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CTPYKTYPHbIE AHOMAJTMW CEPOLIA

COKPALLEHUA N YCNNOBHbIE OBO3HAYEHUA

Coob6uiecTBa 1 opraHu3aLun

BHOK - Benopycckoe Hay4Hoe 06LeCcTBO KapAMO0IOoroB

PHMOT - Poccuiickoe HayuHOe MeaULIMHCKOe o6LLeCcTBO TepaneBToB

EAT - EBpa3uiickasa accoymnanuma TepanesToB

ACC (ot aHrn. American College of Cardiology) — AMepurKaHcKas Konnervua Kapanosiioros
AHA (ot aHrn. American Heart Assosiation) — AMepukaHcKasa accoLmanma Kapanonoros
ESC (ot aHrn. European Society of Cardiology) — EBponeiickoe 06L1ecTBO Kapanonoros

UccnepgoBaHuna
PEMJTMKA — akpoHum: PacnpocTpaHeHHOCTb Nponanca MUTPanbHOro KnanaHa cpeamn anL mo-

1o040ro so3pacTta

WARSS - Warfarin-Aspirin Recurrent Stroke Study
SHARE - Study of Health Assessment and Risk in Ethnic Groups

CokpawieHns

Al - apTepnanbHoe fasneHue

AMIM - aHeBpM3Ma MeXnpecepaHON NeperopoaKm

AoK - aopTanbHbIl KnanaH

AoP - aopTtanbHas peryprurayus

ATAK — acummeTpuma TPexcTBOpYaTOro aopTasbHOro KnanaHa
JAK — aByxcTBOpYaThI (6MKYCNMAanbHbIN) a0pTaNbHbI KnanaH
EK - eBcTaxues KnanaH

KA - KopeHb aopTbl

KW — KpunTOreHHbIn UHCYNbT

KJNA — KnanaH neroyHoun apTepum

KT - KomnbloTepHasa Tomorpadpumsa

K3xoKTI - KoHTpacTHasA axokapanorpadpusa

JIKC - neBas KopoHapHas CTBOpKa

JIM - neBoe npencepgue

MJ - MMKcomaTo3Has gereHepauns

MK — muTpanbHbIn KnanaH

MMM - mexxnpeacepaHan neperopojka

MP — muTpanbHas peryprutaumsa

MPT - MarHUTHO-pe30HaHCHas Tomorpadus

CM - cuHapom MapdaHa

HKC - HekopoHapHas cTBOpKa

HHCT - HacnepacTBeHHble HapyLIeHNA COeANHUTENIbHON TKaHW
00O - oTKpbITOE OBalbHOE OKHO

OP (ot aHrn. relative risk, RR) — oTHOCUTeNbHBIN PUCK

MAK - nponanc aopTtanbHOro KnanaHa

B3 - napagokcanbHas BeHO3Has ambonus

X - npaBbIn xenygouek

MKNA - nponabupoBaHue KnanaHa JIero4Homn apTepumm

MKC - npaBan KOpoHapHas CTBOPKa
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MNMMK - nponanc muTpanbHOro KnanaHa

MM - npaBoe npeacepane

MNTK - nponanc TpyKycnuaanbHOro KnanaHa

M3 - napagokcanbHaa smbonus

CAC - CTpyKTypHble aHOManum cepaua

CBCT - cucteMHoe BOBEYEHME COEAMHUTENIBHON TKaHN
CC3 - cepaeyHo-cocyamncTble 3aboneBaHna

CT - coegnHuTenbHaA TKaHb

TKK - TpuKycnnaanbHbin KnanaH

TT3x0KI - TpaHcTopakanbHas axokapauorpadua
Y3AI - ynbTpa3sBykoBasa gonnneporpadus

Y3W - ynbTpa3ByKkoBoe ncciefoBaHme

UMN3xoKr - upecnuieBofHasA axokapanorpadpusa
®3H - $nbpo3nacTMHOBasA HEAOCTaTOYHOCTb

SKT - anekTpokapanorpamma

IxoKT — axokapanorpadusa, sxokapanorpapunyeckuin
4Kl - yeTbipexkamepHas No3numna

CTPYKTYPHbIE AHOMAJTMW CEPOLIA

1. NMPEANCNOBUE

B PekomeHAaumsx ob6o6LeHa 1 NpoaHanM3poBaHa AoKa3aTenbHas 1 JOCTYMHas Ha MOMEHT
HanncaHWA Hay4yHaa 1 MednUUHCKaa nHbopPMaLMs, Kacalowanca CTPYKTYPHbIX aHOManuii cepaua
(CAQ). Llenb pekomeHaaumin — oKasaH1e NOMOLLM NPAKTUKYOLWMM paboTHUKaM 34paBooOXpaHeH s
B BblOOpe ONTMMabHbIX CTpaTernin BeAeHNA NaLMeHTa C AaHHbIMU COCTOAHUAMU, MPUHMMasA BO
BHMMaHMe NCXofbl U COOTHOLIEHUNE «PUCK — MOMb3a» ANAFHOCTUYECKMX U TeYeBHbIX MEPONPUATUI.

B nocnepHve rogpl EBponeiickum oblwectBom Kapguonoros (ESC) u gpyrumun obuiectsamu
1 OpraHv3auuAaMM BbiNyLleH pAad peKOMeHAaL NN, MOCBALEHHbIX OTAENbHO B3ATbIM HanpaBieHNAM
B M3YUYEHUN HapYLUEHWI Pa3BUTUA CTPYKTYPHbIX S1€MEHTOB CepAEUYHO-COCYANCTON CUCTEMDI (MeX-
npeAcepaHbIX KOMMYHUKaUWA 1 np.).

PekomeHgaumm «CTpyKTypHble aHOManuu cepaua» npeacTasnaioT cobon oduumanbHyo nosu-
Lo Tpex cooblyects No 0603HauYeHHON Npobneme 1 6yayT perynapHo o6HoBRATLCA. YneHbl Mpo-
6nemHoi Kommuccum 6binm oTobpaHbl EBpasuiickon accounauuvein TepanestoB (EAT), Benopycckum
Hay4HbIM o6wwectBom Kapauonoros (BHOK) n PoccminckM HayuHbIM MeAMLIMHCKUM OOLLECTBOM Te-
panestoB (PHMOT) c uenbto co3gaHns NpeacTaBUTENbCTBA NPOdECCMOHANOB, BOBNIEYEHHbIX B OKa-
3aHKMe NOMOLLM NaLMeHTam gaHHoro npoouna. OTobpaHHble SKCNePTbl TaKXKe MNPOBENIN BCECTOPOH-
HIOI0 OLIEHKY JOCTYNHOW foKa3aTesibHoM 6a3bl MO BefeHWI0 (BKNOYanA ANArHOCTUKY, leyeHune, npo-
dUnNaKkTUKy 1 peabunuTaLuio) NaLUeHToB C AaHHON NaTONOrMeN.

Mpn non6ope U V3NOXKEHUN MATEPUANOB Mbl CTPEMWUINCH PYKOBOACTBOBATbCA MPUHLMNAMK,
NpeabABNSEMbIMU K KIIMHAYECKM PYKOBOACTBAM, O6LLEN KOHEUHO LIENbI0 KOTOPbIX ABAETCA COBEpP-
LUEHCTBOBAHME KINMHNYECKON NPaKTUKM U NOBbILEHWE KayecTBa MeANLMHCKOM MOMOLLM NauueHTam
Kapauonorunyeckoro npoduns. BeipaboTaHHble MHEHVA NPY3BaHbl CNYXWUTb OPUEHTUPOM AJIA NPaKTX-
YecKux Bpayei B BONpocax NPodunakTnky, guarHoCcTMkmn 1 neveHna CAC ¢ NpUHATMEM ONTUMAaSbHbIX
KIVHUYECKUX PEeLIeHM, OCHOBaHHbIX Ha NPUHLMUMNAX AOKa3aTelbHON MeanLuuHbl (Tabn. 1, 2)'.

Ta6bnuuya 1
Knaccbl pekomeHngauuin
Mpepnaraemasn ¢popmy-

Knacc OnpepeneHune
NNpoBKa
| [laHHble n/vnu Bceobluee cornacune, YTo KOHKPETHbIN MeTog neveHns | PekomeHpyeTcs / no-
Unu npouegypa nosesHbl, 3GPeKTUBHbI, UMEIOT NpenMyLlecTsa KasaH

MpoTuBopeurBble fJaHHbIE N/ PACXOXKAEHNE MHEHWIA O Nonb3e / 3G GEeKTUBHOCTY KOHKPETHO-
ro MeTofja JieyeHVsa v npoueaypbl

: . enecoobpasHo npu-

lia BoNbLWMHCTBO AaHHbIX / MHEHUWI TOBOPUT O Nofb3e / 3¢ PeKTnBHOCTH nl;nleHﬂTb P P

[laHHble / MHEHUA He cTonb y6eanTenbHO roBopAT O nonb3e / 3ddek-

lib TUBHOCTY MoXHO NpuMeHATb
[NlaHHble n/vnu Bceobluyee cornacune, YTo KOHKPETHbI METOZ, NeYeHns
11l UK Npoueaypa He ABNAITCA NONe3HOW Unn 3GEKTNBHOW, a B He- He pekomeHpyeTca
KOTOPbIX CAlyYasax MOryT MPUHOCUTb Bpef
Ta6bnuuya 2
YpoBHI foKa3aTe/IbHOCTU
YpoBeHb floKa3a-
P A Ha yem ocHoBaH
TeNIbHOCTU
A [laHHble MHOTOUMCIEHHbIX PAHAOMUM3VIPOBAHHbIX KIIMHUYECKUX NCCefoBaHW Unn
MeTa-aHann3o0B
B [laHHble OAHOro PaHAOMU3MPOBAHHOIO KITMHNYECKOrO NCCNIER0BAHUA MW KPYMHbIX
HepaHAOMM3NPOBaHHbIX UCC/IEAOBAHNIA
c CornacoBaHHOe MHEHWEe 3KCNepToB W/nnn HeboMbLUMe NCCRefoBaHWsA, PETPOCMNEKTHB-

Hbl€ NccnefoBaHuA, PErmcTpbl

' http://www.scardio.ru/rekomendacii/rekomendacii_rko/polozhenie_o_nacionalnyh_klinicheskih_rekomendaciyah.
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JKCNepTbl U peLeH3eHTbl 3anNoHUAN «AeKnapaunm KOHGANKTa MHTEPECOB» MO BO3MOXKHbBIM
VN MEIOWMMCA KOHPNUKTaM MHTepecoB. [JJONONHUTENbHO AJSIA SKCMepPTU3bl HaLMOHaMbHbIX pe-
KOMeHAauuiA UCrnonb30Banca ONPOCHKK Mo Jkcneptuse n Attectaumm Pykosopacts (The AGREE
Collaboration). O no6bIX N3MEHEHMAX B AEKIAPaALMAX NHTEPECOB, BO3HMKABLUUX B Nepuon Hanu-
CaHuA TeKcTa, 6bino Heobxoaumo npouHdopmuposats EAT, BHOK n PHMOT ¢ nocnepytowmm BHe-
CeHMeM COOTBETCTBYIOLMX AONONHEeHWIA. Mocne nonyyeHnsa ogobpeHnii TEKCT yTBepKAanca Bcemu
BXoAALWmMmMN B Pabouyio rpynny skcneptamu.

OKoHuaTenbHbIN AOKYMEHT yTBepxAanca SkcnepTHon komuccren EAT ana ogHoBpeMeHHOoM ny-
6nuKauuy B EBpasuinckom »KypHane BHYTPeHHel MeguLUvHbl 1 pefakuuen xxypHana «Kapguonorus
B benapycu». ABTOPCKUIA KONNEKTVB NNaHNPYeT perynsapHoe o6HOBNEHNE AaHHbIX PEKOMEHZALMIA.

2. BBEAEHMUE

Ha npoTsaxeHnmn nocnefHnx ABYX AeCATUIIETUI NpobiemMa HacneCTBEHHbIX HapYLIEHWI coeau-
HuUTenbHoW TKaHy (HHCT) akTBHO pa3pabaTbiBaeTcA KNUHUYECKAMU 1 HayYHbIMY LKOMaMu NoCT-
COBETCKOro MPOCTPAHCTBA C IMANPYIOLWMMU MO3NLNAMN POCCUNCKMX YUEHDIX.

06 aKTyanbHOCTU JaHHOFO HanpaBieHWA KIIMHUYECKO MeAULIMHbI CBUAETENbCTBYIOT Bblles-
Wwne B cBeT poccuiickue (2009, 2012, 2015, 2016 r.) n 6enopycckue (2014 r.) HauMOHaNbHbIE PEKO-
MeHJaLmMK, B KOTOPbIX MPUBEAEHbI 06LLMe NPUHLMMbBI AUArHOCTMKM 1 IeYEHUS CUHAPOMHbBIX U He-
CMHAPOMHbIX popm HHCT.

Kapauonoruyeckne acnexktol HHCT BKtoYaloT BHYTpUCEPAEUHbIE 1 COCYAMCTbIe aHOManuu,
[aHHbIe MO KOTOPbIM 6bIM MaKcManbHO 0606uieHbl B 2012 1. B MoHorpadum 3emuoBckoro 3.B.
n Manega J.I. «<Marnble aHOManum cepgua 1 gucnnactuyeckmne deHotmmnbl» [1].

B 2014-2015 rr. BbIWAKN pekomeHaauum EBponeiickoro obLyectsa Kapamnonoros No AUarHOCTUKe
1 NeyeHunto 3a6oneBaHNn aopTbl, BKJIIOYas pa3aen Mo HaclefCTBEHHbIM aOpPTONATUAM NpUW Hacnes-
CTBEHHbIX HapyLWeHUAX COeAnHUTENbHON TKaHu [2], pekomeHpaauun no IxoKl oueHke aedekToB
mexnpeacepaHon neperopoaku (AMIMM) 1 oTKpbIToro oBanbHoro okHa (0O00) [3], 06HOBNEHHbIE
PYKOBOACTBA MO BefeHNIo NaLMeHTOB C KanaHHbIMK 3a6oneBaHNAMN cepaua, B TOM UYnCie Lenblil
pAap paboT, noaTBepKAAOLMX BbICOKUIA PUCK OCNOXHEHWN, Npexae BCero Kapanosmobonmnyeckux,
npwv OTAENbHbIX BapraHTax BHYTPUCEPAEUHbIX aHOMaNMIM 1 UX COYETaHUAX.

B Lenom, HecMOTPA Ha WMPOKMIA CNEKTP NOIMOPraHHbIX Y NOIMCUCTEMHbBIX KIMHUYECKMX NPO-
ABJIEHVI, UMEHHO KapAMOBaCKyNSipHas NaToNorns onpeaenser TPyA0CnoCoOHOCTb Y XKU3HEHHDIN
nporHo3 y nauymeHTos ¢ HHCT. No3Tomy 0606LieHMe NMEILWMXCA AaHHbIX NPeACTaBAETCA BaXXHOM
1 aKTyanbHoOW 3agaye, B TOM Ynchne ¢ No3vuunin npodunakTnyeckon meanLmHbl.

BmecTe ¢ Tem MHoroo6pasue dopm ceppeuHo-cocyanctorn natonoruv npyu HHCT, cnoxHocTm
B pa3rpaHnyeHnn BHyTprCepAeYHO NaToNornm oT BapnaHTOB HOPMbI, B TOM YMCHe B JETCKOM BO3-
pacTe, pa3HouTeHWs B Kputepusx IxoKl-gmarHocTrky, nogxofax K Knaccudurkaumu, a Takxe pas-
HOpoAHbIE KaTeropuu o6CneaoBaHHbIX FPYM, co3fatoT Npobnemsl B GOpMUPOBaHUN AOKa3aTeNb-
HoW 6a3bl Npu pa3paboTke cTpaTUdMKaLMM PUCKA TOW WU MHOWN KapAMONOrMYeckoi naTonornu,
accoummnpoBaHHon ¢ HHCT. Moatomy u3 Bcero cnekTpa BHyTpUCEPAEYHbIX aHOMaNUN BblAeneHbl
1 pacCMOTPEHbI TONbKO Te CTPYKTYpHble aHomanum cepaua (CAC), no KOTopbIM B INTEPATYPHbIX UC-
TOYHMKaX HAKOM/IEHbl 3HaUMMble JaHHbIe, NPefCTaBNAOLIME UHTEPEC ANA NPAKTUKYIOLWEro Bpaya.

OcHoBHas Uenb pekoMeHaauuii — akLeHTyaumsa Ha Kapauosnorudeckux acnektax HHCT, c6nu-
XKeHune CNoXUBLLNXCA NOAXOAO0B B AMArHOCTUKE U TakTuKe BeaeHmA naumeHToB ¢ CAC, NPUHATBIX
MeXAyHapOoAHbIMN MeANLUHCKMMY coobLecTBaMm, C MOAX0AaMM, KOTopble MOryT ObiTb peannso-
BaHbl B cTpaHax EASC.

B noKymeHTe nepeuncieHbl OCHOBHble Npobesbl B AOKa3aTeNbCTBAX Y MMEIOWMXCA AaHHbIX
C LeNblo 04epTUTb OCHOBHbIE HaMpaB/ieHNA ANA AasbHENWNX NCcCnefoBaHnn.
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3. ONPEAENEHUA U TEPMUHONOINA

HacnepcrBeHHble HapyweHuna coegnHutTenbHon Tkaum (HHCT) - reteporeHHan rpynna 3a-
6oneBaHUi1, 06yCNOBNEHHbIX reHeTUYeCKUMUN fedeKTamn CrHTe3a 1/unu pacnaga 6enkoB BHeKe-
TOYHOro MaTpuKca Nnbo HapylueHuAMU MopdoreHesa coefuHuTenbHon TKaHu (CT). B HacToAwee
BpeMs onucaHo 6onee 250 cuHpgpomos HHCT [4].

BblgensioT cMHOpOManbHble MOHOTeHHble GOPMbI C COMNTACOBAHHBIMU KPUTEPUAMU U HECUH-
ApomarnbHble Gopmbl MynbTUdaKTopUanbHom npupoasbl (prc. 1)2

MoMUMO TPAaAULIMOHHO CITOXMBLUMIXCSA MOAXOAOB C BblAeNIEHNEM TPEX KNTaCCUUYECKUX GeHOTUMNOB
(MapdaHonoao6HbIii, anepconofobHbI U Heknaccuduumpyemblil) (puc. 1) paaom aBTopoB paccma-
TpuBaeTca MmappaHonaHan BHeWHOCTb [1]. TunepmobunbHbii $eHoTUN B HacTosLLEee BPEMSA He Bbl-
nensaetca’.

HacnepcTBeHHble MOHOreHHble CUHAPOMbI — YCTONUYMBbIE CUMMTOMOKOMIMEKChI, Pa3B1Bato-
Lmeca B pe3ynbTaTe reHeTUYECKNX U3MEHEHMI (MyTauwmii) B onpeaenéHHOM reHe, U nepegatoLlmeca
B COOTBETCTBUM C 3aKOHaMM MEHAENeBCKOro HaceJOBaHMA.

Avcnnasuum, unyu MHOorodpaKTopHble HapyLWeHUA COeQUHNTENbHON TKAHM — 3TO KIIMHNYECKN
reTeporeHHas rpynna 3aboneBaHuii, 06yCNIOBNEHHbIX NEPBUYHBIMU (FrEHETUYECKMU) U BTOPUY-
HbIMMW (HereHeTUYeCKUMIM) HapyLWEeHVAMUN CMHTE3a U/UNK pacnaga 6enkoB CoefVHUTENbHON TKaHM
N KOMMOHEHTOB BHEK/IETOYHOIO MaTPUKCa, NOJIMFeHHON MHOropaKTopHOI Npupoabl, 06beanHeH-
Has B ¢EeHOTMMbI Ha OCHOBE OOLHOCTN BHELUHUX /UMW BUCLIePasbHbIX NMPU3HAKOB.

BpoKfeHHbII NOPOK Pa3BUTUA — OTK/IOHEHVE OpraHa OT HOPMANIbHOrO aHAaTOMUUECKO-
ro CTPOEHUs, NPUBOASALLEE K KIMHMYECKM 3HAUMMbIM HapyleHuam ¢yHkumm. Nopokn passutua
BCTPEYAIOTCA B BUAE KaK CAMOCTOATESIbHbIX HO30M0rMYecKrx GopM, Tak 1 B COYETAHUU C APYrMMHA
npri3HaKamy CUCTEMHOIO BOBJIEUEHUA coeAnHUTENbHON TKaHu (CBCT) npy MOHOTEHHbIX CUHAPO-
max HHCT.
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Puc. 1. CoBpeMeHHasA CTPYKTypa HacneCcTBEHHbIX HapyLUeHWNI1 COeANHUTENIbHOI TKaHW.

2 CuHoHuM: «<HepnddepeHLMpoBaHHan ANCNNasnsa coeanHmTenibHomn Tkaiu» (HOCT), noa KOTopo cerogHsA MOXeT
CKPbIBaTbCA 3HAUUTENbHOE KOIMYECTBO reHeTUYeCKr HeOAHOPOAHBIX MOHOreHHbIX HHCT, 06ycnoBneHHbIx «mAr-
KUMUW» MyTaLMAMM, POTEKAIOLLMX CO CTEPTON KIMHUYECKON KapTUHOW, NGO elle He AnarHoCTPOBaHHbIe GOPMbI.
3 YcTaHOBNEHO, YTO CMHAPOM A06POKaYeCTBEHHOM rMnepmMobmnbHocTU cyctaBos (MIM: %147900) B HacTosALee
BpemA pacCMaTprBatOT Kak MOHOTEHHBI CUHAPOM.
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Manbie aHomanum pasButuna (MAP) — Hacnepyemble MU BPOXAEHHbIE OTKJIOHEHUA OT HOP-
MasnbHOro aHaTOMUYECKOro CTPOEHVA OPraHoB, He CBA3aHHble C aHaTOMO-PU3MONTOTNYECKUMMN 0CO-
6EeHHOCTAMU AEeTCKOro BO3pacTa, MPU ONpeaesieHHbIX YCIOBUAX NPUBOAALLME K HapyLIEHNO GyHK-
umn. K BHewHUM MAP OTHOCAT aHOManuu pas3BUTUA KOCTHO-CKeNIeTHbIE, MblLLeYHble, SKTOAepMasb-
Hble; K BCLiepanbHbIM — U3MEHEHUA CTPOEHWA OpraHa 3peHns, cepaeyHo-CoOCYANCTON 1 pecnupa-
TOPHOM CUCTEMbI, OpPraHOB GPIOLLIHON NONOCTN, MOYEBbIAENNTENIbHONW N PENPOAYKTMBHONW CUCTEM.

CTpyKTypHble (Manbie) aHoManum cepaua ABnAoTcA npoassieHnem MAP co cTopoHbl cepaeu-
Ho-cocypucTom cuctembl [1].

3.1. Mpo6nemHble N akTyasnbHblie BONPOCbI

CoBepuieHcTBOBaHMe IxoKI AMArHoCTMKK, HakomnaeHre n 0606LieHNe pe3ynbTaToB HayuHbIX
N KINUHWYECKNX UCCNIEfOBaHNA OOYCIOBUIM MHTEPEC K MOrPAHNYHbIM OTKIIOHEHWSIM B CTPOEHUN
cepaua, K KoTopbiM MOTyT 6bITb oTHeceHbl CAC.

Hanbonee wrpoko npuHaTaa geGprHULNA TakKUX BHYTPUCEPAEYHbIX aHOMaNN — Masible aHOMa-
nun ceppua (MAC), onpepensemble Kak HacneACTBEHHO-00YCNOBMIEHHbIE NN BPOXKAEHHbIE CTPYK-
TYpPHble N3MeHeHVA KflanaHHOro annapara cepAua (ero coefuHUTENbHOTKaHOrO KapKaca), BKnioyas
MarvucTpasbHble cocyabl, B BUAE Pa3fiMYHbIX aHaTOMUYECKMX aHOMaNMNIN, He CONPOBOXAAOLNXCA
reMmoAuHaMMYEeCcKm rpyobIMn U KIMHUYECKM 3HAUMMbIMU HapyLieHuamm [1, 5, 6].

OpHun nccnegosatenu kK MAC npuuncnsioT nobble aHoManuu, BbisiBisiemMble Npu mopdonornye-
CKOM McCnefoBaHUW, Apyrve paccMaTpUBaloT UX KaK KIIMHUKO-3XoKapanorpaduyeckoe noHsATue,
BK/lOYaloLLee MMEHHO Te aHOManuu, KoTopble YAaeTcA BbIABUTb NPWKM3HEHHO B NpoLecce Nonu-
no3suumoHHoro dxoKl-nccneposanusa (Mycaes C.0., benosepos 10.M., 1997).

He oTpuuas akTyanbHOCTb TEpMUHA 1 ONpedeneHna «MasibiXx aHOManuim cepaua» Henb3a He OT-
METUTb ANCKYTabeNbHOCTb OTAENbHBIX MONIOKEHUN — «KJIMHUYECKU 3HAUMMOE HapyLUeHue», «rpy-
6ble HapYLLIEHWA reMOANHAMMKI», KOTOPbIE He BMOJIHE COOTBETCTBYIOT COBPEMEHHOIN MeXayHapoa-
HOIl TePMUHONOT UK.

B aHrnoasbiuHon nutepatype TepmnH MAC He ncnonb3yeTca Kak efuHoe NMoHATMe, No3BoNA-
owee obbeANHWUTb BCE FEMOAVHAMUYECKM Masio3HauyvMMble aHOManuu COeAMHUTENIbHOTKaHOMo
Kapkaca U KnanaHHoro annapata cepgua [1]. Hambonee yacto nprMeHsoTcA TepMuHbl «cardiac
abnormalities», «structural heart anomalies», «cardiac anomalies», <morphological abnormalities»
u «structural cardiac abnormalities». Hozonornuecku 31o B 605blWIMHCTBE CNyYyaeB aHEBPU3Ma MEX-
npeacepaHon neperopogku (AMIM), oTkpbiToe oBanbHoe okHO (OOO0), yAnUHEHHbIN eBCTaxues
knanaH (EK), cetb Knapu n nponanc mutpanbHoro knanaHa (MMK).

Mbl nocunTanm BO3MOXHbIM UCMONb30BaTb TEPMUH «CTPYKTYPHbIE aHOMaNMmn cepaua» Kak 6o-
nee obLwWuiA, NO3BONAIOWMI N36EXaTb OrpaHNYeH, UMelolmxcs B onpegeneHun «MAC», akLeHTu-
pyA OCHOBHOE BHMMaHMUe Ha JOKa3aHHOM KJIMHNYECKOW 3HaUYMMOCTI TON UM UHOW BHYTpUcepaey-
HOIl CTPYKTYPHOI aHOManuu, 4to onpeaenunno nepedeHb obcyxaaembix CAC.

Mpumepom cnyxut NMMK, KoTopbilt Npu onpefeneHHbix IxoKl-napametpax, 060CHOBaHHO MO-
XeT 6bITb 0THeceH K CAC, Hanpumep Npv NOrPaHMYHOM NPonabupoBaHK CTBOPOK 6e3 nX yTonLe-
HWUA 1 3HAYUMOW MUTPaSbHOW peryprutaumm, Kak AMarHo3 — Npu NCKMI0YEHUN NEPBUYHOIO CeME-
HOro MMKCOMaTO3HOro / HemukcomartosHoro [NMK. B To xe Bpema INMK B kauectse CAC HepefKo co-
NnpoBoXaaeT apyrue knaccubuumpyemble 1 Heknaccnduumpyemble OUCnaacTMyeckme CMHLPOMbI
n ¢deHoTunbl npy HHCT. [JononHUTENBHBIN HI0AHC — 3TO BO3MOXXHOCTb MPOrPeccnpoBaHus C BO3-
pacToM ncxogHo HesHaumumoro NMMK. Micxoaa us BbiweckasaHHoro, paccmoTtpenue NMK B cooTtseT-
CTBYIOLLEM pa3fese N3aHnA BO BCEX BO3MOXHbIX MPOABNEHNAX, 0CO6EHHO C No3unumni ero audde-
peHUManbHOW AMarHOCTUKM Kak MOHOreHHoro 3a6onesaHus or CAC € OT/IMYHBIM MPOTrHO30M, He
NPOTVBOPEYNT NMOCTABNEHHBIM LIENSIM.

