax CAC, xaunuyeckas 3HAYUMOCMb U OCAONACHEHUS MOYHO He
onpeoenemb.

OcTpasi MUTpaJIbHASI HEAOCTATOYHOCTh. BBIpaXKEHHOCTh OCTPON MUTPAIBHOM
HEJJOCTATOYHOCTH MOET BAPBUPOBATH OT HE3HauuTenbHOM MP ¢ orcyrcTBHEM
CYIIECTBEHHBIX KIMHUYECKUX IPOSBICHUN 10 TSKEIOro oTeka Jyerkux. OaHa u3
OCHOBHBIX MPUYHH - Pa3pbiB Xopa (0OBIYHO B 3pesioM Bo3pacte) ¢ (hOpMUPOBAHHEM
«MooTsaiero mutpanbHoro kimamana» (flail mitral valve). IIpeapacmonararommm
(akTOpOM MOXKET SBUTbCS TymHasi TpaBMa TPYIHON KJIETKA WM Ype3MepHas
¢du3nyeckas Harpys3Ka.

«Monomawuii Mmumpanbhslii Kianany ONPENENSIeTCs] KaK OTCYTCTBHE CMbBIKaHHUS
KOHYHMKOB CTBOPOK C OBICTPBIM CHCTOJIUYECKUM JIBUKCHHEM MOPAKEHHON CTBOPKH B
JII. B 82% ciyuyaeB mnopaxaercss 3aAHsas cTBopka. KimHHueckass KapThHA
CKJIQJbIBAETCSI W3 TMOSBJICHHS HWHTEHCUBHOIO TIOJIOCUCTOJIMYECKOrO IIymMa U
MPU3HAKOB OCTPOM MUTpPaAJbHOW HEmOCTaTOYHOCTH. [lpm paspeiBe xopa 3aaHen
CTBOPKHM CHCTOJIMYECKUH IIyM MPOBOAUTCS B A0OPTAJIBHYIO 30HY U Ha COCYJIbI LIEH, a
P pa3pbIBe MEPEAHEN — B aKCIUISIPHYIO 00JIaCTh M Ha CIIMHY.

OcHoBHOM Ox0KI'-mpu3HaK - MOSBJIEHUE SKCUECHTPUYHO HAIMPABICHHOW B
IIPOTHUBOIIOJIOKHYK0 OT INOPaXEHHOM CTBOPKU CcTOpoHY crpyn MP. Ilocrynienue
JOTIOJIHUTENIBHO 00beMa peryprutupymomeil kpoBu B HeyBenundeHHoe JIII ¢
PUTHUIHBIMU CTEHKaMU MPUBOJUT K 3HAYUTEIBHOMY MOJIBEMY JABICHUS B JIETOYHBIX
BEHAaX.

XpoHn4yeckass MHUTpPaJdbHAsi HEAOCTATOYHOCTH. B cooTBercTBHH C
pexomenmanusamu AHA/ACC 2014r. B pa3BuThix crpanax mnpoiarnc MK seisemcs
Haubolee 4acmou NPUYUHOU XPOHUYeCcKou nepsuyHou MP, Hapsgy ¢ MeHee
pacrpocTpaHEHHbIM HOpuUuYMHaMU  (MHGEKIMOHHBIA  SHIOKapAUT, 3a00JeBaHUS
COCIMHUTENILHON TKaHW, peBMaThueckas OO0Je3Hb W paJuallMOHHOE MOPAKEHUE
cepana) [6].

I[IMK nmeeT HECKOJIBKO KPUTEPUEB COOTBETCTBUS XpOHUUecKou nepeuynou MP
- marojiorusi >1 W3 KOMIIOHEHTOB KJanaHa (CTBOPKHU, CYXOXKHJIbHBIE XOpP/IbI,
NanuUSIPHBIE  MBIIIIBI,  KOJBIO),  BbI3BIBAIONIAS  €r0  (PYHKIIMOHAJIBHYIO
HEJIOCTATOYHOCTh C CHUCTOJIMYECKOM peryprutauuert kposu usz JIK B neBoe
npencepaue (JIIT).

Puck xponuuecxoti mumpanvnou Hedocmamounocmu tpu cu"apome [IMK
YBEIUYHUBAETCS ¢ Bo3pacToM (00bruHO mocie 40 seT). MutpaiibHast HEIOCTATOYHOCTh
Yalle pa3BUBAECTCA IIPU NPEUMYILECTBEHHOM MpoJiarnce 3aaHeu crBopku MK u Hocur
OoJiee BhIpakKeHHBIM xapaktep. HeOmarompusitnoe Teuenue IIMK 3akmrouaercs B
Hapactanuun MP, npuBomsmeit k qunarauuu JOK u JIII, pazsutuio GuoOpumuisiimu
npeacepauii, cucronudeckod guchynkuum JIOK  w  3acToiiHOM  cepaeuyHOi
HEJ0CTAaTOYHOCTU. BO3HUKHOBEHHE U ObICTpoe mporpeccupoBanre MP moxxer ObITh
00yCJIOBJIEHO pa3pbIBOM MUKCOMATO3HO U3MEHEHHBIX XOP/I.

Kputepuu onienku Tspkectu nepuaHoit MP nipuBeaeHst B Tadi. 5.2 [6].
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Ta6auna 5.2 - Ctaauu nepBUYHON MUTPAIBHOM PErypruTaluu

A

Onpenesienue

Puck MP

AmnaromMmus KiamaHa

[Iponanc MK nerkoii crenenu ¢ HopMaabHOM KOanTalueil CTBOPOK
Yronmenune MK sierkoil crenieHu U orpaHUueHHE TBUKEHUS CTBOPOK

Tpancknanansas OtcyrctBue MP unu HeGOIBIION MOTOK LeHTpabHOH peryprutanun < 20%
reMoJuHaMHKa orsepctust JIII mo nanueiM gonmiep-OxoKI
Vena contracta (mepemieek peryprutanuu) <0,3 cm
CrnencrBue HET
CHUMIITOMBI HET
B
Onpenenenue IIporpeccupywomas MP

AHaToMMs Kl1allaHa

ITponanc MK Tsxenoii creneHu ¢ HOpMalbHOM KoanTaiuen
PeBmarnyeckue n3sMeHeHHs KianaHa ¢ OrpaHUYCHNUEM JBIKEHUS CTBOPOK U
HapylIeHUEM IIeHTpabHOW KoanTaluu

[lepenecenHbIN MHPEKITMOHHBINA YHTOKAPTUT

TpaHcKITanaHHas ITorox uentpansHOl peryprutaumu 20-40% otsepctus JIIT nnu no3nxmit
reMOJUHAMUKA CUCTOJINYECKUN IKCLIEHTPUYHBIN I0TOK MP
Vena contracta <0,7 cM
O6beMm peryprutaruu <60 M
@paxkuus peryprutanun <50%
DPO <0,40 cm?*
CreneHsb 1Mo JaHHBIM aHTHOTpaduu 1-2+
CnencrtBue He6onpmoe yemmuenwne JIII, OrcyrcTBue yBemmuenus JIK
HopwMmanbHoe aBieHue B IeroyHoN apTepun
CuMOTOMBI HET
C
Onpenenenne Beccumnromuas Tsikenass MP
AHnaromus IIponanc MK Tsxenoi cTeneHn ¢ HapyleHHneM KOanTaluu
KJamaHa PeBmarnyeckuie n3MeHeHUs KilalaHa ¢ OrpaHUYeHHEM JBM)KEHUS CTBOPOK U
HapyIlIeHUEM IIeHTPaIbHON KoanTaluu
[lepenecenHbIN MHPEKITUOHHBINA YHITOKAPIUT
YTomenne CTBOPOK MPH paUuaIlIOHHOM MOPaXKEHNUH cepAla
Tpancknanannas | Ilorok uenrtpansHoii peryprutanuu >40% orBepctus JIIT nmm ronocucronnueckui
reMoJIMHAMHUKA SKCLEHTPUYHBIA TOTOK MP
Vena contracta >0,7 cm
O0beM peryprutaiyu >60Mi
Opaxnus peryprutanun >50%
2P0 >0,40 cm?*
CrernieHb 110 TaHHBIM aHTHOTrpaduu 3—4+
Cnencrsue YMepeHHO BhIpAKEHHOE WK 3HAUUTENbHOE yBenuueHue JIIT
Yeenuuenue JIK
[loBBIIIIEHHOE TaBTICHHE B JIETOYHOW apTEPUH MOXKET OBITh BBISIBJICHO B TIOKOE HJIH
MIpH Harpy3Ke
C1:9B JIXK >60% n KCP <40 mm
C2: PB JIXK <60% u KCP >40 mm
CUMIITOMBI HET
D
Onpenenenne CuMmnroMuas Tskejiass MP
AHaromMusa ITponanc MK Tsxenoil crenenu ¢ HapyleHUeM KoanTaiuu
KJIaraHa PeBmarnyeckue n3MeHeHNs KilallaHa ¢ OrpaHUYEHNEM JABM)KEHUS CTBOPOK U

HapymeHuemM I.[eHTpaJ'II:HOﬁ KoarnTauuu
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[lepeHeceHHbI HHPEKIIUOHHBINA YHIOKAPIUT
YTomnmenne cCTBOPOK MPH PagruaIiOHHOM MOPaKeHNUH CepAIa

Tpancknanannas | [lotox nenrpansnoi peryprurauuu >40% orsepcrus JIII wiy roaocucTonn4eckui
reMOJMHAMUKA SKCUEHTPUYHBIN TOTOK MP

Vena contracta >0,7 cm

O6mbem peryprutarmu >60 i

@®paknuus perypruranuu >50%

DPO >0,40 cm**

Crerens 1Mo JaHHBIM aHTHorpadum 3—4+

Cnencrtue YMepeHHO BBIpaXXEHHOE WM 3HAUUTeNbHOE yBenuueHue JII1
Yeenuuenue JIK
IToBplllIeHHOE JIaBJICHUE B JIETOYHOMN apTepun

CuMIITOMBI CHmXeHne TOJEPaHTHOCTH K PU3NIECKUM HATrpy3Kam
Oppltika npu GU3HIESCKUX HArpy3Kax
2

Ipumeuanusn: * - DddexkTuBHAsS MWIOMAAL PErYPrUTAIMOHHOTO OTBEPCTHS, CM°, pPacCUMTAHHAs II0

IIOMIATH TTPOKCUMAaTbHOM paBHOCKOpocTHOH moBepxXHOCTH (PISA). Coxpawenus: KCP — xowueuno-
cucmonuveckutl pasmep nesozo xcenyoouxa; JIK — neewvitl swcenyoouex; JII1 — nesoe npedcepoue; MK —
mumpanvHolil kianan; MP — mumpanvnas pecypeumayus; ®B — ¢paxyus eviopoca; IPO — sgppexmusroe
pezyp2umayuoHHoe Omeepcmue.

Nudpexuuonnsiii 3naokapaur (MU3J). Hanuume H3MEHEHHBIX CTBOPOK IIPH
[IMK nossimaer puck pa3sutusi 13, XOTS B 1IEJIOM €ro BEpPOATHOCTH (aOCOTIOTHAS
gactota B mnonyysiiuu namnueHTtoB ¢ [IMK) sBnsercs kpaitne Huzkoil. [IMK ¢
peryprutraureii u/uian ¢ MJl CTBOPOK OTHOCUTCS K KaTErOPUU HPOMENCYMOUHO20
pucka UD]; 6e3 perypruTaiuu — K KaTeropuu Murumanviozo pucka [220].

Tpom603Mb0anUecKkue ocaoxHeHus1. Mo3roBasi SMOOJHUs SBIISIETCS OCHOBHOM
MPUYUHON HEBPOJOTUYECKON cuMnToMaTukH y nanuenToB ¢ [IMK. Puck sm6omuu y
HUX BbIIIE, 4eM B o0miei nomymsiuu. O0cyxnaerca poiab [IMK B BoO3HUKHOBEHHH
MHCYJIbTOB B MOJIOJIOM BO3pacte. Y JIUll, IIEPEHECIIMX UHCYJIBT B MOJIOJIOM BO3pacTe
(mo 40 net), ormevaercs Boicokasi yactota [IMK B coueranuu ¢ OO0 (43-50%).

Bue3zannas cepaeunas cmepth (BCC) — penkoe ocnoxkunenune [IMK (< 2%
Clly4aeB TIpH JUIMTEIHLHOM HAOIOJIEHWU, C €XKETOJHOM CMEpPTHOCThI0O MeHee 1%)
[221]. Mexay Tem TIMK sBnsercs Tpethelt mo yactore (3-5%) npuuunoii BCC y
CIIOPTCMEHOB  TOCJIE  BPOXKJICHHBIX AaHOMAJIMM  KOPOHAPHBIX  apTepud W
runeprpopuyeckoil kapauomuonatud. B OonbmmncTrBe ciiyyaeB BCC mpu [IMK
HOCUT apUTMOTEHHBIH T'eHe3 M O0O0YCIOBJIE€HAa BO3HUKHOBEHHEM HIMONATHYECKOU
KETYI0YKOBOU Taxukapauu (puOpmuianuun) uid Ha ¢GoHEe CUHAPOMA YJJIMHEHHOTO
uarepBana QT. ®dakxropamu pucka BCC y nanuentoB ¢ [IMK saBnsrorcs Hanuuue
BeIpakeHHOM MP u cuctonmmueckoit auchynximn JIK [211].

5.1.11. MporHo3

B cootBeTcTBUH ¢ 00MICTPU3HAHHBIMHU MTOIX0AaMHU, CTPATU(GUKAIUS PUCKA TIPH
[IMK ocHOBBIBaeTCS Ha oyenke cmenenu evipadicennocmu MP u onpedenenuu
moawunvl cmeopox MK [1].

Ilpu monwune cmeopku 5 mm u 6osee JOCTOBEPHO TOBBIIIACTCA CyMMapHas
BeposiTHOCTh BCC, sHpokapanuTa u nepedpaibHbIX SMOOJHIA, BEPOSITHOCTh PA3BUTHS
MUTPAIILHOW HEOCTaTOYHOCTH (26% mpoTtus 3,1%), pa3pbeiBa XOp/, KEITYJTOUKOBBIX
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HapyILICHUH PUTMa U TaKuWe MAIlMeHTHl MOTYT OBITh OTHECEHBI K 2pynne 8blCOKO20
pucka.

IIpu nocpanuunom nponance (npocube) mMumpaibHo20 K1anaxa HE BBIIBIECHO
CBSI3M C YTOJIIEHUEM CTBOPOK, MP, yBemmuenuem JIII, kmanmaHHbIMA OCHOKHEHUSIMA
U JnanpHenen nporpeccuei 3adoneBanus [203]. OmHaKO CyIIECTBYIOT YKa3aHHUS Ha
BO3MOXKHOCT, MJ| kiamana paxe mnpu mnpojadbupoBanu B 1 — 2 MM ¢
nporpeccupoBanusi MJ] ¢ Teuenumem Bpemenu [200], uTO mMOAKpEIUIEHO
pexomernanusiMu AHA/ACC 2006 r. mo IuHAMHUYECKOMY HaOMIOJACHHUIO 3a 3TOM
IPYIIION KaXxple 3 roaa.