AHanorvnuHasa cutyauma cnoxunacb B otHoweHun O0O0. B HacTosALwwee Bpema B COBPEMEHHbIX
peKkoMeHgaumax YeTko obo3HaueHa no3uuns aedekta MexnpeacepaHon neperopogku (OMIM)
KaK BpoXaeHHoro nopoka (congenital heart defects) 1 OO0 kak aHOManum mMexnpeacepaHoi ne-
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peropoaku (MIMMM) 1 cBA3aHHbIX C Hel cnHAapPoMOoB (abnormalities of the interatrial septum and their
associated sindromes). B cBs3u ¢ yem MMM B JaHHOM JOKYMEHTE He pacCMaTpPUBAETCA U TONbKO
ynomuviHaeTcs B pasgene anddepeHumanbHon UarHoCTUKK.

Ewe oanH «OTKpbITHIN» BOMPOC — 3T0 Knaccndumkauma CAC, CTpyKTypUpoBaTh KOTOPYHO Npu Co-
BPEMEHHOM YPOBHe 3HaHWI KpalHe 3aTpyAHUTENbHO. B CBA3M C yem cnepyeT caenatb HECKONbKO
0606LeHNi, Kacalowmxcsa noaxoaos K knaccuoukaumum CAC. MepBble onucaHvsa NpUHAAIexanu
natonoroaHatomMam. OjHaKO TONMUYOK K M3YUYEHMIO KIMHNYECKON 3HaYMMOCTV MOPONOrnUYecKrX OT-
KNOHEHN B Pa3BUTUM cepALa U aopTbl CBA3AH C LUMPOKUM BHeApPEeHUEM B KNMHUYECKYIO NPaKTUKY
Ox0oKl 1 akTMBHbIM M3yyeHnem npobnembl HHCT. CerogHAlHME HaKoMeHHbIe 3HaHUA — 3TO pe-
3yNbTaT Hay4YHbIX NCCNeNOBaHUNA KNVHULMCTOB, CNeLnannucToB no coHorpadum, natomopdonoros
N reHeTuKoB. lNepBble KNMHUYecKne Knaccudpukauum sknoyanu oo 30 BHyTprUcepaeYHbIX aHOMa-
NI (OCHOBaHHbIe Ha JaHHbIX DX0KI Mo aHaTOMMYECKOMY NPUHUMMY), GONBLIMHCTBO 13 KOTOPbIX HE
numenu onpegeneHHoro KnuHnyeckoro 3HaveHua (C.O. Mycaes, 10.M. benozepos, 1997). B nocne-
JyloLieM Tako aHaTOMMYECKMI MoAXo[ NOABEPICA KPUTHKE, HO U MHble AONONHEeHNA K Knaccudu-
Kaumm, K npumepy rpagauma MAC no sTmonornn, He NPUXNANCD B KNIMHNYECKON NpakTuKe. Bmecte
C Tem, CTaBA BO MMaBy Yrna KNnHMYeckoe 3HauyeHve Ton nunmn nion CAC, npefcrtaBnaeTca Lienecoo-
6pa3HbIM 06beauHeHKe orpaHmyeHHoro Yncna CAC no aHaTOMUYECKOMY, STUONIOTUYECKOMY NMPUH-
LMy Y OOHOTUMHOCTU KIMHUYECKMX OCIIOXKHEHUI. B CBA3M € 3TMM 6bliv BbleneHbl NpefcepaHble
CAC - AMIN, OO0, EK, ceTb Knapu, otaenbHO — Nponanchl KnanaHoB 1 aCUMMETPUA TPEXCTBOPYA-
Toro aoptanbHoro knanaHa (ATAK). HecomHeHHO, 4To B npoLecce AaNbHENLWNX NCCIefOBaHNI U Ha-
KomnneHnA faHHbIX, 0COBEHHO C yYeTOM Nporpecca BM3yann3aLMOHHbIX TEXHOMOM I, 3TOT NepeyeHb
OyLeT paclmpATbCA U AOMONHATLCA.

BHeceHue B knaccudumkauyuio nepeuncneHHbix CAC onpegenaeTca Ux CONpAKeHHOCTbIO C pu-
CKOM Cepbe3HbIX OC/TOXKHEHWI 1 aCCOLMNPOBAHHbIX COCTOAHMIA. [pexae BCero 310 KpUNToreHHble
uHcynbTbl, TUA npu OO0 n AMIMN; apuTMUYecKuin cuHapom (passutre GpnbpunnALMm npeacepanii
1 np.), uepebpanbHble 3M60MKN, SHAOKAPAMT NPK Nponancax KnanaHos; popmupoBaHve H6onee
paHHEero cKknepoTUYeCcKoro aopTasbHOro nopoka Ha poHe ATAK; TpoM603M60MK, MHOEKLIMOHHDIN
3HIOKapPAUT, NPOGNEMbI MPU BHYTPUCEPAEYHBIX SHAOBACKYNAPHBIX BMELIATENbCTBAX NMPW HAUUUN
ceTu Kuapw v EK. BaxkHO NoHVMaThb 1 T, UTo paccMaTpmBaemble CAC MOryT 6bITb COOTHECEHbI C Cep-
[1€4YHO-COCYAUCTBIMI MPOABNEHNAMUN MAENOTPONUN* MyTaHTHbBIX FeHOB, OTBETCTBEHHbIX 3a pa3Bu-
Tne meHgenupytowmx HHCT. Mpu moHoreHHbIx popmax HHCT (cunapomax MapdaHa, Jlyuca — nT-
ua, dnepca - aHno 1 np.) nponancsl MUTPaNbHOro 1 TPUKycnmaanbHoro knanaHos, AMIMM n OO0
MOTYT acCoLMMPOBaTbCA C MOrPaHNYHbIM paclUMpeHEM, AunaTaunen u aHeBPU3MON KOPHA u/nnm
rpygaHoro otaena aoptbl. B gaHHOM cnyyae camocToATeNbHbIN pUcK ocnoxHeHn npu CAC ycTy-
naeT pUCKy aHeBPU3MbI / paccnoeHna aopTbl (T.e. onpeaeneHHoN BEPOATHOCTM Pa3BUTNA OCTPOro
aopTanbHOro cMHapoma) npu moHoreHHbix HHCT. AcneKTbl HacnefCTBEHHbIX aOpTONaTUI ABNAOTCA
CNIOXHOW Npo6nemMoii 1 n3naraloTca B OTAESIbHbIX PYKOBOACTBAX.

AHanorvnyHas cuTyauma Kacaetca pasHopeuni B ctpatudukaumm pucka npu CAC. Tak, kapau-
OTpoMb03MOONIMUECKME OCNOXKHEHMSA XapaKTepHbl Ana 000, AMII, cetn Knapu. OgHako yacToTa
3TUX OCNIOXKHEHWI 1 foKa3aTeNlbHasA 6a3a CyLecTBEHHO PasnyatoTCs.

MpeacTtaBnsAeTcA OWNOOUYHBIM OTOXKAECTBNEHNE KIIMHUYECKOWN 3HAUMMOCTW C PacnpoOCTpaHeH-
HocTbio CAC. Tak, aHOMasIbHO pacnosioXeHHble XOpAbl BCTPeYyatloTcA Yalye Bcero npu IxokKr, HO nx
3HayeHwue ANA KNUHNYECKON NPAKTMKM NOKa OCTAaeTCA HEONPEAENEHHbIM.

3HaUMMbIN KNUHWYECKWI MHTEpPeC NpefcTaBnseT pa3pabotka npobnembl ATAK, KoTopylo yxe
[0CTaTOYHO 06OCHOBAHHO MOXHO pacCMaTpPUBaTb Kak MPeauKTOp PaHHEro CKJIEPOTNYECKOro Mo-
paxeHunsa AoK, UTo OTKpbIBAaeT HOBOE HamnpaBfeHNE B PELLUEHUN STOI COXKHOW Npobembl.

4 I'Ine|710Tponvm — BJInAHNE OHOro reHa Ha HeCKOJIbKO C')eHOTI/IﬂI/NECKI/IX NPU3HaKoB.
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AHanu3 MMeroLNXCA JaHHbIX YKa3blBaeT Ha HEOOXOAMMOCTb pasrpaHNYeHnA nepeyHs (Knaccu-
¢dukaumm) CAC y petein 1 B3poCsblX, Tak Kak HekoTopble 13 HUX (Hanpumep, OO0, EK) pacueHu-
BalOTCA A0 OMnpefesieHHOro Bo3pacTa Kak BapuaHT HOPMbl AETCKOro OpraHvM3ma, HO, COXPaHAACH
B 3pe/IOM BO3pacTe, MOTyT MMETb 3HaUMMble KNMHNYEeCKMe NPOoABEHUA.

CoBepueHcTBOBaHMe Ix0KI-gMarHOCTMKK, a Takxe NpoBefeHne MHOrOLEHTPOBbIX Uccieno-
BaHWI JOMKHbI CMOCOBCTBOBATL BbIPAabOTKE eAnHOro MHeHNA No IXoKM-Kputepram Ton UM HoOWM
CAC. NMprmepom CAC, nmeBLLen camble pas3finiHble KONMYecTBeHHble NapameTpbl, Asnaetca AMII.

YuuTbiBaA MMeloLMecs HaLMoHabHble peKoMeHaaumm, Bonpockl obuwein anarHoctukyn HHCT
B lAaHHOM M3faHNK He 0b6CyKaanucb. BmecTe ¢ Tem, paccmaTpriBas YacTHble BOMPOCh! KapAnosori-
YeCKMX 1 COCYAMCTbIX NPO6ieM, Mbl ICXOAUAN 13 cUCTeMHOCTU nopaxeHuna CT n o6wurx naToreHe-
TUYECKNX MEXAHN3MOB Pa3BUTUA 3TOW NATONOrMN.

Ha cerogHAWHMI AeHb He NPeACTaBAAETCA BO3MOMXHbIM OAHO3HAaYHO OTBETUTb B KaXKAOW K-
HUYECKOW CUTYaLK, UMeeM Mbl ieN1o ¢ n3onunposaHHon CAC nnun cnegctemem cucteMHoro gedekTa
CT (MmoHoreHHble dpopmbl (crHapombl) HHCT unu 3aboneBaHnsa MynbTudakTopuanbHON NpYpogbl).
HeT BO3MOXHOCTI reHeTUYeCKOoro TUNMPOBaHUA KaXKao HO3010rnMyeckon eanHnLbl. Bmecte ¢ Tem
HakonuBeLlasaca UHGOPMaUMA O CaMOCTOATENIbHOM KiMHUYeckoM 3HadeHun psga CAC Tpebyet
K cebe NpUCTanbHOIro BHYMaHMA CO CTOPOHbI MPAKTUKYIOLLUX Bpayel BHe 3aBUCMMOCTH OT TOTO, Bbl-
paXeHa nan HeT CUCTEMHOCTb nopakeHuA. C Apyron CTopoHbl, BbianeHne onpeaeneHHbix CAC He
LOMKHO paccMaTpuBaTbCA Kak IxoKI-Haxoaka, a TpebyeT oLeHKM NaLuyeHTa C NO3ULUIA MetoLMXCA
deHoTunnuecknx kputepnes HHCT ana cBoeBpemeHHON AnarHOCT1KK onpegeneHHbix HHCT, npu
HEKOTOPbIX 13 KOTopbIX TedeHne CAC nmeeT 6onee He61aronPUATHBIN NPOrHO3.

Takum o6pa3om, onupascb B NEPBYIO OYepeab Ha OMbIT POCCUMINCKON LUKOMbI, B LJAHHOM AOKY-
MeHTe BriepBble NpeAnpuHATa NonbiTKa 0606WKTb aHaNM3 oTeyecTBEHHON U 3apybexxHon nuTepa-
Typbl NocnegHux 5 net, NpMbnn3nTb N UHTErpMPOBaThb AaHHbIE NCCNeNOBaHUN 3apy6eXHbIX LieH-
TPOB B OTEYECTBEHHYIO MPaKTUYECKYIo AeATENbHOCTb.

3.2. OcHOBHbI€e NUTEepaTypHbIe UCTOUYHUKN

[na HanvcaHWA PyKOBOACTBA MCMOMNb30BANINCD CleaytoLe OCHOBHbIE MNy6nKauum:

1. PyKoBOACTBO MO AMarHOCTVKE U neyeHuto 3aboneBaHuii aopTbl EBponelickoro obuecTsa
kapauonoros 2014 ropa [2].

2. PykoBopsawwe npuHumnbl 3xoKr-oueHkn MMM 1 oBanbHOro okHa AMepuKaHCKoro obuue-
CTBa axoKapanorpadum n oblyectsa cepaeyHol aHrmorpadpum n nHtepeeHuymin 2015 ropa [3].

3. PykoBoACTBO MO BeAEHMIO NMaLMEHTOB C KanaHHbIMK 3aboneBaHnAMK cepaua AMepriKaH-
CKOW KONnernn Kapgaunonoros 1 AMeprkaHckol accoumaumm cepaua 2014 ropa [7].

4. PyKoBOACTBO MO JIEYEHNIO KNanaHHbIX 3aboneBaHnii cepaua EBponeiickoro obuiectsa Kap-
avonoros / EBponerickoi accounauum kapgrnotopakanbHom xupyprum 2012 roga [8].

5. PekomeHgauum no sxokapanorpadpuryeckol oLeHKe CTPYKTYp cepaua y B3pocsibix: 06HOB-
neHHaa nHPopmauma AMeprKaHCKOro obLecTsa No axokapanorpadum n EBponelickon ac-
coumnaunm cepaeyHo-cocyancTom smsyanmsauum 2015 roga [9].

6. PykoBopcTtBO no cepaeuHomy Y3U npu BbINOSIHEHMM KOHTPACTHOW 3XOKapauorpadum:
cpoKycnpoBaHHoe Ha obHOBNeHMM AMepuKaHCKoro oblectsa Mo sxokapauorpadum
2014 ropa [10].

7. MexpyHapoaHble peKoMeHAaumm JUarHoCcTikm cuHapoma MapdaHa — lfeHTCcKue Kputepumn
(B peBn3um 2010 ropa) [11].

8. bepnuHckasa HO30/0rMA HacNeACTBEHHbIX HapyLIeHW coeanHuTenbHoM TKaHn 1988 ropa
(Beighton P. et al., 1988).

9. MexayHapoaHble pekoMeHAauuy ANarHOCTUKYU cHApoma dnepca — anno - BunnbdppaHiu-
cKne Kputepum 1998 ropa [12].

10. MexxpyHapognHble peKkoMeHAauum AnarHoCTUKN CUHAPOMA r’MnepMobrnbHOCTY CyCTaBOB —
BpaiiToHckne kputepun 1998 roga c nocnepyoLeln nx peesnsnen R. Graham 2000 roga [13].
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11. HacnepcTBeHHble HapyLeHNA COeAVHUTENbBHON TKaHW B Kapanonorun. lnarHoctnka un ne-
yeHue. Poccuinckue pekomengaunm (I nepecmotp) 2012 ropa. PazpaboTaHbl KOMUTETOM 3KC-
nepToB cekumn «Ancnnasnm coegUHNTENbHON TKaHM cepaua»» OIBY OLICK nm. akagemumka
B.A. Anma3oBa npu Poccuiickom Kapanonornyeckom obwecTse [14].

12. HaumoHanbHble peKoMeHAaLMmn POCCUNCKOTO Hay4YHOrO MeANLIMHCKOro 06LIecTBa Tepanes-
TOB MO AUArHOCTMKE, NIeUEHUNIO U peabunmTauum naumeHToB C AUCMIA3UAMU COeANHUTENb-
Holi TKaHu 2016 roga. PazpaboTaHbl Fpynnon cneyuanmcTos cekuum «ucnnasum coeguHn-
TenbHoM TKaHu» npu PHMOT [15].

13. Poccuiickne pekomeHpaumm «HacnefcTBeHHble W MynbTudaKTopuanbHble HapylleHus
COeANHUTENIbHON TKaHW y AeTen. ANropuTMbl AVAarHOCTUKN. TakTuKa BeaeHnA. YacTb 1»,
2014 ropa) [16]; «MonvopraHHble HapyLLeHUA NPY ANCNNA3MAX COeANHUTENbHON TKaHW. Anl-
rOpUTMbl NArHOCTVIKN 1 CTaHAapTbl BeaeHusA. YacTb 2» MpoekT 2016 roga. PaspaboTaHsbl
KOMUTETOM 3KCNEepPTOB NegmaTpryeckon rpynnol «Ancnnasma coeguHUTENbHOM TKaHW» Npu
PHMOT.

14. benopycckne HauMOHasbHble KINMHUYeCKne pekoMmeHgaummn «InarHoctnuka n neveHne Ha-
CNefCTBEHHbIX U MyNbTUdAKTOPManbHbIX HapyLeHWI COefMHUTENbHON TKaHu» 2014 ropa.
PazpaboTaHbl KOMUTETOM 3KCNEPTOB ceKummn «HacneacTBeHHble U MynbTUdaKTOpMabHble
HapyLLeHMA coeanHUTeNbHOM TKaHu» npu BHOK [17].

15. 3emuoBckuii 3.B. u coasT. LInkn paboT no HacneacTBEHHbIM HAPYLLEHUAM COeANHUTENbHOW
TKaHwu [1].

16. MapTbiHoB A.W., Heuaesa V. n coast. Lukn paboT no auncnnasmam coeanHu-
TenbHOM TKaHu [18, 19].

17. PyKoBOACTBO AN Bpayen No Ancnnasny coeguHutenbHom tkanm 2009 ropa / KagypuHa T.U.,
lfop6yHoBa B.H. [4].

18. HauuoHanbHoe  pyKOBOACTBO MO  HacneACTBEHHbIM  6Gonesnam 2012  ropga /
nog pea. boukosa H.M. [6].

19. bone3Hu KnanaHoB cepaua, MoHorpadwus 2012 roga / [Cropoxakos TV, fenpnuu E., Mun-
nep O.A. [20].

4. NPEACEPAHDBIE CTPYKTYPHbIE AHOMANIUU CEPALIA

4.1. OTKpbITOE OBa/IbHOE OKHO

4.1.1. TepmuHoOnornAa N Ho3onornA

OTKpbIToe oBanbHoe okHO (O00) - popma mMexnpeacepfHON KOMMYHMKaLWK, aHaTOMU-
yecku npeacTaBnAloLWLan «30HAOBOE» OTBEPCTME, PAaCMONOXEHHOE B LeHTpanbHom Yactn MMM -
B 06nacTy OBanbHOW MKMW, 06pasylolleecs 13 Hasaralowyxcs Yacteil NepBUYHON (KnanaHHas
3aC/I0OHKa) U BTOPUYHOW neperopofkmn (oBanbHoro oteepctua). OO0 - pyauMeHT HOpManbHOro
KpoBoobpalleHna SMOPMOHa, He ABMAETCS BPOXAEHHbIM MOPOKOM cepaua u oTHocuTcs K CAC.

QDyHKUMOHMpYIOLLee OBanbHOe OKHO — Hannuune remogmHammyeckoro cbpoca npu OOO.

4.1.2. PacnpocTpaHeHHOCTb

Mo [aHHBIM CamMoro KpynHOro CEKLUMOHHOIO MCCIefoBaHWsA, OCHOBAaHHOro 6onee yem Ha
9000 ayToncuii, pacnpocTpaHeHHocTb OO0 B obLwel nonynsauumn konebnetca ot 15 fo 35% (25%)
BCeX Ny Bo B3pocnoln nonynaumm [21] n conoctaBuma ¢ BbissneHmnem OO0 npu IxoKl-uccneposa-
HUn — 15-25% [22, 23, 24, 25].

4.1.3. HopmanbHas aHaToMusA, 3SM6puoreHes n ¢pusnonorns

OopmuposaHme MMM nponcxoanT Ha 5-6-1 Hepene aMbpuroreHesa, YTo NPUBOAMUT K pa3gese-
HMIO NepPBUYHOrO O6LLEro NpeAcepAns Ha NPaBYIO U NEBYIO NOJIOBUHLI. [lepBryHaA neperopoaka
BbIMNAYMBAETCA OT KPbILUKN NpeAcepamna B HaNnpaBneHnn K SHAOKapamManbHbiM nogyweykam. OTeep-
CTVe MeXAY HVXHVM Kpaem NepBUYHON NeperopoaKmn 1 SHAOKapAnanbHbIMI NOoAyLKaMU ABNAETCA
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nepBUYHbIM MeXNpeacepaHbIM oTBepCTMeM. BTopnuHoe mexnpeacepaHoe otBepcTre obpasyeTca
B BMJE€ MHOTVX MeJIKNX OTBEPCTUI B MEPBUYHON Meperopofike, KOTOpble BO3HUKAIOT B pe3ysnbraTe
anonTto3a. 3T nepdopaunm 6bICTPO yBeNMuMBaloTCA, 0b6pasya eanHoe oteepcTue. K 8- Hepene
npeHaTanbHOro OHTOreHe3sa npoucxoanT GopPMUPOBaHUE BTOPUYHOWN MeperopofdKkn, KoTopas rno
NPOVCXOXAEHWNIO MblLUEYHas 1 CXOLHa NO CTPOEHWIO CO CTEHKOW NpeacepAans.

Mocne oKoHYaHUA pocTa BTOPUYHOW NeperopofKy 0CTaeTcA 0TBePCTHe, UMeHYeMOoe OBasibHbIM
otBepctriem MIM. Koraa BepxHAA YacTb MEPBMYHON NEPeropofKkn NOCTENeHHO peayumpyeTcs,
OCTaTOYHaA YacCTb ee CTAHOBUTCA 3aC/IOHKOW OBafIbHOrO OTBEPCTUA, KOTopasa obecrneyrBaeT BO3-
MOXHOCTb MPaBOo-y1eBOro notoka Kposu yepes MMMy nnoga.

PacnpasneHune nerkunx Bo3ayxom, yBesnimyeHre NeroyHoro KpoBoToKa NpmMBoAnT K BO3pacTaHUo
dasneHus B JIM 1 cMeLLeHnIo NepBUYHO NeperopoaKmn BNpaBo — K BTOPUYHOM, YTO cnocobeTayeT
3aKpbITUIO OBaSIbHOIO OKHa. B ganbHerwem, Npu coxpaHeH HOpMasbHbIX GU3NONOrMYeCKrX yc-
NOBUI, NepBUYHaA NeperopoaKa CravBaeTca Co BTOPUYHON, 3aKaHUMBaA centauuio npefcepani.
B HopMme Ha mecTe OBasfIbHOrO OKHa onpegenaeTca Hebonbluoe yrny6neHve, Ha3biBaeMoe «0Baslb-
HbIM yrny6neHunem» (nar. fossa ovalis).

O He3apalleH1N 0BaIbHOIo OTBEPCTUA Kak 06 OTKIIOHEHUM OT HOPMbI CllelyeT roBOPUTb JNLLb
nocne 1-ro roga *un3Hu pebeHka.

Mopdodonorua OO0 pasHoobpasHa, C KpaaMu Pa3HOW TONLYMHbBI, HAIMUYMEM KflanaHa unu ero,
B TOW WM MHOW CTeneHwu, pefykumein. BapnabenbHoCTb KacaeTca Kak pa3MepoB, Tak 1 Gpopmbl
OBaJIbHOTO OKHAa — OT MPOCTOro OTBEPCTUA, MPUKPLITOro 3aCIOHKOW, A0 AJIMHHOIO M3BUNCTO-
ro npoxopa [26]. B HekoTopbIx cnyyasax NepBUYHan neperopofka OTCTOUT OT BTOPUUYHON K3-3a
CKNaKu TKaHW Ha nesonpeacepaHon ctopoHe MMM, dopMupys Tak HasbiBaemoe «pUKCMpPOBaH-
Hoe» OO0 [27].

4.1.4. KnnHnyeckune npossneHns

B 6onblumHcTBE cnyvyaeB nauymneHTsl ¢ OO0 ManocMMMNTOMHBI, B CBA3U € Yem fJaHHasa CAC knu-
HMYECKW BbIABNIAETCA KpaliHe peako. B nogpocTkoBoM neprioae MOXeT HabnioaaTbCsi CKIIOHHOCTb
K 06MOpOKaM 1 fMHAMMYECK/M HapyLLUEHUAM MO3rOBOro KpoBoobpalleHus. Npu remognHammnye-
CKM 3HaumMbix pasmepax OO0 y fgeTen cTapluero Bo3pacTa BO3MOXHO YMEPEHHOe CHUXKeHne To-
NePaHTHOCTU K GU3NYECKMM Harpy3Kam, AbixaTeNibHbl AuckoMmbopT. KnnHuueckne nposasneHms
MOTYT MOABAATLCA MPU ANUTENIbHOM HaTY>XMBAaHUM 1 3afieprKKe AblXaHWA, 4TO 06yCNIOBNEHO OTKPbI-
TUEM LUYHTa, TOraa Kak B NMOKOe 1 NpU BbITOBbIX GU3NYECKUX HArpy3Kax LWYHTUPOBaHNA KPOBY He
NPOVICXOAUT.

KnuHunuyeckne cutyauum, npu KOTOpbIX CrefyeT 3arnofo3puTb KianaHHO-HEMOJSIHOLEHHOoe
(dyHKUMOHMPpYtowwee) O0O0:
= He3HauuTenbHbIV LaHo3 ry6 unm HocorybHoro TpeyrosibHmKa npu Kaune, Grusnyeckmnx Harpys-

Kax (0COGeHHO CTaTMyecKux), nnaye (y geten).
®  CToiKaA NpeapacnonoXeHHOCTb K YacTbiM MPOCTYAHbIM WU BOCMANUTENbHbIM 3ab60eBaHNAM

BGPOHXONErOYHOM CUCTEMbI.
= 3afnepxKa Ppr3nyeckoro pasBuTMA pebeHKa, HU3Kaa ToNepPaHTHOCTb K GU3NYECKMM Harpy3Kam,

0CO6EHHO B COYETaHWM C CUMNTOMaMU AbixaTenbHOro AnckomdopTa unu AplxaTesibHON Hefo-

CTaTOYHOCTW.
= BO3HMKHOBEHME HEOOBACHNMbIX NOTEPb CO3HAHWSA, OOMOPOKOB, CUMMTOMOB NPEXOAALLEro Ha-

pYLUEHWA MO3rOBOro KPOBOOGpaLLeHUA, OCOBEHHO Y 1ML, MONOAOIO BO3pacTa 1 NaLMeHTOB C Ba-

pUKo3HOI 60M1e3HbI0 BeH 1/1nn TPoMO0bIEOUTOM HUKHUX KOHEUHOCTEN /UK Manoro Tasa.
= MwuHMManbHble PEHTrEHONOIMYeCKNe MPU3HAKM TMMNePBOIeMUM B COCYANCTOM pychne Nerkux,

TeHAEeHUMA K YBENMYEHMIO NPaBblX Kamep cepiua (Kak npaBunio, MMeeT MecTo NnLb Y UL CTap-

Lero Bo3pacTa).
= MwuHMManbHble 3neKTpoKapAorpapryeckre CMMMTOMbI, yKa3blBaloLMe Ha MOBbILLEHNE reMo-

AVNHAMMYeCKOI Harpy3Km Ha npasble Kamepbl cepfla, 0CO6eHHO Ha MpaBoe Npeacepave, npu

MOMHOWN UMW YacTUYHON 6ioKade NPaBo HOXKM Nyuka MMca.
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4.1.5. AccounmpoBaHHble KINHNYeCKNEe COCTOAHNA N OCNIOKHEeHNA

Haun6onee uyacto c OO0 accounnpoBaHbl NapagokcanbHas BeHo3HasA ambonusa (MB3) n murpeHb
caypoii. K 6onee pegkum accounmpoBaHHbiM ¢ OO0 cOCTOAHUAM OTHOCAT TPAH3UTOPHY!IO rnobasnb-
HYI0 aMmHe31io, TPOTPOMOBOTNYECKNe HapyLueHus, platypnea-orthodeoxia syndrome, pekomnpeccu-
OHHY!0 60/1€3Hb, CUHAPOM 06CTPYKTMBHOIO HOYHOTO anHO3.

4.1.5.1. TMapapokcanbHas (BeHO3Has) ambonusa

MBS - murpauus Tpomba (pexxe BO3ayxa WM XuUpa) U3 BeHosHol cuctemsl B JIIM uepes OO0
C nocnepytolweinn smbonueil B CUCTEMHbIN Kpyr KpoBoobpalleHus. KnuHunyeckn B3 moxet
MaHndecTMpoBaTb UeMUYecknm nHcynstom (M) (kapanosmbonmnuecknii natoreHeTUYECKUIA noga-
TWN), TPAH3UTOPHON Memnyeckon atakon (TUA) n, KpaliHe pepKko, MHpapKTamn BUCLepPasibHbIX
OpraHoB (KULIEeYHNK, MMOKapPA, Cene3eHKa, ceTyaTka rnas).