BbonsmuaCcTBO ManmentoB ¢ [IMK, 6e3 npuznaxos MJ] cmeopox u MP menee 11
cmenenu, MOTYT OBITb OTHECEHBI K epynne HuU3Ko20 pucka ¢ OIaromnpusiTHBIM

pOrHO30M [222, 223].

Hebnaronpusitnoe Teuenne IIMK 3akmrowaercs B Hapactanuu MP,
npuBoasmei k mguwiaraimu JOK u JIII, pasButuio GuOpwuisiuu mpencepaud,
cuctonnueckor nuchynkmuu  JIK u  XCH. Bo3nukHOoBeHHME U ObICTpOE
nporpeccupoBanie MP MoxkeT ObITh 0O0YCIOBIEHO pPa3pblBOM MHUKCOMATO3HO
HU3MEHEHHBIX Xop [224].

Cpeonsisi npooondxcumensHocms  dcu3Hu MYKUMH W keHmmH ¢ [IMK nHe
OTJIMYAETCSI OT TAKOBOM B MOIYJSAIMU B LIEJIOM, YTO CBHUJETEIBCTBYET O XOPOIIEM
MIPOTHO3€¢ Y TOAABJISIONIETO OOJBIIMHCTBA MaIrueHToB [225]. OgHako Bo3pacTHAS |
OCOOCHHO CEepACYHO-COCYAUCTasi BbIXHBaeMOCTh marueHToB ¢ [IMK naxomutcs B
3aBHCHMOCTH OT COITyTCTBYIONUX (pakTOpoB pucka [226] (Tab:. 5.3).

Tabmma 5.3 - Daxrops! prcka ocsioxkHeHnil y narpenTos ¢ [IMK

Bonbime (mepBu4HbIe)
. MUTpanbHas perypruranus > |l crenenn
. MHKCOMATO3 > 5 MM
. ¢pakuus BeiOpoca < 50%

Mauibie (BTOpUYHbIE)
. MUTpaJbHas peryprutanus I crerneHu
. MHUKcOMaTo3 <5 M, (T.€. 3-4 MM)
. neBoe npeacepaue < 40 MM
. «MOJIOTSIIAsE CTBOPKAY
. Bo3pact > 50 ser
. GbubpmIsIIMS npeacepani

IIpumeuanue: I'pynnbl pucka OCIOXKHEHUIN: HUSKUL pUCK — MUKCOMATO3 OTCYTCTBYET (TOJIIMHA CTBOPKH
< 5 mm), MP 0-1; cpeonuii puck — onuH OONBINION WM JIBa MaJbIX (DAaKTOpa PUCKA; 8bICOKULL PUCK — JIBA
OOJIBIINX WM TPH U O0JIee MabIX (PaKTOpa PUCKA; OUeHb 6bICOKUL pucK — ABa OONMBIINX (haKkTOpa pUCKa y
nun crapiue 50 et Ha ¢oHe pa3pbiBa XOp, WIK KapAuoMeranuu, unu npusHako XCH

B nnane HeOGiarompusATHOTO MPOTHO3a CEPACUYHO-COCYAMCTHIX COOBITUNA MOTYT
TaK)K€ YUYUTHIBATHCS ayCKYyJbTaTUBHBIC JAHHBIC U TTTyOWHA MPOJIaOUPOBAHMS CTBOPKH

(-ox) MK [227, [228], Hamuune W BbIpaXEHHOCTh MUChYHKIMU sHpoTenus [208,
209].
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5.1.12. TakTuka BegeHusl, noaxoabl K Tepanuu

IMonxone! x neuennio 60spHBEIX ¢ IIMK coriacoBaHsl M M3J10KE€HBI B HETABHO
onyonukoBaHHbIX pekomeHnanusx AHA/ACC u POK [6, 13, 188]. Jleuenue MoxeT
OBITb MEIMKAMEHTO3HBIM M XUPYPTrUYECKUM B 3aBUCUMOCTU OT HAJIUYUS U TKECTH
perypruTanum.

bonpmmucTBy mamweHtoB ¢ I[IMK  npu  OTCYTCTBUM — KJIMHUYECKOM
CUMIITOMATUKU MOKET OBITh PEKOMEHJI0BaH OOBIYHBIN 00pa3 >KU3HU U PEryJsipHbIe
¢usnueckue TpeHupoBku. [lpu wuzomupoBanHom [IMK mnpoTuBomokazanust msis
0EpEeMEHHOCTH OTCYTCTBYIOT.

beccumnromapiM marmuenTam ¢ [IMK u mammentam ¢ I[IMK 6e3 MP moxet
OBITh PEKOMEHJOBAHO KIWHUYECKoe obOcienoBaHue Kaxzabie 3-5 ner. [loBTopHOE
Ox0KI" oOcnenoBanue BBIMOTHAETCS TOJIBKO MPHU BBISIBICHUM MPU3HAKOB BBICOKOTO
pucka npu nepBuyHoM OXOoKI' oOcienoBanuu, a Takke B Ciydae MOSBJICHUS
CHMIITOMOB, TMO3BOJSIFOIIMX MPEAIOJI0XKUTh BO3HUKHOBEHHE 3HaunmMoul MP wmm
HMHOTO CepJIEYHO-COCYIUCTOrO0 3a00JICBaHNS.

[Tatiuentsr ¢ [IMK u xano6amu, 00yCIOBIEHHBIMU MOBBIIIICHUEM TOHYCA WM
PEAaKTUBHOCTU CHUMIIATUYECKOW HEPBHOM cHUCTEMbl (cepieOrueHue, Kapauairui,
OJIBIIIIKA), YaCTO MOJIOKUTEIHLHO PEearupyroT Ha Tepanuio B-aapeHodsokaropamu. B
psze ciaydaeB ObIBa€T JOCTATOYHBIM OTKAa3 OT TAaKMX CTUMYJIATOPOB Kak Ko(QeuH,
aNIKOTOJIb M KypeHue. HapyimieHus puTtMa MOryT moTpedOBaTh JOMOJIHUTEIHLHOTO
JICYEHUS.

HecMoTps Ha HemocTaTouHbIi ypoBeHb AokazarensHocTH (C u D), B nuteparype
MMEIOTCSl BeCbMa yOenuTeabHble JaHHblE 00 3((EKTUBHOCTH OpOTaTa MarHus AJis
neyenns [IMK u comyTCTBYIOIMX €My BET€TaTUBHBIX HAPYIICHUM.

Meoukamenmosnas mepanus CUCMOIUYECKOU OUCPYHKYUU HEoOXoauMma
nanueHTaM ¢ Tsbkenod MH mpu ¢dpaxkuuu BeiOpoca Menee 60%, eciau UM He
MJIAHUPYETCS BBIMOJHEHUE XUPYPTUUECKOT0o BMemaTeabcTBa. OHa JOJIKHA BKIIIOYATh
Oeta-anpeHoOI0KaTOpbl, HHruouTophl All® wim capranbl W, BO3MOXHO,
anTaroHucTsl anpaocrepona (Ila kmacc mokaszanuii ¢ ypoBHeM nokazarenbHoctu C).
Hcnonp3oBanre Ba3oIUIaTaTOPOB HE MOKA3aHO HOPMOTEH3MBHBIM OECCUMIITOMHBIM
nanuenTaM ¢ Tspkenmor MH u coxpannoit dpakmueit Beiopoca JDK (III kmace
NoKa3aHM C YpOBHEM Jl0Ka3aTesbHoCcTH B) [6].

Anmubaxkmepuanvuas mepanus 0as  npogurakmuxku MU npu  IIMK
(MPOMEINCYMOUHBILL  PUCK) He npoB8OOUMbCSL [220]. IIpennonaraercs
Hecrienduueckas NpodUIaKTHKA, BKIIOYAIONIAs PEKOMEHIAIMU IO E€XKEroHOM
TUTUEHE TIOJIOCTH pra U  Koxku. [IpoBoautcs ne3uHdexuuss paH, caHarus
(ycTpaHeHHE)  XpOHUYECKMX  OYaroB  OakTepualbHOW  MHpeknuu  (Koxka,
YPOTCHUTAIBHBIA ~ TpPakKT) C€  NPUMEHEHHEM  JITHOTPOIHBIX  AHTHOMOTHKOB.
3ampenialoTcsi MUPCUHT U TaTyYUPOBKH, camojiedeHue aHTtuOuotukamu. Ilo
BO3MOXXHOCTH  OTPAaHMYMBAIOT  HWCIOJb30BaHWE HWH(QY3HMOHHBIX KAaTETEpOB W
MHBa3UBHBIX Tporeayp. OTaaroT mpeanoureHue nepudepuyeckuM KaTteTepaMm Hajl
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LIEHTPAJIbHBIMU C UX CHUCTEMAaTHYECKOW 3aMeHOW uepe3 Kaxable 3-4 nus. JlomxeH
BBITIOJTHATHCS] CTPOTUH YXO/JI 32 EHTPaJIbHOU U nepuepruuecKoil KaHIOISIMHU.

BeinonHenne 11000ro  XMpypruueckoro BMELIATENbCTBA HAa MUTPAJIbHOM
KJIallaHE aBTOMAaTUYECKU IEPEBOAUT MAlMEHTa B KATETOPHIO 6bicoK020 pucka UD.
Hapsiny ¢ Hecnenuguueckoid  (IpeiacTaBi€Ha  BBILIE)  MPELyCMaTpPUBACTCS
CTaHJApTHAsE CXE€Ma aHTUOMOTUKONPO(QWIAKTUKU. 3aKIO4aeTcs B Ha3HAUCHUU
aMOKCHLIMJUIMHA B 103€ 2 T BHYTPb 3a | 4 10 mpeanonzaraeMoro BMeNaTesIbCTBa, IpH
HEBO3MOXKHOCTH IIpUEMa BHYTPh Ty JK€ [J03y IIpenapara cjleayeT BBECTH
BHyTpUMBIIIEYHO 3a 30 MMH [0 mnpoueaypel. B cioydae HemepeHOCHMMOCTH
MEHULUJUTMHOBOIO PSAJA, AIbTEPHATUBOM CIIYKUT KIMHAAMUIUH 600 mr.

Y MOJI0BIX JIFOAEH Yalle BhIBIICTCS TshKeaas M/ ¢ 60bIIoi H30BITOYHOCTHIO
KaK TEpelHe, TaKk W 3aJHeld CTBOPKH M XopXa (cuHapoM bapioy). ¥V moxuibix
npeobnamaer  OOH, cneacTBUEM  KOTOPOM  SIBIISIIOTCS  Pa3pbhiBBI  XOP/I.
Huddepenunanys 3TuX ABYX MPUYMH UMEET OOJBIIOE 3HAUYECHUE MPU ONEPATHUBHOM
BMENIATEIBCTBE.

CoBpeMEHHBIE PEKOMEHJAUUU [0 XUPYPIMYECKOMY BEACHUIO ITALIMEHTOB C
NEPBUYHON MHUTPATIBHOM HEIOCTATOYHOCTBIO MPENICTaBICHBI B Ta0I. 5.4 [6].

Tadoauua 5.4 - PekoMeHaaIuu 10 XUPYPru4ecKOMY JICYSHHUIO TIEPBUYHON MUTPATIBHOM
nepocrarounoctd AHA/ACC (2014)

Yposenb
Kuaacce
Pexomenpanmus . J0Ka3a-
noka3aHui
TeJIbHOCTH
Xupypruyeckoe BMEIIATEILCTBO PEKOMEHJO0BAHO CHUMITOMHBIM MallMeHTaM I B

¢ xpoHuueckoi Tskenoi nepsuuHoit MP (ctanus D) u @B JIK >30%

Omnepanysi Ha MHUTPAIBHOM KJallaHEe pPEKOMEHAOBaHAa OECCHMIITOMHBIM
MaIUeHTaM C XPOHUYECKOH Tshkenoi mepBuaHor MP u muchynkmmenn JIDK I B
(®B JIXK 30-60% w/nmm KIP JIK >40 mwm, cragus C2)

[Tnactuka MK Gonee npennourutensHa no cpaBHenuto ¢ [IpMK y nanuenTos
C XpOHUYECKON Tspkenol mepBuuHod MP, orpaHnyeHHOW 3aAHEN CTBOPKOM, | B
KOTOPBIM [IOKa3aHO XUPYPTrHUECKOE JICUEHHUE

[Tmactuka MK Gonee npennourutensHa mo cpaBHenuto ¢ [IpMK y manueHnToB
C XpOHUYECKOW TsDKEIOW nepBuyHOM MP, ¢ BOBiIeUEHHEM NIEPEIHEN CTBOPKU

WK 00eNX CTBOPOK, KOTOPBHIM ITOKAa3aHO XMPYPrHYECKOe JEYEHUE, B CiIydae, ! B
KOTJa yCIIEIIHAs M HaJIe)KHAasl IUIACTHKA MOKET ObITh BHIIIOJHEHA

[Tnactuka MK wmnu [IpMK nokasansl manueHTaM ¢ XpOHHYECKOM TsDKEIoi

neppuyHOM MP, KOTOpBIM IPOBOJAMTCS Ollepalus Ha CEPALE M0 APYTUM | B

IIpUIrHaAM

Bemonnenne miactukn MK menecoodpa3sHo y OecCHMITOMHBIX IMallHEHTOB
C XpoHn4eckoi Tsxenoil mnepBuyHOW MP (cramus Cl) ¢ coxpaHeHHOH
¢ynkuueit JOK (OB JDK >60% n KCP JDK <40 MM), y KOTOPBIX BEPOSITHOCTh la B
YCIIEIIHOM M HaJIeKHOW IJIacTUKU 0Oe3 pesugyansHo MP >95% mpu
oxumaeMon cMepTHOCTH <1%

Brmonaenne miactuku MK nemecooOpa3Ho y O€CCUMITOMHBIX MMAIIEHTOB C
XPOHUYECKOW TsDKesIol HepeBMmatuueckod mepsuuHod MP (cragus Cl) c
coxpaneHHol ¢yHkuuerr JDK, KoTOpble HMEIOT BBICOKYIO BEPOSTHOCTH la B
YCHEIIHOW W HaJAS)KHON IUIACTUKA M 1) BHOBb BO3HUKIIYIO (DHOPHUIUIALINIO
npeacepauii win 2) MOBBILICHHOE JABJIEHHE B JICTOYHOM apTepHH B IOKOE
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(cucTommyeckoe apTepuabHOE NaBJICHUE B JIETOYHON apTepuu >50 MM PT.CT.)