WHcynbTbl, accoyumnpoBaHHble ¢ 000, valle onpeaenaoTca Kak KpUNToreHHble NHCynbTbl (KA)
[28, 29]. YacTorTa BbisiBneHna OO0 npu KN KpaiiHe Bbicoka — oT 24 fo 66% cnydaes [30, 31, 32]. Og-
HaKo NPUYMHHO-C/IeACTBEHHAA CBA3b OCTAETCA 0 CUX NOP He CTONb OYEBUAHOMN.

Hannune OO0 nmeeT cyljecTBeHHOE KNMHNYecKoe 3HaveHne npw MNB3 n paccmaTtprBaeTca Kak
AOMUHUPYOWMIA NyTb peanusaunu N3 [33, 40, 34], Hapagy € NPOYMMU BO3MOXHbIMU 3TUOMOMNYe-
ckummn paktopamm (M) [23, 25, 35, 36].

MprurHbI NapafoKcanbHbIX SMO0NNIA:

CTpyKTYpHble aHOManunn 1 BPOXAeHHble NOPOKU cepAaua.

OTKpbITOE OBafibHOE OKHO.

JedeKT mexxnpencepaHoON Neperopoaku.

JedeKT Mmex>kenyaouKoBOl NeperopoaKm.

JlerouHbin BeHO3HO-apTepuasbHbIN LLYHT.

Mpoune nprumHbI.

OucoyHkumsa JIXK.

3acton kposu B J1I1, CBA3aHHbIN C NpeAcepaHON TaxMKapauen.

KanbunHO3 MUTPanbHOro Knanawa.

ApTepuoreHHble 3M60Mbl HA3KOTO prCKa MO3rOBOro MHCYNbTa (HeCTeHO3MpYloLme aTepocKse-
poTUYeCKmne GNSLLKU B COHHbIX apTeEPUsX, aTepPOMaTo3 fIyr aopThl).

OTmeyaeTca 3HaYMMOCTb TPOMOO3a ryboKUX BEH 1 Manoro Tasa B natoreHese KW npu OO0
(rMnoTtesa «BeHO3HOro TPOoMb03Mb0oNN3Ma») [37, 38], KOTOpas, HECMOTPA Ha KPUTUUYECKME acmeKTbl
[39], noakpennaeTca ¢akTOM BbICOKOCKOPOCTHOFO NpoxoxaeHUs (o 50 000 sSM60nMYecKnx Yactuly
B 4ac) BEHO3HbIX 3MO0ONOB B HVXHel nonoii BeHe [40] y 40% nauuneHToB € TPOMO030M rnyboKmMX BEH.
B dum3monornyecknx ycnoBumax, CONpoBOXKaaoLWmnxca nosbiweHnem aasnexuns B MM (HaTyxunsaHue,
Kawenb 1 gp.), OO0 MOXeT LMPOKO OTKPbIBATLCA 1 NPOMNycKaTb 60/bLume TPOMObI.

MapagokcanbHasa am6onus (M3). Y naumeHtoB ¢ OO0 6e3 NpaBo-1eBOro BHyTpMUCepaeYHOro
LWYHTUPOBAHMA TaKXe CyLecTByeT BO3MOXKHOCTb pa3Butua MW no-nHomy, OTIMYHOMY MexaHu3my
C TaKOW e YacToTol, Kak 1 6e3 000 [32].

00O moxeT camo no cebe cNyXMTb MOTEHLMANBHBIM UCTOUYHUKOM 3. Tpomb6bl MOTYT popmmpo-
BaTbcA NM60 BHYTpU OO0 (Embolic Thrombus Formation in Situ), nn6o sBosne OO0, coyeTatowierocs
¢ AMIMN. O6pazoBaHuio Tpomba in situ cnocobcTByeT TyHHenesugHas opma OO0, npeapacnona-
ralowas K 3acTor KpoBOTOKa 1 GOpMMPOBaHUIO ONpeaenieHHOro NPOKoaryasHTHOro noTeHunana.
BmecTe c TeM NpAMbIX AOKa3aTebCTB 3TOrO NPeANONoKeHNA HeAOCTaTOUHO.

Cnepctauem M3 MoxKeT BbITb He TONbKO UHCYJIBT, HO 1 MOPa)KeHNe KOHEYHOCTEN U KMLLIEYHKKA.
3anogo3putb Hannyre OO0 MOXHO Y NaLMEHTOB C CeNle3eHOUYHbIMY, NeYEHOUHbIMUY, MOYEYHbIMMN
HbapKTaMm 1 MHGAPKTaMK B CETYATKY Ff1a3a Npu OTCYTCTBMU APYrMX UCTOYHMKOB TPOM603M60-
nu3ma n GakTopoB pucka. OnmcaHbl Cilyyam 3M60IM3aL MU KOPOHAPHBIX apTEPUI y MONTOABIX NTtofel
¢ 000, npuBegLwe K pa3BuTUIo MHGAPKTa MMOKapha C NogbemoM cermeHTa ST [27].

B uenom ctpoeHune gyrv aopTbl U BbICOKaA YyBCTBUTESIbHOCTb MO3ra K MLLEMUM BeYT K TOMY, YTO
M3 yvawe maHudectnpyet nHcynsTom unu TUA.
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4.1.5.2. MwrpeHb c aypon

Mocne HapyLIeHNs MO3roBOrO KPOBOOOPALLEHUS MUTPEHb C aypOoI AABAISIETCA BTOPbIM MO YacTo-
Te KIVHUYeCKuM cobbiTriem, accoummpoBaHHbiM ¢ OO0. Kpome Toro, foKa3aHHbIM ABNAETCA GpakT
accoumaLm MArPeHN C aypon € BO3HUKHOBEHMEM NHCYNbTA Y XeHLWMH B Bo3pacTe Ao 55 net (AHA/
ASA, 2014), uTo 06BACHAETCA eMHbIM NAaTOreHeTUYECKMM MEXaHV3MOM Pa3BUTUA HAPYLLIEHUI MO3-
roBoro KpoBoobpalleHua — mexaHusmom 3.

TpurrepHble ¢pakTOpbl BOSHUKHOBEHWA MUTPEHM C aypoi MpU NpaBo-IeBOM LUIYHTUPOBaHWN
CBA3bIBAIOT C NMOTEHLMANIbHON BO3MOXHOCTbIO MOMNafiaHUA Ba30aKTUBHBIX CyOCTaHLUIA Yepes Mex-
npencepaHyo KOMMYHMKALMIO B MO3rOBOW KPOBOTOK, MVHYsi Masblii KpYr KpOBOOOpaLleHuns, rae
B HOPMe OHW JOMKHbI pa3pyLuaTtbea [41].

KnnHunyeckoe 3HayeHune B3aumoceasn OO0 ¢ MurpeHbio onpeaenaeTca AONONHUTENBHON BO3-
MOMHOCTbIO pa3paboTKn NPodUNaKTUKM MHCYNbTa Y NauMeHToB ¢ MurpeHbto nnu O00.

YunTtbiBaA poCT COBOKYMNHOMN BEPOATHOCTM pa3Butua MW npu conyTcTeyioLwmMx MUIPeH C aypoi
N KYPEHUW, PEKOMEHIYETCA OTKa3 OT KYPEeHUA XeHLMHaM, CTpafaloWumM MUTPEHBIO C aypoi, UTo
NO3BONAET CHN3UTb PUCK MHCYNbTa. AHANIOrMYHAA CUTYaLMA KacaeTcA 1 FOPMOHalbHbIX KOHTpaLen-
TUBOB.

4.1.5.3. TpoTpomboTnyecKme HapyLleHnn

Hannume OO0 npun TPOMO60GUNNYECKMX COCTOAHMAX MOXET NMOTEHLMPOBaTb HapyLLUEHUA reMo-
cTasa u M3 [42, 43]. OpHako B paboTax, M3yyaBLUMX PONb COUETaHWA LleHTPaJIbHOro BEHO3HO-apTe-
PUanbHOro LWyHTa U TPOM60GUANIA B Pa3BUTUUN UHCYIIbTA Y MOMOAbIX NMALMEHTOB, Pa3fiMuni B Ha-
pYLWeHMAX CUCTEMbI FeMOCTasa B 3aBUCUMOCTY OT Hanmums unu otcytctusa OOO He obHapyxeHo
[44, 45].

B pekomeHpaumax AHA / ASA (2013) no BegeHuto nauneHToB ¢ octpbim NN [46] 1 no npodunak-
ke W n TUA (2014) [47] Kypauma naumeHToB ¢ KU He onmncaHa 1 orpaHnuyeHa YacTHbIMU OCO6eH-
HOCTAMYM HabNOAEHUA NaLKUEHTOB C TPOMOODUIINUECKMMU COCTOSHUAMMU.

Ha cerogHAwWHMIA AeHb uncio paboT, MOCBALEHHbIX UCCIeOBAHNIO CUCTEMbI FemMocTasa npu
OO0 u oueHKe pucKa nHCynbTa Npy KombrHauuy OO0 ¢ pasnMyYHbIMU HAPYLLEHUAMY FreMOCTa3a,
OrpaHnNyeHo, YTO He NO3BOJIAET NPeACTaBMUTb OKOHYaTe/lbHble PEKOMEeHAaL MM No ANarHOCTUKE UK
NleyeHunto AaHHOW KaTeropmm naumeHToB.

4.1.5.4. Platypnea-orthodeoxia cuHapom

Platypnea-orthodeoxia (0T rpeu. — 3aTpyaHeHMe AblXxaHWA NpW BCTaBaHMKM, KynupyloLlleeca
B FOPU30HTaJIbHOM MOJIOXKEHWM) — CUHAPOM, BO3HUKHOBEHME KOTOPOro 06yCioBNIEHO CHPOCOM Be-
HO3HOW KPOBM Yepes LYHT NpW nepexofe U3 ropu3oHTaIbHOro NOJIOKEHNA B BepTUKaNbHoe. ITO
NPUBOANT K NOCTYPanbHON 3HAUYMMOM MMMNOKCEMUM C OCTPbIM CHUXKEHMEM napLuanbHOro Aasne-
HWA Kucnopopga aptepranbHon Kpoeu. OCHOBHOE KIMHMYECKOe NPOoABMIeHNE — OfbIlLKa, KOTopas
YMEHbLUAETCA B rOPY30HTaNIbHOM MONIOXKEHM BBULY YMeHbLUeHWsA copoca [48, 49].

KnuHuueckne npossnexus platypnea-orthodeoxia BO3HMKaOT Npy HanMuMm fBYX KOMMOHEHTOB:

B 3HaTOMWYECKOrO — B BUAE MEXNPeacepAHON KOMMYHKaLUy;

= GYHKUMOHANBHOTO — B BUAe aedpopmaumnm («aHaTOMUUYECKOro nckaxeHusa») MMM ¢ nepeHa-

npasBneHneM NOoToKa LWyHTa B BEPTUKANIbHOM NOMIOXKEHMWMN.

MepBblit KOMNOHEHT BO3MoXeH npu AMIMM, OO0 nnu ¢peHecTprupoBaHHOW aHeBpuame MM,
BTopol KOMMNOHEHT MOryT 06yc/ioBAMBaTb NPUUMHbBI JIEFOYHO-CEpAEYHble (SKCCYAATUBHDBINA — KOH-
CTPUKTVBHbBIN NepuKapamnT, SMpu3ema, apTeprmoBeHO3Hble MasibdopmaLu, NyIbMOHIKTOMUA NN
aMUoAapOHOBas MHTOKCMKaLMA), abAoMUHaNbHble (LMPPO3 NeYeHn), CocyancTble (aHeBpU3Ma Unm
yAJIMHeHne aopTbl) [50].

4.1.5.5. [ekomnpeccnoHHas 6onesHb

Y nny ¢ OO0, paboTatowmx Ha rnybuHe (Bogonasbl, fanBepbl) Uv B yCNOBUAX BbICOKOrOPbS, He
WCKNIOYaeTCA pa3BUTME JEKOMMPECCUOHHON (KeCCOHHOM) 6one3HM C KNMHUYECKMUN NPOABNEHN-
AMW B BMAE OTeKa NEerknx U/unv TpaH3UTOpHON rnobanbHoin amHesnn [51, 52]. YKazaHHble KNuHU-
yeckme NposBNeHUs 06YCIOBNEHbI BTOPMYHOWN 3MO0IMEN BO3AYXOM MPW WYHTUPOBAaHUM CMpaBa
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Haneso yepe3 O0O. B uenom B uccnepgosanuu Torti S.R. (2005) y aaiiBepoB Obif OTMEUEH HU3KUIA
a6CONIOTHBIN PUCK Pa3BUTUA OEKOMMNPECCMOHHON GONEe3HW, HO OTHOCUTENbHBIN PUCK Bbin B MATb
pas Bbllle, Yem y fariBepos 6e3 OO0, 1 3aBu1Cen OT pa3mepa OBasibHOro okHa [53].

4.1.5.6. CMHAPOM OBCTPYKTMBHOIO HOYHOIO arHO3

Y naumeHToB ¢ OO0 cMHAPOM OOCTPYKTUBHOIO HOYHOTO arHO3 MOXeT HabNoAATLCA MO TeM Xe
npuYmMHam, 4To 1y naumentos ¢ MIIM. MNaTtonorua ceA3aHa C BO3HMKHOBEHNEM KPOBOTOKA Cnpasa
Haneso yepe3 MMM Npu CHUKEHUN PACTAXKMMOCTM MPABOTO »KeyJouKa.

AHanorunyHas ¢pu3nonoruns yropHom runokcemMny MoXeT HabnioaaTbCs NpuW paae NpoYmnx narto-
JIOTMYECKNX COCTOAHNI, COMPOBOXAAIOLLMXCA MOBbILEHNEM AaBNeHMA B NpaBbix oTaenax cepaua
n coveTatowmxca ¢ OO0, TakMX Kak KnanaHHbI CTEHO3 SIErOYHOWN apTepuKn, aHoManus D6LTeinHa
W ppyrve HapylleHna TPUKYCNUAanbHOro KnanaHa, nHbapKT NpaBoro »enyaouka, XpoHuyeckme
6one3Hn nerkux (06CTPYKTUBHbIE UM PECTPUKTUBHDBIE), NeroyHas smbonma (ocTpan unm XpoHuye-
CKas), NneroyHas runepTeHsns (neperyHas 1 BTOpUYHas).

4.1.5.7. TpaH3uTopHaA rnobanbHas amHe3na

TpaH3uTopHas rnobanbHasa aMHe3MsA OMUCHIBAETCA KakK KNUHUYECKUA CUHAPOM NpexoasLlero
paccTpoincTBa NaMATY C BHE3aNHOW YTPaTol CNOCOO6HOCTN 3aNOMUHATb HOBYIO MHGOPMALIMIO U Bbl-
nafeHnem 13 nNamAaTy HeKOTOpbIX HefaBHUX CO6LITUI. Bo BpemA npucTyna HabnogaeTca nonHasa
e3opureHTauuns, Kotopaa anutca ot 30-60 MnHyT o 12 4 n 6onee, B coOYeTaHNN C peTporpagHom
amMHe3uein. HeBponoruueckoe obcneioBaHne, Kak NpaBuiio, He BbIABMIAET OpraHMYecKoln naTtono-
run. Hambonee BEPOATHON MPUUMHON CUUTAIOT TPAH3UTOPHYIO ULIEMMIO BCIeACTBME aTepocKie-
po3a, Tpomb03a, TPOMO603IMbONNK, accounmMpoBaHHyo B ToM uucie ¢ OO0, KoTopas Bbi3blBaeT
[BYCTOPOHHee HapyLueHne GyHKUMM 3aHEMEANANbHOMO TalaMyca Unu rmnnokamna. B HekoTopbix
cnyyasx HabniofgaeTca Nocne MUrpPeHoO3HoW aTaku.

4.1.6. OAwuarHocTuka

OunarHoctnka OO0 HanpaBnieHa Ha ero BbiBNEHME C ONpeaesieHneM reMoarHaMmMyeckom 3Ha-
UMMOCTY WyHTa. [1py 3TOM NCNONb3YIOTCA Kak METOAUKMN BU3Yyanu3aunm cepaua, Tak u COCyAoB ro-
NIOBHOro Mo3ra (9xoKI, KOHTpacTHaA TpaHCKpaHuanbHaa gonnneporpadus (TKA) ¢ ambonogetek-
umnen, MPT ceppua, kKaTteTepusauma cepaua) [3].

4.1.6.1. TpaHcTopakanbHaa IxoKI

BbinonHeHue ctaHaapTHol TTIxoKI BO MHOTUX cilyyasx OGblBaeT JOCTaTOUHbIM /15l TEPBUYHOMN
avarHoctrkn pyHkumoHupytowero O0O. cknoueHre COCTAaBAAIOT NMLA U3 TPynn pycka passu-
1A M3 n KU, K KOTOpbIM OTHOCAT TEXHUYECKNX JaliBePOB, NOrpyKatoLnxcs Ha rnybrHy 6onee yem
30 METPOB, U NIETYNKOB CaMONETOB-UCTPebuTENeN, NCMbITbIBAIOLWMNX Neperpysky B HECKONbKO aT-
Mocoep. YyBCTBUTENBHOCTb U CNeLnPUUHOCTb AaHHON METOAMKYM B TaKMX CIlyYasaX HeJOCTaTOUHbI
ONA OUeHKN remofnHaMmmyeckoi 3Hauumoctn OO0, nposeaeHus guodepeHUnanbHOro gnarHosa
OO0 v gMnn.

Mpu npoBeaeHUN nccnefoBaHNA NCNOJb3YIOTCA NapacTepHanbHasa NO3nLUKMA NO KOPOTKOW OCH,
anukanbHasa yeTbipexkamepHas (4KM), cybkoctanbHan 4KIM (bpoHTanbHas), cybkocTanbHas no Ko-
poTKkon ocu (carnttanbHasn). Ana nyywewn susyanusaumm MIIM BO3MOXKHO NCMOAb30BaHMe AOMOSHU-
TeNbHbIX MOANOULIMPOBAHHbIX MO3NLWIA.

OCHOBHbBIM AVArHOCTUYECKUM KPUTEPUEM HaNMUMsi OTBEPCTUSI CUMTAETCA BbisBNeHMe cbpoca
yepes Hero KpoBW U AMaMeTp OTBEPCTUA, KOTOPbIW, Kak MpaBuio, YCTaHaBAMBAETCA MO WNPUHE
cTpyu KpoBu [54].

BenunuunHy cbpoca kposu uepes OO0 onpepensioT, u3mepsaa 06BbEMHbIN NIEroUHbIA KPOBOTOK
(Qp) 1 06beMHbIV CUCTEMHBIN KPOBOTOK (QS). [0 MX OTHOLUEHMIO BbIYMCAETCA BENNYMHA LIYHTA.
B Hopme Qp/Qs ponxkHO 6biTb 6nn3Kko K 1,0. MNokasaHnem ana onepaTmMBHON KOppeKummn GyHKUMO-
Hupytowero OO0 vnu AMIMN siBnseTcsa oTHoweHne Qp/Qs 6onee 2,0. 1nA OKKNOAEPHOTo 3aKPbITHA
dedeKTa faHHbIN NoKa3aTenb 3aHWXKeH A0 1,5. Mpy oAnHAKOBBIX pa3mepax OTBEPCTUA BEMUYMHA
LIYHTa 3aBUCUT OT pa3HuLbl AaBnieHus B nonoctax MM v JIN n moxeT 3HaunTenbHo Konebatbes B 3a-
BMCMMOCTU OT FYOWHbI U YaCTOTbI AbIXaHWsA, YaCTOTbl CEPAEYUHbIX COKPALLEHWI 1 faxe B Npeaenax
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OAHOro cepAeyHoro uMkna. Tak Kak HeT NPAMON KOppenaunn Mexay nnHenHbiMm pasmepammn OO0
1 BENIMUYUHOM LIYHTa, HE0bX0AMMO NpsAMoe n3MepeHre nokasatensa Qp/Qs [54].

[Ona npaBunbHOro onucaHus fgedekta AMamMeTp OTBEPCTUA HEOOXOAMMO U3MEPATL B BYX B3a-
WUMHO MepneHanKYNAPHbIX MPOEKLMAX — B YeTblpexkaMepHOU anvKanbHOW U CyOKOCTanbHOW, yuu-
TbiBas oBasibHy0 popmy 1 ABa pasHbix pasmepa OO. M3mepeHns, BbINOMHEHHbIE TONIbKO B OAHOMN
NpoeKumMmn, MOryT MPUBECTY K CYLLLeCTBEHHbIM OLLIMOKaM B OLeHKe Miowaan oteepctus [54].

B cnyuasx, korga gHo OOO 3aKpbiTo TOHKOW MeMbpaHON, KOoTopas He BUAHA MpU ynbTpasey-
KOBOM UCCNefoBaHNK, B TO BPEMA KakK OTHOCMTENbHO TONCTbIe KpasA OBaJibHOM AMKW nouupyoTca
XOPOLLUO, BO3MOXHA JTOXHOMONOXNTeNbHas anarHocTvka MM [54]. Bo n3bexaHue guarHoctnye-
CKUX OWM6OK, Npu TpaHCTopakanbHou Buyanusauum MMM cnegyet ncnonb3oBaTb LBETOBOE A0-
NnepoBCKOe KapTUPOBaHMe, NPOBOKALMOHHbIE TeCTbl, B YaCTHOCTV MaHeBp Banbcanbsbl (BbinonHe-
HMe BOXa W HaTYXMBaHWA NaLMeHTa Mo KOMaHAe Bpaya), NPy BO3MOXHOCTA 1 HEOOXO[MMOCTY —
BBe[leHNe 3XOKOHTPACTHOro Npenapara.

4.1.6.2. 2D-upecnuweBogHasa dxoKl

YM3xoKI - Hanbonee nHPopmaTMBHbLIN MeToa aAnarHocTnkn OO0 (puc. 2). OTHOCUTENbHAA TOY-
HOCTb COMACHO AaHHbIM CMCTEMATUYECKOro o63opa 6a3bl gaHHbIX Medline (2014 r.) coctaBnaeT
89,2% — uyBCTBUTENbHOCTb U 91,4% — cneunduyHocTs [55]. Mpun nogospeHun Ha M3 UMIxoKr ponx-
Ha paccMaTpuBaTbCA Kak npoueaypa Br3yanunsauum 1 Bbibopa nnv NpeanoyTeHns y B3pocbix.

MeTtoauka nposegenunsa YIN3xoKr. Jna ontumanbHomn Busyanmsaumm OO0 gatumk pasmela-
I0T B CpefHen YacTu NuLeBoa B CTaHAAPTHbIX NO3MLUMAX MO KOPOTKom ocy unm 4KIM n ucnonbsyoT
war yrna B 15° o MOMeHTa OCTUXKEHMA NP BU3Yyanm3aunm 30Hbl MHTepeca. [pu ncnonb3oBaHnn
pexnma LK wkana ckopocTy fonxHa cCooTBeTCTBOBaTb 25-40 cM/C AnA ynaBnnBaHUA NOTOKOB Ye-
pe3 MMM npu manom OO0 unu peHecTpaumax M.

MprMeHeHne NMNYNbCHO-BONHOBOIO 1 MHOTAA NMOCTOAHHOIO fonnepa Heo6XoANMO AnA n3me-
PEHMA CKOPOCTY WYHTUPOBAHMA (YaCcTO NCNOJIb3YIOT TPAHCCENTANbHbINA rPAaAUEHT), YTOUHEHMA Ha-
npaeneHns cbpoca (0cObeHHO NpPY CMELLIAHHBIX NIEBO-NPaBbIX U MPaBO-NeBbiX cOpocax), AnuTenb-
HOCTM cOpOca Yepes KOMMYHMKaLMIO.

Ona ynyuywenna susyanmsaumm OO0 nobbix pasmepos 2D-UTMN9xoKI pononHaeTcsa KoHTpacTu-
poBaHVeM NpaBblX OTAENOB cepAua C BbiNonHeHeM Npobbl BanbcanbBbl. 1N BbiABNEHNA ApYrnX
MeXnpeacepAHbIX KOMMYHUKaLMIA, aCCOLMMPOBAHHbBIX COCTOAHMIA U B3aUMOOTHOLLIEHWI COCeHUX
cTpyKTyp ¢ OO0 nnm MMM npumeHAOT Apyryio Fy6uHy 1 No3uLMKN AN CKaHUPOBAHKA.

nepoMYHaR
neperopagey

\\ an

mnn

Puc. 2. YpecnuweBogHasn 2D-3xoKTr: A - He6onbLIOe 0BanbHOE OKHO CO CMOHTaHHbIM WYHTUPOBaHNEM
(c6pocom) n3 neBoro npepacepanA B npaBoe; b - cxema 6onee noapo6HO NoKasbIBaeT NePBUYHYIO
neperopofaKy, oBasibHYI0 AMKY U OTKPbITOe OBaJibHOe OKHO (3aumcTBoBaHo 13 Pinto F.J., 2005) [51].
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4.1.6.3. KoHTtpacTHaa IxoKl

Metoguka koHTpacTHon IxoKI (K3xoKI) ocHoBaHa Ha ¢wukcauum npu Hanuuum OO0 «no3u-
TMBHOIO KOHTpacTmpoBaHua» B JIM npu npoBefeHNN KOHTPACcTMPOBaHMA NpPaBbIX Kamep cepaua
C OAHOBpPEMEHHbIM BbINONHEHNEM MaHeBpa Banbcanbebl. OTMeYaloT NoABneHne XxapakTepHbIX 4ON-
nneporpadryeckrx CUrHanos (NaTTepHOB), NONyYaeMbiX OT IXO-KOHTPACTHbIX YacTuL, BCIeACTBME
ux npamoro c6poca u3 MM 8 JIM yepez MMM,

MeToauka KOHTpacTUpoBaHuA. [119 KOHTPaCTMPOBaHNA MpaBbIX OTAENOB cepAaua UCNofb-
3yloT B36oNTaHHbIN 0,9%-11 pacTBOp HaTpus xnopuga [56] (puc. 3). BoamoxHO ncnonb3oBaHue
0,3%- nepekncn Bogopoaa. B pAage cTpaH cywecTByloT cneumnasnbHble KOHTpPacTHble BellecTBa
NepBOro 1 BTOPOro MOKOJIEHWNI (B TOM YMCIe MONUKENATUHOBbIE KOHTPACTUPYIOLME areHTbl), nc-
nonb3yemble ANA KOHTPACTMPOBaHWA MpaBbiX OTAeNoB cepaua. [py nposegeHun nccnegoBaHnA
cmewmatoT 8 mn 0,9%-ro dpusmonornyeckoro pactsopa ¢ 1 Mn BEHO3HOW KPoBW nauneHTa n 1 mn
BO3/yXa, KOTOPble 3aTeM NepemMeLLaloT HeCKONbKO pa3 yepes ABa Wwnpuua no 10 M, coeiHeHHbIX
nocpeacTBOM TPEXXOAOBOro 3aMOpPHOro KpaHa. B pesynbraTe nonyyaloT MenkogncnepcHyto cmech,
KOTOPYI0 BBOAAT Yepes KaHionto He MeHee 20-ro Kanvubpa, Ytobbl NONyYmnTb LOCTATOUHbIN YAaPHBbI
obbem KoHTpacTa. BBeaeHre NpoBoaaT uepes npasyto nokTeByto BeHy [10]. Micnonb3oBaHue pemo-
panbHOro, a He KyGUTanbHOIO AOCTYMNA ANA KOHTPACTAPOBaHMWSA MOBbLILAET YyBCTBUTENBHOCTD Bbl-
AsneHna 000, 0co6eHHO NPU HaNMYMN YAIMHEHHOTO €BCTaxMeBa KanaHa, HarnpasnAoLero noToK
KpoBu K MIM [25]. Cpa3y nocsie BBeAEHUA KOHTPACTHOW CMECK NauUMeHT BbINONHAET MaHeBp Banb-
canbBbl. 9TO 06s3aTeNIbHbI KOMMOHEHT UCCNEeAOBaHSA, BeAYLWNI K Pe3KoMYy KpaTKOBPEMEHHOMY
nosbiweHunio aasneHns B MM 1 3a6pocy ny3blpbKoB KOHTpacTa B JIM, 4To BaxHO AnsA GyHKLUMOHNPO-
BaHWA Kak N0OX0 BU3yanu3npyeMbix ManblX, Tak U 3HaUYMMbIX JIeBO-NPaBbIX WYHTUPYOLLNX COPOCOB.

CylyecTByeT METOA NPONOHIMPOBaHHOW MHPY3MOHHON KOHTpacTHoW IxoKI, npeanonaraowwuin
KanenbHoe BBefeHve 0,3%-Horo pactBopa nepekucy Bogopopa. Beogumbilii pactBop nepekmcu
BOZOpOZa 06pasyeT BHYTPU BEH My3blpbKu KUCIopoaa. MnKpony3blpbKiy Kuciopoaa ABsioTCs OT-
HOCUTENbHO «6e30MacHOl MOAESbIo» ra30BbIX MUKPO3MOOJSIOB.

B HekoTOpbIX clyyasx HeO6XOAUMO NpPoBefeHMEe HECKONbKNX BOTIOCHbIX BBEAEHNIA KOHTpacTa —
B MOKOe, B Hauane 1 KoHLe MaHeBpa BanbcanbBbl, a Takke 6UnnaHOBOe CKaHMpPOBaHMe ANA NoncKa
MEeJIKUX WYHTUPYIoLWMX COpocoB.

Puc. 3. UHcTpymeHTbl AnAa npoBeaeHun K-OxoKr: aBa wnpuua, nepndeprnyeckuii Katetep
1 TPEXXOA0BbII 3aMOPHbIN KPaH.
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OueHKa pe3ynbTaToB MccnepoBaHusA. 1A NoNyKoNMYeCTBEHHOW OLEHKM LUYHTUPYIOLEro
cHbpoca B 2D-pexrme 1Cnonb3yeTcsa NoAcYeT Ny3bipbKoB B J1T B TeueHne nepBbIx 3 LUKIoB [21]:
= [pU ManbiX WYHTUPYOLWKX cOpocax He 6onee 10 Ny3blpbKOB;
= pu ymepeHHbIX — oT 10 Ao 20 ny3bIpbKOB («06/1aKo Ny3blpei»);
= [pU 3HAUYNUTENbHbIX — 6051ee 20 Ny3blIPbKOB (KMHTEHCUBHOE KOHTPACTMPOBAHUEY).

MosABneHne Mny3blpbKoB CRycTA 3-6 cepAeYHbIX COKpPaLleHW B 30HE JIEroYHbIX BEH MOXeT
CBUAETENbCTBOBaTb 06 apTepMOBEHO3HOWN ManbdopmaLmn (apTepmoBEeHO3HOM MySIbMOHAJIbHOM
wyHTe). Mpun otcyTcTBMM dyHKUMOoHMpytowero OO0 ny3blpbKu KOHTpacTa He JOMHbI MOABNATLCA
B 3TOT nepwuog B JIM, Tak Kak My3bIpbKMU TaKOro pa3Mepa He B COCTOSIHWUW MPEOAOSETb JIEFOUHYIO
KanunnsapHyto ceTb.

Puck ocnoxkHeHun K9xoKI He npeBbiwaeT 0,06% cnyyaes npexogsLlen HeBpPOOrnyeckom anc-
byHKLMK, 06ycnoBneHHON BO3ayLLHOW Smbonuneii.

4.1.6.4. 3D-upecnuwesogHaa IxoKl

3D-upecnuweBoaHaa IxoKl B pexume peanbHOro BpeMeHM C KOHTPAcTUPOBaHMEM MpPaBbiX
OTZENOB cepAua 1 BbiNMONHEHMEM MaHeBpa BanbcanbBbl ABNAETCA ONTUMANbHOW ANS YTOUHEHNSA
Mopoonormm kaHana OO0, BennumnHbl cbpoca yepe3 OO0 1 pacnonoxeHHbIx nobansoctn ¢ 000
CTPYKTYP.

Ha puc. 4 nokasaHbl coBpemeHHble NpeacTaBieHnsa o mopdonornyeckoin knaccupuxaumm 000,
nosny4yeHHble B 3D-pexunme.

OueHKa BenuumHbI WyHTHpYloLero copoca yepes OO0 NpoBOAMTCA MO KONMYECTBY My3blIPbKOB
B JIMN 3a 3 cepaeyHbix umkna (tabn. 3) [57].

Ta6bnuuya 3
OueHKa BeNM4MHbI WyHTUpYylowero c6poca npu 3D-YM3xoKr

OquKa WHTEHCUBHOCTUN KOHTpPa-

CreneHb | XapakTtep c6poca KonunuectBo ny3bipbKoB
CTUpOBaHusA
1 Manbin MeHee 9 ManouHTeHcMBHOE
2 YmepeHHbIi 10-29 CpefiHEMHTEHCBHOE
Bonbwown Bonee 30 BblcOKOUHTEHCMBHOE

Mpwn manom 00O, Korga c6poc MUHMMAaIbHbIV 1 AnHaMudyeckuii, 3D-IxoKl 6e3 KoHTpacTupoBa-
HVA NPaBbIX KaMep CepfLia YacTo He MOXET ero PerncTprpoBaTh.

Tun 1 Tun 2 Tun 3

Puc. 4. 3D-YM3xoKr B pexunme peanbHOro BpemeHun ¢ Busyanusauyuein mopdonorum kaHana 00O0: 1-i
TUMN - NONIHOE NepeKpbITNEe MeXXAY NePBNYHOI N BTOPUYHOI NeperopoaKamu; 2-ii TUM — YacTU4Hoe
nepekpbiTne (=4 mm); 3-ih TN — Manoe NepeKpbITUE UK ero oTcyTcTBue (<3 Mm).
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4.1.6.5. WHTpakapananbHaa IxoKl

MeTopuka nHTpakapananbHoi IxoKl npumeHaeTca ana oueHKM MOpPONorum «M3HyTpu» 1 no-
3BOJIAET BM3Yyann3npoBaTb TpyAHoAoCTYNHble npur YIM IxoKI yyacTku — HrxkHIo0 yacTb MIM 1 Kpan
HVXXHel nonoi BeHbl [58, 59]. MeToaurKa TpebyeT onpefeneHHoro 060pyfoBaHUsA 1 orbiTa creLma-
NINCTa U NO3TOMY UCMOJMb3yeTCA OrPaHNYEHHO, MPENMYLLECTBEHHO B KapANOXMPYPrmyeckux ctaum-
OHapax. BbinonHeHve nHTpakapananbHon 3xoKl nokasaHo B ciiyyanx ¢ HeobbluHON Mopdonornen
MeXnpeAcepAHbIX KOMMYHMKaLUA 1 B CBA3W C NPOLIEAYPOW 3aKPbITUA KOMMYHMKaLUN OKKIoge-
pOM — ANA UCKNIoYeHNA 06pa3oBaHMA TPOMOOB B MOMEHT OCTaBKM OKKNoAepa, GUHaNbHOW oLeH-
KW PacrnosioXkeHUA OKKoAepa No OTHOLLIEHMIO K NEPBMYHON 1 BTOPUYHOW NeperopoaKkam, OLeHKN
3axBaTa OKK/I04epOM NeperopoaKkm 1 ero NonoxKeHns otHocmTenbHo KA n nepeaHen ctBopku MK,
ONA CHUXeHUA (Y 6epeMeHHbIX KeHLUMH — ONA UCKIIYeHUA) Iy4eBoi Harpy3ku [58].

4.1.6.6. TpoTokon IxoKl-nccnegoBaHua

Pa6bounii npotokon IxoKr-nccnegosanmna npu soiasneHnn OO0 npefcTaBneH B Tabn. 4.

Ta6bnuuya 4
3xoKr-napameTpbl, peKoMeHAyeMble A BHECEHUA B NPOTOKON MCC/IeA0BaHNA NpY BbIAABIEHUN
OTKPbITOro OBaNibHOTO OKHa

Mapametp 3HaueHunA

MeHee 2 mm (Manoe OO0)
Pasmep OOO' (0T 1 go 19 Mmm) 2-4 MM (cpepHee O00)
6onee 4 mm (6onbwoe O00)

1-1 TN — NONHOE NepeKpbITUE MeXAy NePBNUYHON 1 BTOPUYHON
Tun nepeKpbITUA NEPBUYHON 1 BTO- neperopoakamu
PUYHOW Neperopoaok 2-11 TMN — YaCTUYHOE nepeKpbITUe (=4 MM)

3-/ TN — Manoe NepeKpbITHE NN €ro OTCYTCTBME (<3 MM)

OnnHa

pa3mep co cTopoHbi J1M1
pa3mep co ctopoHbl M1
obuwana gavHa MMM

OcobeHHOCTM KaHana 0002

JleBo-npaBbini
HanpasneHue cbpoca npaBo-/eBbl
ABYHanpaBJieHHbIN (CMeLLaHHbII)

[lononHuTenbHble WyHTUPYloLWMne
c6bpocbl yepes MMM (AMMM, accoumu- | EcTb / HeT
poBaHHble ¢ 000)

Mpwy ManbIx WYHTMPYOLWMX c6pocax He 6onee 10 ny3bipbKoB

Pa3smep cbpoca npu KoHTpacTupo- npv ymepeHHbIX — oT 10 fo 20 Ny3bipbKoB («061aKo Ny3blpeii»)
BaHUK npw 3HauUnTeNbHbIX — 6051ee 20 Ny3bIPbKOB (<MHTEHCUBHOE KOHTpPa-
CTUPOBaHMEY)

AHeBpur3ma / mobunbHasa MMM

fononHuTenbHble cTPYKTYpbl B MMM (ceTb Knapu n yannHeHHbIn
AccounmpoaHHble CAC n BIMNC eBCTaxmeB KnanaH)?

AHomanusa 36wTenHa

AHOMasbHBIN [PeHaX NEroYHbIX BEH

MNpumeyanua:

'V3mepeHue cnepyeT NPOBOANTL He ToNbKo B pexume LK, Ho 1 B 2D- nnu 3D-pexunme, Tak Kak 13-3a HaCTpoek LIBETHOro Aon-
nnepa pasmep LWMPUHbI NOTOKa MeHAeTcA 1 pazmep OO0 MoxeT 6biTb NpeyBeNnyeH.

20ueHb ANVIHHbI 1 U3BUANCTBIN No popme KaHan OO0 06sa3aTenbHO JOMKEH GbITb OTPAXKEH B NPOTOKOE AN BbIOOpa aAeKBaT-
HOro ANA NaLlyeHTa YCTPOICTa NPU ero 3aKpbITUi. YKasblBaeTca finHa KaHana OO0 v ero pasmep co CTOPOHbI MPABOro 1 IEBOTO
npeacepamnin, a Takxe obwaa anvHa MIMM.

3Yka3zaHHble CAC MOryT NepeHanpasniaTb NoToKu Kposu B 11 yepe3 000, yBennunBas puck napafgokcanbHom SM60Mm, 0Cnox-
HATb SHAOBACKYNAPHOE 3aKPbITUE KOMMYHMKALWN.
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B cnyuyae remoguHamMmyeckn 3HaumMmbIx cOpocoB (Yalle 31o oTHocuTCA K MMM unu «pactany-
Tomy»* OO0) B npoTokone IxoKIl-nccnegosaHna HeobxoaNMO yKasaTb / OLEeHWUTb COMyTCTBYOLWME
COCTOAHUA N NapamMeTpbl:

1. TpaHccenTanbHbI FPagneHT UK CKOPOCTb copoca yepes MIM.

2. [wnnataumaA npaBbix OTAENOB cepaua U/unmv Nero4yHon apTepun.

3. MMapapokcanbHoe gaukeHne MXKI 1 nerouHasn runepTeHsna (C pacyeToM AaBneHnA B IEFOYHON
apTepun).

4. TlokaszaHue K 3aKpbITUio KOMMYHUKaumy, eciv Qp/Qs (OTHOLLIEHKE NEFOYHOrO KPOBOTOKA K CU-
ctemHomy) >1,5:1 ¢ npu3Hakamum ob6bemHol neperpy3sku MXK.

5. JlerouHoe conpoTuBneHve (OTHOLWEHMA NMUKOBOW CKOPOCTY TPUKYCNMAANbHOW peryprutauum

B M/c KVTI BT XK B cm).

6. Cuctonuueckas n gnactonuueckas GyHkumm MK nam JIXK.

Bl ®nxm nie Wy SHOS]
==

e | i ] L] b L ! L] 1 B N W 0 W n h BN

Puc. 5. TK]] c KOHTpacTupoBaHuem v sm6onogaeTeKkumer (CBepxy-BHU3): Manoe, yMepeHHoe 1 BbipaXkeHHoe

npaBo-NieBoe WYHTNPOBaHNe KpoBM (3amMmcTBoBaHO 13 Gonzalez-Alujas T. et al., 2011) [60].

* O «pacTaHyTom» OOO roBOpAT B Cly4ae BO3HVKHOBEHWSA 3HAUNTENbHbIX OObEMHbIX Neperpy3oK Npeacepauil.
B aTom cniyyae pazmepbl OO0 3HauMTENbHO YBEIMUMBAIOTCA, COMPOBOXAAACDH NIEBO-NPABbIM WU NMPaBO-NEBbIM
WYHTMpOBaHVeM KpoBu Yepes MIM. BcTpeuaeTcsa npu TAXKENON KanaHHOW MUTPanbHON HEAOCTaTOYHOCTU, MU-
TpanbHOM CTeHO3€, KapLMHOUAHON 6onesHn cepaua, neroyHoi runepteHsun npu TIJA, nHdapkTe Mrokapaa
MK, o6cTpyKumm BTIK n T.4.
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4.1.6.7. KoHTpacTHas TpaHCKpaHUWabHasa fonnneporpadus coCyfoB ronoBHOro Mo3ra
KoHTpacTHas TpaHcKpaHuanbHasa gonnneporpadus (TK[) cocynoB rofoBHOro mosra rnosso-
nsaet B M-pexunme cKaHMpPOBaTb NOTOKM Ha rnybrHe ot 30 4o 90 MM 1 BbIABAATL MUKPOMY3blpb-
KW, pocturaowye LepebpanbHOro KPoBOoTOKa. [l MOHUTOPVHIa UCMOJb3yeTCA FOSIOBHON LUieM
C GUKCMPOBAHHBIMK K HEMY ABYMSA YNbTPa3BYKOBbIMU AaTuMKamy C YacToTon curHana 2 mly. Me-
ToAuKa OBHapy>KMBaeT rOTOBHOCTb K [13 y MaLMEHTOB C KPaHNOCTPEMUTENbHBIM BapUAHTOM MPO-
XOXKAEHWA KOHTPACTHbIX MUKPOMY3blPbKOB 13 BEHO3HOMO PYC/ia B 60MbLUO KPYT KpOBOOOpaLLeHUs
BCNIefCTBME MPABO-NEBOro WYHTMPOBaHNA. MUKpPOMy3blpbKK NPOABAAIT ceba Ha Jonnep-cnek-
TporpaMmme KPOBOTOKa B MO3rOBbIX apTePUAX XapaKTePHbIMN KOPOTKNMM 1 BbICOKOAMMANTYAHbBIMU
curHanamu (MaTTepHamm) 1 UMetoT cneunduyeckne xapakTeprucTuKm, YTo no3sonsaet anddepeHun-
POBaTb VX OT APYr1X MUKPO3IMOONMUECKMX YacThL, 1 apTedaKToB (puc. 5).
Mogcyet Ny3bIpbKOB M3HaYasIbHO NPOBOAAT B MOKOE, HO MaKCMMasibHOE NX KONIMYEeCTBO B MO3-
roBbIX apTepPMsAX OTMEYaeTCs MPY BbINOMHEHUN YHKUMOHANbHbIX Npob (MaHeBp Banbcanbabi).
Knaccndukauma ymcna curHanoB NO3BOAAET OLEHUTb Pa3Mep LYHTa, HO AnA onpeaeneHns mopdo-
Norunn, NoKanmsaumm KOMMyHUKauum Tpebyetca BbinonHeHme YM3xoKr.
YyBcTBUTENBHOCTb KOHTpPacTHom TK] coctaBnaet 70-100%, cneumduyHOCTb — focTmraet 83—
95% [66].
4.1.6.8. OrpaHnyeHna GyHKLMOHANbHbIX METOLOB UCCNIEAOBaHUA NpW ArarHoctuke 000
CylecTByeT pAf OrpaHNYeHNN B ANArHOCTUYECKMX BO3MOXHOCTAX QYHKLUMOHAIbHBIX METOOB
nccnepoaHua O00:
= [710XafA BU3yanusauma 1 y3koe akycTnyeckoe OKHO Yy HeKOTOpbIX naumeHTos npu TTIxoKT;
®  C/IOXKHOCTW BbINOJNIHEHMA MaHeBpa BanbcanbBbl ¢ ncnonb3oBaHeM ceflaTVBHbIX Npenapa-
TOB [I151 YTHETEHUSI PBOTHOTO pedeKkca Uim aHecTe3un Bo Bpems npoueaypbl YT3xoKT;

= npu npoBegeHun YMN3xoKl ¢ ncnonb3oBaHvem gonnepa 3a WYHTUPYOLWMIA NOTOK Yyepes
MMM moryT 6bITb NPUHATLI ApYrue noTtoku B MM (Hanpumep, NOTOK 13 HVXKHEI NONOW BEHBI,
aHOMasIbHbIN ApeHak neroyHow BeHbl B MMM nan notok Yepes npupocuuyto K MMM cetb Ku-
apw);
®  COCTOAHMSA, aCCOLMMPOBaHHbIE C BbICOKMM AaBneHrem B JIT, nHoraa 3aTpyaHAIOT AMarHo-
CTVIKY LWUYHTMPYIOLWMX COPOCOB B pe3ynibTaTe MU3MEHEHUS HAaNpaBeHna copoca (Hanpumep,
13-3a 3HAYNMOW MUTPAJIbHON peryprutaumm Npy TPaH3UTOPHOM NeBO-NPaBOM LLIYHTMPOBA-
HUK Kposu yepes O00) [26];
® B pe3synbraTe Toro, 4to B OOO HanpaBnAeTCcA KPOBOTOK (M BO3MOXKHble TPOM603MOObI)
U3 HVXKHEN NOMOW BeHbI, TOrAa Kak KOHTPacTHOe NCCNIefoBaHme UCMNOoNb3yeT KybutanbHble
BeHbl (6acceliH BepxHeii nonoi BeHbl), OO0 MoxeT 6bITb NponyleHo faxe Ha YM3xoKr
C KOHTPaCTUPOBaHUEM, TaK Kak KOHTPACT MOXET CMbIBaTbCA MOTOKOM U3 HUPKHEN NOJSion
BeHbl Npu nepcuctmpytowem EK;

®  Hanuyme apTepUOBEHO3HOrO MySIbMOHANIbHOIO LWYHTAa MOXET NPMBOAUTb K MOABAEHUIO
cneundunyecKkoro KOHTPaACTHOIO «<Mycopa» OKOJIO NeroyHbix BeH B JIM npu KOHTpacTnpoBa-
HWUW NPaBbIX OTAENOB CEPALA 1 JIOXKHOMONOXKUTENbHbIX pe3ynbTaToB Ha Hannume OO0 npwu
nccnefoBaHuy;

= i0Xas BU3yanv3auus ny3blpbKOB MPU KOHTPACTUPOBaHMY MasbIX LWYHTUPYOLMX COPOCOB

Jaxe npu NCMoNb30BaHUN BTOPOI rapMOHUKN NPU 3anricu Ha undpoBble HOoCUTenm (YacTb
nabopaTtopuin Hauana onATb MCMOJSIb30BaTb aHAIOrOBble HOCUTENN — BUAEOKACCeTbl Kak 60-
nee YyBCTBUTESIbHbIE AN1A ONpefeneHNa Taknx COPoCoB NpU peTpocnekTVBHOM NPOCMOTPE);
B OrpaHUYeHAMU AN1A LWNPOKOFO UCMONb30BaHMA MHTPaKapananbHol IxoKl asnatTca cton-
MOCTb KaTeTepa, CTaHAAPTHbIV PUCK BHYTPYBEHHOTO OCTYMNa, HEO6XoAMMble ANiA NpoBefe-
HMA Npoueaypbl ONbIT UCCNIefoBaTeNA U CTaLMOHAPHbIE YCIIOBUA.

4.1.6.9. 0O6LWWe NonoXeHns No BbIGOPY METOAA YNIbTPa3ByKOBOW ANArHOCTUKM

= O6biyHanA TTOxoKI obnagaeT 4yBCTBUTENbHOCTBIO 7%, KOTOpas yBenuymeaetca Ao 50% npu
NCMONb30BaHUKN KOHTPAcTa 1 A0 62,5% npu ncnonb3oBaHMM KOHTPACcTa / pexrma TKaHeBon
(BTOpOI1) FapMOHMKMN.
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= JInarHocTuyeckas To4HocTb TTIXOKI ¢ KOHTpacTMpoBaHMeM NpaBbix Kamep Npubnmxaertca
K npocton YTMIxoKI.

= YM3xoKI ¢ BBEAEHNEM KOHTpaCTa ABNSAETCA Hanbosee YyBCTBUTENIbHON METOAMKOW AN1A Bbl-
agneHna OO0 n cunTaeTca «30M10TbiIMU CTaHAAPTOMY» AMArHOCTUKN C YYBCTBUTENIbHOCTbHIO
89% u cneymounyHocTbio 91,4%.

®  O6blyHaa TTIxoKI He NnogxoanT ANA pelleHns SKCNePTHLIX BOMPOCOB U 06CieOBaHNA Ma-
LiMEeHTOB 13 rpynn puckKa.

= 2D-YN3xoKl uenecoobpasHo AOMONHATL BBEAEHMEM KOHTPAcTa U BbIMOJIHEHWEM MaHeBpa
BanbcanbBbl, NOBbILLAs YyBCTBATENILHOCTb MeTOAMKM A0 89%, cneuuduuHocTy — ao 91,4% [55].

= BBefieHMe KOHTPAcCTa B NpaByto 6epeHHyo BEHY NOBbILIAET YyBCTBUTENIbHOCTb MeToAa Mo
CpaBHEHUIO C UHBEKLMEN B NpaByto KyouTanbHyto BeHy npu YM3xoKl ¢ KoHTpacTMpoBaHu-
€M MNpaBblX OTAENOB.

= 3D-ypecnuueBogHan IxoKl B pexxmme peasibHOro BpeMeHM C KOHTPACTUPOBaHNEM NpPaBbIX
OTAENIoB CepAua 1 BbiNMOHEHMEM MaHeBpa BanbcanbBbl JaeT npenmyLlecTBa Npu oLeHKe
mopdonorun OO0, BeNMUMHBI LWYHTUPYIOLEro copoca, Hannuus NpeacepaHbIX AOMNONHN-
TeJNIbHbIX CTPYKTYP U UX Tonorpadunyeckmnx s3ammooTHoweHuii ¢ 000.

= TK[ c KOHTpacTMpoBaHuem 1 smbooaeTekLen AoKa3biBaeT Hannyme NpaBo-ieBoro LWyH-
TUpytoLlero cbpoca (4yBCTBUTENBHOCTb U cnelnduyHOCTb JocTuraet 95%), Ho camo no cebe
He faeT nccnefoBaTento npeacTaBneHnsa 0 MOphOIOrMm KOMMYHKaLUN 1 ee TIoKanm3auuu.
MprMeHsAeTCA KaK PYTUHHBIA MeToh 06CneAoBaHMA NALMEHTOB, NEPEHECLUNX UHCYINbT He-
ACHOW 3TNONOMNK, N NO3BONIAET BbIABNATb CPEAUN HUX KaHAMZAATOB Ha nposegeHue YTOxoKI.

= WHTpakapgnanbHaa OxoKl He MMeeT WMPOKOro pacnpocTpaHeHna BHE Kapavoxupypru-
YecKMnx CTaunoHapoB. Micnonb3yeTca NnpenmyLLecTBEHHO Npu NpoBefeHM NpoLeaypbl 3a-
KpbITna OO0 okkntoaepoMm, Npu nocneaytoLem HabnogeHnn 1 Ana MopdONorMyeckn CNox-
HbIX C/lyYaeB NpefcepAHbIX KOMMYHUKaLWIA.

4.1.7. OnddepeHumnanbHas gUarHoCTMKa

OO0 Heobxoanmo AnddepeHUNPOBaTb C MPOUYNMU MEXMPEACePAHbIMA KOMMYHUKaLUAMY,

npexge Bcero ¢ gedpektom 1 AMIMM, umetowlen deHecTpaLmn.

Ta6bnuuya 5
Kputepun gauddpepeHumnanbHoit gnarHoctukn 000 u AMMN
000 amnn
Hanunune yeTkoro HanoxeHnA NepPBUYHO
. [edunumnt TKaHU NeperopoaKn —
IxoKr-npusHakm 1 BTOPUYHOW Neperopopok ¢ popmrpoBaHmem CMVHYC-TKaHBY?
KaHana mexnpepcepiHoO KOMMyHMKaLUmn 4
. MmeeTca opraHnyeckmin
MpviHuMnyanbHble HecocToAaTenbHOCTb NEPBUYHON NEePeropoaKn .
nedekT — oTcyTCTBME HONbLIEN
aHaToMuyeckune pa3- | (HegOCTaTOYHOCTb «KnamnaHa» OBasbHOroO OTBep- M .
N WU MeHbLLEN YacTu BTOPUYHON
nnmuna CTVA) NN He3apalleHne NpeacepaHON 3aCOHKN
neperopoaku
He umeeT NpMHLMNMaNbHOrO 3HaUYEHUA: BHavasle Yalle neBo-npaBoe WyHTMPOBaHMe
C6p0C KDOBM (~ B 95% cnyvaeB ), npu feKOMMNeHcaLumn — NpaBo-eBoe WYHTUPOBaHMNE; remo-
pockp IMHaMUyecKas 3HaYMMOCTb COPOCOB B HACTOsALLEE BPEMSA HE PacLleHMBAETCA Kak
onpegenatoLan
Pasmepbl He “MeloT NPYHLMNManbHOro 3HaueHUs®
MNpumeyaHua:

2 — MopdoNornyeckoe NoHATE «MUHYC-TKaHb» npu JMM 2-ro Tuna npeanonaraeT YeTbipe ero pasHOBUAHOCTY: 1) NonHoe oT-
CyTCTBUE NePBUYHOI NeperopoaKy; 2) AedrLMT NEPBUYHON NeperopofKy; 3) MHoXeCTBeHHas deHecTpaLya NepBrnYHON nepe-
ropofKu ¢ obpasoBaHneM MHoOXecTBeHHbIX IMII; 4) MHOXecTBeHHasA deHecTpaLuusa npu AepurumuTe NEPBUYHON NeperopomKu
¢ 06pa3oBaHViem MHoOXecTBeHHbIX MM [20];

b — pasmepsl OO0 v AMIMN BapuabensHbl. CpegHue pasmepbl 000 - 0T 4 MM 40 7 MM, HO MOTYT gocTuratb 1 19 mm, AMMM - ot
HEeCKOJIbKMX MUNMMETPOB A0 3 cM B frnameTpe [61].
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DedekT MMM paccmaTpriBaeTca Kak NPOCTON NEroYHO-CUCTEMHDIN MOPOK, Kak Npasuno, Bcer-
fa C reMoauHammnyeckum copocom. KapgmHanbHbiM mopdonornyeckum otmnyvem mexay MMM
n 000 saBnsieTca noHATUe «gedpuumnT TKaHu». MMM, B otinumne ot OO0, ABNAETCS OTBEPCTMEM,
BO3HUKLUMM 3a cyeT AedunumnTa TKaHN NEPBUYHON NN BTOPUYHOW neperopogkin. OgHaKo NoHATME
deduvunTta TKaHM OCTaeTCA [OCTAaTOYHO HeornpeaeneHHbIM. K npumepy, 3aTpyaHeHNA B TpaKToBKe
MOTYT BO3HMKaTb MPU OTCYTCTBUM KNlanaHa y OTBEpCTMA B 06/1aCTV OBaNIbHOrO OKHa. MpuXn3HeH-
HaA AnarHocTuKa ¢ nomolupbto TTIxoKI peiko No3BoNAET BU3yann3npoBaTh 3TOT KnanaH, oCcTaBnAa
Ha YCMOTpPEHUe CneuranncTa, Kak 0603HauUTb 06HApPYXEeHHOe OTBEpPCTHE.