Bremonnenne miactukn MK 1enecoo0pa3HO y MAlMeHTOB € XPOHUYECKON
nepBuuHoi MP cpeanelr Tsxectn (ctamus B), KoTOpeIM mpoBogUTCA la C
onepanys Ha cepALe o APyrUM NPUYHHAM

Omneparuss Ha MK Moxer OBITH pacCMOTpPEHa y CHMITOMHBIX MAIlFIEHTOB

¢ XxpoHudeckoi Tspkenor nepsuaaoir MP u @B JIK <30% (cramus D) b ¢

Bremonnenne mnactukn MK MoxeT OBITH pPacCMOTPEHO Yy MAIUCHTOB
¢ peBMaTudeckuM mnopaxkeHneM MK, KOTOphIM TOKa3aHO XHPYpPrUUYECKOe b B
JIEYeHNEe, €CIH HaAeKHOCTh W YCIENIHOCTh IUIACTHKH BEpPOSTHA WIIH
BO3MOKHOCTb JUTMTENHHON aHTUKOATYIISTHTHOW Tepaluil COMHHUTEIbHA

BreimmonHenue TpaHckarerepHoi miuactukn MK MokeT OBITh pacCMOTPEHO Y
Tsokenbix  cumnToMHbiXx manuerntoB (CH III/IV kmacca mo NYHA) ¢
XPOHWYECKOHN Tspkenmoi mepBuuHoi MP (cramus D), y KOTOpBEIX OkmmaeMas b B
MPOJIOJDKUTENBHOCTh KHU3HU SIBIISICTCS LIEIeCO00pa3HOi, HO ONeparioOHHBIN
PUCK BCIICJCTBUE TSKEIION COMYTCTBYIONICH MAaTOJOTHH — OYSHb BHICOKHIA

I[IpMK He J0J’KHO BBITIOJIHATHCA C LEJIbI0 JICUEHUS] M30JIMPOBAHHON TSIKETOM
nepBuyHOoi MP, orpaHuueHHON MeHee 4YeM OJHOW IOJIOBUHOM 3aaHel
CTBOPKHM, 32 UCKIIIOYEHHEM CIIy4aeB, KOIJa Jellanach IMOMbITKA BbIIOIHEHUS
miactiki MK, 1 oHa Obl1a 6e3ycreniHoi

I11: Bpen B

Ipumeuanus: KCP — koHeUHO-cHCTONMYECKUI pa3mep JieBoro xenynouka; JOK — nessiid sxenynouek; MK —
MUTpanbHbIA Ki1anaH; MP — murpansHas peryprurauus; [I[pMK — npoTte3upoBanre MUTpaJIbHOTO KJlalaHa;
OB — ¢paxuust BEIOpoca.

B oTnmume ot npeapinymux peKOMEeHAauid HE MMOATBEPKAEH BRICOKUN YPOBEHD
JI0OKa3aTEILHOCTH B OTHOIICHUH 3()PEKTUBHOCTU XUPYPTUUYECKON PEKOHCTPYKIIUU

MK M ITAaMCHTOB C COXPAaHCHHBIMU ®B ¥ KOHEYHBIM CHCTOJHYECKHM OO0BEMOM
JIK.

PexoMeHau 1Mo BEICHHWIO IMAIMCHTOB C MEepBUYHONM MP cymMMupoBaHbl B
puc. 5.11 [6].
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MuTtpanbHasa peryprurauus

MepBu4yHasa MP

Mporpeccupytowas MP (ctagusa B)
Vena contracta <0,7 cm

OP < 60 mn / ®P <50 % / 3PO < 0,40
cm?

Tsaxenaa MP
Vena contracta >0,7 cm

OP >60 mn/ ®P >50 % /3P0 >
0.40 cm?2

s

BHoBb Bo3Hukwasa eIl nnu
B ’—P‘
[ CuMnTOoMHas ] [ eccuMmnTomMHas CHA =50 MM pricT. (cTaana C1) ]

(eTanua N) (etanua C)

/ /

OB JT)K 30-60% OB JIK > 60% BeposAaTHOCTL ycneLHon
30% unu KCP K n KCP XK nnacTukmn > 95%

>40 MM <40 Mm n oXxXngaemasd
CMepTHOCTb <1%

HeT
i na HeT
Onepauusi Ha MK Onepauys Ha MK Mnactuka MK* Mepuoamueckoe
(KP - 1Ib) (KP-1) (KP - 1|
- lla) HARMMNNAHUA

Pucynok 5.11 - [loka3zanus K XUpypru4ecKOMy JICUCHHUIO MPU MEPBUYHON HEIO0CTATOYHOCTU
MUTpaJIbHOTO KianaHa. [lpumeuanusa: ™ — muactuka MK mnpeanoururtenbHee NpOTE3UPOBAHUS;
CIJIA — cucronnueckoe nasieHue B serounoi aprepun; KCP — koHeuHO-cucTonnueckuii pasmep
nesoro xkenynouka; JOK — mebii xemypouek; JIII — neBoe mpencepaue; MK — mMurpaibHbii
knanad; MP — wmutpansHas peryprutamusi; OP — o6bem peryprutauuu; CH — cepaeunas
HegocraTouHocTh; CPT — cepneunast pecunxponusupyromas tepanus; @B — ¢pakuus BbiOpoca;
@II — pubpunnsaus npedcepouii;

@P — ¢ppaxyus pecypeumayuu, IPO — aghdhexmusnoe pecypeumayuonnoe omeepcmue, KP — knacc
peKomMeHOayui.

HeobOxonumo wumeTs BBUAy, uto OosbHbie ¢ IIMK, coueraronumes c
npusHakamu CBCT u remoaumnamuvecku 3HaunMor MP, kak nmpaBuio, CKIIOHHBI K
OBICTPOMY MPOTrPECCUPOBAHUIO CEPACUHOM HEJOCTATOUHOCTU, PA3BUTHUIO JIETOYHOU
TUNEPTeH3UU, (QUOPWIULIMU Tpeacepauii U uMeroT Bbicokuit puck BCC. VY
MAIMEHTOB C BblpakeHHbIMU Npu3zHakamu CBCT, naxe mpu ycloBUM aJeKBAaTHO
BBITMOJIHEHHOT'O TEPBUYHOIO OINEPATUBHOIO BMEIIATEILCTBA, CYIIECTBYET BBICOKUM
PHUCK MMOBTOPHOTO XUPYPIrHUECKOTO BMEIIATEILCTBA B PE3YJIbTATE MPOrPECCUPOBAHUS
OCHOBHOTO 3200JICBaHUSI.

KINKOYEBBbIE NMOJIOXKEHUA

« C mouKku 3peHusi COBPEMEHHbIX HNpeOCMABNeHUu U MAanlo000CHYNHOCMU
KIACCUYECKUX  MONEKYIAPHO-2eHeMUYeCKUX  Memooo8  UCCle008anusi Ol
sepughuxayuu 3abonesanus, nocmanoska ouaznoza IIMK sensemcs cunmesom
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ayCKyIbmamugHulx, Kiunuueckux u IxoKI-nposenenuii ¢ oyeHxkou npusHaxkos
CBCT.

= Bapuamuenocms pacnpocmpanennocmu I[IMK o6ycnoenena nooxooamu u
usmenenuamu 6 IOxoKI-ouacnocmuke c¢ yuemom 3601104uUU NPeOCMABIEHUU O
mpexmepuou cmpykmype koavya MK.

«  Eoumnvix nooxooose 6 mepmunonocuu u xiaccuguxayuu IIMK wnem.
Onpeodenennvim npeocmasnsemcs muenue o oenenuu [IMK na nepsuunwviti u
emopuunslii, nowamue «cunopoma IIMK» u [IMK xax cmpykmypuoi anomanuu
cepoya unu niaeuomponnoco npossnenus HHCT. Obochosannocms mepmuHos
«eepossmuviti [IMK», «uzonuposannwviti [IMKy u opyeue mpebyrom oanvHeuuie2o
uzyyeHus 05l @epupukayuy cmeneHu pucka 3HaA4UMbIX KIUHUYECKUX NPOsIeHUL
U OCNIOHCHEHUI.

= OcHogHblm ~ memooom  OJuaenHocmuxu  [IMK — nezasucumo om  e2o
smuonamoeenesa, sensiemca IOxoKIl, npu evinonrnenuu xomopou ciredyem
yuumvleams aHamomuyeckue ocobennocmu MK u ucnonvszoeamsv cospemeHHble
nO0X00bl UHCMPYMEHmMANbHOU ouasHocmuxuy. Onpedenenvt IxoKI -kpumepuu
IIMK ¢ no3uyuii cmenenu npoaadOUpPOBAHUs, MANCECMU pe2ypeumayuil,
HATUYUS/OMCYMCMEUs. YMOaUjeHUsi CMEOpOK.

=  Cogpemennvie pekomenoayuu AHA/ACC 2014 ne noomeepcoarom 6bicOKO20
VPOBHSI  OOKA3AMENbHOCMU 8 OMHOWEHUU IPOEKMUBHOCIU  XUPYPIUYECKOU
pexoncmpykyuu MK ons nayuenmos ¢ coxpanenuwvimu @B u KoHeuHbIM
cucmonuseckum oovemom JIK.

5.2. Mponanc aopTanbHOro knanaHa

5.2.1. dTMonaroreHes

Benymas npuuuHa mposarnca aopraipHoro kmamana (ITAK) — HHCT.
ITponabupoBanue ctBopok AoK wuacto nabmomaercs mnpu JIAK, c Oombiieit
BEPOSITHOCTBIO MTPH BEPTUKAIBHO OPUEHTHPOBAHHBIX KOMHUCCYpax [229] win MoxkeT
ObITh OOYCIIOBJIEHO ACPEKTOM MEXOIKENTyI0YKOBOM MEPEropoJiKi, MPUBOAAIIUM K
HegocratouHoi moaaepxkke AK. [230, 231]. Cnemyer yduThIBaTh BO3MOXKHOCTB
pasButnus [IAK BcinencTeue TpaBMbl TpyAHOM KIIETKH.

Mukcomaro3Hoe u3MeHeHue noiayiaynuii AoK ¢ ynnmHeHneM cBOOOIHBIX KpaeB
U yBEIIMYCHUEM MOBEpXHOCTH Habromaercs npu CM [232]. [IponabupoBanue AoK
MOJKET COITyTCTBOBATH MPOIIECCY MUKCOMATO3HOM nereneparu MK [233].

5.2.2. PacnpocTpaHeHHOCTb

Pacripoctpanennocts [TAK B o0rmie#t momysmsituu oxosio 1,2% [234] ¢ yacToi
accolyalmen mpu apyroi kianaHHoi u cocyauctoit naronoruu: JJAK, IIMK (B 10 —
20% ciydaeB), nuiaTaryei KopHs aoptel mpu CM [233, 235].
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5.2.3. xoKIl-aunarHoctuka

IIponanc cmeopox AoK npedocmasisiem ux ouacmonudeckuii npo2ud 6 Cmopouy
8bIx00H020 mpaxkma JDK 6onee 1 mm om aunuu ¢pubposnozo xoavya [84].

B memom, moboi aracToaudeckuii mporud CTBOPKH HIbKe (prOpPO3HOTO KOIbIIA
AoK B cropony BeiHOCsmeEro tpakra JUK, nmpu yciaoBuM KOPPEKTHO BBIBEICHHOU
MO3UIIMHU, MOXKET pacleHUBaAThCA Kak mpodarc. OnHako mpojabupoBaHue MmeHee |
MM Ja€T OOJBIIYyI0 ONEepaTOpP-3aBUCUMYIO MOTPEIIHOCTh HM3MEpPEeHHs] 3a CUET
TOJIIIMHBI CTBOPKA M HE YYUTHIBAET AHATOMUYECKHE Bapualuyd HOPMaJIbHOIO
ctpoeHust AoK B momyssiiuu [236].

CraHIapTHO HUCIONB3YETCSl NApacmepHanibHas npoooJibHAs NO3Uuyusi, KOTopas
MOKET OBITh JIOMOJIHEHA HCCIEIOBAaHUEM B CEUEHUU IO KOPOMKOU OCU HA YPOBHE
gviHocaweco mpaxma JI?K HENOCPEeNCTBEHHO HUKE YpPOBHS KiamnaHa. [Ipu stom
OTIpeJIeNSIeTCS KPYIJiasi WM OBajibHAs CTPYKTypa B MPOEKIIMH OJHOrO WM 0OoJiee
nonynyuunii [237, 238].

IIponannic AOK wmoxeT ObITh noanbim wian uyacmuunvim (puc. 5.12). Ilpu
yactuuHoM [TAK B BeiHOCsAmmI TpakT JIK nponaOupyer TOIbKO AUCTaNbHAs 4acTb
nosynyHus (A), npu 3ToM GOPMHUPYETCS €ro U3ruod, XOpouIo BU3YATU3UPYIOIIMICS B
MPOJOJIBHOW TO3WUMU W/WIM MO3ULHMH 1O KOopoTkoil ocu. Ilpm momnom ITAK
npoJjlabupyert Bes cTBopka (B).

PAT T: 37.8C
TEE T <37.8C

t-Luc
iolocie

Pucynok 5.12 - UpecnuieBoanas sxokapauorpadus mnpu yactuaHoMm (A) u nomHom (B) TTAK
(zaumcmeosano uz Allen M.N., 1999) [239]

[Ipu nponabupoBaHUU 00HOU cMEOpPKYU OIEHKA MPOBOIAUTCS MO OTHOIICHUIO K
HOPMAaJbLHBIM CTBOpPKAaM U B OOJIBIIMHCTBE CIy4aeB HE BBI3BIBACT JUATHOCTUYECKHUX
3arpyaHeHuil. IlponaOupoBaHue HeCKOIbKUX CMEOPOK MOXKHO 3aloA03pUTh 10
CMEIICHUIO 30HBI KOANTallMh CTBOPOK B CTOpPOHY (pubposHoro koibiia AoK. Ilpu
ATOM CJIEYyEeT YUUTHIBATh, UYTO U HOPMAJIbHBIE CTBOPKH MOTYT ObITh HE3HAUYUTEIHHO,
PAaBHOMEPHO U CHMMETPUYHO CMEIICHbI HUXe (UOPO3HOTO KOJIbIla, HE U3MEHSS
cBOIO KoamnTanuioo. [Ipu paBHOMEpHOM TPOIAOMPOBAHUU TPEX CTBOPOK 3HAUYMMOMN
A0pTaJBLHOUW PETypruTalui BPEMEHHO MOXKET HE ObITh, OJTHAKO 30HA KOAMTAIUH TIPU
ATOM CMEIIIEHA, a JJIMHA KOANTAIlMi YMEHBIIICHA.
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Hnsa coderanus npoinanca AoK ¢ mpomabupoBanuem ctBopok MK mmm TKK
XapaKTEpHO TpojabupoBaHWe OOEUX CTBOPOK MHUTPAIBLHOTO M HE MEHee ABYX
CTBOPOK TPUKYCIHAAILHOTO KianaHa [234].

[TIposenenne YII-OxoKI' (puc. 5.2.3 (A) u (B)) mo3Bomser OGojiee TOYHO
OLICHUTHh TOJIIUHY MOJYJIYyHHM, YPOBEHb W JJIMHY UX KOANTalluH, JIOKAIA3AIUIO
30HBI MPOJIAOUPOBAHUS, aHATOMHIO KOPHSI aOpThl (B CEYEHHH IO JJIMHHON OCH), a
TaK)K€ CHUMMETPUIO KOPHSI aOpThl M HAJMYUE W30BITOYHOW TKAaHU MONYIYHUU (B
CEUYEHHH 110 KOPOTKOU OCH).

Pucynok 5.13 - [lanment [I. — wactuunblii mposanc HekopoHapHoW cTBOpkH AoK (A) u
AKCIeHTpUYHas cTpys peryprutamnuu (B) crBopku AoK npu UIT-DxoKI®

B ormmume ot IIMK, mns mponanca AoK, a Takke Apyrux KIamnaHOB, He
paspabomansl HOPMATUBBI TOJILMHBI U JJIMHBI CTBOPOK, KOTOPHIE MO3BOJIMIU ObI
KOJINYECTBEHHO CYJIUTh O HAJIMYUU WU OTCYTCTBUU MUKCOMAMO3A CMEOPOK.

L[gemosasn Oonnnepocpagus: HaIU4YNE SKCUESHTPUYHON CTPYU pecypeumayuu B
BbIHOCsIIEM TpakTe JIDK cBHAETENBCTBYET O MpOJIance OJJHOT0 WK 0oJiee MOTyTyHUH
[237].  DkcUEHTpUYHOCTH  CTPYHM  PErypruTallMid  MOXKET  OTPaHWYHMBATH
KOJIMYECTBEHHYIO OIlICHKY AoP ¢ wucnonb3oBaHueMm «vena contracta» u PISA.
BuzyansHas onenka ctpyn AoP B BweiHOcsamieM tpakte JDK MoxkeT BBecTH B
3a0y’KJIeHUe WCCIeoBaTeNsl M TPUBECTH K HEJOOILCHKE CTENEHU aopTabHOMN
HEJIOCTaTOYHOCTH M3-3a «PACIUIIOIIMBAHMSD) CTPYHM peryprutauud o creHky JIK.
OxkonuarenbHass KojauyecTBeHHass ouneHka I[IAK mpoBoauTcs mpu XUpyprudyeckom
BMeIareascTse [236].

5.2.4. KnuHn4yeckoe Te4yeHne, OCNOXHeHuUs

Crenuduryeckoil KIMHMYECKOM cumnromMatuku Her. Crenyer oOpaiarh
BHMUMaHUE  HAa  BBISBJIEHME  KOCTHBIX  MPU3HAKOB,  XapakTEpPHBIX  JJIA
MapdaHoroo0Horo heHoTrna u MmapdaHonHoH BHeHOCTH [240].

I[TAK (pu orcyrctBuu nunatanuu KA) siBinsiercsa ogHOM U3 Hambosee 4acTbIX
MPUYMH PA3BUTHA HM30JIMPOBAHHON a0pTaJbHOM HeZOCTaTOYHOCTH (wamie He > 1
CTETeHH), KOTOpas J0Jro ObIBacT KoMIeHCHpoBaHa [84, 237]. YBenndyeHne CTCICHH
ITAK wu perypruranym acCOUMHUPOBAHO C MPOTPECCUPOBAHUEM MHKCOMATO3HOM
nerenepaiuu, (uodposa, kanbimHoza AOK. Ilpu mnossieHun 3Hauumoit AoP Ha
MEPBBIM IUIAH BBICTYIAIOT MPU3HAKU XPOHUYECKOW CEPAECYHOU HEAOCTATOYHOCTH
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[241]. AyckynbTaTHBHO BBISBIISIETCS KapThHA HemoctatouyHoCcTH AoK - ocnmabnenue
BTOPOTO TOHA M YOBIBAIOMINI JUACTONMYECKUi mryM B ipoekiu AoK [230].

[lpomanc AoK MoxeT oOcClOXHAThCS —(eHecTpanueld CTBOPOK, KOTopas
OpUBOAUT K (OpMUpOBaHHIO TsKenoll AP u HE0OXOIMMOCTH XUPYpPrHYECKOTO
BMEIIIATEILCTBA (3aKPBITHE TEepUKaApAHAIBHOW 3ariaTkoi) [242]. MomoTsmas
crBopka AoK (cieactBue pas3peiBa Ju0O0 OTphIBA XOP/bI) SBISETCS 3aKOHOMEPHBIM,
HO PEIKMM OCJIO)KHEHHEM MUKCOMaTo3HO n3MeHeHHoro [TAK [237].

5.2.5. JleueOHaa TaKTUKa

[Iponannc AOK TpeOyeT KOppeKIHMH TOJIBKO MpHU MOsBIEHUU Tskenon AP c
COOTBETCTBYIOIIEH CHMIOTOMATUKONH WM cuctonndeckoil muchynkuuern JDK (I

kiacc) (puc. 5.14 u Taba. 5.6) [243].

AoP co 3HauunTenbHbIM

paclLUMpeHnemM aopTbl

B .
femognHamMmun4yeckm J >

3Hauymmasa AoP

|

CvMNTOMHbIE nauneHTbl

®B JTXK < 50% vnu KOP JDK > 70 mm
KCP JIK > 50 mm (|/|n|/| 25 mm/m? MNT)

q

HeT

\ 4 \4

v v
[ Hab6nogeHue ] Xupypruyeckoe nedyeHme ]

Pucynok 5.14 — TakTuka BeleHHs MALMEHTOB C aOpTalbHON peryprurauuei. AoP — aopmanvhas
peeypeumayus;, PB JDK — ¢@paxyus evibpoca nesoco owcenyoouxa, KIP — xoueumwii
ouacmoauyeckuii pasmep, KCP — xowneynwvil cucmonuueckuti pazmep, [T — niowaos
nosepxnocmu mena) °Xupypeuueckoe neuenue maxdce OONNHCHO OblMb PACCMOMPEHO NP
cywecmeennvix usmenenusax pazmepos JK u AO 6 npoyecce nabniooenus.
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Tabauua 5.6 - [Tokazanus 11 XUPYPTrUYECKOTO JICUCHHS TIPU TeMOIMHAMUYECKUA 3HAYMMON
aopTaIbHOU peryprutanuu (A) u 0ose3HsX KOopHs aopThl (B) (BHE 3aBUCHMOCTH OT TSXKECTH
AOpTAJILHOM perypruTaiumn)

Kiacc® | Yposenn®

A. Iloka3aHus 1JI1 XUPYPru4ecKoro Je4eHusi Npu 3HAYNMO a0pTaAJIbLHOM
perypruTamnuu

Omneparus moka3aHa CUMITOMHBIM MMAIIMEHTaM I B
Onepanus noka3ana acuMnToMHbIM nanuerTam ¢ @BJDK <50% | B
Onepanus noka3zana nanuentam nocie AKII, uiny nepenecmmm I C

OINCPAaTUBHBIC BMCIIATCIILCTBA HA BOCXOI[HH.[CI\/’I AOPTC WK APYIruXx KjallaHax

OmnepaTuBHOE BMEIIATEIHCTBO JOIHKHO OBITH PACCMOTPEHO Yy ACUMITTOMHBIX Ila C
mareaToB ¢ OB > 50%, #o ¢ Tsokenou gunaramuent JOK: KJP JDK >70mmM,
v KCJT JIK > 50 mm mam KCP JIK >25 mw/m? T T

B. Iloka3zanus AJis1 XUPYPru4ecKoro jeyeHusi npu 00J1e3HsIX KOPHS a0pThl
(He3aBHCHMO OT TsokecTH AP)

XUpypruyeckoe JIeUeHHUe MOKa3aHo NalueHTaM, KOTOPbIE UMEIOT | C
3a00JIeBaHUsI KOPHS A0PTHI ¢ MAKCHMAJIBHBIM JTHAMETPOM BOCXOISAIICH
aopThl >50 MM

XUpypruuecKkoe JIeUeHHEe MOKa3aHo MalueHTaM ¢ 3a00JIeBaHISIMHA KOPHS Ila C
aopThl C MAKCUMAJIbHBIM IHAMETPOM BOCXOJAIIEH a0PThI:

>45MM U1 TAIMEHTOB ¢ cuHApoMoM Mapdana, nmeromumx (hakTopsl pucka

>50 MM /1751 TAIUEHTOB ¢ OUKYCITUIAIBHBIM KITAIIaHOM C (haKTOpaMH prucka’
d

>55 MM J1J1s1 IPOYUX KaTeropui NaleHTOB

a C

Ipumeuanus: * Knacc peKOMEHIALMH; ° YpoBeHb IOKA3aTENBHOCTH; ° ceMeiiHas HMCTOpHUs
JMCCEKIIMU AaOpThl W/WIN YBEJIMYEHHE pa3Mepa aopThl 2 MM B IO, TsKelas aopTalbHas WIN
MUTpaNbHAs PErypruTalMs, IUIAHApyeMas OepeMEHHOCTh, ¢ KoapKTalus aopThl, apTepHaNbHAs
TUTIEPTEH3UsA, CEMEHHass UCTOPHS JUCCEKIMU WU pacimupeHus aopthl 2 MM/ roa. Coxpawjenus:
AKII — aopTokoponapHoe nryHtuposanue; ®B JIK — dpaxuus BeiOpoca neBoro xkenynouka; KJIP
— KOHeuHbI auacronnyeckuil pasmep; KCP — koneunslit cucronuueckuii pazmep; T — ninomans
MOBEPXHOCTH TeJa.

Jna xupyprudyeckor koppekuum [IAK wucnonb3yrorcss MeToauka IUITMKALUMU
CTBOPOK, TpPHUAHTYJISIpHAsI PE3CKOUS U PECYCIHCHAUPOBAHUE CTBOPOK HENPEPBIBHBIM
IIIBOM M3 TOpPTCKCA. Bce onm mnokazanu XOpomue KpaTrko- M CPCAHCCPOUHEIC
pe3yJIbTaTbl C MHUHHMMAJbHOW HHTPArOCHUTAIBHOW CMEPTHOCTBIO M HU3KOU
MOTPEOHOCTHI0O B TOBTOPHOM  Omepanuyd JaXe TMpU HAIMYUU  3HAYUMBIX
COIMYTCTBYIOIIMX MPOJIANICOB IPYTHX KiIamaHoB cepia [232].

KNKOYEBbIE NMONOXXEHUA
. Beoyweu npuuunoii nponabuposanus cmeopox Aok sensaromea HHCT.

. IxoKIl-ouacnocmuxa I[IAK  exnmwouaem  mpu  OCHOBHBLIX  NPUBHAKA.:
BU3YAIUZAYUIO CMBOPOK KIANAHA HUMCE YPOBHS KOIbYd AOPMbl 80 8peMs OUACMOblL,
aKkcyenmpuuHocms — cmpyu  AoP 6  npomusononoxcHom — HanpasieHuu — om
npoaadupyower CmeopKu, yMeHbvueHue OIunbl Koanmayuu cmeopok AoK.
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. Mna nponanca AoK me pazpabomanvl HOpmMamuébl MOMWUHLL U  ONUHBL
CMBOPOK, KOMOpble NO360IUNU Obl HEe MOILKO C NOMOUWBIO 8U3VAILHOU OYEHKU, HO U
KOIUYECMBEHHO CYOUMb O HAIUYUU UU OMCYMCMBUU MUKCOMAMO3A CIMEOPOK.

. Ilponanc AoK 6 omcymcmesue ounamayuu KOpHs Aopmbvl A61Aemcs 00HOU U3
yacmolx npuyur pazeumusi AoP, no mpebyem Koppexyuu movKo npu NosileHUulU ee
MANCENOU CMeneHu ¢ COOMBemcmaylouel CUMNMOMAMUKOU UTU CUCMOIUYECKOU
oucynxyueti JDOK.

5.3. Mponanc TpukycnuaanobHoro knanaHa (MTK)

5.3.1. AHaToMuAa v aTmonarTtoreHes

TpuxkycnumanbHbIlil KiIanmaHHBIM KOMIUJIEKC BKIIIOYAeT B ce0Sl TPU CTBOPKH
(mepeaHIO0, 3aJHIOI0 U CENTalbHYIO), XOP/bl, MalWUIAPHbIE MBIIIEL, (uOpo3HOE
KOJIBIIO ¥ MHOKApJ MPaBbIX OTJEIOB CEPIIIa.

Ocobennocteio cTpoeHus konbla TKK sBisieTcss ero cioxHas TpexmepHas
CTpYKTypa - JimHncougHas ¢opMa ¢ Oojiee HU3KOJISKAIINM 3aJHECENTaTbHBIM
(6mmxke K Bepxylike) M Oojee BBICOKOJICKAIIMM IEPEIHECENTATbHBIM YUaCTKOM
(puc. 5.15) [244].

MM MNpaeoe
npeacepawe

!
2

—6 | Bepxywka

Y MM 2(Q) 20

Pucynox 5.15 - Tpexmepnass moaenb koibita TKK (3aumcmesosano us Shapiro L.M. et. al.,
1985) [234]. A — nepeaHuii cerMeHT KoJiblla. L — jaTepanbHbIii cermMeHT Kojbma. P —
3aJIHUI CErMEHT KOJIbIIA. S — CenTalbHbIH CErMEHT KOJIbIIa

IIpn nmponance konpno TKK pactaruBaercs nmpenMyliecTBEHHO B CENTAIbHO-
JaTepajbHOM HAIpaBJICHUM W TPH 3TOM IIpuodOperaer Oosiee OKpyriyioo (opMmy.
Crenenp nunatarnuu kosbiia TKK mpu mponance BeipakeHa Jaxke OOJbIIE, YeM Mpu
JIETOYHOM TUIIEPTEH3UU U UIIEMUYECKON TPUKYCIUAAJIBHOW PErypPrUTALINH.

[Tpu IITK cTBOpKM MOTYT OBITH YIJIMHEHBI, IPU MUKCOMATO3HOM JeTeHepaIuu
— YTOJIIIEHBI, U30BITOYHBI. Yallie HaOII0aeTCsl MPOoJIArcC MepeHel, caMoil 00IbIIION
CTBOpKH. [ pebeHuaToe cTpoeHne 3aIHEeH CTBOPKH CTIIOCOOCTBYET MPOJIATICY JaKe MPH
OTCYTCTBUH MUKCOMATO3HOTO TiepepoxieHus [247, 246].

MHUKCOMATO3HO HU3MEHEHHBIE CTBOPKH aCCOLMHMPOBAHBI C YJJIMHEHHEM XOpPI,
KpEIUICHHE KOTOPBIX OYeHb BapuabenbHo [245, 246]. Jlo 50% ciydaeB XOp.bl
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IIEpeHEN MBIl KPEMATCS TOJIBKO K MEPENHEN CTBOPKE. JlOMOIHUTENBHBIE XOPBI
k ctBopkam TKK mMoryt otxoauts ot cBo6oHo# crenku [DK u moaeparopHoro Tsxa
[247].