JononHuTenbHble TPYAHOCTU CO3JaeT CUTYaLUs, KOTAa BbISBAAIOT M3ObITOK TKaHW B obnactu
OBaJIbHOW AAMKY, KOTOPbI/ MHTeprnpeTupytoT Kak AMIM. B 60MblWMHCTBE C/lyyaeB OHa MMeeT OAHO
W HECKONbKO HeBOMbLUMX OTBEPCTUN, Yepe3 KOTOpble MPOUCXOAMNT LYHTMPOBaHME KPOBU. Takum
06pa3om, faxke 136bITOK TKaHU He NpefoTBpalLaeT GyHKUoHupoBaHua MIT, B To Bpems Kak ero no-
Kanmsauua MOXKeT He COOTBETCTBOBATb MPUHLMNaM SMOPHOHANbHOIO Pa3BUTYA OBaJIbHOTO OKHa [54].

MpuHyunuanbHble paznnuua OO0 v MMM 2-ro Tvna 0606LeHbl B Tabn. 5.

4.1.8. Crpatudukayms pucka, NporHos napagoKcanbHoO 3M60N1N N KPUNTOreHHOro VH-

cynbra

CornacHo koHuenumu M ¢ HeycTaHOBREHHbBIM UCTOYHUKOM 3mbonun (ESUS — Embolic Stroke of
Undetermined Source) [33], 3HaunTenbHasa YacTb yKazaHHOW KaTeropmu nauMeHToB NMeIOT Kapau-
anbHY!I0 NMaToNorvIo, A1 KOTOPOW XapaKTepeH CYLLeCTBEHHO MEHbLUMIA PUCK SMOOM3aLmmM MO CpaBs-
HeHWI0 C Knaccuyeckumuy dakTopamm prcka Kapamoambonmueckoro nHcynbsTa. B nonynauymum OO0
He siBnseTcs GpakTopom BbicoKoro pucka NN [22, 24], B cBasn ¢ yem pgaHHas CAC paccmaTpurBaeTca
Kak dakTop pucka K/ u, c nosnumi reteporeHHoCTV KpuntoreHHoro WU, nexumT B ocCHOBe ero Kap-
AM03M60NNYECKOro NaToreHeTMYeCcKoro NoATuna. Bmecte c Tem eAUHOro MHEHWA O CTeMNeHn prucka
pa3BUTUA UHCYNbTA (CTpaTdUKaLUmM prcka SMO60NNYECcKnX ocnoxkHeHni) npu OO0 B HacTosALee
BpemsA He BbipaboTaHo [62, 63, 64]. PaHee OO0 (Hapagy ¢ AMMM, MMK, KanbLMHO30M MUTPanbHOro
KoMbLa Unv MUTpanbHbIM cTeHo30M 6e3 O 1 np.) oTHoCKMNOChk K dakTopam (KpuTepursam) cpegHero
pucka kapanoambonuyeckoro noatuna U. C 2014 roga ctpatndukauma pucka npm OO0, AMIN /
OMIN [35, 65] paccmaTpurBaeTca B pybprike KapananbHbix npuyrH VW Kak BapyaHT C HU3KOM n/unu,
npwv onpeaenieHHbIX YCIOBUAX, CO CPefiHel CTEMEHbIO PUCKa KapAno3M60nUm ronoBHOro Mo3ra.
OcHOBHble paKkTopbl pUCKa TPOMO03IMOONNYECKMX OCIOXHEHMI npu O00:

Monopgow Bo3pacrt (<55 ner).

CemelnHbin aHamHe3 KW y naumenTos ¢ OOO0.

ConyTcTByowmin ¢bneboTpom603 rny6oKNxX BEH HUXHMUX KOHEYHOCTE 1 Manoro Tasa.
Pa3nunyHble NHBa3MBHbIe MeAVNLNHCKME MaHUMYNALUW.

Ceasb mexay KN n OO0 pesko ysennumsaeTca y nuL, MOAO[Oro BO3pacTa, NpenmMyLiecTBeHHO
1o 55 net [22, 24, 30, 31, 37, 40, 66].

OThenbHY0 KaTeropuio 1L, NoABEPKEHHbIX PUCKY KW, MOTYT COCTAaBNATb »KEHLWMHbI MONTOZOrO
BO3pacTa C HaMuMem MUrpeHO3HON ronoBHon 6011 (0CO6eHHO ecnn MUFPeHb CONPOBOXAAETCA
aypolt) U NaumeHTbl C pasnyHbIMU TPOMO0GUANUYECKMUN COCTOAHUAMU.

IxoKI-npeankTopamu KW, ceasaHHoro c OO0 [67], asnatoTca:
= Hanps)xeHue npv maHeBpe BanbcanbBbl (B KauecTBe BEPOATHOrO TPUIrepHOro pakTtopa B aHaM-

Hese).

B Bonblo pa3mep 0BaIbHOro OKHa (>4,0 Mm)S.

© MaKcMmanbHas cenapauus mexay nepBrYHON 1 BTOPUYHON Neperopofkamm npu NpoBOKaLMOHHbIX MaHeB-
pax (maHeBp Banbcanbsbl), n3meperHasa npu 2D-YTN3xoKr, KoppennpyeT ¢ puckom pasBuTUA NHCYNbTa, JOCTU-
ras MakcMmyma npu fuametpe 6onee 4 mm.
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EBcTaxmes Knana.

CRnOHTaHHbIN LWYHT CNpaBa Haneso.

MonoXunTenbHbIN TECT C KOHTPACTUPOBAaHVEM CONEBbIMI PAaCTBOPaMIM U BbICOKasA CTeMNeHb KOH-

TPacTUPOBaHKA.
= AHatomunyeckas Tonorpadus OO0, npegnonaratowas K SM6onmMsaLnn.

Bonpoc o cA3n n pncke OO0 c nosTopHbIMU KU [68, 69, 70, 71, 72] n3noxeH B pasgene 4.1.9.3.

4.1.9. JleyeHne

B noctHaTanbHOM nepuofe BO3MOXHbl TPY OCHOBHbIX BapuaHTa TeyeHna OOO: cnoHTaHHOe
3aKpbITME, COXPAHEHME NMOCTOAHHOIO pa3Mepa, yBenmueHne aedekTa co BpemeHem. Hanbonbluve
LIAHCbl Ha 3aKpbITME UMEeIT OTBEPCTUA A0 4-5 MM B AuameTpe. BHe3anHble KonebaHnA BeNMYMHBI
WyHTa Npy GU3NUYECKMX Harpy3Kax Unu 3agepsKKax ablxaHus, MHANBUAYaNbHble 0CO6EHHOCTY Nepe-
rOPOAKM — MOBBILEHHAA PACTAXMMOCTb NN NOTEPA KOHTPAKTUAbHOCTU — MOTYT Cnoco6cTBOBaTb
nopAepaHvio NPOXOAUMOCTM OTBEPCTUA U Aaxe ero yBennyeHuto [54].

BpauebHasa TakTuka npyu OOO onpeaensaeTca BENNUYMHON U KIUHUYECKM 3HAUYEHUEM LUYHTA,
CTEMEHDbIO MOBLIWEHWUA JABNEHUA B JIETOUHOWN apTepui, yBenMyeHeM NpasbiX OTAENOB cepaua,
a TaKkXKe PUCKOM 3MOBOMMUYECKMX OCIOXKHEHWIA, Mpex[e Bcero LuepebpanbHbIX.

Mcnonb3yloTca xmpyprumyeckne metofbl i MEAUKaMEHTO3HOE NeyeHue.

MepukameHTO3HOe nevyeHne. beccumntomHoe OO0 y naumeHToB 6e3 pakTOpOB prcKa He AB-
NAeTCA NOoKa3aHMeM K Ha3HauyeHMIo ie3arperaHTHoOM 1 aHTUKoarynaHTHOM Tepanuu. Bonpocel o Le-
NnecoobpasHOCTM UX Ha3HauYeHMsA 06CYKAAITCA C MO3MLMIA BTOPUYHON NPOUNAKTUKNA UHCYNbTa
y naumenToB ¢ OO0 (cm. pasgen 4.1.9.3).

Xupypruuyeckue metofbl neueHusa. He cyuwlectsyeT nokasaHuin ana npodunakTnyeckoro 3a-
KpblTna OO0 y 6ecCMNTOMHbIX NUL. 3aKpbITUEe OTBEPCTUA XMPYPrMYecKnM NyTeM Unu, Yalle, SH-
[OBaCKyNAPHbIM CMOCOBOM C MOMOLLbIO OKKtogepa 060CHOBaHO NpW Pa3BUTUM NMeperpysKu npa-
BbIX OTAAENOB CepALa, CEpAEYHON HeJOCTaTOUYHOCTH, B TOM YMCIie y L, onpefeneHHbIx npodeccuin
(HbIPANBLMKY, NUNOTbI 1 T.A4.). [Py pa3BUTAM CepAeUHON HeJOCTaTOYHOCTM NOKa3aHa CTaHAapTHaA

CUMMTOMATUYECKas Tepanus.
4.1.9.1. TpaHcKaTeTepHoe 3akpbiTrie OO0
CyLecTByeT MHOXECTBO YCTPOWCTB, CMOCO6HbIX HEMHBA3MBHO 3aKpbiTb OTBEPCTME B 06nacTn
OBaNIbHOWM AMKU. Bblbop OKKNloAMpPYIOLWEro yCTpoiicTBa 0OYCIOBNEH aHaTOMUYECKMIU OCOBEH-
HocTaMr OO0 1 oKpy»Katowmx CTPYKTYp [27]. OKKNofAepbl NpeacTaBnsioT co60oi ABOMHbIE ANCKU
c nepewenkom. OHU pa3nmyaoTca AJMHON 1 ANaMeTPOM nepeLlenka, AuaMeTpoM 1 TONWNHOW Anc-
KOB, a TaKXXe MaTepuranom (puc. 6).

Puc. 6. A - okkniogep STARFlex, b - okkniogep Amplatzer.
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Ta6nuua 6
Bo3MoXHble 0CN0KHEHNA TPaHCKaTeTepHOro 3akpbitua 000
Tun ocnoXxHeHuA YacToTa BO3HMKHOBEHUA
SM60nM3aLusa OKKNIOAEePOM OueHb peako
NHdekunn MeHee 1%
Spo3un nepuKapga Ui aopTbl
PaHHue
Hogbiin gedeKkT mexnpencepaHon neperopoakin® 10%
Mapokcu3m nnu ctorikas Gubpunnsuus npegcepanin®
Tpom603 okkntogepac 1-6%
Pe3viayanbHbIN WYHT 3%
Mo3gHue
O6pasoBaHue TpomMba Ha oKKnaepe 2%

MpuYMeyaHms: 2 — BbI3BaHHbIN CMELLEHVEM TOHKOW NePBUYHOI Neperopoaku; ® — yalle B paHHeM neproge nocie MMniaHTaumm
KynupyloLmeca CNoHTaHHO; © — BbiaBnAaeMbln npu YrNIxoKr.

CepbesHble nepunpoLedypHble OCNOKHEHUA NOCse TpaHCcKaTeTepHoro 3akpbitnua OO0 BcTpe-
vatotca o1 0 o 4,2%. PaHHMe ocnoxHeHWA onepauun BcTpeyvatotca B 0,5-1% cnyyaes (Tabn. 6).

[nA nauneHToB C MUrpeHblo, accounmnposaHHon ¢ OO0, peTpocneKkTUBHbIE NCCIef0BaHNA MNO-
Ka3blBaloT CyLIECTBEHHOE YNyyLleHe COCTOAHNA 1 Jaxke ncue3HoBeHMe 3aboneBaHnsa B 34% cny-
yaeB nocne TpaHckatetepHoro 3akpbitua O00. BmecTe ¢ Tem NpPoCneKTBHbIE faHHble, NOAAEPXN-
BaloLLMe 3Ty TaKTUKY, HEMHOFOUNCIEHHDbI.

Y naumeHTOB ¢ cuHapomom orthodeoxia-platypnea OOO gonxHO 6biTb 3aKPbITO BO BCEX Clyya-
AX. 3aKpbITE NPUBOAUT K HEMeNEHHOMY YCTPaHEHMIO LWWYHTUPOBAHWA CpaBa HaneBo 1 HopManu-
3aLMKN HaCbIWEHNA KPOBY KMCTOPOAOM.

KeccoHHas 6onesHb y faliBEPOB Tak»Ke MOXET ObITb NpefoTBpaLleHa npu 3akpbitun 000, xoTa
UMeloLLMecs AaHHble O LeNecoobpasHOCTY 3TOro BMELLATENbCTBA HEMHOTOUMC/IEHHDI.

4.1.9.2. 3akpbiTe OO0 6e3 onepaTNBHOrO BMELLATENIbCTBA

MeTtogunka neueHus ncnonbsyetca npu TyHHenesuaHon dopme OO0 C NpMMeHeHVeM NPoTu-
BOBOCMaNuTeNnbHoOro HectepovaHoro cpepactaa (HMBC) n3 rpynnbl MHIMOGUTOPOB LMKNOOKCUIeHa-
3bl-2 (L|OI-2) [21, 25]. MpoBOAAT MUHUMYM OAMH KYPC NeYeHrs, BKIOYaloWMi BbINONHEHe nauu-
E€HTOM B TeueHune 2-4 Hefieflb HECKONIbKO pa3 B CYTKM cTpecc-TecTa (MaHeBp BanbcanbBbl), Makcu-
MaJIbHO aKTMBMPYIOLLEro MeXnpeacepAHbil WyHT Kposu. 3atem BeoAAT HIMBC B MakcMmanbHowm
TepaneBTUYECKOW fO3€e B TeyeHme 2-3 Hefenb.

MpepBapuTenbHas akTuBauma yepes OO0 KpOBOTOKa, BO3HMKalLWas Ha GOHe MPOBOKALMOH-
HbIX GYHKLMOHaNbHbIX NPo6, CNocobCTBYET yCuNeHMio MeTabonnuecknx NpoLeccoB SHAOKapAM-
anbHom BbicTUNKK npoceeTa 000, B ¢BA3M € YeMm MeTabonunyeckas (LMTOKMHOBAA) aKTUBHOCTb, Ha
KoTopylo AencTeytoT nHrnbutopsl LIOM-2, Bo3pacTaet. Bnarogapsa s3Tomy gocturaetcs fokasbHoe
ycuneHue prkcaumm npoTpombrHoBbIX pakTopoB B npocsete OO0 1 MHUUMMPYETCA NpoLecc ero
obnutepaumu.

4.1.9.3. MegaunkaMeHTO3HasA N HeMeaUKaMeHTO3Han NpPoduNaKkT1Ka NOBTOPHOTO NHCYbTa

TakTKa BeeHMA 1 aHanu3 n3MeHeHn pekomeHgaumn ana naynerHtos ¢ OO0 ¢ no3nuwmin npo-
buUnakTUKM NoBTOpHOro nHcynbTa 1 TUA npuseseHbl B Tabn. 7 [47].
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Ta6bnuua 7
W3meHeHuMe TaKTUKMN BegeHUs naumneHToB ¢ 000 B 06HoBneHHbIX pekomeHaauuax AHA / ASA no
BTOpPUYHOI NpodunaKkTnKe Mo3roBoro nHcynbta u TUA y naymeHTOB € oCTPbIM MHCYNbTOM (2014)

OnucaHue nsmeHe-

Pekomenpauvn 2014 r. MU € 2011 .

Maumnentam ¢ N / TUA n conyTcTeytowmm OO0, He NPUHMMAIOLLIMM aHTUKOArynsaHT-
HYI0 Tepanuio, PeKOMeHAYIOTCA aHTUarperaHTbl
Knacc |, ypoBeHb gokasatenbHoctn B

MNaymerTtam ¢ M / TUA npm accouymmpoBaHHoMm OO0 1 nmeiowemca NCTOYHUKe

BEHO3HOW 3MOONNM aHTUKOAryAHTbl Ha3HAYaTCA B 3aBUCMMOCTMN OT TeueHus /

XapaKTePUCTUKN NHCYNbTa

Knacc |, ypoBeHb flokasaTtenbHocty A HoBble pekomeHgauun
Mpy NPOTMBONOKa3aHUAX K MPOBEAEHMNIO aHTUKOAryIAHTHON Tepanumn nokasaHa

yCTaHOBKa $GUIbTPa HUXKHe Moo BeHbl

Knacc lla, ypoBeHb fokasaHHocTu C

MaumeHTtam ¢ KpuntoreHHbimn U / TUA n accouunpoBarHbim OO0 6e3 gokasa-

TenbcTs TI'B umelowmeca faHHble He NOAAEPKMBAIOT NPeVMyLLEeCTBa 3aKpbITUA Knacc namenuncs c lib
00O (ycTaHOBKM OKKNIOAMPYHOLLEro yCTPOWCTBA) B Il

Knacc lll, ypoBeHb fokasatenbHoctn A

Mpw Hannuumn OO0 u TI'B MoXeT 6bITb paccMoTpeHo 3akpbiTrie OO0 ¢ NomoLLbio

TpaHCKaTeTEPHOro YCTPOWCTBA B 3aBMCUMOCTM OT prcKa noBTopHoro TIB? HoBble pekomeHgauumn
Knacc llb, ypoBeHb fokasarenbHoctu C

Knacc nsmeHwnncs
cllasl

Mpumeyanne: * — cornacHo ACCP (2012) y nauneHToB ¢ kpuntoreHHbiMu TUA / nicynstom npu Hannumm OO0 1 TI'B B HacToAwwee
Bpema pekomeHayeTca ABK-Tepanua (HenpAamble rMnoKoarynaHTbl — aHTaroHUCTbl BUTaMMHa K) B TeueHune 3 mecaues ¢ fanbHel-
WM paccmoTpeHnem 3akpbitua 000, a He Tepanua acnupuHom [73]. Y monogbix naunerTtos ¢ KU, TUA nan UM npn Hannuun
000 ucknioyaetca GpneboTPOMO03 HIKHIX KOHEYHOCTEN U MaJIoro Tasa, Hannure KOTOPbIX ABAETCA NOKa3aHVeM A1 Ha3Ha-
YeHMA aHTMKoarynAaHToB. OfHaKO NP 6OMbLINX OBLMPHbBIX OCTPbIX MHCYNbTaX Haf@XKHON anbTepHaTVBON CITYKUT YCTaHOBKa
dunbTpa HUXKHEN NONON BeHbI, Tak Kak MOMHOLIEHHbIE A03bl aHTUKOAryNAHTOB HE PEKOMEHLYIOTCA.

Cokpaluenus: N — nwemmuyecknin nHcynst; TUA - TpaH3UTOpHan niemmnyeckas ataka; TIB — Tpom603 rny6oKmx BeH.

B 2016 r. AMepukaHckaa HeBponorunyeckaa akagemusa (ANN) onybnukoBana o6HOBNEHHble
npakTuyeckne pekomeHgaumm no npodneme NOBTOPHbIX MHCYNLTOB y NaumeHToB ¢ OO0 [74]. B pe-
3ynbTaTe aHasM3a 1 CTaTMCTMYeCKon 06paboTKy faHHbIX 13 809 cTaTeli 6b1vM 0TobpaHbI 5 nccneno-
BaHWiA, pe3ynbTaTbl KOTOPbIX MOCAYXWM OCHOBOW AJAl BbIBOAOB 1 pekomMeHAauun (tabn. 8). B ot1-
nunume ot pekomeHaaunii AHA / ASA 2014 r. oTaenbHO He akUeHTUpYeTCA BHUMaHWe Ha TpoMb6o3e
rny6oKMX BEH 1 Manoro Ta3a, XoTA YKa3blBaeTCA, UTO BCe MaLUEHTbl C MHCYNbTOM Unu TUA gonmKHbl
6bITb TLWaTeNbHO 06CNeaoBaHbl ANA onpeaeneHna NPUYMHLE 1 ONTUMU3ALUN NPOGUNAKTUKN MNO-
BTOPHOrO MHCynbTa [47]. KoHeuHble Lenu uccnepoBaHms Obiny HanpaBneHbl Ha MOUCK OTBETA Ha
[1Ba OCHOBHbIX Bonpoca: 1. CH/XaeT NI pUCK NOBTOPHOrO MHCYNbTa Y naumeHToB ¢ 000, yxe nepe-
Hecwmnx nHcynst unm TUA, upeckoxHoe 3akpbiTrie OO0 No cpaBHEHMIO TONBbKO C MeAUKAMEHTO3HOW
Tepanueii? 2. imeeT nn aHTUKOArynaHTHaa Tepanusa npevmyLlectsa nepeg aHTUTpomboLnTapHoOn
no NpefoTBPaLLEHNIO MOBTOPHOMO UHCYNbTA Y MALNEHTOB TO »e KaTeropumn?

Y10 KacaeTcA BO3MOXHbIX YTOUHEHWIA, aBTOPbI PpeKOMeHAALNIA CCbINAOTCA Ha NPOOKatoLWwm-
eca B HacToALlee BpeMA TPU KPYMHbIX PaHAOMU3NPOBaHHbIX KIMHUYECKMX NCCefoBaHusA , B KO-
TOpbIX cpaBHUBaeTcA 3akpbiTe OO0 ¢ MegnKameHTO3HON Tepanuei. [epcneKkTMBHbBIM SKCNepThl
cynTaloT nposefaeHue y nauneHTos ¢ OO0 1 NHCYNbTOM UCCIeOBaHNA C HOBbIMU OPaNibHbIMW aHTU-
KoarynsHTamu (MHrmbrtopamm pakropa Xa v NnpAMbIMU UHIMG6MTOPaMKU TpombUHa) [33], KoTopble
COMpPAMXEeHbl C MEHbLIVM PUCKOM KpoBOTeuYeHUi 1 6onee yaobHbl B MPUMEHEHUN MO CPaBHEHNIO
¢ BapdpapuHom [74].

Taknm 06pa3om, CoBpeMeHHas TaKTrKa BegeHus naumeHToB ¢ OO0 He UMeeT YHBepCanbHbIX
nopxopos.. Kaxxgoro nauveHTta ¢ OO0 HyXHO paccMaTprBaTh UHAUBUAYAbHO, B 3aBUCMMOCTHY OT
KIIMHUYECKNX NPOABNEHU, reMOANHAMMNYECKOWN 3HAUMMOCTY MMEIOLLErocs WyHTa.
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Ta6bnuuya 8
OG6GHOBNEHHbIe NpaKTUYeckue peKkomeHaaLuun AmepuKaHcKol HeBponoruyeckoii akagemum (AAN),
2016r.

Knacc pokasarenb-

BbiBOAbI
HOCTU / CCbUTKI

YctaHoBKa okkntogepa OO0 STARFlex:

a) y naupmeHnToB ¢ KN n OO0 He obecneunBaeT 60/bLINX MPENMYLLECTB B PeA0TBPa-
LLieHM UHCYNbTa MO CPAaBHEHUIO TONBbKO C MeAVKaMEeHTO3HO Tepanuei;

6) accoLMMpyeTCca C MOBbILLEHNEM PKCKa HOBOTO 3nu3oaa Gubpunnauun npeacep-
ann;

B) MIMeeT PUCK NOTEHLMaNbHO OMACHbIX, XOTA U PefiKNX NepunpoLiefypPHbIX OCIOXHe-
Hun (T3JA) (3,2%)

YcTaHoBKa okkntogepa Amplatzer*:

a) NpegnonaraeT CHUXeHWE PUCKa MOBTOPHOIO UHCYNbTa;

6) accoyMmMpyeTca € yBeIMyeHneM pucka BO3HMKHOBEHUA HOBbIX 3nn3opos O v ne- | I
punpoueaypHbIX OCNoXHeHWN (3,4%); [76,77]
B) pyTUHHOe npoBeaeHne 3akpbiTna OO0 Ana NpodprnakTMKm NOBTOPHOTO NHCYNbTa

He pekoMeHzyeTcs

He pokasaHo NpenmyLecTBO aHTUKOArynAHTHON Tepanuun Hag aHTuTpomboumtapHoin | I

[75]

B NPOodUNaKTVKe NOBTOPHOTO MHCYsIbTa y naumeHTos ¢ OO0 1 nepeHeceHHbIM KA [21,78,79, 80, 81]
PekomeHgauuu YpoBeHb foKa3a-
TeNbHOCTY

MpakTuKyoLwme Bpaun JOMKHbI Pa3bACHATbL NauuneHTam, yto OO0 BcTpeyaetca
4acTo, NPV 3TOM TOYHO YCTaHOBUTL €BA3b OO0 1 nHcynbta n/unn TUA y KoHKpeT-
HOro NauueHTa HEBO3MOXHO, a 3GdeKTUBHOCTL NpoLeaypbl Mo 3akpbiTrio 000

. , A
C TOYKM 3peHNA BO3[ENCTBMA Ha PUCK UHCYNbTa OCTaeTcA HeAcHO. Mpu aTom faHHoe
BMeLLaTeNbCTBO acCOLMUPYeTCA C NOTeHLMaibHO Cepbe3HbIMU, XOTA 1 HevacTbiMu
OCNOXHEHNAMU
Mpouenypa okknogepHoro 3akpbiTva OO0 nauymeHTam ¢ OO0 1 KPUNTOreHHbIM B

WHCYNbTOM He [O/1>)KHa PYTUHHO npeanaratbCA BHE KNMUHUYECKNX nccnenoBaHuin

B pefikux cnyyanax — npy NOBTOPHOM UHCYsbTe NPY ageKBaTHON MeMKaMeHTO3HOMN
Tepanuu v Npu oTCYTCTBMM anbTePHATUBHbBIX MeXaHN3MOB NHCynbTa (kpome O00) - C
MOeT ObITb NpeAnoXeHa ycTaHOBKa OKKtoaepa Amplatzer

Mpwn oTCYTCTBMM APYrX NOKa3aHWI K aHTUKOArynaHTHOM Tepanun naymeHTam ¢ KN C

1 OO0 pekomeHAYeTCA NOXKM3HEHHbIN NPUeM aHTUarperaHToB [47]

B pepkmx cnyyasx, Taknx Kak MOBTOPHbIV UHCY/BT Ha GOHe aHTUTPOMbOLMTapHO

C
Tepanunu, LONIXKHO 6bITb PacCMOTPEHO Ha3HaYeHNe aHTUKOArynaHToB

MpumeyaHue: * - YctporictBo Amplatzer B HacTosiLee Bpems He 3apeructpuposaHo B CLUA ans npvmeHeHWs No JaHHOMY Mo-
Ka3aHuio. YnpaBnieHne no KOHTPOMI0 KayecTBa NULLEBbIX NPOAYKTOB 1 nekapcteeHHbix cpeacts CLUA (FDA) nposoanT aHanus
JIOCTYMHbIX MO HEMY [JaHHbIX.

CokpateHua: KN — kpuntoreHHbin nHcynbT; TIJ1A — Tpomb603mM60ma nerouHoi aptepuu; O — Gubpunnauma npeacepanii.

KJIOYEBBIE MOJIOXKEHUA

= OTKpbITOE OBasibHOE OKHO He ABMARTCA BPOXAEHHbIM NOPOKOM cepaua u, Kak CAC, BcTpevaeT-
€Ay KaXaoro YetsepToro yenoseka. O He3apalleHN 0BanbHOro OTBEPCTUA Kak 06 OTKNOHEeHNN
OT HOPMbI ClieflyeT roBOPUTDL LW Nocsie 1-ro rofa »KunsHu pebeHka.

= KnnHndeckn OO0 ManocMmnTOMHO 1 NO3TOMY 10 MHCTPYMEHTaNlbHOrO UCCIeJOBaHNA ANArHo-
CTMpYyeTCa peaKo.

= 3anopo3puTtb OO0 cnegyeT Npn pasBUTUN KPUNTOrEHHOTO MHCYNbTA, HAIMYMN MUTPEHN U JpY-
rnx 6onee pefKnx acCoLMNPOBAHHbBIX COCTOAHWIA.

= BbinonHeHue ctaHpaapTHOWM TTIXoKI BO MHOIMX ciyyasx GbiBaeT 4OCTaTOYHO A NEPBUYHON
AnarHocTrkm dyHKumoHmpyowero OO0, 3a NCKIOYEHMEM 1L, U3 Fpynn NpodeccroHanbHOro
pucka.
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= YpecnumwweBonHaa IxoKIl aenaetca 6onee nHPopmatneHbiM IxoKM-meTofomM Ana AnarHOCTUKN
00O, 0cob6eHHO NPK AOMONHEHNW KOHTPACTUPOBAHNEM U HAarPy30UYHbIM TECTOM.

= B HacTodAuee Bpema OO0 paccmaTpurBatoT B pybprike KapAranbHbIX MPUUMH KPUNTOreHHbIX M
KaK BapuaHT C HU3KOW WKW, NpU onpefeNieHHbIX YCIOBUAX, CPeAHEl CTENEHbIO PUCKa Kapamo-
3M6011M FOSIOBHOMO MO3ra.

= 3bdeKTMBHOCTb NpoLeaypbl UpeckoKHOro 3akpbitna OO0 ana npodrnakTUKM NOBTOPHOTO MH-
cynbta npu OO0 ocTaeTcA HeonpeaeneHHON.

= [IpodunakTmka NOBTOPHOrO UHCyNbTa y nauymeHToB ¢ OO0, nepeHeclnX KPUNTOreHHbIN WH-
cynbt unu TUA, MoXeT 6bITb OrpaHMyeHa Ha3HaYeHUEM [ie3arperaHToB Npu OTCYTCTBUM CTaH-
JAPTHbIX MOKa3aHW K Ha3HaYeHWI0 aHTKOArynaHTOB, a TakXKe OTAENbHbIMU KINHNYECKMUA
cUTyaumamu.

4.2. AHeBpM3Ma MeXnpeacepaHO Neperopoakn

4.2.1. TepmuHonornsa N Ho3onorns

AHeBpu3Ma mexxnpencepgHon neperopoaku (AMI) asnaeTca nepBUYHOM aHOManven passu-
1A MMM, AHaTomnueckn AMII npepctaBneHa B BuAe BblpaXeHHOro BbinAymMBaHmA MMM Bcnea-
CTBME U36bITKa TKaHW, Yalle B NMPOeKLMM OBanbHOM AMKW. MexnpeacepHas neperopopaka obna-
JaeT onpeaeneHHON KOHTPAKTUAbHOCTbIO 1 BO3MOXXHOCTbIO COMPOTUBATLCA PACTAXKEHMIO BCe-
CTBMEe HEOAHOPOAHOCTY CTpoeHuA [82]. Pa3HnuUa B MexxnpeacepaHOM AaBneHnn paccmaTpmBaeTca
Kak nposouupytowmini daktop popmuposarHma AMIN. Y geteir 5-6 netr AMIIN moxeT dopmumpo-
BaTbCA Ha MeCTe CMOHTaHHOro 3akpbitua OMIM [83, 84].

o 70% AMIII VMetoT OAHO WS HECKONbKO HEOOBLINX OTBEPCTUIA, UEPE3 KOTOPbIE MPONCXO-
OUT WYHTUPOBaHME KPOBU 1 JIOKaNM3aLuma KOTOPbIX MOXKET He COOTBETCTBOBATb MPUHLMNAM 3M-
6prioHanbHoro passuTua OO0 [85]. Takue BapuaHTbl PacCMaTPUBAIOT Kak CouYeTaHUe aHeBPU3Mbl
¢ Manbimu gepektamu M.

Ta6bnuua 9
Knaccndukaums aHeBpunsm mexnpegcepaHoi neperopopaku (Olivares-Reyes A. et al., 1997)
CxemaTuyeckoe
Tun aHeBpM3-
nsobpaxkeHne h— OxoKr-xapakrepuncrunka
aHeBpU3Mbl
1% ) .
| Tun 1R BbibyxaHne AMMIT oT cpeAVHHOW IMHUW NPeACcepAUii B NPaBoe npep-
.__I" a' |,| cepAame B TeYeHVe KaparopecnnpaTopHOro umkna
e
4 . .
o Tun 2L Bbi6yxaHne AMMIT oT cpeAVHHOWN NUHUW NPeACcepAniA B NIeBoe npea-
5} cepAaue B TeYeHre KaparopecnnpaTopHoOro Uukna
Bt
F Y
I':'_ | !'I Tun 3RL MakcnmanbHas skckypcna AMIT K npaBoMy Npefcepanio C MeHblLUel
| i ; nocnepyoLein SKCKypcren B 1eBoe npeacepamve
T
% Tun 4LR MakcumanbHas 3KCKypcrsa aHeBPU3Mbl B CTOPOHY JIEBOIO Npeacepans
" _J- c nocnegyoLLeil MeHbLLEeR SKCKypcueil B CTOPOHY NpaBoro npeacepans
et
-"'-""_‘% AMIM aBuXeTCA ABYyHaNpaBiEHHO U Ha PaBHOE PacCTOAHMNE Kak
B-1-0 Tun 5 B CTOPOHY NPaBoro, Tak 1 NeBOro NpeAcepAnii B TeueHne Kapauope-
L CNNPATOPHOro LMKNa
30
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BropnuHaa AMMI1 o6bycnoBneHa 3aboneBaHVsMU, Bbi3blBAIOWMMU TMOBbIWEHVE [aBNEHUA
B MPaBOM WS IEBOM MNpeacepansax.

4.2.2. PacnpocTpaHeHHOCTb

CBepeHunA o pacnpoctpaHeHHOCT AMIT 3HaunTeNbHO BapbMpPyIOT B 3aBMCUMOCTU OT rpynnbl
BbIGOPKM 1 MeTofa obcnenoBaHusA. B obwein nonynaumm npu aytoncum AMIM BcTpevaeTca B 1%
cny4yaes, Bo3pacTtasa Npu CKpuMHUHrosbix YMM- n TTIxoKI-nccneposaHuax ao 4,9% n paxe 10% [86,
87, 88, 89].

4.2.3. Knaccudpukaumna

CoBpeMeHHas Knaccmoukauma AMIMM npegnonaraet nate Tunos AMIMNM (tabn. 9) [90, 91, 92, 931.

BbigenatoT nokanbHbii TN AMIIM, KOTOPbIN COOTBETCTBYET YacCTUYHOMY, U reHepann3oBaH-
HbIn — nonHoMy BoBnedeHuio MIIM B aHeBpu3MaThyecKoe BbinAuvBaHue [94].

4.2.4. dxoKI-pnarHocTuka

O6wwme nonoxeHus. Mpu TTIxoKI ncnonbaytotca IxoKl-ceueHus ana susyanusauum MMM -
neBas napactepHasnbHas No3MLus Mo KOPOTKOW OCK, anvKanbHas 1 cyokocTanbHas 4KIM.

Ha puc. 7-11 npeactaBneHbl DxoKl-nsobpaxeHus (TTIxoKI) nokanbHoin AMIN (tvn 1R, 2L, 3RL,
4LR, 5), nonyyeHHble 13 anukanbHon 4Kl (u3 Jatav R.A. et al., 2014) [13].

Ha puc. 12-16 nokasaHbl IxoKI' nsobpaxeHus (TTIxoKI) reHepanusosaHHon AMIMM - tun 1R,
2L (anukanbHas 4KM), 3RL (A) (anukanbHas 4KM) n (B) (cybkocTanbHas no3muus), 4LR: (A) (anukanb-
Has 4KI) u (B) (napacTepHanbHasa no3uums Ha yposHe AO no KopoTkoli ocu), 5 (cyokocTanbHas 4KIM)
(13 Jatav R.A. et al., 2014) [94].

Puc. 8. Tun 2L

Puc. 9. Tun 3RL. Puc. 10. Tun 4LR. Puc.11.Tun 5.
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A b

Puc. 15. Tun 4LR (A, B) Puc. 16. Tun 5.

UpecnuwesoaHas IxoKr (UMN3xoKI) obnapaet 6onbluein YyBCTBATENBHOCTHIO B paclo3HaBaHWK
AMTIIM, a TakXe No3BONAET BbIABUTb COCTOAHUA, KOTOpble YacTo coueTatotca ¢ AMII n He Bcerpa
xopouuo Busyanusupytorcsa npu TTIxoKI (OO0, sTopuuHbin gedekt MIIM). BmecTe ¢ Tem npwn YMN3-
xoKI yBennumBaetca puck nonyvyeHna No>KHOMONOKUTENbHbIX pe3ynbTaTtoB guarHoctuku AMIN,
TakK »ke, Kak 1 npu TTIxoKI — noxHoOoTpuLaTeNbHbIX.
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AHEBPHIMA
MpaBoa
npeacepiue Mpasoe
np&gcepaAe

S Nesoe
o Npegcepgue

Nesos

umpuﬂﬂﬁpﬂuﬂ.ﬂ"' npeacepane

neperopoaka

Puc. 17. CxemaTuuHoe nsob6paxeHue AMIMIM 1 ee 0CHOBHbIX KONIMYECTBEHHbIX NApaMeTpoB: a —
BeNNYNHa SKCKYpC11 aHeBPU3MbI B OfHY CTOPOHY, b - BennumnHa sKcKypcuu B npaBoe n nesoe
npeacepana CymmapHo, € - AJINHa OCHOBaHUA aHeBpu3mbl (aganTuposaHo us Agmon Y., 1999) [99].

xoKl' gnarHocTnueckne Kputepum AMIM. JnuTtenbHoe Bpemsa «30/10TbIM CTaHAAPTOM»
IxoKI-guarHoctkn AMIMM cuntanmce Kputepuu, npeanoxeHHole Silver M.D. n Dorsey J.S. (1978 r.)
(pnc. 17):

B MaKCMMarbHas 3KCKYpCUs aHeBpU3MaTMyeckoro BbinsumsaHus B MM vunw /N >10 mm unm o6-

W pasmep akckypcuu B MM van JI >10 mm;

B N7IMHa OCHOBaHWA aHeBpU3Mbl 6osiee 15 mm [83, 93, 95, 96].

B nocnepytowmx pabotax ocHoBHble napameTpbl AMII BapbrpoBanu Kak B CTOPOHY yBenuye-
HUA, Tak 1 yMeHblueHusA [24, 87, 94, 97, 98, 99, 100].

B cooTtBeTCcTBUM C pekomeHgaumamuy no IxoKl-gnarHoctuke 2015 r., AMII guarHocTmpyoT npu
BeNMYMHE MaKCMManbHOM 3KCKypcum vacTy unm scen MII 8 ctopoHy J1M nnn npasoro npeacepamna
>10 MM 1N CymmapHo >15 mm. [lnameTp 0CHOBaHUA aHEBPM3MbI B KauecTBe KpUtepra AnarHoCTu-
K1 He npusoguTtca [3].

B cnyyasx MeHbLUeil SKCKYPCUM NPUMEHAIOT TEPMIUH «<MobunbHaa MIMM» [101].

B cTaHpapTHbI npoTokon dxoKI-nccnegoBaHnsa LenecoobpasHo BKOYATh CleaytoLue napa-
MeTpbI:
= Tun aHeBpwm3Mmbl No knaccudukauum Olivares-Reyes c coaBT. (1997).
= JInMHa OCHOBaHMA aHeBPM3Mbl C onpegeneHviem sosnedeHna MM B aHeBpM3mMaTU4eCKni ae-

deKT (noKanbHaA Uy reHepann3oBaHHas).
= MakcrmManbHasa BeiMumMHa NPoBMCaHUA B MONOCTb Npeacepansa (AMarHocTMyecknin Kputepum —

6onee 10 MM) / cyMMapHas aMmnanTyaa sKCKypcum (AnarHoCcTmuecknin Kputepuin — 6onee 15 mm).
= Hanuune unum oTcyTCTBME WYHTUPYtoLwero cbpoca yepe3 AMIM, B cnyuyae copoca ykaszaTb:

a) BUWA M KONMYECTBO WYHTMPYIOLWMUX COPOCOB (MHOXeCTBEHHbIe deHecTpaumm, eagnHUYHbIN MM,

000);

b) HanpasneHue cbpoca (neBo-nNpaBbIii, NPaBO-NeBbIi, CMELIAHHDbIN);

c) pasmep OMIIM (noboi ¢ fedekTom TKaHen) nunm eyHkumoHmpyowero OO0 (o1 1 Mm go 19 Mm
6e3 fedekTa TKaHel);

d) AnA remoguHaMMYeCcKn 3HauMMbIX COPOCOB — TpaHccenTasnbHbIl rpagueHT, Qp/Qs, faBneHue

B IerOYHON apTepum, ONOHMTENbHbIe CTPYKTYpbI B [T1.
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4.2.5. KnuHnuyeckas gnarHocTuka

B 6onbmHcTBe cnyyaeB AMIMI npoTekaeT 6naronpusaTHO, 6€3 reMoAvHaMUYeCKNX N3MeHEHWI
U KnrHnYecko maHndectaumm. Mpu ayckynbtaummu AMIT moxeT 6biTb 3anofo3peHa No Hannumio
LL|eNyYyKoB BAOSb IEBOrO Kpas rpyavHbl, aHasornyHbix Takosbim npu MNMMK.

CywecTsyloT AaHHble o cBA3n AMIIM ¢ npegcepAHbIMN HAPYLWEHNAMU PUTMA, U3MEHEHNAMMN
3y6ua P Ha DKT [99]. YacTo BcTpeuaeTca 6nokaga MHMM - 8 21,9% cnyyaes [102]. Aetn c AMIM npea-
pacrnonoXeHbl K pa3BUTMIO CyNpPaBeHTPUKYNAPHbIX apUTMUIA, CUHAPOMa CnaboCcTy CMHYCOBOTO y3na
[85].

AxeBpm3ma MMM yacTo covetaetca ¢ apyrumn CAC n npusHakamu HHCT. Mpw BbiABneHun de-
HeCcTpaunin C aHeBPM3MaTMUYECKM BbINAYMBAHNEM KNMHMYECKoe 3HavyeHne AMII, Kak 1 npu n3o-
nuposaHHom dedekte MMM n dyHKumoHmpytowem OO0, byaeT onpenensaTbCcA He TONbKO ee pas-
Mepamu, Ho 1 o6beMom cbpoca vepes umetolmeca GeHecTpaLun.

3Haunmo Bo3pacTaeT KnnHuyeckasa sHaummoctb AMII npu OO0, cetn Knapwu, yannHeHHom EK
[52, 103, 104]. OaHHbie o B3anmocsszn AMMI v MMK MHOrouncneHHbl, Ho HeogHO3HauHbI [100, 105,
106, 107, 108, 109, 110]. ¥ n1y monoforo Bo3pacta 0OTMeYeHa B3auMOCBA3b aHEBPU3MATUYHON UK
Mo6unbHon MMM ¢ MMK 1 6a3anbHbIMU /WA MHOXKECTBEHHBIMM NOXHbIMU xopgamu (J1X) [1].

4.2.6. CocCTOAHUA N OCNIOXKHEHUA, accoyumpoBaHHblie c AMIMN

CBasb AMIMIM c nepBuuHbiMu KU. MeTa-aHann3 nccneposanuin J.R. Overell ¢ coasr. (2000) [40]
nokKasas CyLuecTBeHHOe NOBbIlLeHMEe PUCKa Pa3BUTUA MHCYNbTOB Npw Hanuunmn AMIT n OOO0. Mpu-
yeM COOTHOLLEHVE PUCKOB B CyOrpynmnoBoM aHanuse ans vy mnaglwe 55 net 6o gaxe 6onblue
npu AMIMM, yem npn OO0, makcumanbHo yBennumsaacb npu covetaHun AMIM n OOO. B uccne-
nosaHum Y. Agmon c coasr. (1999) [98] Takxe 6bino onpeaeneHo JOCTOBepHO Bonee yactoe Bbl-
asneHne AMIIM B rpynne nauveHToB, NepeHeclumnx NHCYNbT n/unn TUA BO BCex uccnefoBaHHbIX
BO3pacTHbIX KaTeropuax (ot 45 fo 85 ner).

CBasb AMINN c BTopnunbiMmu KU. ViccnegosaHue Lamy et al. (2002) npoaemMoHCTpUpoBano Ha-
pacTaHve BepOATHOCTU MOBTOPHOro UHCYNbTa npu coyetaHny AMII n OO0 B 7 pa3 no cpaBHEHMIO
C PUCKOM MHCYNbTa Npu nsonuposaHHom OO0, HecmoTpA Ha npuem 300 mr acnvpuHa [71]. B uenom
AMMNNM Hapsapy ¢ mobunbHown MMM n pasmepamu OO0 ABNATCA, MO AaHHBIM MYNIbTUBAPUAHTHOIO
aHanm3sa J.Y. Lee c coasr. (2010), He3aBNCUMbIMU NPeANKTOPaMU NOBTOPHOMO MHCYNbTa npu 000
[111].

Casb AMII ¢ MUrpeHblo paccMaTPMBAETCA TOSIbKO B KOHTEKCTE ee accoumaumm ¢ QyHKLMOHN-
pytowmm OO0 [41].

4.2.7. CrpatudumkKauma pucka, nporHos

M®opmanbHoO, cornacHo obuenpunsHaHHon knaccudurkaumm TOAST natoreHeTMYeCKMX NoATu-
nos W [64], aHeBpuama MM, Tak xe, Kak 1 OO0, MOXeT 6bITb OTHECEHA K dpaKTopam HU3KOrFO,
a Npv onpepaeneHHbIX ycnoBuAXx (cM. pasgen 4.1.8), cpepHeli cTeneHn pucka MHcynbTa. Pruck M3 cy-
LLleCTBEHHO BO3PACTaeT B CJyyae NpUCyTCTBUS BbicokononBmxHow MIM (cnoco6cTBytoT 6onee wu-
pokomy oTkpbiTuto OO0 nnn yxyaweHuto cuctonuueckon dyHkumm J1M), obycnosnmsatowen stum
3ameffleHNe KPOBOTOKA CO CMOHTaHHbIM KOHTPACTUPOBaHMEM, YTO NOBbIWAET PUCK TPOMOOO6pa-
3oBaHuA BJIM [1, 112].

C nosnuuii reteporeHHocT A AMII neXXmnT B 0OCHOBE ero KapanosaM60/MyecKoro natoreHe-
Trnyeckoro noaTuna [65].

Mob6unbHasa MMM camocToATENbHOrO 3HaUeHUs He UMeeT. ACCOUMMPYETCA C NpeacepaHbIMUA
APUTMUAMU N C NPOrpeccrpyom nosbiweHnem gasneHua B nonoctu JIM vnum MM npyn Hannumun
cbpoca yepes Hee.

4.2.8. Mopxopabl K Tepanun

MepgnkameHTO3HaA Tepanusa. AHTMArperaHTHad Tepanua nauveHTam C W30/IMPOBAHHOM
AMTM He nokasaHa.

Xupypruuyeckue BmellatenbcrBa. [lpu TpaHckateTepHom 3akpbitn OO0, couyetatoweroca
¢ AMIM, oTMeYeHO 3HaUUTENIbHOE CHWPKEHUE aMNnTyAbl ee KonebaHui N CHUXKEHUE BepOATHO-
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CTV MOBTOPHbIX 3Mbonnyeckux anmsonos [113]. Bmecte ¢ Tem AMIMIM accouunpoBaHa ¢ 6onbluen

4YacTOTON pe3ugyanbHbIX LWYHTOB MNOC/e YpeCcKoXKHOro 3akpbitna OO0, gaxke Npu UCNONb30BaHUN

OKKNI0AEepOB MaKCcManbHoro guametpa [114].
KNIOYEBDBIE MOJIOXKEHNA

= AMIIM aBnaeTcA nepBUYHON aHoManuel pa3sutua MMM, a npy Hannuuu GeHecTpaunii MoXeT
paccmaTpuBaTbCA Kak BapyaHT MexXnpeacepAHbIX KOMMyHMKauun Hapagy ¢ OO0 n MM,

= /lHcTpymeHTanbHas anarHoctuka AMIM gomxHa Bknoyate TTIxoKI, npy HeobxogumocTn —
UM3xoKrI ¢ ykasaHuem Tvna aHeBpr3Mbl, pa3Mepa SKCKypcum 3a nuHuio MIM.

= BoiagneHme AMII nogpasymeBaeT LeneHanpaBaeHHbI MOMCK NPOYMX MeXNnpeacepaHbIX KOM-
MyHuKaumn n CAC c ncnonbsosaHmnem YroxoKr, npymeHeHrem NPOBOKaLMOHHbIX TECTOB.
CoueTtaHne AMIIM n OO0 cywecTBEHHO NOBbILLAET PUCK PA3BUTUA NHCYNBTOB.
AHTMarperaHTHasA Tepanua nayneHTam c nsonvposaHHon AMII He nokasaHa.

4.3. CETb CHIARI (Knapw)

4.3.1. AHaTtomus n3m6puonorus

CeTb Chiari (Knapw) sBnseTcs octaTKoM 3MOPrIOHaNIbHOMO NPaBOro KnarnaHa BEeHO3HOTro (Kopo-
HapHOro) cMHyca 1 obpasyeTca B Cllyyae HEMOJIHOW pe3opbuun nocnenHero. AHaTOMMYECKM ceTb
Chiari npefcTaBneHa HenpaeuUnbHoOM GOPMbI CETEBUAHON CTPYKTYPOI, KOTOpas COCTOUT U3 MHOXe-
cTBa GUOPO3HO-HUTEBUAHBIX U/ MEMOPAHO3HbIX KOMMOHEHTOB [115].

Wcxopa n3 obnacty eBctaxveBa KnanaHa, CeTb Chiari MOXeT KpenuTbcs B PasfiMuHbIX OTAeNax
MM - K KNanaHy KOPOHAPHOro CMHYCa, TEPMUHANIbHOMY FPeBHI0, PacroNoXeHHOMY B 30He YCTbA
BepxHew nonow BeHbl, MMM, cteHke camoro npeacepauns [116, 1171

Pa3mepbl cetu Chiari BaprabenbHbl 1 MOTyT gocTuratb 6 cm [118].

4.3.2. PacnpocTpaHeHHOCTb

O6wan nonynAuMoHHaA pacnpocTpaHeHHocTb ceTn Chiari coctaBnseT okono 2% [119]. Mo mop-
donornyecknm nccnenoBaHuAM Yactota BoiaBneHus cetn Chiari konebnetca ot 1,3 po 4,0%, npu
6ornee CTPOrom NoaxoAe K AvarHocTnyeckum Kputepuam — 0,34% [120]. YacToTa BbisiBNEHMA No
JaHHbIM TTIxoKI kKonebnetca ot 0,3 go 9,5%. JaHHble poccMinckux nccnegosatenein — 0,9% npwu
TT3xoKI n 1,6% — npwn YlM-3xo KI [121].

BapunabenbHocTb yacToThbl BbiABeHnA ceTn Chiari cBA3aHa ¢ Tem, YTO pAJ aBTOPOB HapAAY C ce-
Tbio Chiari yunTbiBaloT npoyme 0cob6eHHOCTY 1 aHOMaMN CTPOEHVA BEHO3HBIX KNlarnaHoB, yalle Bce-
ro eBcTtaxmeBa KnanaHa [122]. PacnpocTpaHeHHOCTb He MeeT BO3PACTHbIX M FeHAEPHbIX Pa3inunii
[120]. YacTo cetb Chiari gnarHoctupytot Bmecte ¢ OO0 (83% cnyyaeB, KOHTposb 28%), AMIM (21%,
KOHTposb 1,6%), eBCTaxmeBbIM KnanaHom (79%) [120, 123].

4.3.3. OxoKI-pmnarHoctuka

Ona susyanusauymm cetn Chiari npy TTIx0KI ncnonb3yioT No3numm, B KOTOPbIX 06bIYHO Mcche-
ayetca MNMM: anmkanbHan 4KIM, moanduumpoBaHHaa napacTepHanbHasa 6rkaBanbHas NO3ULMSA U KO-
poTKas ocb Ha ypoBHe AoK 13 neBoro napactepHanbHOro fOCTyra, a Takxke CyOKoCTabHble No3u-
umn (4K, 4IMHHAA OCb HUXKHE Moo BEHbI 1 KOPOTKas OCb Ha yposHe AoK) (puc. 18).

Ona oueHkn mecta npukpenneHus cetn Chiari Heo6xoaMMoO NOANMNO3NLNOHHOE NCCNeAOoBaHNe
C BK/TIOYEHVEM NPOMEXYTOUHbIX MO3ULINIA, TaK KaK eBCTaxMeB KnanaH, KnanaH KOPOHapHOro CUHY-
ca, Apyrve BO3MOXHble MecTa npukpenneHus cetn Chiari He BU3yann3mpyoTca B OAHON MNOCKOCTU.

3D-2xoKl-uccnefoBaHue no3BonsAeT B pAfe ClyyaeB NpPeofosieTb BbllleyKa3saHHOe orpaHmnye-
Hue 2D-CKaHMPOBaHWA U YCTaHOBUTb MecTa KpenneHus cetn Chiari.

Mpu YN3xoKI ocHOBHOWM ABNAETCA NO3ULNA U3 CPedHMX OTAENOB MULLEBOAa, B KOTOPOWN BM3Y-
anu3mnpyoTCa 3agHne 1 HXKHMe otgensl M1 B 30He BNageHUa HUKHeN Nonoi BeHbl (bukaBanbHasn
no3nuMA 1 NO3ULNA KOPOTKOM OCU Ha YpoBHe aopThl) (puc. 19). Tak Kak B yKa3aHHbIX NMO3ULMAX
00bIYHO yaaeTca BU3yanu3npoBaTb TONbKO OfHO MecTo npukpenneHus cetn Chiari K eBcTaxveBy
KnanaHy, To co3paeTcs BneyatieHue, yto cetb Chiari ceoboaHo pnotmpyet B nonoctu M. OueHnTb
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Puc. 19. Cetb Chiari B npasom npegcepauu npu YrNdaxoKr (saumcreosaHo us Chevallier S., Cook S.,
2011 [124]).

YCTbe KOPOHApHOro CMHYyca Hauyylm o6pa3om yaaeTcsa U3 cpefHUX OTAeNnoB nuwesoga B 4K,
Mpwy 3TOM Heo6x0AMMO POTUPOBATL AATUKK BNPaBo Ao nonyyeHus MMM B ueHTpe sKpaHa. anbHel-
wan moanduKauma no3mumnn NyTem BBeieHMA AaTumKa UM OTKIIOHEHUA ero Ha3ad No3BONAeT Bbl-
BECTWN KOPOHAPHbIV CnHYC [122].

BblfiBNeHVe NUHENHbIX BbICOKOMOABUMXHbIX CTPYKTYP B YKa3aHHbIX MO3ULMAX C UX NPUKpenne-
HMeM K eBCTaxveBy KanaHy, XapakTepusyoLwmnxca KHYTOBUAHbIMI ABUKEHUAMY, NO3BOJIAET 3ano-
[03puTb Hanuune cetn Chiari.
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4.3.4. KnuHun4yeckoe 3Ha4YeHune

KnnHunyeckoe 3HaueHmne cetn Chiari B nepyto ouepeab onpeaensaeTca BbICOKON CONPAXEHHO-
cTtbto ¢ 000 [120]. Jo 82% naLueHToB, 0TOGPaHHbIX AN SHAOBACKYNAPHOro 3akpbitus 000, nmetot
eBcTaxueB KnanaH unm cetb Chiari [125]. Mpwu Hanuuuu cetn Chiari y naymenTos ¢ OO0 yalle Bbl-
ABNAETCA NPaBo-NeBOe WYHTNPOBAHUE, YeM Npwu ee oTcyTcTBUU. EBCcTaxmeB knanaH u cetb Chiari
CnocobHbl NPEeNATCTBOBATb 3aKPbITMIO OBaJIbBHOIO OKHa, Npeapacnonarad K GopmMnUpoBaHMIO aHeB-
pv3mbl MM 1 napafokcanbHOM SM60nUK, HanpasAA MOTOK KPOBY U3 HVXKHe nonoi BeHbl K M.
Takxe ycTaHOBNIEHA CBA3b Mexay Hannumem cetu Chiari n murpeHblo ¢ aypoii y nayueHtos ¢ 000
[125].

OnucaHbl cnyyYan MHGEeKLMOHHOro SHAOKapaAmMTa ¢ nopakeHnem ceTun Chiari [126, 127, 128]. CeTb
Chiari moxeT BbIrnaaeTb NOAO6HO ONyxoneBoMy 06pa3oBaHUI0 1 TEM CaMblM MPUBOAUTL K JIOXKHO-
My AnarHosy [121, 129].