B HacTosmiee BpemMsi HET JaHHBIX O POJIU CaMOCTOSITENIbHBIX T'€HHBIX JIOKYCOB B
dopmupoBanuu [ITK. On MoxeT ObITh OgHUM U3 4YacTHbIX Tpossiennit HHCT
(mpexne Bcero cuuapoma Mapdana), comyrctBoBath [IMK [233, 235].

5.3.2. PacnpocTpaHeHHOCTb

Pacmpoctpanennocts IITK mno mganHbIM psiga  OONBLINX — aymoOnCULIHbIX
uccaea0BaHui cooTBeTcTBYET TakoBou npu [IMK u coctasnsier ot 0,3 10 3,2% [248,
249]. Cpenu manueHTOB € W30JUPOBAHHON TPUKYCIHIAIBHOW HEIOCTATOYHOCTEHIO,
[ITK mo nanHbIM ayrtomcuu coctaBisieT 16% cuyuaeB [250], cpenm MyxuuH
npU3bIBHOTO Bo3pacta — 7,7% [249].

ITo nanubiM OxoKT IITK Takxke vamie nuarHoctupyercs B acconuanuu ¢ [IMK
(mo 50%) [235, 251]. Bosnedenue B mpoiecc MHKCOMaTo3HO# Aerenepannn TKK
npu nepsuaaoM [IMK nocturaer 33-40% [252]. ¥V neBymiek IITK BcTpewaercs B Tpu
pasa vaie, 4yeM y roHorei [251].

N3onupoBanHbIN IITK MOKHO CUUTaATh OTHOCUTEIBHO peaKUM
sxokapauorpadpuueckum (peHomenom. Jlaxke mpu HCHOIB30BAHUM MUHUMAJIBHOTO
JUArHOCTUYECKH 3HAYMMOTO YpOBHS MposiadupoBaHusi no a”aiorun c¢ [IMK -
nporubaHue CTBOPOK Ooisiee 2 MM - pacnpoctpaHeHHOCTh [ITK B momynsiiuu sui
MOJIOJIOTO Bo3pacTa He mpesbimmaeT 1,7% [1, 253].

5.3.3. xoKIl-anarHoctuka

Ilpu TT-Ox0KI nponanc TKK ouacnocmupyrom npu apko8UOHOM cMeujeHue
cmeopok TK eviwie ypoeus e2o konbya 6 mpéx nosuyusx. napacmepHanrbHouU,
ANUKATILHOU U CYOKOCMATLHOLL.

Hcnonb3yroT deThlpéXKaMepHbIC CEUEHUS IS alMuKalbHOW M CYOKOCTAJIBHOM
MO3UIINNA, U CEYeHHS MO KOopoTKoMl ocu AoK mapacTepHanbHON U CyOKOCTaIbHOM
MO3UIKI 711 BU3yalIn3alliy epeaneii u cenraabHou ctBopok TK (puc. 5.16).

Pucynok 5.16 - 2D u 3D »sxoxapauorpaduueckas
m3yammzanuss  TKK:  (A)  mapacrepHanbHas
no3unus 1o JumHHOW ocH; (B) mapactepHaibHas
MO3MIMs M0 KOpoTKoi ocu Ha ypoBHe AOK; (C)
anuKajgbHas deThipexkamepHas nosuims; (D)
CyOKOCTITBHBIN NOCTYI. A — nepedmsisi cmeopka, S
cenmanvhas cmeopka, P — 3aouss cmeopka [245].
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BriBeaenue napacmeprnanvruou nosuyuu OTUHHOU ocu npumouyno2o omoena 1K
JOCTUTAETCS HAKJIIOHOM JAaTYMKa OT CTAaHIAPTHOTO MapacTePHAIBHOTO CEYEHHS I10
muHHOM ocu JDK BHM3 M MeauanbHO C OJHOBPEMEHHOM pOTalMeld IaTyvKa IIo
yacoBo# cTpenke. CeueHue mpoxXoauT Yepe3 BBICOKO Jexaniue Touku TK.

[Ipu KCIIONB30BAHMH YeMbIPEXKAMEPHO20 GepXyuieuno2o cedenus (puc. 5.17),
IJIOCKOCTh KOTOPOTO MPOXOJWUT Yepe3 Hu3Koiexanme Toukd kombla TK,
MOBBIIIAETCS BEPOATHOCTD JIOKHO-TIOJIOKUTEIBHOTO 3aKiiroueHus 0 Hannunu [1TK.
Pucynoxk 5.17 - [Ipomanic MK u TKK. ¥V o6oux

KJanaHoB mponadupyer Oonee onxuoit crBopku (TT
Ox0KI', anukanpHas yeThIpeXKaMepHast O3HIIHS).

PexoMeHnyeTcs ~ HMCHOJIB30BaThb ~ BCE€  JOCTYNMHBIE U MaKCHMAaJbHO
neprieHauKyIsipabie Konblly TKK ceueHnst 3 BO3MOMXKHBIX ONMKMCAHHBIX TOCTYIOB IS
YBEJIMYCHUS CIICIM(PUIHOCTH U UCKIIOUeHUS runepauarnoctuku [1TK [213].

Junamayuu ronvya TKK COOTBETCTBYeT nuameTp Oosee 35 MM uiu
MHIEKCUPOBAHHBIA auameTp 22 MM/M?. Y B3pOCIHBIX B HOPME €ro KOHEYHBIH
CUCTOJIMYECKUI TUAMETP HE JOJDKEH MpeBbImaTh 28+5 MM. [ 245].

s ouenku peeypeumayuu Ha TKK (B OOJBIIMHCTBE CIy4aeB OHA JIETKasi U HE
KOPPEJMPYET € BBIPAXKEHHOCTHIO MpoJarca) BETOBOE JOMIIEPOBCKOE UCCIIET0OBAHKE
ClieZlyeT MPOBOJWTh, KaK MHHMMYM, B JIBYX OPTOrOHAJBHBIX cedeHusx [213] ¢
UCIIOJIb30BAaHUEM  CTAHJIAPTHBIX HM3MEPEHMM ©  pacueToB. DPGHEKTHUBHOCTH
KOJIMYECTBEHHBIX METOAMK MOKET OBbITh OTpaHUYEHA BCJIEICTBUE  BBIPAKEHHOM
AKCLIEHTPUYHOCTU ctpyu  peryprurauuu  IITK, MHO>@ECTBEHHOCTH U
PAa3HOHAINPABJIECHHOCTH €€ MOTOKOB.

[Torpannuno ymepenHas u tsbkenas peryprutauus Ha TKK moarsepxknaercs
BBIIBJIEHUEM  PETPOrPAJHOTO  KPOBOTOKA B  CHUCTOINY TMIpU  HMMIYJIBCHOM
JOMIJIEPOBCKOM HCCJIEIOBAHUM TEYEHOUHBIX BEH M CHYKUT AuddepeHunanbHo-
JUArHOCTHYECKUM TIPU3HAKOM TSHKECTH TPUKYCIHIAIBLHONW HeocTaTOuHOCTH [254].

llo30necucmonuueckas  mMpuKyCnuoOaibHas  pezypeumayusi He  s6JAemcs
namoeHomoHuunbim npuznakom IITK u moocem nabarodamvcsi y 300p0O8bIX Uy

[239].

Ixoxapouoepapuueckuti ouggepenyuanvusiii ouaenos npu IITK Brimrogaer
CJIENYIONIME HO30JIOTHU: Majbie (OpPMBI aHOMAIMH OOIITEHHA, TPABMATHUECKOE
noBpexIeHHe Kianmanuoro amnmnapata TK, aputmorennas aucrutasus [TDK [255].
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[Ipu IITK ¢ muxcomamozom nipoBomutcs nudauarHo3 ¢ sHpokapaurom TKK
(puc. 5.18); xaprHOMIHON OOJIE3HBIO CEp/Ila; PEBMATHUECKOW OOJE3HBIO CEPIIa;
JIEKapCTBEHHO-UHAYIIUPOBAHHOM Cep/IeYHON BaJIbBYJIOMATHEMN.

Pucynoxk 5.18 - NudexunonubIit
OHJOKApIUT TK, MMUTHPYIOLIUI
«TICEBIOMUKCOMATO3»

[Ipyu HegoCTaTOYHOW  TPAHCTOPAKAIBHOW  BU3yalIM3alldd, B  CIOXKHBIX
muddepeHnanbHO-TMarHOCTUYECKUX  CIIydasiX ¥ Tepel  ONEepaTUBHBIMU
BMemareascTBaMu  ucnonb3dyercss 2D-YII-OxoKI' w 3D-YII-OxoKI' B pexume
peanbHOro Bpemenu [254]. ITocnenHss, B OTIIMYKE OT APYTHUX JOCTYIIOB U METOJUK
sxoKapauorpaduu, Mo3BOJISET OJHOBPEMEHHO BHU3yallM3UPOBATh BCE TPU CTBOPKU
TK.

5.3.4. KnuHn4yeckue nposaBrieHns

VYV mnanuentoB ¢ IITK xanoObl MOABISIIOTCS TNMPU Pa3BUTHUH BBIPAKEHHOM
M30JIMPOBAaHHON TPHUKYCNUJAIbHON HEJOCTaTOYHOCTH M HOCAT HecHelu(pUUEeCKHi
XapakTep - ObICTpas YTOMJIIEMOCTb, CJIAa0OCTh, CHU)KEHHE TOJIEPAHTHOCTH K
¢busnueckoit Harpyske [256]. B otnuume ot manuentoB ¢ [IMK, cumnromuas XCH
npu IITK pa3BuBaercs mno3xke, HO ¢ OOJbIIEH YACTOTOM HEBPOJIOIMYECKOM
CHUMIITOMATUKU U HAJDKEITYA0YKOBBIX HapyIIeHU putma [257].

AyckynpratuBHas kaptuHa npu IITK tpyaHoornmuuma ot takoBou mpu [IMK.
CucTONMMYECKU KIIMK M CUCTOJIMYECKUN IIyM CMEIIAITCS KO BTOPOMY TOHY Cpasy
mocJje riyooKoro BoXa Wiu npucenanus, toraa kak npu [IMK nanHble u3meHeHus
MPOSIBIIAIOTCS JIMIIB TIOCIIE HECKOJIBKUX yaapoB cepana [230].

[Iponaic  TKK Moxer mnporekaTh Kak 0€3 CyIIECTBEHHBIX CHCTEMHBIX
MPOSIBJICHUI, TaK M C BBIPAKCHHBIMU IPU3HAKAMU BOBJICYEHUSI COCIUHHUTEIBHOU
TKaHH. Takue MmanreHTbl MOTYT UMETh ACTEHHMYECKOE TEJIOCIOKEHNE, HU3KUA MHJIEKC
MaccChl TeJa, HEAOCTATOYHO Pa3BUTYIO MyCKyJaTypy. Hapymenus tepmoperyiasiuuy u
BEreTaTuBHAsl JUCHYHKIUS HEPEAKO BEAYT K MOSBICHUIO OJIETHOCTH U MPaMOPHOTO
pucyHka koxku. Hambonee xapakTepHbBIMM M3MEHEHMSIMH CKeJeTa SIBISIOTCA
apaxHOJAKTWJIMS, apKOBUJIHOE HE00, BOPOHKOOOpa3Has WM  KWUJIEBUIHAS
nedopmali TpyIHON KIEeTKH. YacTo BBIABISIOTCS pa3iUYHbIE HAPYIICHUS OCAHKH,
CKOJMOTHYEeCKass  Jedopmanusi MO3BOHOYHMKA, KPBUIOBHAHBIE JIOMATKH U
IUTOCKOCTOIIHE, a TAKXKE CHHAPOM NpsIMOii crimHbl [257, 258].
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5.3.5. TeyeHue 1 NporHo3

Teuenne Hemukcomarto3Horo IITK cuuraercs oTHOCUTENHHO OJIATONMPHUSTHBIM.
IIpy nmanHOW mAaTONOrMU PHUCK (GOPMHUPOBAHUS TSKEJION  TPUKYCIHAATHHOM
HEJOCTATOYHOCTH, TpeOyromen XUPYpPruYECKOM KOPPEKLINH, HU30K.
ITporpeccupoBanune mukcomaroza TKK moxker mporekatb B pamMKax OCHOBHOTO
3a0oJieBaHMs, TakuxX Kak cuHApoM Mapdana, wmukcomato3nbii IITK, ¢
dbopMUpOBaHHEM 3HAYMMOW TPUKYCHUAAIBHOM HEJOCTaTOYHOCTH, KOTOpas 0e3
COOTBETCTBYIOIIEH KOPPEKIUHA MOXKET CO BPEMEHEM IPOrPECCUPOBATh, MPUBOIA K
YTSDKEIICHUIO CUMIITOMATHKH [259].

Tsorcecms  MpuKycnuOaibHoOl pe2ypeumayuu  A818emcst MapKepom Xyouei
BLIXCUBACMOCIU NAYUCHMOE 6HE 3ABUCUMOCHIU OMm OpYeuxX NoKazamesel, makux
Kaxk, nanpumep, ¢ppaxyusi eviopoca JDK [256].

B otrmnune ot I[IMK, u3-3a OTCYTCTBUSI PETPOCIEKTUBHBIX M MPOCHEKTUBHBIX
AMUAEMHUOJIOTHUECKUX HCCIEOBaHUM, HE pa3padoTaHbl KPUTEPUH, OCHOBAHHBIC HA
Mopdosorun ctBopok TKK, koTopbie MOTIHM OBl CYKUTh JIsl CTpaTU(PUKAIIUN PUCKA
npu [1TK.

Buipaowcennvni  (muxcomamosuwvui) IITK mooxcem Ovimv mapkepom 6Oonee
msxcenoco nopadicenus kianamroeo annapama npu HHCT (8 wacmumocmu, npu
cunopome Mapgana) u 6onee nioxoeo npocrosa npu conymcemeyrowem IIMK [257].

5.3.6. JleueHue

Bonpocer tepanuu npu [ITK otaensHo He paspadortansl [260] (ACC/AHA,
2006). TIpu IITK ¢ npodunakTuyeckoi U JIe4eOHOU 1EeNIbI0 MOTYT HCIIOJIh30BATHCSA
npenapaTsl, BIMSIONIME HAa METa0O0JIM3M COEIMHUTENbHON TKaHU. XUpypruyeckas
KOpPpeKLMsT BO3MOXXHA JIMIIb TNPU HAIWYUU  TOKEIOW  TPUKYCHUAAIBHOU
peryprutaniun  [261] (pexomenmanuu ESC/EACTS, 2012) B coyeraHuu c
COOTBETCTBYIOIIEH cumnromatukoi (lla kmacc) u/minm HeoOXO0IUMOCTBIO KOPPEKLIUU
narojoruun MutpaibHoro kimanaHa (| kmacc). Haumbonee yacto uUCHONB3yHOTCS
pa3jnyYHble BapUaHTHl aHHYJIOIUTACTUKA TK, MO3BOMSIONINE YMEHBIIUTH TUAMETP
KOJIBLIA ¥ TEM CaMbIM yJIy4YIIUTh CMbIkaHue cTBopok TK [233].