C no3uvumnin TPoM603MBONNYECKNX OCIoXHEeHW ponb cetn Chiari gBosika. C 0OAHON CTOPOHDI,
ceTb Chiari moxeT cnocobcTBoBaTh GOPMUPOBAHMIO TPOMOOB in situ, ¢ APyroi — BbICTyNaTb B Ka-
yecTBe NOBYLWWKM AnA TPomM603M60NoB, NpeaoxpaHaa naumeHta ot datanbHow TIJIA [130, 131,
132, 133]. MpurBoaaTca aaHHble 06 oTpbiBe pparmeHToB ceTn Chiari ¢ Mx nocnepytoLen murpaumen
B nerkme [121, 134].

B kauecTBe BO3MOXHbIX NPUYMH aputMoreHHocTn cetn Chiari paccmatpuBaeTcs TecHas B3au-
MocBA3b 3Tort CAC ¢ apUTMOreHHbIMU yYyacTKaMn BEHO3HOTO CMHYCa, a Takke GaKT Hannuua muo-
KapAvanbHbIX BOJTIOKOH B ee peTUKynapHow cTpyktype [130, 135, 136, 137].

He Hawno ybeantenbHOro NoaTBEpPKAeHUA NpeanonoxeHue, yto cetb Chiari moxeT npenaT-
CTBOBATb KPOBOTOKY [134].

OnucaHbl cnyyan MHTPaonepaLroHHbIX OCIIOXKHEHMIA, 0BYCNOBIEHHbIX 3aTPyAHEHEeM NpoBe-
[leHNA KaTeTepoB B NpaBble OTAeNbl CEPALA WU B KOPOHAPHDBIN CMHYC BCIeACTBUE HANIMUYUA STOFO
npencepaHoro obpasoBanus [138, 139, 140, 141].

KNOYEBDBIE MONOXEHUA
®  Cetb Chiari 3HauMTeNIbHO Yallle BCTPEYAETCA B COUETAHNM C MeXNpeacepaHbIMU KOMMYHMKaL -

AMK, YeM 130NMPOBaHHO. BoiaBneHue cetn Chiari fOMKHO CNYXMTb OCHOBaHMEM ANA NpuLesnb-

Horo noncka OO0, AMII.
= 1N oueHKn mecTa npukpenneHus cetn Chiari Heob6xogMMo NONMNO3MLMOHHOE UCCNefoBaHne

C BKJIIOUYEHMEM He TOJNTbKO CTaHAAPTHbIX, HO Y1 MPOMEXYTOUHbIX MO3MLUIA.
= KnuHuyeckoe 3HaueHme cetu Chiari onpegenseTca BO3MOXHOCTbIO TPOMOOIMOONNYECKNX OC-

JIOXKHEHMI (TPOMO in situ), MHGEKLUNOHHOTO 3HAOKapAWTa, AnddepeHumnanbHo-gnarHocTnYe-

CKUMUW TPYAHOCTAMU C Pa3NMUHbIML BHYTpUNpeacepAHbIMM 06pa3oBaHAMMK (ONyXonu, TPOM-

6bl, KACTbl), BO3MOXXHbIMU NPOBeMamyt MPY SHAOBACKYMAPHbIX OCTYNax K cepauy.

4.4. YannHeHHbI eBCTaxmneB KnanaH

4.4.1. AHatommA n 3sm6puonorusa

EBcTtaxmes knanaH (EK), unu knanaH H1XXHe NONON BeHbl, NpeAcTaBnAeT cobom cKknaaKy sHA0-
Kappga wupurHoii B cpegHem oo 1 cm. OyHkums EK B ambpuoHanbHoM nepuoge — obecneyeHve Toka
BEHO3HOW OKCMIeHNPOBaHHOW KPOBU 13 HUXKHEN MOJION BEHbl K OBallbHOMY OKHY. [Tocne poxxaeHua
npv OTCYTCTBUM COOBLLEHMA MeXay npeacepanaMm 31a GYHKLUA 3aCSIOHKN TePAET CBOE 3HayeHne
1 NOCTENEHHO PYANMEHTMPYETCA.

AHatomus EK BapurabesnbHa. MaTonioroaHatToMuyeckn Havnbonee 4acto onmcbiBaloTca Membpa-
HO3HbIV TUM 1 B BuAe rpebeluka (xpebTa) [142]. CpepHsas anvHa EK okono 3,6 mm.

YAnvHeHHbIM cunTaeTca KnanaH 6onee 10 mm ¢ Anana3oHom oT 1,5 fo 23 n gaxe 35 mm [143,
144, 145].

4.4.2. PacnpocTpaHeHHOCTb

Mpun nonynAUMOHHBIX UCCnefoBaHMAX C ucnonb3oBaHnem IXoKl yanuHeHHbIn EK onpepena-
etca y 0,2% HaceneHua [146]. YacToTa BbiABNeHUA yanuHeHHoro EK y petein — 17,6-25,9% (vawe
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Puc. 20. Uso6paxkeHune, nonyyeHHoe npu BHyTpucepaeyvHoii IxoKr. 3oHpa pacnonoxet B MNMN. Ha pucyHke
cxemMaTU4HO nNpefcTaBaeHa aHatomuaA EK, BbicTynatowero ns HmkHen nNosoil BeHbl B HUXKHEI YacTu
MMM (sammcreoBaHo u3 Vale T.A. et al., 2011) [148].

B MNIafLLUMX BO3PACTHbIX rpynnax Ao 5-7 nert), y B3pocnbix — 7,4% [1, 84]. o gaHHbIM CEKLMOHHOIo
maTepmana, EK obHapy»kunBaetca 'y 86% aetein [147] ny 67,5% B3pocnbix [142].

4.4.3. dOxoKI-gnarHocTtuka

YanuHeHHbln EK Bu3yanusupyetca npu asyxmepHoi IxoKl B Buae KnanaHonopo6How CTpyKTy-
pbl 6onee 10 mm B MMM B 0651aCTV BNafeHUs HIKHEN NOJION BeHbl. MOXeT BbIrnAAeTb Kak YaInHEH-
Has MOABVXXHasA WK, HANPOTMB, Kak ManonoasmkHas MembpaHornoaobHas cTpykTypa. Mpu 3Tom
OTCYTCTBYET 06beMHas neperpyska npasblxX OTAENOB cepALa, XapakTepHasa ANA 3Ha4YMMbIX COPOCOB.

Xopouuyto Br3yanu3auunio Mopdonornm 3ton CTPyKTYpbl MOXHO MOSTyUYnTb NPU BHYTPUCEPAEY-
How (puc. 20) n 3D-IxoKr [147, 148].

[ns onTMMMU3aLuUm BU3yanu3aLmm NCNonb3yoT CybKoCTallbHble MO3ULMK C TOKanu3aumein mecra
BrageHua nonbix BeH B MM 1 Bepxyweunyio 4K, B guddepeHLmanbHO-ANarHOCTUYECKNX CUTyaun-
ax nposoautca UrNIxoKr (puc. 21).

Puc. 21. BukaBanbHas nosuuyusa npu YMN3xoKr (IVC - HMKHAA nonas BeHa, SVC - BepXHAA nonas BeHa,
LA - neBoe npepcepaue, RA - npaBoe npeacepave, AS - mexnpegcepgHan neperopogka, Eustachian
Valve - eBcTaxmneB KnanaH, Crista Terminalis — norpaHuu4HbIli rpe6eHb).
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4.4.4. KnuHun4yeckoe 3Ha4YeHune

YonviHeHHbI EK He nmeeT cneunduryecknx KNMHNYeCKUX NpoABneHunii.

Mpw BO3HNKHOBEHMU NpaBo-neBoro cbpoca Kposu yepes MMM yanuHeHHbIN EK moxeT cnoco6-
CTBOBATb BO3PACTaHMIO PUCKa NapagoKcanbHom ambonnu, accounmnpoBaHHoi ¢ 000 [148]. Mpwu op-
HOBPEMEeHHOM CoYeTaHWV Tpex aHoManmm — yanmHeHHoro EK, aHespuambl MITM n OO0 -y monogbix
NINL Y4acTo OTMeYalT KINHMYECKMe NPoABNeHNa B Buae Ledanrmyeckoro CUHAPOMA, CUHKOManb-
HbIX COCTOAHWI, KOTOPbIE ONOCPeOBaHHO MOTYT PAacCMaTPUBATLCA Kak CIEACTBNE MUKPOTPOMOO-
30B B 60/1bLIOM Kpyre KpoBoob6palleHus [1]. EBCTaxneB KfanaH MOXeT ABNATbCA CybCcTpaTom Ans
06pa3oBaHUA TPOMOOB, UTO aCCOLMNPYETCA C NIEroYHbIM TPOMO03M60NM3MoMm [149,150, 151].

MepcrcTupytowmin EK 60nblumnx pasmepoB MOXET Bbi3blBaTb OOCTPYKLMIO HUXKHEN NOMON BEHbI
[152, 153] unu NnepeHanpaBnATb KPOBb U3 HUXHeN nonoi BeHbl B J1M yepes gedekt MMM, Bbi3biBas
nosiBneHue unaHo3sa [154, 155].

OnucaHbl KNMHUYECKKe cilyyan obpa3oBaHusa Ha EK onyxoneBsbix 1 nceBRoonyxonesbix 06pa3o-
BaHWi (MMKcoma, pnbpoanacToma, Kucta) [157, 158, 159], pa3sutus MHGEKUMOHHOIO SHAOKapanTa
[160, 161].

MmetoTca paHHble, 4TO 3Ta CTPYKTYpPHAA aHOManua npegpacnosaraeTt K CynpaBeHTPUKYIAPHbIM
apuUTMUAM, C Hanbonee BepPOATHbIM pedIeKTOPHbIM NaToGM3NONOrMYeCcKMM MexaH13MOM BCiea-
CTBME pasfpaXkeHUs necMeKepHbIXx 06pasoBaHuU npeacepana [162, 163].

YcTaHoBneHa CBA3b Mexay yanuHeHHbIM EK 1 nponancom aTpuoBeHTPUKYNAPHOro KnamaHa
[164]. Y o6cnepoBaHHbix ¢ 310 CAC JOCTOBEPHO yallle BbIABNAITCA A0OABOYHbIE ManuispHble
MbILLLbI, @ TaKXKe 6a3anbHble NoXKHble xopAabl [1].

YanuHeHHbll EK npy 3xoKI moxeT 6biTb OWMOOYHO NPUHAT 3a NeperopofKy npu Tpexkamep-
HOM NpeAcepaun, onyxosb Unm Tpombé npeacepans [165, 166, 1671.

B cnyuae, Korga KnanaH manonoaBueH, T.e. npupactaet K MMM, noasnaetca IxoKI peHomeH
«JTACTOYKMHOIO XBOCTay». CMUHOHMMaMM 3TOro peHOMEHa B IMTEPATYPe ABNAIOTCA «NCeBAOTPEXNpea-
cepaHoe cepaue» 1 «yasoeHHaa MIMMM» (puc. 22).

[o6aBoyHy0 TKaHb NPUPOCLIEro K NeperopofKe KranaHa cnegyet oTnyaTh OT Masibno3muuu,
AeBnaLmmn 1 aHOMasibHOrO MPUKPENIeHNA NePBUYHON NePEropoaKm, KOTOpble YacTo coyeTaloTcA
C aHOMasbHbIM APEHAXKeM NErOYHbIX BEH, CMUHAPOMOM FMMOMNIa3nmn NeBOro CepALA, TOHHENbHbIM

A b

Puc. 22. DeHomeH «nacToukmHa xsocta» npu YM3xoKr (A) n TTIxoKT (B) (3ammcTBoBaHO 13 YavuzT. et
al. [165]). EK Bu3yanusuposaH B Bufie purngHoii Mem6paHonofo6HOI CTPYKTypbl (cTpenka Ha puc. b)
MeXXAy neBbiM U NpaBbiM npeacepausmu. LA - neBoe npeacepaue, RA - npaBoe npegcepave
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OO0 u gatot aHanornyHyio IxoKl-kapTuHy AaHHoro peHomeHa. Mpwm couetanmm ¢ MMM canwkom
ONVHHBIA KNnanaH cnocobeH NpoHrKaTb Yepes aedekT B JIM 1 npupacTtaTtb K YCTbAM JIErOYHbIX BEH.
Takme BapuaHTbl HEOObIYHON MOpPdONOrMU NPUPOCLLETO K ApYruM CTPyKTypam EK Bbi3biBaloT 3a-
TpyAHeHuA npu OxoKr, cozgatoT TPYAHOCTY XUPYPramM npu MasoMHBa3vBHbIX BMeLLATeIbCTBaX U Mo-
BbiLWatoT puUck M3 [168, 169, 170]. BoamokHa ownbouHan xmpyprudeckas dukcaumsa nepcmctmpyio-
wero EK, koTopblii MoXeT 6bITb NpUHAT 3a MIM ¢ nocnepyiowwein o6CTPyKLUMen NOTOKA U3 HUXKHEN
nonow BeHbl [171].

C EK MoryT 6bITb CONpsAXeHbl pAg MHTPAoNepPaLMOHHbIX 3aTPYAHEHWIA NPU YPECKOXKHOM 3aKpbi-
Tm gedexta MMM [172, 173], uMAnaHTaummn 3neKTPOAOB Npuy KapamocTumynaumm [174], packpbitum
npaBoro NpeacepaHoOro Ancka Npu TpaHckatetepHom 3akpbitum OO0 [175]. MocneonepaunoHHbIn
neproa MOXeT OCNTOKHATLCA GOPMUPOBaHNEM pe3nayanbHOro LWyHTa Nocsie YCTaHOBKY OKKIoae-
pa [175].

KJTIOYEBDBIE NO3ULUN

EBCTaxmeB KnanaH sIBASETCA PyAVMEHTAPHOW, aHATOMUYECKN BaprabesibHOM CTPYKTYPOIA.

CvmMnTOMaTMKa 1 KIIMHUYECKOE 3HAaUEHWE ONpeaensoTcs B GONbLUIMHCTBE C/lyYaeB accoumaum-

eli ¢ npounmun CAC, TpyaHocTamu B anddepeHumanbHoi IxoKl-anarHocTmKke, BO3MOXHbIMI

OCNIOKHEHUAMM, Npexae Bcero Tpomoo3mbonmueckmmu, a Takke npobnemamu npu MHTpaone-

PaLMOHHbIX MaHUNYAALMAX.

5. NPOJIANCHI KNIANNAHOB

5.1. Mponanc MUTpanbHOro KnanaHa

B kKnuHMYeckom npakTuke TpebyeTtca anddepeHUMpoBaTh NepBUYHOE NPONabrpoBaHNE CTBO-
pok MuTpanbHoro KnanaHa (MK) Kak camocTosiTenbHoe 3aboneBaHue — «cuHapom MMK», n npo-
nanc / norpaHunyHbIi nporné ctBopok MK Kak cTpykTypHyto aHomanuto cepaua (CAC). B yactHocTy,
MNMMK npu onpepeneHHbix IxoKl-napameTtpax (MorpaHMYHOM MpPOnabupoBaHMN CTBOPOK 6e3 nx
YTONLEeHNA 1 3HAYMMOW MUTpanbHoi peryprutaunm (MP)), 6e3 noctaTouHoro KonmyecTsa Npu3sHa-
koB CBCT, npun NCKNoYEHNN NEPBUYHOIO CEMENHOTO (MMKCOMATO3HOTIO / HeMMKCcoMaTo3Horo) NMMK
paccmatpuBaeTcs B pybpuke CAC. Kpome Toro, NMMK B kauectBe CAC HepefKO CONPOBOXAAET KNlac-
cudruupyemblie MOHOreHHble cuHgpomHble HHCT (CM, C3[ v np.) n gpyrue Heknaccudurumpyemble
aucnnacTuyeckue CUHAPOMbI 1 GeHOTUMDI.

Nexopa ns cnoxkHoctun pasrpaHmyeHna NMMK kak CAC nnm Kak camoCToAaTeNbHOro MOHOreHHOro
BapuaHTa (reHeTnyecKkn aeTepMUHMpPOBaHHOro 3abonesaHus), paccmotpeHue NMMK B gaHHOM pas-
fene N3N0XeHOo C NO3MLMIA ero BCECTOPOHHUX MPOABIIEHNIA.

5.1.1. AHaToMuA MUTPa/IbHOrO K/anaHa

KnanaHHblii komnnekc MK BkntouyaeT ¢prbpo3Hoe KosnbLo, CTBOPKY, XOpAbl U NanuiispHble
Mblwubl. HopmanbHoe ¢yHKumMoHnpoBaHe MK onpepensetca Take coctoaHmemM muokapaa M/
JI’K, B KOTOPbI BHEAPAKTCA NanuanapHble Mbiwybl [176].

JleBoe npepceppmne. Mnokapg cteHku JIM B Brae OTAENbHbIX BOSIOKOH NMPOHUKAET B KOJNbLIO
1 aTpuasbHyto NoBepxHOCTb 3aaHen ctsopkn MK. MNpu gunatauun JIM moxeT npoucxoantb pac-
wrpeHne Gubpo3Horo KonbLa, cmelleHne 3aaHei ctBopku MK c passutrem MP. Mpu myrkcomaTos-
HoMm MMMK HabntogaeTtca cMmeLleHre MMHUKN KpenneHus 3aiHel CTBOPKM oT konbua MK B ctopoHry JM
(aTpranmsaums), UTo MOXET NPUBOAUTb K HAPYLLEHMIO €e LiefIoCTHOCTH € GOopMMpOoBaHMEM TPOM-
60B Unn KanbunHosa [194].

MuTpanbHoe Konbuo. KonbLo MK B ropn3oHTanbHoOM NIOCKOCT umeeT GopMy, HarnoMmuHato-
LLY'O NaTUHCKY10 6yKBY D. B carmtTanbHO NNoCckoCTh KombLo MMeeT cegnoBugHyto dopmy. CooTseT-
CTBEHHO, UMeloTCA bonee BbICOKO U HU3KO nexalime Toukun Konbla MK, uto BaxkHo ana dxoKl-gua-
rHocTukm MMK, nockonbKy pasnuuHble IxoKl-ceueHnAa NPoxXogAT yepes pasnyHble (BbICOKO Mn
HW3KO nexalyme) Toukn KonbLa (puc. 23).
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Puc. 23. CegnoBupgHas ¢popma konbua MK. A n P - BbicOKo nexkaume Touku konobua MK, PM n AL -
HU3KO nexaulme Toukm Konbua MK, A - nepegHuii Kpai Konbua, P - 3agHuii Kpai Konbua, PM -
3agHemeuanbHas Komuccypa, AL - nepegHenatepanbHas Komuccypa ([177]; c usmeHeHnaAmMu
Manesa 3.I. [199]).

OunbposHoe KonbLo MK HenocpeacTBEHHO MepexoauT B nepefHio cTBopKy MK (uto noa-
TBEPXKAAETCA OObIYHON 3aUHTEPECOBAHHOCTbIO 060UX KnanaHoB B KanbLuHo3e), bopmupysa ¢u-
6po3HOEe CcoeflMHEHMe, Kpas KOTOPOro OorpaHmMYeHbl NpaBbiM (Yepe3 Hero NMpoXoAauT CTBOM MyyKa
Mca) n neBbiM GUOPO3HBIM TPEYrONIbHMKAMMU.

Ona MK npu 6one3Hn bapnoy (Barlow’s disease) 6onee xapakTepHO yBenuuyeHue gvameTpa
Konbua (=36 mm) [178; 194], B To Bpemsa Kak npu ¢pnbpoanactmHoBol HegoctatouHocTn (D3H) oH He
yBenunyeH n coctasnaeT 28-32 mm [195].

CrBopku MK. NepeaHas (centanbHan) v 3aaHAA (3agHebokoBas) ctBopku MK npnbnusutenbHo
paBHbl Mo nnowaan (4-6 cm?). B 3aKpbITOM COCTOAHMM NepeaHAa CTBOPKa BM3yanbHO MOXET OLK-
604YHO BOCMPUMHUMATBCA KaK nMetowan 6onbluve pasmepsl. [1o nepumMeTpy KpenneHua nepenHas
CTBOPKa 3aHUMaEeT NPUOAN3UTENTIBHO OfHY TPETb OKPYXKHOCTU Konbla MK, a AnnHHas 1 y3Kas 3a-
[IHSf, COOTBETCTBEHHO, [IBE TPETU.

JInHnA cmbikaHKAa (KoanTauum) ctBopok MK nmeet apkosugHyto dopmy. Paznuuaiot nepesHena-
TepasbHy0 U 3afHeMearanbHy KOMUCCYPbl — KpaiHWe YYacTKU IMHUM CMblKaHUA. [oCcKonbKy nu-
HMA CMbIKaHWA He AoxoauT Ao Konbua MK npnbnmsntenbHO Ha 5 MM, TO HET ABHOW NMHUW pa3aena
Mexay 3afHel 1 nepefHei ctBoOpKamu. JIHUA KoanTauuy cTBOPOK 3akpbitoro MK 6narogaps Ha-
TAXEHUIO CO CTOPOHbI MOAKNaNaHHOro annaparta HaXOAUTCA HUKE YPOBHA aTPMOBEHTPUKYIAPHOTO
KOJbLia B TeUeHe BCel CUCTOSbI C Hanbonee HA3KUMY TOUKaMK Ha nepridepum — B 30HE KOMUCCYP
Takum obpa3om, UTO aTpuanbHas NOBEPXHOCTb CTBOPOK MprobpeTaeT ceanoBraHyo KoHbUrypa-
umto. IHorga B HOpme CTBOPKU MOTYT Nerko npornbatbca 3a nnHuio Konbua MK, Ho 30Ha KoanTauum
Npu 3TOM OCTAETCA HMXKe YPOBHA Konbua [176].

3afHAA CTBOPKa nopapasaensaeTcs Ha Tpu rpebHs (cermeHTa) — natepasnbHbii (P1), cpeanHHBbIN
(P2) n mepguanbHbin (P3). bonblunm ABNSAETCA CPeANHHBIN rpebeHb (OH e yalle Bcero n nponabu-
pyeT npu MMK). MprmbiKatowwme K rpebHAM 3aHel CTBOPKM CErMeHTbI efIMHOW NepefHel CTBOPKN
o603HavatoTca cootBeTcTBEHHO A1, A2 1 A3.
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OcHoBaHue CTBOPOK, K KOTOPOMY He KpenAaTcA xopAbl, 0603HavaeTca Kak rnagkas unv ceobog-
HaA 30Ha. MiHoraa HabntofaloTCA NoKanbHble KantowoHoobpasHble BblbyxaHus B JITN Mmexay Toukamu
npriKpernieHnsa Xopa K cTBopkam [179].

Mo popme NpoBrcaHKA pa3nuyaloT ABa TMMa Nponarnca: NpyM OgHOM CTBOPKM KJlanaHa Bbibyxa-
t0T B nonoctb JIM, HO COXPaHAT CMOCOBHOCTb K CMblKaHWIo, obecrneunBas HopManbHYyO GYHKLMIO
MK (ballooning - HapyBatowwmiica KnanaH); Npu 4pyrom — cBo6oAHbIN Kpai Nopa)KeHHON CTBOPKM
B 3aKPbITOM COCTOAHVMN BbIXOAWT 3@ JIMHWIO CMbIKaHUA, YTO HeM36eXXHO NPUBOANT K noasneHuto MP
(floppy — npoBuMcatoLmin Knanax).

Xopabl MmnTpanbHOro KnanaHa. ViccnegosaHune xopganbHoro annapata npu NMK sbissndaet
BbIpa)KeHHYI0 Ie30praHm3aumio B AefIEHUN XOpA Ha BETBM U UX KPEMJIeHNA K onpeaesieHHbIM 30HaM
CTBOPOK, UTO, HapsAAYy C M3MEHEHMAMMN CaMMX CTBOPOK, BHOCUT CBOW BKNag B ero GpopMupoBaHue.
Mpw neperyHOM MukcomatosHom NMMK (6onesHn bapnoy) HabntogaeTca yanvHeHne, o4aroBoe nnm
anddysHoe yTonuieHme 1 CTyaHeBUAHbIN BUA xopa. Mpy O3H xopabl yANMHEHbI 1 UCTOHYEHbI, YTO
MOKET NPUBECTU K UX OTpbIBY [194, 195, 179, 187, 196].

5.1.2. mcronorna MMTpanbHOro KnanaHa

B cTpoeHnmn MK BbigensatoT Tpu cnos: dubpo3HbIN (MoTHas COeaUHNTENbHOTKaHAsA OCHOBA, Ccoe-
OVHeHHan ¢ xopaamu), Gnbpo3Ho-3nacTUYECKNiA CNOoi, NPeACTaBnALWMIA CO60I BEHTPUKYNAPHYIO
NMOBEPXHOCTb CTBOPOK, CMOHIMO3HbIN — 6oraTblil NpoTeornMkaHamu.

BbigenaioT ABa TMna ructomopponornyecknx nsmeHeHnin: ®IH 1 MMKCOMaTO3HYIO fiereHepa-
umto. MrHuManbHbIM npoasneHnam ®3H aHaTOMMUYECKM Yalle COOTBETCTBYIOT MPOCTbIE OTPbIBbI
Xopf, NPVBOASALLME K NPOJancy N3oanpoBaHHoro cermeHTa MK, coxpaHsioLlero B octanbHOM HOp-
ManbHyto Gopmy.

BonesHb bapnoy anarHoctupyetca B cnyyae nponanca HeCKONbKNX CErMEeHTOB C BOBleYeHeM
OfHOW NN 06EeNX CTBOPOK MPU U3OBITOYHOCTU TKaHel KnanaHa 1 pacluMpeHnmn Konbua (puc. 24).

®dubpoanacTmHoBas HefocTaTouHocTh (fibroelastic dysplasia / deficiency) onpenensieTca kak
COCTOAHME HepocTaTKka GUOPUNNAPHBIX CTPYKTYP B MUTPasibHO-KNanaHHOM KOMIIEKCe, KOTopoe
NPVIBOAUT K OTPbIBY OLHOW 1Nn 605ee NCTOHUEHHDIX U YAJIMHEHHBIX XOPA, Yallle BCero CpefuHHO-
ro rpebHs 3agHel cTBOpPKU. B ogHOM criyyae nponabupytolme cermeHTbl MOryT 6biTb abCONOTHO
HOPMasibHbIMU MPU HANNYUK N30NIMPOBAHHOWN NCTOHYEHHOI XopAbl. B apyrom cnyuae B nponabu-
pyloLLEM CErMEHTE Pa3BUBAOTCA MUKCOMATO3HbIE U3MEHEHNSA, MPUBOAALLME K €ro yTonweHuto. [1-
CTONOrMYECKN NOBPEXAEHME KONareHa xapaktepusyeTtcsa GparmeHTaLmeli KOnnareHoBbIX MyYKOB
B npegenax prbposHoro cnos. MoxeT HabnoaaTbca dparmeHTauUrsa 3MaCcTMHOBbIX BOJIOKOH C pop-
MUPOBAHVEM aMOPPHbBIX MbIOOK.

aH Pk = HanonHaR gapea boneaHe Bapnoy

r

SY Y Y Y X H]

T

MBI TCRIHOE T THAHH

Puc. 24. BapnaHTbl UsMeHeHMIt MuTpanbHoro KnanaHa npu MMK ®3H - ¢pubposnactuHosan
HefoCTaTOYHOCTb (3aumcTBoBaHo 13 Adams D.H., 2010) [196].
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MukcomaTosHan pereHepauusa (M) obycnosneHa nponudepaluein CNoHrMo3HOro cyios C Ha-
KOM/eHneM FNKO3aMUHOMUKaHOB. CMIOHIMO3HbIN C/ION BblAaeTcsi B GrOPO3HBIiA, BbINMOMHALMIA
pOJib KapKaca MUTPanbHOWM CTBOPKW, YTO MPUBOANT K CHUXKEHMIO MEXaHNYeCKOM NPOYHOCTUN CTBO-
pOK. YTOnLieHne cTBOPOK npu M MoXeT JocTUraTh ABYKPaTHOIO MO CPaBHEHWIO C HOpMOiA. B 6onb-
LUIMHCTBE CNyyaeB B MpoLiecC BOB/IeKaeTCA 3afHAA CTBOPKa (Yalle ee cpefivHHbIA rpebeHb) — n3o-
NIMPOBAHHO NN BMECTE ¢ nepeaHein. 3onupoBaHHOe BOB/IeYeHWE NepeHen CTBOPKY (Yallie 30Ha,
npriMblKaloLLas K 3aaHeMeiManbHON KOMUCCYpe) HabnogaeTca pefko. B npouecc M 3auacTyio Bo-
BneKaetcs GubposHoe KoNbLo 1 XopAbl.