KIKOYEBBIE NMOJIOXEHUA

. Ocobennocmu AHAMOMUYECKO2O cmpoenus TKK ABAOMCS
CAMOCMOAMENbHLIMU — (DAKMOPAMY, — CHOCOOCMBYIOWUMU — (POPMUPOBAHUID €20
npoianca

. HITK 6 uyenom ommnocam k omuocumenvHo peokum IxoKI-¢henomernanm,
Komopblil yawe ouacHocmupyemcsi 6 accoyuayuu ¢ I[IMK.
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. B nacmosawee apema omcymemayrom kpumepuu Mopghono2uyeckux usmMeHeHul
cmeopoxk TKK, komopvie moenu Ovl cuyscums 01 cCmpamu@ukayuy pucka npu e2o
npoaance.

. IxoKI-ouacnocmuka IITK 3ampyonena us-3a He803MONCHOCMU BU3YAIUZAYUU
U3 CMAHOAPMHBIX CEYeHULL 8CeX Mmpex CMBOPOK 0OHOBPEMEHHO.

. Hemuxcomamosnviu I[ITK npu omcymcmeuu yMepeHHOU UMU  MAHCEN0U
MpUKycnudaivHou pecypeumayuu, no ananoeuu c¢ IIMK, moocem Ovimb omuecen K
Kamez2opuu HU3K020 pUucka.

5.4. NMponabupoBaHue KnanaHa yiero4HOU apTepumn

5.4.1. Obwume cBegeHuUs

B mnactosmee Bpems mnposanc kianaHa JjerodHod aprepun (IIKJIA) He
MO3ULIMOHUPYETCS KaK CaMOCTOSITEIbHAs, KIMHUYECKHM 3HAYMMas KIIallaHHAs
narosorusi. HaOmiomaercss [IKJIA npeuMyiieCTBEHHO TMpPU  MHUKCOMATO3HOM
JereHepaliy MOIYAYyHUN U Yaie (GOpMUPYETCsl KaK COIYTCTBYIOIIEE COCTOSIHUE MPU

kakoMm-1u00 mMoHoreHHoM HHCT, nanpumep, npu CM mubo npu cunapome [IMK
[241].

5.4.2. PacnpocTpaHeHHOCTb

CBenenus o pacnpoctpaneHHOcTH I[IKJIA HeMHorouwcieHusl. B oOieit
MONYJISIIUK  MpoJadupoBaHUE CTBOPOK KiamaHa JerouHod aprepuu (KJIA) He
npesbimaeT 0,5% [1, 249]. Yactora Dx0oKI-AMarHOCTUKH MpoJjanca Cpead MyKIHH
Mojomoro Bo3pacta gocturaet 4,2% [262]. Ilo pmaHHBIM = ayTOICHHHBIX
uccnenoBannii npu Hanuuuu I[IMK BoBiedeHne B mpouecc MHUKCOMATO3HOU
JereHepanuy MmyJIbMOHAIbHOTO Kiamana pocturaer 10% (0e3 ero KIMHUYeCKH
3HAYMMOM MproKu3HeHHOU auchynkimn) [241, 230].

5.4.3. AxoKI-puarHocTuka

Tpancmopaxanvnas ouenka KJIA 3aTpyaHeHa BCIEACTBUE psAla NPUYMH:
IJI0X0€ aKyCTHUECKOE OKHO M3-3a Y3KUX MEXpeOepuil U HaCIOCHUs JIESTOYHOW TKAHU;
MeHbIIasi, 1o cpaBHeHUO ¢ AoK, tommmnHa ctBOpok KJIA; BO3MOXHOCTH
OJTHOMOMEHTHOM BU3YyaJIM3alliH TOJIbKO OAHOM WM JIByX CTBOPOK KJIamaHa U3 TPEX.

CranpaptHo OxoKI'-nmuarnoctuky IIKJIA BBINOJHAIOT B napacmepHanibHOM
docmyne 6 ceyeHuu no Kopomkou ocu Ha yposHe AoK. Jlna mnpaBuiIbHOMN
nuarHoctuku [IKJIA mno3unust nobkHA OBITh MaKCHMMalbHO MPOAOJBHOW TIO
OTHOILLIEHUIO K JIETOYHOM apTepuu W BeIHOcsuleMy Tpakty DK, a nmuacronmmueckuit
nporu® B BeIHOCAImME TpakT IDK - cTporo mnepneHAMKYISpHBIM (HUOPO3HOMY
koJibly. CyOKOCTalbHBIN TOCTYN B cedeHuHr no kopoTkoit ocu AOK wim 3D-DxoKT
MO3BOJISCT MOJYYUTh JOMOJHUTEIBHYI0 HHpopMarmio [263].

IIpu  YII-OxoKI' ouenka 3arpyaHeHa  otpaneHHocTero  KJIA ot
BBICOKOYACTOTHOIO JlaTyuka U pacnojioxkeHueMm koibua KIJIA mapamiensHo
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HAIPABJICHUIO YJIBTPAa3BYKOBBIX Jiyded [263, 255, 264]. Jlyummmu 19 OICHKH
[IKJIA sBastoTca ClHeyrolue MO3ULUU: TPaHCTacTPadbHBIA JTOCTYIl B CEYECHHH
BbIHOCsero Tpakta IDK, goctyn u3 cpennell yacTu muUIIeBOAa C BU3yalHu3aluen
NPUTOYHOTO M BhIHOCAMIEero otaenoB [DK u goctyn u3 BepxHel 4acTH MUIIEBOJIA B
CCUEHHUH JAYT'H a0pTHI 110 KOPOTKO# ocu (puc. 5.19 (a, b, ¢)) [264].

Pucynoxk 5.19 - Busyanusarus KJIA mpu UIT-DxoKTI': (@) - u3 cpeanero otaena numieBoaa; (b) -
U3 BepXHEW 4YacTH TNHIIEBOJa B CEYEHHWH 110 KOPOTKOW ocu jayrd aoptel; (C) - wu3
TpaHcractpainsHoro aoctyna. LA — neBoe mpeacepaue, RA- mpasoe mpeacepaue, RVOT —
BBIHOCSIIIUI TPaKT MPABOTO XKenynouka, PA — mynsMoHanbHas aprepusi, PV — kianaH JierodHoi
aprepun, ATVL, PTVL — ctBopku TKK

Ilynemonanvnas pezcypeumayusi ipu [TKJIA xopomio BU3yaln3upyeTcsi Mpu
TPAHCTOPAKAIILHOM HWCCJIEIOBAHUH 3a CYET OJM30CTH K JATYUKY, PEIAKO JOCTUTACT
YMEPEHHOM WIIA TSDKEJIOM CTEeNeHH. B pexnme LBETOBOrO JONILIEPOBCKOIO
uccienoBanus J€rkas HeapoctatouHocTh KJIA xapaktepu3yeTcss OrpaHUYeHUEM J10
10 MM MMpPUHBI TOTOKAa PErypruTalvi, B PEKUME HEMPEPHIBHOTO JOMILIEpa -
HU3KOW CKOPOCTBHIO 3aMEJIJIEHUS U CIa00M IJIOTHOCTHIO MOTOKA. DYHKIMOHAJIbHAS,
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NETKOM CTETeHH, PETYPTUTAIIHS UMEETCS y OOJIBIIMHCTBA JIUI] ¢ Hen3MeHeHHbIM KJTA
[254].

Perypruramnus Ha KJIA MoxeT ObITh 00YCIIOBIICHA 8POMCOEHHOU aHOMAUeEl,
KOrJla UMEIOTCS HE TpHU, a JiBe wiM 4yetbipe cTBOpkM KJIA. B stux ciayuasx TT-
OxoKI" u YII-DxoKTI', nmonomnennsie 3D-2xoKI', mo3Bossior nuddepeHnupoBath
aHOMAJIMM KOJIMYECTBA CTBOPOK (OMKYyCHUAAQIBbHBIA WM KBAaJIPUKYCIUIATBHBINA
KJIA), xapaktep uX JIBIXKEHHS (KyImoJoOOpa3HOE WM MpoJanc), O0COOCHHOCTH
CTPYKTYpPHI (THUMOIUIA3Hs, TUCIIIa3Usl UK ToJiHoe oTcyTcTBUE KJTA).

Mukcomato3  ctBopok KJIA ¢ uX  BBIP@KEHHBIM  YTOJIIICHHUEM,
MPOJIA0UPOBAHUEM U YMEPEHHON WIH THKENON HenocTatouHOCThI0 KJIA, Bo3HUKaeT
KpaitHe peako. B atom ciydae mauddepeHuuanbHbIi AMAarHO3, KaKk M B CiIydae
nponarnca TKK, cnegyer mpoBOAUTH C KAPIUHOUIHBIM CHHIPOMOM, WH(EKIIMOHHBIM
SHIOKAPJAUTOM M peBMaTHYECKOM 00JIe3HbI0 cepna [263].

Perypruramuss ma KJIA BO3MOXHasg npu auiaTauyy JIETOYHOM apTEpUu
(Hampumep, auameTp ctBoia JIA > 23 MM y B3pOCHBIX HalMeHToB) [265], koTopas
yacto HaOmonaercs npu CM, oaHako, HE MUMEET CNeUn(UUECKOro 3HAu€HUs ISl
JTOT0 JUArHo3a.

5.4.4. KnuHu4yeckoe Te4yeHMe U NPOrHo3

[Iponanc KJIA He BHOCHUT NPAaKTUYECKH HUKAKUX U3MEHEHUN B KIIMHUYECKYIO
kaptuHy Kak npu HHCT, Tak u y npakTU4ecKu 310pOBBIX JIHL.

[losBnenne 3HauMMOM myJibMOHaNbHOM peryprutanmu npu IIKJIA game
0OyCJIOBJIIEHO MHBIMHM NPUYMHAMH, HampuMep, AWIaTalueil JeroyHol apTepuu npu
CM [266]. Bmecte ¢ Tem, nunaramus JIA He BKIIOYEHA B CHUCTEMHYIO onieHKy CM,
IIOCKOJIBKY OCJIO)KHEHHsI cO CTOpoHBbI JIA BcTpewarorcst noctatouHo peako. Kpome
TOTO, HEOOXOAMMBI JaJbHEWIINE WCCIAEAOBAHUSA JUII YTOYHEHHS IOPOTrOBBIX
3HaueHUH muiiatanuu JIA 1 e€ TMarHoCTHYeCKOM 3HAYMMOCTH.

Jlaxxe ~ BBIpa)KEHHBIE ~ MHUKCOMATO3HbIE  H3MEHEHHS €  TIIyOOKHUM
MPOJAOMPOBAHUEM M 3HAYMMON HETOCTATOYHOCTBIO MYJIbMOHAJIBHOTO KJIallaHa PeIKo
MPUBOAAT K CYHIECTBEHHOMY VYXYAIICHHIO KayecTBa >KU3HU, OOYCIOBIECHHOMY
pa3BHUTHEM CEPJCUYHOIN HeIOCTaTOUHOCTH [241].

AyckynbTaTUBHO HeAocTaToYHOCTh KJIA MOXeT mposBIATHCS OClia0ieHHuEM
BTOPOTO TOHA M TUACTOJIMYCCKUM IIyMOM B ero npoekuuu [230].

5.4.5. JleyeHue

[Tanmenter ¢ [IKJIA nyxnarorcs B mnpoBeneHnn OXOKI'-moHuTOpmHra 3a
pazmepom u ¢yukuuend IDK ¢ menbto ompeneneHuss ONTUMAIbHOTO BpPEMEHH
BO3MOKHOT'O XUPYPIHUYECKOTO BMeIIareabcTBa (mporesupoBanus KJIA) [263, 267].

KNKOYEBbIE NMOJIOXKEHUA
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. Iponabuposanue KJIA 6 kauecmee CAC umeem Onaconpusmuoe mevenue u
He eausem HA NPOSHO3 OCHOBHO20 3A00/€8aHUs, 8 pPAMKAX KOMOpO20 OH
pazeusaemcsi.

. Ixokapouoepaguueckuti  docmyn u  euzyamuzayus  cmpykmyp  KJIA
3ampyoHeHbl 88Uy OCODEHHOCMmEU e20 aHAMOMUYECKO20 pPACNONIONCEeHUs U
CMPOEHUs.

6. AcuMMeTpuUA TpPEXCTBOpPYATOro aopTanbHOro
knanaHa (ATAK)

6.1. TepMuHoOnorusa n onpepeneHns

Acummerpust  TpexctBopuatoro AoK (ATAK) paccmarpuBaeTcs — Kak
NO2PAHUYHOE COCMOSIHUEe MedHcO0y HOPMOU, K KOmMOpou cliedyem OMmHOCUMDb
HopManvHbll mpexcmeopuamsiii AoK, u s6nou anomanuetl, nposeisaoueics: 00Ho-,

08YX- UL HeMmblpexcmeopiamovim aopmanvivim kiananom [268, 269, 270, 271, 272,
273].

6.2. HopmanbHasa aHatomusa n ATAK

Hopmansnas anatomust TAK npexncrasnena na puc. 6.1. u 6.2.

Pucynok 6.1 - Monens aopTajqbHOTO
KJ1araHa B 3aKkpbIToil (A) U oTKpeITOH (B)

MMO3ULUAX. Kaxkmas cTBOpka MOIYIYHHOTO
KJaraHa HWMeeT KapMaHOMOAOOHYI ¢opMmy.
CtpenkamMu yKa3aHbl KOMHCCYpBI [274].

PucyHok 6.2 - AopTanbHbIi KJTamaH B

pa3BepHyTOM  BHMJIC.  IlyHKTHpHBIMH
JUHUSIMHA ~ OTMEUEHA JIMHHUS  CMBIKAHHS
CTBOPOK. Mexkay CBOOOTHBIM Kpaem |
MECTaMH  KPEIUICHHSI  KaXIO0W  CTBOPKH
BBIICIISIFOT ~ JIBE€  JIYHYJSIpHbIE  OOJIacTH,
MPECTABIISIONINE MIPOTHBOITOJIOKHBIE
MOBEPXHOCTU MEXKTy CMEKHBIMH KJIallaHAMU
9 B 3akpeiToM coctosinun. Cokpawenus © R —
\ npasas, L — nesan xoponapnvie cmeopku, P
S saoman (HeKOpoHapHas)  CMEOpKA.
Komuccypor (*) pacnonazaiomces na yposue cunomyoOynsaproeo coeounenus (STJ) aopmoi;, N —
Apanyues yzenok; LC — neswiii koponapnwiti cunyc;, RC — npaswviii koponapmuwiii cunyc; Conus -
KoHyc KoporapHozo curyca, STJ - cunomy6ynaproe coedunenue aopmer [11].
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Anamomuueckas acumMmeTpusi cTBOpok AK 1Mo ayTONCHHHBIM HCCIIEIOBAHUSIM
BcTpevaetcss B 97,5% cmywaeB [275]. OnmHako nonycmumas e6apuamueéHocmv
CMpPOeHUsi HOPMATbHO QYHKYUOHUDYIOWE20 KIANAHa ONnpeoensiemcs pasHuyel
nrowaou noayayuuii 0o 10%. Ilpu npesviwenuu 3mozo npedera ATAK
paccmampusarom 8 kavecmee CAC.

Yare uMeeT MECTO YBEJIMUCHHUE OJIHOTO M3 IMOJIyJyHHH (HEKOpPOHApHOIO —
32%, npaBoro kopoHapHoro — 36%, neBoro kopoHapuoro — 17,5% ciyuaeB). Pexe
BCTPEYAETCS] YMEHBIIIEHUE OJTHOTO U3 MOIYIyHHH (HeKopoHapHoro — 3,5%, mpaBoro
KopoHapHoro — 4%, neBoro kopoHapHoro — 4,5% ciy4aeB) [275].

6.3. PacnpocTpaHeHHOCTb

Mopdonoruueckas u IxoKI-pacnpocrpanennocts ATAK cocrasnsier ot 10 10
20% [1, 2%277]. Y mun crapmmx BospacTHBIX rpynn ATAK BeIsBIsSeTCS pexe
(14,7%), wuyto ¢ OOJbIIEH BEPOSTHOCTHIO OOYCIOBJICHO THUIIOUATHOCTUKON
BCJICJICTBHE 3aTPYIHEHUH BH3yalW3allMl BHYTPUCEPACUYHBIX CTPYKTYp VY JIHII
noxwuioro Bo3pacra [1]. Bepostrocts BeisiBnienus ATAK Bo3pacTaer ¢ yBennueHueM
konnyectBa BHemHuX mnpusHakoB CBCT. B kadecTBe H30JMpPOBaHHON aHOMAJHMH
BCTpevaeTcs He Oosiee yem B 4 % ciyuaes [276, 278].

6.4. NMNaTodunsnonorua n naromopdonorus

Ha maremartuueckoil Mojenu J0Ka3aHO, YTO 4YeM OOJbIIEe pa3Inuuue MEXITY
IJIOMIAIMUA A0PTAJBHBIX MOJYJIYHUN, TeM OoJjiee HEpaBHOMEPHO pachpejiesicHa Ha
HUX Harpyska, gocturas kpainux npeneno npu JAK / ATAK [279]. IIpu stom
BBIDQKCHHAs] ~ aCUMMETPHUSI  TOJYJIYHHM  CIOCOOCTBYET  I'€MOJMHAMHYECKOU
neperpy3ke ¥ MUKpOTpaBMaTHU3aIlMi aHOMAJIBHO Pa3BUTOM (HAUOOJBIIEH) CTBOPKHU U
3aIyCKy MaToJIOTHYECKOM 1enu COOBITUM, BENYIINX B UTOre K (OpMUPOBaHUIO Ooee
paHHero ckiepo3a u kansiuHo3a AK [268, 280, 281].

Kanpuudpukauuss mnpu ATAK HacTymaer mno3xke, 4YeM MNOpU HOPMAJIbHO
¢ynkunonupyomem JIAK (B mocnegHem ciiydae K TPETbEeMY M UYETBEPTOMY
JCCATHIICTUSAM JKM3HM) [226]. BmecTe ¢ TeM, MAaTOreHETHYECKHUE MEXaHU3MBI
kanpunHo3a npu JJAK m ATAK eaguHbl, 4TO MNOATBEPKAACTCS OJUHAKOBOU
MUKPOCKOIUYECKON KapTUHOM MONYIYHUI NpH Kanblupuuupyromem crenoze AK u
kaneiuHo3e JJAK [282, 283, 284].

6.5. [lnarHocTuUKa

Hns nuarnoctukun ATAK paspaboranbl OxoKI- u namomopghonocuueckue
Kpumepuu.

B nononHeHne K HMHCTPYMEHTAJIbHOMY HCCIEAOBAHUIO LEJIECO00Pa3HO
onleHuBath  (Qenorunuueckue npuszHakdk HHCT, ocobGenHo Ha mnpeaMer
Map(aHOMTHOUTHON BHEITHOCTH M CKEJIETHBIX aHoMauu [285].
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6.5.1. 9xoKl-guarHocTtuka

HecmoTpss Ha Hamuume KoMmMIbploTepHOH mporpammbl IXxoKI'-nmuarHoctuku
HapyLIEHUH MPONOPUUOHAIBHOCTA AOPTAIBHBIX NOJNYIyHUH (3emuoBckuii J.B. ¢
coaBTopami) [286], B pyTHHHOI MpaKTUKE JOCTYIMHON OCTaeTCss MOAU(DUIIUPOBAHHAS
MeTtojuka 1o BoisgBiaeHUI0 ATAK, ocHoBaHHas Ha Busyanuzanuu AoK ¢ usmepenueM
JMaMeTpa aopThl HA YPOBHE aopTaibHOTO Kojbla (JJA0) 1 paccTosiHUSI OT TiepeHen
CTEHKH aOpTHI JIO IMHUH CMBIKaHUs oyinyHui (B) (puc. 6.3).

Pucynok 6.3 - J/luarnoctuka ATAK: (A) — SKCIEHTPUYHOCTh JIMHHHM CMBIKAHHUSI aOPTaJIbHBIX
cTtBOpok B guactony (M — pexum); (B) — acummerpusi monynyuuit AK (mapacrepnanbHOe
CEYEHHE M0 KOPOTKO# OCH) (3aumcmeosano uz 3emyosckoeo D.B., Manesa I.I'., 2012 [1])

Ha  ocHOoBaHMM  TOJy4YE€HHBIX  JAHHBIX  PACCUMTHIBACTCS  BEJIMYMHA
skcreHTpucuteTa (EX), xapakrepusyromias CMEIIECHHE JTMHAU CMBIKAHUS TIOTYJTYHHH
OT LIEHTpA:

Ex=0,5*]1Ao/B.

Jluaenocmuuecku 3uauumou eenuuunou 0 eepughuxkayuu ATAK saensemcs
noxasamenv >1,2.

[Tpu TT-2x0KI" MoxkeT BO3HUKATh KakK euno-, max u eunepouacnocmuxa ATAK,
uny  owmbounas  ouacHocmuxka J{AK. IT0 CBSI3aHO C  OrpaHUYECHUSAMHU
napactepHaibHoro gocrymna TT-DxoKI™ ansa Buzyanuzanuu u3-3a y3Kux Mexpeoepuii
WM OCOOCHHOCTEH PaCIoJIOKEHUSI CEep/illa B TPYIHOM KIIETKE, a TakXKe MPH TUIOXOU
oOmelt Bu3yanu3anu. B 3TUX ciy4asx HE BCerja JIOCTHUTaeTcs TMOJMydYeHue
koppekTHoro ceueHus AOK wnm m3o0pakeHus HYKHOW 4YETKOCTH. B HEKOTOpBIX
ciyyasax yianydymuTh Bu3yanmmzauuio  AOK 1o  KOpOTKOM och  MOMOraer
cyOKocTanbHblil  fnoctyn. B cioywasax crnoxnoit wmopdonorun AOK u  npu
muddepennmanun ATAK u JJAK ucnonssyercs UIT-OxoKI (puc. 6.4).
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Pucynok 6.4 - Bapyant aCUMMETPUYHOCTH
ctBopok AOK npu JIAK ¢ nepemblukoil Ha
onHou u3 ctBopok (UIT-DxoKT).

HaunbGonee MEPCIIEKTUBHOMN METOAUKOMN KOJIMYECTBCHHOMU OLICHKH
BHYTPHUCEPACYHBIX CTPYKTYpP, B TOM uunciie cTBopok AoK, sBusercs 3D-YII-OxoKT.
Hcnonp3yercss aBTOMAaTHYECKUW aJrOPUTM MOJEIUPOBAHUS U KOJWYECTBEHHOMN
oueHku npu 3D-UII-OxoKI', neMoHcTpupytonmii 6ojiee TOUHBIA KOJUYECTBEHHBIM
NOAXOJ K OIEHKE pa3Mepa KJIAllaHOB M KOpPHA aopThl, YEM JIpyTUe
sxokapanorpadpuyeckue MeToauku [287].

Pexomenaanuu nmo s3xoxkapauorpaguyeckoit nuarnocruke ATAK
1. M-pesxcum TT-OxoKI': sxcyeHmpuyHoCcmv JUHUU CMBIKAHUS AOPMANbHBIX
cmeopok 6 ouacmony (Ex >1,2) (wyecmeumenvnocme 90%, a cneyuguurnocmo —
97,3%) [1]. [Ipu KOPPEKTHOW MO3UIMK IO3BOJIAET 3aIlO03PUTh U TOIATBEPAMTH

acUMMeETpHi0 CTBOpOK AoK, H30JMpoBaHHO HE TMO03BOJIACT AU EpEeHIIMPOBATh
ATAK ot IAK.

2. 2D-peoscum TT-OxoKI : cmewenue xoms 6vl 00not u3 komuccyp AK na I uac
u bonee ycnosroeo yugeponama uz cmeopok AK 6 napacmepnanvrom docmyne no
kopomxoti ocu AOK. Takoe cMelleHne OIIEHUBAETCS KaK BEIpaXKEHHOE U TpeOyeT
noaTBepxaeHus npu YI1-OxoKI'. JlaHHBII pekUM MO3BOJISET Y Psifa NAlMEHTOB
muddepenuuponats HopMy, ATAK u JIAK.

3. 2D-pexum UIT-Dx0KI': xopomo nuddepenmmpyer ATAK u JTAK.

4. 3D-pexum UIT-Dx0KI': sBiseTcs onTUMaIbHBIM B olieHKe Mopdonoruu AoK.

6.5.2. NMaTomopdonornyeckas guarHoCTMKa

Mopgo-anamomuueckum  kpumepuem  ATAK  mnpennaraercs  GeiuyuHa
omuoweHus niowjaou cmeopox AK k niowadu npoceema xopHs aopmul Ha YyposHe
K1anawHo2o kovya. Bennuuna 3Toro otHomeHus oT 29 do 37% paciieHuBaeTcs Kak
BapHaHT HOPMBI, pasHas uiu boaee 38% - kak ATAK [288].

6.6. KnnuHn4yeckmne nposiBreHus

Kmuanueckne mposisienuss ATAK wmanocnenmuduunpl. 3Ha4yuMO — Hare
BBISIBIISIIOT KATOOBI Ha IPECUHKOTIATHHBIC COCTOSIHUSA, CHIDKCHHE
paboTOCTIOCOOHOCTH, HAPYIICHUS CEPJICYHOTO PUTMA, KOTOPHIC B OOJBIICH CTETICHH
CBSI3BIBAIOT C BEreTaTMBHOM auchynkuuei [289].
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AyckynpTaTUBHBIE (DEHOMEHBI, XapakTepHble s nopaxeHus AoK, cimemyer
OKHJIaTh TIPHU TIporpeccupoBannu Gprudpo3a, KaATbIMHO3A MOTYTyHUH, (POPMHUPOBAHUN
reMOJIMHAMUYECKH 3HAYUMOM PErypruTaiuu.

OOBEKTUBHOE HCCIICIOBAHUE IIO3BOJISICT BBIIBUTH BHEIIHUE IPU3HAKH,
xapaktepubie 111 HHCT (cMm. mpu3HaKu CUCTEMHOT'O BOBJICUEHHUS COCIMHHUTEIBHOMN
TKaHH).

Yacrora BeisiBiieHua ATAK HapacTaer mo mMepe yBEJIMYEHHUs YMCiIa BHEIIHUX
npusHakoB CBCT, uyrto mnoarBepxkaaer Haiauuve B3auMocBsizu 3Toil CAC ¢

CHCTEMHBIM JIe(EKTOM COCAMHUTEIBHON TKaHU, B OCOOCHHOCTH, ¢ Map(paHOHMIHBIM
¢denoruriom [268, 285].

6.7. Te4yeHne n cTpaTndukKkaumusa pmucka

Acummerpus TAK crnenyer paccmarpuBath kak CAC ¢ OnumenvHbim
JIAMEHMHBIM NEPUOOOM O MOMEHMA BbIABIEHUS 00 KIUHUYECKOU MaHupecmayuu.

Teuenue ATAK w™moxHO cuuTaTh Oosiee  OmarompusarHeiM, deM JIAK, ¢
(dbopMUpOBaHHEM HE3HAUUTEIBHOW aOpTaJIbHOM pEryprutaivyd U  MeJJICHHBIM
pa3BuUTHEM KpaeBoro (ulOpo3a M KajublUMHO3a NONyIyHUUA. DopmupoBaHHS
KaJbIIMHO3a, PUBOASIIIETO K cTeHo3y AoK, MOXXKHO OXXKuaaTh HEe paHee, 4eM Ha 5—6
JCCATHIICTHH JXn3HH [1].

Cmpamughuxayuro pucka npu ATAK creayer OCHOBBIBATh Ha BBIPAXKEHHOCTHU
ACHMMETPHUU TOJTYTyHUH.

[Ipu pa3Butusa kanpuuduimpyromero crenoza AK nokazanus Kk onepaTUBHOMY
BMEIIIATEILCTBY oONpenensitorest corigacHo pexomenpanusm AHA/ACC (2006) wu
ESC/EACTS (2012) - mnomans orsepctus AK menee 1 cM?, mpusHaKM cepiedHOM
HEI0CTATOYHOCTH MK cucToinueckon quchynkiuun JIK [188, 290].

KNKOYEBbIE NMOJIOXKEHUA

. ATAK sensemcs pacnpocmpaneHHOU auomanueu, HNOSPAHUYHOU MeHCOy
Hopmoti u nopokamu AoK.
. s ouacnocmuxku u ouggepenyuanvhoi Ouacnocmuxu ATAK cnedyem

ucnoavzogams kax TT-OxoKI, max u YII-OxoKI, uz xomopwix nocnreonssn 6 3D-
pedrcume A6Jsemcs ONMUMAIbHOLL.

. Kpome cnyuaes IOxoKI*-susyanuzayuu senou acummempuu cmeopox Aok,
pacuem Kpumepus IKCYeHmpucumema ciedyem 6blNOJHAMb NpPU  BbLAGIEHUU
pecypeumayuu Ha AOK 6e3 3nauumvix mopghonocuieckux usmeHeHu.

. Knunuueckoe 3nauenue ATAK onpedensemcs puckom b6oniee panune2o, uem npu
OMCYMCmMeUU 3HAYUMOU ACUMMEMPUL CIMEOPOK, PA3BUMUS CKILEPOOe2eHePaAMUBHbIX
usmenenuu AK.

. Cmpamugukayuro pucka npu ATAK wyenecoobpasno ocHosvieamsv Ha
BbIPANCEHHOCMU ACUMMEMPUL NOTLYJIYHUL C KOHKpemu3ayuel OaHHbIX 8 OalbHeltiulem
1o pe3yibmamam HAyYHbIX UCCIEeO08AHULI.
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7. B3auMmoCBA3U CTPYKTYPHbIX aHOManuu cepaua v
UX KIMHUYECKoe 3HaYeHue

C yuerom toro, uro CAC saBmstorcs nposisnennem CBCT npu HHCT,
BO3MOXKHOCTh COYETaHMS y OJHOro uenoBeka Heckoinbkux CAC sBisercs
3akoHOMepHOH. C KIMHUYECKUX TO3UMLUHUM BaXHO HWMETh NPEACTABICHUSA O
BO3MOKHBIX OTPUIATEIBHBIX CUHEPTUUECKUX BIUAHUAX pa3anyHbix CAC.

Eecmaxuee  knanan, cemv Kuapu, AMIIII, sBussace OIU3KUMHU 110
AMOPHOHATBLHOMY TPOUCXOXKACHUIO, YacTo couetaroTca ¢ OO0 u B psge ciydacB
OTSTOIIAIOT €ro KJIIMHUYECKOE TEUECHHUE.

Hzonuposannoe OO0 scmpewaemces pedice, yem 6 couemanuu ¢ AMIIIT [103].
B 70% cnygaeB OOO coueraercs ¢ EK [149] u B 83% - ¢ cerbto Kuapu [119].
bimskue panubie o coueranuto OOO, EK, cetm Kuapum nomyueHsl B Tpymre
NaIMeHTOB, 0TOOPAHHBIX I SHI0BAacKyIspHOTO 3aKkpeiThst OO0 - 82% [112].

Nwmerotcst u potuBopeunBbie naHubie (nccnenoanne « PEITIIMKAY) o penkoit
couetaemocTu ykazaHHbIX CAC ¢ jgaHHBIMU 3apyOekHbIX uccienoBaTeneit. Camu
aBTOpPBI 3TO CBA3BIBAIOT C HCIOJb30BaHWEM AaHHbIX TT-DxoKI, koropoe He
aBisieTcs MeToaoM BbiOopa nuarHoctuka OOO B ornmuue ot YUIl- OxoKI [1]. B
CBSI3U C OTUM YMECTHBIM SIBJISICTCSl IPEICTABICHUE PEKOMEHJALMU  LEJIIEBOTO
HasHadenus UIT-OxoKT, npennoxennsix A. Merante ¢ coasropamu [291].

B nccnenoanun «PEIVIMKAY y nui Moaoaoro Bo3pacra ¢ aHEBpU3MaTUYHON
unu MooOmnsHOM MIIIT HaGmromanack BbicOKash yactoTa BcTpedaeMoctu [IMK,
0a3aJbHBIX U MHOKECTBEHHBIX aHOMAaJbHO pacrnonoxeHHble xopabl (APX), a npu
ynmuaeHHoM EK - mo0aBoyHbIe anLIsSpHBIC MBIIIIBI U T€ ke 0azanbHubie APX [1].

BaxxapIM M J0Ka3aHHBIM sBIsECTCS TOT (pakt, uto couemanue OO0 u AMIIII
ABNAEMCS HE3ABUCUMBIM NPEOUKMOPOM IMOOIUYECKUX DNU30008 U CYUWECMBEHHO
nosviwaem puck pazeumusi uncyiomos [100,39]. TlarueHTBl ¢ COYETaHHEM 3THX
IBYX MOP(OJOTHYECKHX aHOMAIMA WMEIOT MaKCHMaJlbHOE COOTHOIIEHHWE PHUCKOB,
onepexas nauneHToB ¢ nzonupoBanHon AMIIII u nzonuposanasiM OOO.

W3omupoBannas AMIIII u mobunvnas MIIII coemecmno ¢ pazmepom OO0
Makdice SGIAIOMCS HE3ABUCUMBIMU NPeOUKmopamu noemopHo2o uucyrvma [111,
292]. TlpeamochUIKOW TMOBBIIMIEHHOTO pPHCKAa TPOMOOIMOOIUYECKUX OCIIOKHEHUIN
MOTYT CIIYKUTh 3HAUUMENIbHbIE PA3MEPLL AHEBPUIMbL U U3OBIMOYHOCHb AMIIUNMYObL
ee osudcenut [293]. Kpome Ttoro, mnonsmxkHas aneBpusma MIIIT moxer
crocoOCTBOBaTh Oojiee ImMpokomMy OTKpeiTHI0o OOO U TeM camMbiM —
napajaokcaibHON 3MO0auH. [Tog00HBII MEXaHU3M pacCMaTPUBAETCS M B OTHOIICHUU
EK u cetm Kuapu. Cumraercs, uro 3t CAC, coxpaHssChb B NOCTHATaJIbHOM
MEPUOAE, MPOJOJLKAIOT HAIIPABJIATH MOTOK KPOBU M3 HUKHEW T0JIOW BeHbI K MIIII,
Memiast TeM caMmbiM 3akpbiTi0 OOQO, 4TO, B CBOIO O4Y€pe/lb, MPEAPACIoaraeT K
dopmupoBanuto aHeBpusMmbl MIIIT u mapamokcampHol 3MOo0aum [119]. Taroke
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paccMaTpuBaeTcsi BO3MOXKHOCTH BiusiHUs MoOminbHON MIIII Ha BHyTpunpencepanbii
KpPOBOTOK C ero 3aMmeqjieHueM u (opMupoBaHHEeM (EHOMEHAa CIOHTAaHHOTO
KOHTPACTUPOBAHU, MOBHIIIAIOIIETO PHCK TpoMOooOpa3oBanus B JIIT [294].

[Ipu oOcnemoBaHUM MOATPYIIT MAMEHTOB, MEPEHECIINX MHCYJIbT U MUMEIOIIUX
HOpPMAaJbHbIE KOpPOHApPHBIE apTEPUH, YAAIOCHh BBISIBUTH HAIMUUE CBS3U MEXKIY
AMIIIT u TIMK, u npexne Bcero y mosoabix [100]. ITpu aToM, B tHTEepaType Takke
4acTO MPUBOAWINCH JaHHble 00 ykaszaHHOW B3aummocBszu - AMIII u IIMK, Ho
CJIEIyeT OTMETHUTD, 10 U3MEHECHHSI KPUTEPUEB dIXOKApIUOTpahUIECKON TUATHOCTHKA
I[IMK [105, 106, 107, 108,109]. ®peMuHreMcKOEe HCCIEAOBAHUE TAKOH B3aMMOCBSI3H
He noarBepauio [110]. OkoHuaTenbHBIM BHIBOJA HE MO3BOJISIET C/ENIaTh BO3PACTHOU
KpUTEpUN 00CIET0BaHHBIX, KOTOPBIN COCTaBUII OKOJIO 55 JIeT.

MOoHO yTBEpXKAAThb, UYTO HPOIANCHl AOPMANLHO0, MPUKYCHUOANLHO20 U
NYIbMOHANLHO20 KAANAHOE8 PEAKO BBICTYNAIOT B KAYECTBE CaMOCTOSTEIBHOU
MATOJIOTMH U B OOJIBIIMHCTBE CIIy4aeB COMPOBOXKIAIOT NepBUUHbIN (cuHapom) [IMK.

Cpenu nanuentoB ¢ [IMK nponanc AoK Berpeuaetcst ¢ yacroroit 10-20% [235,
233]. ITo mauueiM Ribeiro C.L. ¢ coasr. (1989) y maruenToB ¢ nposaricom AK gacto
BoisiBisieTcs [IMK ¢ BomneuenumeM o6eux ctBopok u IITK ¢ mopaxkenuem, 1o
MEHBIIICH Mepe, JBYX Hu3 Tpex cTBopok [233]. B wuccnemoBanmm PEIIJIMKA
m3osupoBanHoro teueHus [IAK ne nadmronanocs, u nannas CAC Bcerja couyeranach
¢ kmaccnueckuM [IMK [1].

OTnenpHO clieyeT OCTAaHOBUTHCSA HA BOBJICUEHHE NPOIAOUPYIOLIUX KJIalaHOB B
npoiiecc Mmuxcomamosnou Oecerepayuu. Ilpm wHamumuuu [IMK wMukcomaTo3noe
nopaxkenue IIK cocraBuser 10% (0e3 ero KIMHUYECKH 3HAYMMON NPHKU3HEHHOM
mucynkmun) [230], a TKK (110 naHHBIM ayTONCHH ) MOKeT qocturath 33-40% [295].
CoueTaHne MHUKCOMATO3HBIX MPOJIANICOB HECKOJBKUX KJIAIIAaHOB MO3BOJISIET TOBOPUTH
0 «MHUKCOMAaTO3HOW Oomne3Hu cepaua» [296,177], oCHOBHBIM MPOSBIEHUEM KOTOPOU
siBIIsieTCs epBruHbIi (cunapom) [IMK [297].

Haunbonee mnonnas wundbopmarus o6 accoumanuu ATAK ¢ npounmu CAC
nonyuena B uccinegoBanun PEITJIMKA. V o6cnenoBannsix ¢ ATAK mocroBepHO
yame BeisBisuinch [ITK, TIIK, anomansubie Tpadekynsl JOK n xopaanbHble ceTH B
Bepxytke JOK [1]. [To nanaeiM E.®. Onnmenko (2000) [298], y nmui ¢ ATAK dacto
BBISBJISIIOTCS AWJIaTalusl CHHYCOB BanbcanbBbl U nposiabupoBanue cTBopok AK.

Psin CAC moryT ObITh OOBEIMHEHBI HE TOJBKO C aHATOMUYECKUX TO3UIINHA, HO
C TOYKU 3PEHUS OOHOMUNHBIX KIUHUYECKUX NPOsGleHull, 00YCIOBICHHBIX OOIIMM
MaTOr€HETUYECKUM MEXAHMU3MOM HMX BO3HUKHOBeHUs. [Ipu yanunennom EK, AMIIIT
n OOO 3HaUMMO 4Yaille OTMEUYEHBI JIMIIOTUMUYECKUE COCTOSAHUS W TEHIACHIMS K
nedanruueckomy cunapomy [1]. [TogoOHbIE KamoObl TPAKTYIOTCS Kak CIEACTBUE C
MOTEHIIMAIBHOM BO3MOXKHOCTBIO TIOTAJIaHUsI BAa30aKTUBHBIX CYOCTaHIMNA uepes
MEXKIIPEICEPAHYI0O KOMMYHHMKAIIMIO B MO3TOBOM KpPOBOTOK, MHHYS Majblil Kpyr
KpPOBOOOpAIICHHS, TJIe B HOpME JOJDKHBI paspyiiathbes [299, 300].
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C nmo3unuii KIMHUYECKOM MPAaKTUKHU BaKHO MOHUMATh, YTO paccCMaTprUBaeMble
CAC moryt coueratbCi C ApYrUMHU 0oJiee CEpbE3HBIMH CEPACHYHO-COCYIUCTHIMU
IPOSIBJICHUSIMH, 00yCIIOBJIEHHBIMU ieoTponuei MYTaHTHBIX I'€HOB,
OTBETCTBEHHBIX 3a pa3Butue Menaenupyomux HHCT. B yacTHOCTH, B HEKOTOPBIX
KJIMHUYECKUX CUTYalUsX LIEJIECO00pa3HO MPOSBIATh HACTOPOKEHHOCTh Ha MPEAMET
accouuanuy orenabHbIXx CAC ¢ CHHIAPOMHBIMHU U CEMEMHBIMU (POPMaMU aHEBPU3MBI U
paccioenust aopthl (Familial Thoracic Aortic Aneurysms and Dissections, fTAAD),
aHeBpU3MaMH KOPOHApHBIX apTepuil U ux pacceueHussMu. K npumepy, puck octporo
AOpPTAJIBHOTO CHHJIPOMA IIPU HACJIEICTBEHHBIX a0PTOINATUAX [IEPEBEIINBAET OTIEIBHO
B3sThie pucku comyTcTByromux CAC. ACHEKThl T€HETHUYECKH-00YCIOBICHHBIX
AOpTOIATUN WU3JI0KEHBI B OTJCIIBHOM PYKOBOJICTBE «AOPTOMATUHN MIPH HACIETyEMbIX
HAPYIICHUSX COCTUHUTEILHON TKaHW.

KNOYEBBIE MONOXEHUA

. Coueranue paznununbix CAC xapakrepuo mis aur ¢ HHCT.

. Buyrpunpeacepausie CAC (EK, cers Kuapu, OOO, AMIIII, mobunsras MIIII), nponancet
TPUKYCHHMJAIBHOTO, aOpTAJIBHOTO U IMYyJbMOHAIBHOTO KiamaHoB, a Takke ATAK wdame
BCTPEYAIOTCS B PA3IMUHBIX COYETAHUSIX, YEM U30JIMPOBAHHO.

- Hponancm A0OPTAJIBHOI0, TPUKYCIIMAAJIBHOIO W MYJIBMOHAJIBHOI'O0 KJIAllaHOB PEAKO
BBICTYIIAIOT B KAa4YCCTBEC CaMOCTOSITENILHON ITaTOJIOTUH U B OOJBIIMHCTBE CJIy4acB COIIPOBOXAANOT
I[IMK.

. C yderoM BBICOKOM 4YacTOThl COYETaHMS PA3IMYHBIX BapUAHTOB CYIPABEHTPUKYJISIPHBIX
CAC, BbIsBIeHHE OAHOM MOP(OJOrMYECKON eAMHUIBl TpeOyeT IieJeHaNpaBIeHHbIH IOUCK
accouuupoBanHbix CAC, B Tom uncine ¢ nposeaenuem TT Oxo KT'.

. Brigsinenne AMIIII Bieder 3a co00i HEOOXOIMMOCTH MAJIBHEUIIETO0 OOCIETOBAHUS JUIA
BBISIBJICHUSI MEKIIPEACEPIHBIX KOMMYHUKAIMH, COYETAHUE C KOTOPHIMU CYIIECTBEHHO IMOBBIIIAET
PHUCK SMOOTMYECKUX OCIOKHEHHUM JTaXKe Y MOJIOJIBIX MMAIlMeHTOB.

. C no3unuii codyeranus NposabMpOBaHUS HECKOJIBKUX KIIAllaHOB, B TOM 4YHCIE B paMKax
«MHUKCOMAaTO3HON 00JIe3HM», Y TAaKUX MAIMEHTOB CJIeAyeT Mpearnoaarate 0ojee HeOIaronpusATHbIHN
MIPOTHO3 110 CKOPOCTH Pa3BUTHUS CEPJCYHON HETOCTATOYHOCTH.

- OTI[GJ'II)HBIC KIIMHUYCCKHUE TTPOSABIICHUSA (MI/IFpeHB, JIMITIOTUMUS, CUHKOIIAJIbHBIC COCTOSAHUSA U
Hp.), MO3BOJIAIOT 3alIOA03PpUTH HAJIMIUEC ONIPCACIICHHBIX BAPUAHTOB BHYTPHUIIPEACCPAHBIX CAC.
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