Ins BTopruHoro NMMK xapakTepHbiM MOpdOonornieckum nprsHakom siBnAeTcs MectHoe ¢rubpo-
3nacTUYecKoe yToNLWEeHNE HUXKHEN MOBEPXHOCTU NponabupyoLleit CTBOPKM NPU MCTONOMMYeCKon
COXPaHHOCTWN ee BHYTPEHHWX CNOEeB.

5.1.3. 3TnonaroreHes

MNMMK cunTtaetca nonmuaTMoNornyeckum 3aboneBaHrem, B reHe3e KOTOPOro 60sbLIoe 3HaYeHue
MMEIOT KaK reHeTuYecKune, Tak U BHelHecpeoBble GaKTopbl.

MepeunyHbin NMK paccmatprBaeTca Kak CamMOCTOATENIbHOE FeHeTUYeCKM reTeporeHHoe 3a-
6oneBaHMe C ayTOCOMHO-JOMMHAHTHbIM TUMOM Hac/efoBaHNA U BapnabenbHOCTbIO MeHeTPaHT-
HocTn 30-50%, 3aBUCMMOI OT Mona K BO3pacTa, umetollee cneunduryeckoe KIMHMYECKoe 1 Npo-
rHoCcTUYeckoe 3HauyeHune. igeHTndnLUMpoBaHbl TPY CAMOCTOATENbHBIX FEHHbIX OKYyca Ha 16 (NoKyc
16p12.1-p11.2.), 11 (nokyc 11p15.4) n 13 (nokyc 13931.3-g32.1) XxpomMoCcoMax, OTBETCTBEHHbIX 3a
pa3BuTre cooTBeTcTBeHHO [MMK 1-3 (MPV1-MPV3) [180, 181], uTo cBMAETENLCTBYET O CyLECTBEH-
HOW reHeTNYeCKON Pa3HOPOAHOCTN fiaxe B nNpefenax cemencts ¢ Al-tunom HacnegoBaHua. Cea-
3aHHaA ¢ X-xpomocomoi (nokyc Xq28) peueccuHasa popma MMK, n3BecTHaa nop HasBaHueM
X-cuenneHHad MUKCOMATO3HO-KNnanaHHaa guctpodus, — bonee peakoe 3aboneBaHve C cepbes-
HbIM (HebnaronpuATHbIM) NPOrHo3om. HegaBHO Gbiny BbIsSIBNEHbI MyTaLuy reHa ¢punamuHa A, oT-
BETCTBEHHbIE 3a AaHHy0 natonoruto [182]. B uenom n3secTtHo 6onee 16 KaHANAATOB-TEHOB, OTBET-
CTBEHHbIX U/WNN NPUYACTHBIX K pa3BuTuio cuHgpoma MNMK, a ykazaHHble reHHble IOKYCbl — TONbKO
NNLWb NepBble Warn K naeHTUdrKaLmm okoHyaTenbHoro gedekra.

MexaHun3mbl bopmrpoBaHuAa mnkcomatosHoro NMMK BknoyaloT yyacTve MeTanIoTUOHENHOB —
H3KOMONEKYNSIPHbIX 6eNKOB, PErynnpyoLwmx NOCTyNIeHNe B KNETKY LUHKA U Meau; TpaHChopmMm-
pytouiero poctooro daktopa-f2 [198, 183], akTMBUPYIOLLEro NHTEPCTULMASIBbHBIE KNETKN, aKKyMy-
NIMpyloLLero NpoTeornkaHBepCcrKaH 1 nogasnatLero aktueHoctb ADAMTS (cemencTtBo MHorogo-
MEHHbIX BHEKJIETOUHBbIX MpoTeas), 1 MH. gp. [198].

Cpegau stnonornyecknx pakropos NMMK c nosumumii CTpyKTypHOI aHOManum cepaua, HapAagy
C NepBMYHbIM fedeKToM pa3BUTUA COEAUHUTENbHOTKAHOIO annapaTta MK, paccmaTpuBaloT BpPOXK-
[eHHble MUKPOAHOMANN apXUTEKTYPbl MUTPAJIbBHOrO KOMMJIEKCa, KNanaHHO-Xenyao4YKoBble AnC-
nponopummn, MUOKapauasbHble (aCMHeprus COKpalleHus U paccnabneHns Mmrokapga) 1 Hepory-
MoOpasbHble (HapylleHre KnanaHHOM nHHepBaLuumn) NpruynHbl. bonbluoe 3HaveHne npuaaeTca guc-
6anaHcy aneKTPONNTOB N MaKpPO3JIeMeHTOB, Npexae Bcero feduunty marHua [184, 185].

B uenom B ocHoBe natoreHesa NMMK nexuT KoHUenuua pesynbTaTa AedpeKTHOro ambproreHesa
KNeTOK Me3eHXMMasibHOrO NPONCXOXKAEHNA. B JaHHOM KOHTEKCTE 3TUOMATOreHEeTUYECKUM 3BEHOM
MOTYT BbICTYMaTb NPOAB/IEHNA NMIEAOTPONNM MYTaHTHbIX FTEHOB, OTBETCTBEHHbIX 33 Pa3BUTUE MeH-
aenvpytowmnx HHCT, n, cootBeTcTBeHHO, [IMK ¢ onpefeneHHON YCNOBHOCTbIO MOXKHO COOTHOCUTb
C BTOPUYHBIMW NPOABNEHMAMN B KauecTBe xapaktepuctnku CBCT.

BropunuHbiin [TMK moxeT 6biTb 06ycioBneH pa3Hoo6pa3HbIMM NpuumHamn. Hanbonee yactbiMm
npyvyrHaMy BTOPUYHOrO Mposanca cTtBopok MK sBnsioTca nwemmyeckas 6onesHb cepgua (Mwe-
MUyeckas ANCcOYHKLMA NanunspHbIX MbILWL), OCTpas peBMaTnyeckas nuxopajaka, 3abonesaHus
1 COCTOAHNA, CONPOBOXAatoLrecs yMeHblueHnem pasmepos JIXK n konbua MK (runeptpoduueckas
KapavomunonaTtus, neroyHas runepteHsua, gedekt MMM, gervapatauma, CMHAPOM NPAMON CMUHBI
1 BOPOHKOOGpa3Has febopmMauua rpygHon Knetku) v np. [186, 187].
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5.1.4. CoBpeMeHHble NoAXoAbl K TEPMNHONOMMN 1 Knaccupukaumm

EpnHas TepmuHonorua n knaccndurkauma NMMK B HacToALlee BpemaA OTCYTCTBYET.

O6wenpuHATbIM ABnAeTcA pasgeneHune NMMK Ha nepBrYHbIN 1 BTOpUYHDIN [188, 189, 190, 1911.

MepBuuHbIn MMK nogpasgenaetca Ha ceMelHbi (MMKCOMATO3HbIN) U HECEMEWHDIN (cnopaaun-
yeckuin)’ [192, 1901:

1. CemeiHbin (familial mitral valve prolapse (MVP1, myxomatous 1)), MIM 157700). CUHOHVMbI:
nponabuposaHne MuTpanbHoro knanaHa (prolapsed mitral valve); cemeliHbin dnonnupyoLwmn
MuTpanbHbIl Knanad (familial floppy mitral valve); cuiapom Bapnoy (Barlow syndrome); mukco-
MaTo3HasA KnanaHHaa 6onesHb (myxomatous valvular disease); cemeiHbIi CMHAPOM KNMKa-Luy-
ma MNMK (familial click-murmur syndrome MVP).

2. MwukcomatosHbin [TMK ( MVP2, myxomatous 2, MIM 607829).

MukcomatosHbii [TIMK (myxomatous mitral valve prolapse, MVP3, myxomatous 3, MIM 610840).

4. CeppeuHasa KnanaHHaa pgucnnasuma (cardiac valvular dysplasia), X-ceasaHHasa (X-linked, MIM
314400). CuHOHUMBI: KNnanaHHas 6onesHb cepaua (valvular heart disease), BpoxaeHHas MUKCO-
MaTo3Has KnanaHHasa auctpodusa (congenital myxomatous valvular dystrophy).

B aHrnoasbluHoM NuTepatype nepsuyHbIi MMK oTHOCAT K filereHepaTBHbIM 3aboneBaHuam MK
(degenerative mitral valve disease) [193] c AByMA 0CHOBHbIMU NaTomMmopdonornyecknmm Gopmamm:
6onesHb (cuHapom) bapnoy n ¢unbposnactmHoBasa HegoctatouHocTb (O3H) [188, 194, 195, 196].
[laHHble XapaKTepPUCTUKN BaXkHbl C MO3NLMIA MPUHATUA PELLEHU O XapaKTepe XNPYpPruyeckmx Bme-
LIaTeNbCTB — MacTuKa mbo npotesnposBaHue MK,

B oTHOwWweHMM nepBryHoro MNMK B leHTCKNX KpuTepusix cuHapoma MapdaHa [11] n B page ote-
yecTBeHHbIX pekomeHgaumin no HHCT [17, 16, 14] npepnaraetca TepMuH «cuHgpom NMMK» nnmn «lMMK
C cMcTeMHbIM BoBieueHnem» [1]. B MKB-10 MMK kak cuHgpom nmeet wndp 134.1.

MMK Kak cTpyKTypHasa aHOManusa ceppua pacCMaTpuBaeTCA B CJlyyae NPOABReHWsA nnemno-
Tponun npy HHCT, T.e. korga NMK conpoBoxaaeT apyrue knaccuduumpyemble n Heknaccuduumpy-
emble (HeanddepeHUMpPOBaHHbIE) AUCNNACTMYECKME CUHAPOMDI U deHoTunbl [190, 191]. K nprmepy,
B C/lyyae BbifBneHus cuHapoma HHCT ¢ cornacoBaHHbIMU KPUTEPUAMI PeUb He UAET O NepPBUYHOM
«cHapome NMMK», a nponabrpoBaHme CTBOPKM(OK) MUTParbHOro KnanaHa y»ke pacLeHMBaloT Kak
CAC. B kauectBe nnenoTponHoro npossneHua NMK paccmaTtpuaetca B pamkax MC, cuHgpoma
Anepca — [aHno n apyrmux MmoHoreHHbix HHCT, a Takxe B cTpyKType MASS-cuHgpomad. MpuHaTto
cynTaTb, uTo 0,25-2% nauuneHTos ¢ NMMK nmeoT ogHo 13 moHoreHHbix HHCT [192].

OtnenbHO BbiAenAT BapuaHTbl TeueHust MMK B Brae morpaHn4Horo nponanca (nporu6a)
MUTPanbHOro KjanaHa /1 U30/IMpoBaHHOI aHOManum cepagua.

MorpaHuyHbI nponanc (Mporn6) MUTPaNbHOrO KnamnaHa paccMaTprBaloT NpU NorpaHNYHOM
NPOBKCaHNN CTBOPOK (80 2 MM) 6€3 1X YyTONWEHNA U FreMoArHaMUYeckn 3Haunumon MP (vawe pe-
rMcTpuUpyeTca NprKnanaHHasa peryprutauus). 3emuoBckum 3.B. c coaBTopamu Ans yKa3aHHbIX Cly-
YyaeB npepsioxKeHo BBECTU TepMUH «BepoATHbIN MNMK» [1]. B HacToALee BpeMA Takme n3mMeHeHns
KnanaHoB He cneayeT BKAoyaTtb B noHATUE NMK, NOCKONbKY He yCTaHOBJIEHO CBA3M C KIIMHUYECKN
3HaUMMbIMK ncxogamm [204].

Penko onucbiBatoT NMK Kak «1301MpOBaHHY0 aHOManuio» cephua, He COMpOBOXAAloLLYyHCA
npu3sHakamu CBCT. B gaHHOM cnyuae npuberatoT K TepMuHy «m3onnpoBaHHbi MMK» nan MMK ¢ mu-
HMMasbHbIM SKCTPaKapAnanbHbiM BoieyeHnem [1].

w

7 «CHgpom MNMMK» BHeceH B kaTtanor OMIM (Online Mendelian Inheritance in Man - peXxum oHnaiH-meHaenu-
pyloLLeli HacneACTBEHHOCTM YenoBeka) HalroHanbHoro LeHTpa no Bonpocam 61oTexHONornyeckon nHpopma-
yun CLUA.

8 AkpoHum: Myopia [muonus] , Mitral valve prolapse [mnponanc mutpanbHoro knanaHal, Aorta [aopra], Skeleton
[ckeneT], Skin [Kkoa]) — MronuaA, MUTPanbHbLIN KnanaH, aopTa, Koxa, ckenet (MASS syndrome, OMIM 604308;
cuHOoHUMbI: MASS-dpeHotun (MASS phenotype); nokyc Ha xpomocome 15g21.1.
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Puc. 25. CooTHoweHne MyKcomaTo3a (A) n IxoKr guarHoctupoBaHHoro MMK (B). O6bsicHeHme B TekcTe [201].

3xoKrI-noaxon (AHA/ACC, 2006) [207] npefnonaraeT BbigeneHve asyx BapuaHtos NMMK Ha oc-
HOBaHWM YTOJLIEHMS CTBOPOK B AMACTONY®:
= Knaccnveckuin (MmkcomartosHbii) [NM - npu TonwmHe ctBopok MK>5 mm;
B HeKnaccuuyeckum (HemukcomaTtosHbin) NMK — npu TonwmHe <5 mm.

CuHTe3 OxoKI n mopdonornuyeckoro nogxoaa. Npumepom Takoro NOAX0La MOXET ObITb Cxe-
Ma, npepnoxeHHaa Griffin B.P. (2009) [197] B pykoBoacTBe No KnanaHHbIM Nopokam cepaua [192]
(punc. 25).

Ha prcyHKe npefcTaBieHoO COOTHOLIEHE MUKCOMaTO3a (A) 1 nponanca MATPasibHOro KnanaHa
(B). 3oHa nepeceyeHunsa kpyros (C) — 310 mnkcomatosHbin [IMK. 3oHa B — HemukcomaTosHbil (He-
knaccnueckuin) NMMK, a 30Ha A - 6onee pegkoe COCTOSIHUE, AOKNNHMYECKAn CTaausi MUKCOMATO3a,
o popmuposaHusa nponanca. O6nactb D onvcbiBaeT NaLMEHTOB BbICOKOTO pUCKa, C 6onbluel Be-
POATHOCTbIO Pa3BUTUA OCNIOXKHEHWIA, TaKUX Kak TAXenaa MUTpanbHaa HeAOCTaTOYHOCTb, Tpebyto-
Lana xmpypruyeckoro BmelLaTesnbcTea (obnactb E).

5.1.5. PacnpocTtpaHeHHOCTb

JaHHble o pacnpocTpaHeHHocTr MMK B 06Lwei nonynaumnm B HacTosLLee BPeMs NpoTMBOpeUN-
Bbl. PacnpoctpaHeHHOCTb NMK MOXeT 3aBUCETb OT STHUYECKOW NMPUHAANIEXXHOCTI, NOJa, BO3pacTa
obcnepoBaHHoM nonynAumm [198]. Tem He MeHee, AOCTOBEPHbIX STHUYECKMX Pa3NNYMA No pacnpo-
ctpaHeHHocTv MMK no gaHHbIM nccnegoanuin SHARE [199], Strong Heart Study [200], a Take B Uc-
cnepoBaHuu Flack J.M. et al. (1999) [201] He nonyueHo.

Pe3ynbTaTbl 06CefoBaHUA MONIOAbIX CyObeKTOB ONpeAeNeHHbIX KOHTMHIEHTOB AEMOHCTPUPY-
I0T BbICOKYI0 YacToTy: Ao 11-18% - cpegn cnoptcmeHoB [202], 4,9-8,1% - B nonynaumm nnw nNpu-
3bIBHOro Bo3pacta (18-27 neT) (AaHHble peTPOCNEeKTUBHOIO CTaTMCTUYECKOro aHanu3a no Pecny-
6nuke benapycbh; n=504 304 uen.) [203]. B To e Bpems Mo pe3ysbTaTaM POCCUMINCKOro NCCNeAoBaHNA
«PEMJTIMKA» pacnpocTtpaHeHHocTb [TMK y nnw monogoro Bo3pacta coctasuna 4,3% [1].

CornacHo pesynbtatam Framingham Heart Study, nctmHHaa pacnpocTpaHeHHOCTb CUHAPOMA
MNMMK B nonynaumn 26-84 net (cpegHnin Bo3pacT 56,7+1,5) He npeBbicvna 2,4% [204], 6e3 paznuuui
no nony v Bo3pacTy.

° Takaa KnaccudmKaLmsa, OCHOBaHHaA UCKIOUMTENBHO Ha AaHHbIX IxoKI-06cnefoBaHmA, 1 npeanonaraeT Heob-
XOAMMOCTb B KaXKAOM KOHKPETHOM Cilyyae nposefieHne fudpdepeHLmanbHOro gmarHosa Mexay BO3MOXHbIMM
npuynHamu, nexawmmm B ocHose MNMVIK.
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PacnpocTpaHeHHOCTb MorpaHUYHOro nponanca (nporvn6a) MUTPanbHOro KnamnaHa 3HauYnTeNIbHO
npeBbilIaeT obLenonynaunoHHyio, focturas 23,1% [205].

Hanbonee o6bEKTUBHBIMM CneflyeT Npu3HaTh UCCIIeOBaHUSA MOCNEAHEro AeCATUNETUs], KOTO-
pble OLEHNBAIOT pacnpocTpaHeHHOCTb cnHagpoma NMMK B npegenax 0,6-2,7%, 4To CBA3aHO C NpO-
rpeccom IxoKl-gnarHoctuku NMMK, BBegeHnem npeactaBneHnin 0 TPEXMEPHON CTPYKTYpe KonbLa
MK[177, 206]. Bonblume 3HaueHNA cnegyeT pacLeHnBaTh Kak clnefcTBue CyLecTBEHHON rmnepanar-
HocTrKM [198], KoTopasa MoXeT 6bITb 06bACHEHa HecobnoAeHeM MeXAYHaPOAHbIX PEKOMeHAaLNIA
no anarHoctuke NMMK [207].

5.1.6. KnuHunuyeckas kapTunHa

KnuHnueckasa kaptiHa NMMK onpepenseTca MHOroobpasnem KnvHuJeckux npossneHun. Oc-
HOBHble HamnpaB/ieHUA MO N3YUYEHNIO KIMHMYECKOrO CMeKTpa MOXKHO CrpynnMpoBaTth cregyowmnm
ob6pasom:
onpepeneHne ocobeHHocTel GpeHoTUNa 1 GU3NYECKOro PasBUTUS;
accoummpoBaHHble ¢ HHCT nameHeHna opraHoB v CUCTeM;
ayCKy/nbTaTMBHAaA KapTUHA;

BbifiBNeHne AncoyHKLMN BereTaTUBHOM HepBHOM cnctembl (BHC).
OnpepeneHune ¢peHoTuna n ¢pusnyeckoro passutusa. AccoynumponaHHbie ¢ HHCT namene-
HUA OPraHoB 1 CUCTEM.

BepoATHOCTb KNUHNYECKM 1 reMoguHammnyeckn 3Haummoro NMMK KpaliHe HU3Ka Y nnu, He Meto-
WMX BHewwHmx npu3Hakos CBCT 1 He NpeabaBAAOLMX »Kanoob.

Mpy ocMoTpe nauMeHTOB ciedyeT obpallaTh BHYMaHUe Ha UX TENOCIOXEHME U BHELLHWE Npu-
3Hakn CBCT [5, 14, 18, 19]. O6bl4HO NaymeHTbl ¢ cuHapomoM MMK nmetoT acTeHuYeckoe Tenocno-
eHue, HU3KNIN NHAOEKC Macchbl Tena, HefloCTaTOYHO PasBuUTYyio MycKynaTypy. Mpu deHoTuNnyeckom
1 $pusrKanbHOM obCnefoBaHNM YAAeTCA BbIABUTb KOCTHbIE, KOXKHbIe 1 CycTaBHble npu3Haku CBCT.
Camble xapaKkTepHble U3MEHEHUA CKeneTa — YANIMHEHWE NaNbLeB KOHEYHOCTEN BMNIOTb 10 apaxXHO-
JAKTUNUK, apakoBULHOE He6O, BOPOHKOOOpa3Hasa Unu KunesngHas aedpopmMaLum rpyaHomn KneTku.
YacTo BbIABNAOTCA pasfvyHble HAPYLLEHUA OCAHKK, CKONMOTUYeCKas gepopmMaLina No3BOHOUHMKA,
KPbINOBUAHbIE IONATKK, @ TakKe CUHAPOM NPAMON CMMHbI 1 MaocKocTonme. K xapakTepHbIM npu-
3Hakam BoBrieyeHua Koxu npu NMMK oTHOCATCA ee NOBbILIEHHAA PacTAXKMMOCTb, Hanuure aTpodu-
YeCcKMx CTPUWI, He CBA3aHHbIX C HEMPOIHAOKPUHHOWN ANCPYHKLMEN, B TOM YMCIIe C OXKUPEHEM NN
6epemMeHHOCTbI0. CTaboCTb CBA30YHOrO anmnapara MOXeT MPOSBAATLCA HaJMUMEM TPbRK Pas3nny-
HOI JIOKanmn3aLuum, NTo3amv BHyTPeHHMX opraHoB [208], runepmMo6uibHOCTbIO CYCTaBOB, C KOTOPOW
CBA3aH apTpanrmyecknii CUHAPOM.

MposasneHnem cnabocTn cocyancTon CTEHKM M HefOoCTaTOYHOCTW KNamnaHHOro anmnaparta BeH
ABMAIOTCA BaPUKO3HOE paclunMpeHmne BeH, reMoppon, Bapukouene. NpuBoaAaTCcA AaHHbIe O HapyLue-
HUAX B Pa3fIMYHbIX 3BEHbAX CUCTEMbI reMocTasa [209]. Pegko MOXeT 0TMeYaTbCA remopparmyeckuia
CUHAPOM B BUAE HOCOBbIX KPOBOTEUEHUN, NETEXMNANIbHO-MATHUCTbBIX KPOBOU3NAHWUIA B KOXY, ANN-
TeJIbHbIX U/UNIN OBUIIbHBIX MEHCTPYaslbHbIX KPOBOTEUEHNI, MOBbILIEHHOW KPOBOTOUMBOCTU AECEH,
ONUTENbHbIX KPOBOTEYEHUI NPKX Nope3ax.

CBCT npu MMK npepnonaraet cTpyKTypHO-GYHKLMOHaNbHY HEMOMHOLEHHOCTb Cy63Ha0TeNu-
anbHOro BHeKIeTOUHoro MaTtpukca [183], cneactemem yero MoXeT HbiTb pa3BUTHE SHAOTENNASIBHOW
[210, 211] n MmnokapguanbHo auchyHkumm [5].

AycKynbTaTUBHbIE@ XapaKTepPUCTUKU. KNioueBoO XapakTepuUCTMKON ayCKyNbTaTUBHOM KapTu-
Hbl cepgua npu NMMK asnatoTca:

B NHTEPMUTTUPYIOWNA CUCTOSIMYECKUN LEeNYOK (CPefHeCMCTONNYECKUI KWK — HEMPOAOIKM-

TeJNIbHbI BbICOKOYACTOTHbIN 3BYK);
= cpefHe- U/UAv NO3AHECUCTONNYECKUIA LWYM B TOUKe npoekunn MK, metowmin npermyLyectseH-

HO CpeAHeYaCTOTHbIE NN BbICOKOYACTOTHbIE XapaKTePUCTUKN.

MecTo HamnyuLlero BbICAYWNBAHNA CUCTONMYECKUX LWeNnyYKoB 1 Wwymos npu NMMK - BepxyLika
cepaua, a TakKe npekapauanbHaa 061acTb MeXay BepXyLeUuHbIM TOTUKOM 1 NIeBbIM KPaem rpy-
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IVHbI B 3-4-M MeXpebepbe, 3HAUUTENTIBHO peXxe — BHYTPY OT JIeBOTO Kpasi FpyAVHbI UK CepeanHbl
rPyAvHbI HAa YPOBHE MpuKkpenneHus 3-4-ro pebep cnesa. <Hemas» dopma He ABnsAETCA KaKUM-TO
UCKNIoUMTENIbHbIM NPOosABAeHNeM NponabupoBaHma cTBopok MK, 1 ee cneayeT UcKaTb y NaLMEHTOB,
npenbABAALWMX XKanobbl Ha 6011 B 06nacTh cepaua, Npy apuTMUAX.

[na BbiABAEHNA cncToNMYecKoro wenyka v wyma npu NMK ncnonb3yoTca HarpysouHble Te-
CTbl, KOTOPbIE YC/IOBHO MOXHO Pa3fienuTb Ha KIMHOOPTOCTAaTUYECKME (fIeXXa Ha CruHe n/vnn ne-
BOM OOKY; cuas / CTos C onpefeneHHbIM HaKNIOHOM TyNOBULLA (Yalle Biepes 1 BEBO) U 3afePXKKoi
ObIXaHNA Ha NOSTHOM BAOXE; CUAA Ha KOPTOUKaX, C 3af4ePXKKOM AblXaHWA Ha BAOXE W BbIAOXE; CTOA
C HaTyKnBaHvem), prnsnueckue (Npoba MacTepa «BcTaTb-cecTby, 20 NpucepaHnin B onpefeneHHoM
Temne, 6er Ha mecTe B TeueHue 3 MUH, BOM), MearkameHTO3HbIe (C HUTPOFNNLIEPUHOM, aMUITHUTPK-
TOM, aTPOMMHOM 1 AiP.) U KOMOUHNPOBAHHBIE.

Mpo6bl, ymeHbwaowme obbem JIPK 33 CUET CHVKEHUS KOHEYHO-AMACTONIMYECKoro obbema
n yBenuuuatowme YCC (opTocTaTuueckas, Banbcanbsbl, xogbba), nposouupyoT opmuposaHme
paHHero Lwenyka u cuctonnyeckoro wyma [5]. po6bl NPOTMBOMNONOKHOWN HanpaBAEHHOCTY — NPW-
cefjiaHve, npoba C NPOMPaHONONOM — 3adepXuBaloT GOPMMPOBaHME 3BYKOBOW CMMMTOMATMKM
cepaua, CUCTONNYECKOrO LeyKa 1 Wwyma.

Auchynkuma BHC yacto onpepenset xapaktep CyObeKTVBHbIX owyleHnin [212, 213]. bonb,
anckomoopT B NpeKapananbHo 0611acTy valle HOCAT KOOI U HOKOLWMIA XapaKTep, AepKaTcs
J0nro (Yacbl) 1 He ycunmBatoTca Npu Gu3nyeckon Harpyske. YualleHHoe cepaueburerune, nepebon
B paboTe ceppLa BO3HMKAIOT B MOKOE, MHOFAA HOUbIO, MPpY GM13NUECKOW Harpy3Ke valle 1ncyesator.
PecnvpaTtopHble paccTpoicTBa NPOABNAIOTCA OLLyLEeHNeM HEXBATKN BO3AyXa, 3aTPyAHEHEM BLO-
Xa, NOTPEOHOCTHIO B MEPUOANYECKUX TYOOKNX BAOXaX, BO3HUKatoLel B Mokoe [214]. BereTococy-
ONCTble HAPYLLIEHUA B KOHEYHOCTAX MPOSBAAIOTCA N3MEHEHNEeM LiIBeTa KOXU (61egHOCTb, CUHIOLL-
HOCTb, MPaMOPHOCTb), NMOXOMI0AaHNEM NasibLEB KUCTEN N CTOM, MOKanbiBaHNEM, XXKEHNEM KOXN
B AMUCTaNbHbIX OTAENax KoHeyHocTel. JTabunbHOCTb apTepuanbHoro gasneHus (ALl) — TpaH3nuTop-
HOe NOHWXeHne nnn nosbleHne AJl, Bbi3BaHHOE CUTYaLMOHHbIMK PAacCTPOMCTBAMM, METEeOYCN0-
BMAMMU, HE COMPOBOXAaloLLeeca Npr3HaKamy cTabubHOCTM 1 NOBPeXAeHNeM OpraHOB-MULLEHEN.
Hepepnka HeBponornyeckass CUMNTOMATVIKa B BUAE »Kanob Ha rofloBOKPYKeHWs, FoNioBHble 60n
MUrpeHenoao6HOro xapakTepa v pa3BUTUE MPECUHKOMNANIbHbIX Y CUHKOMAJNbHbIX COCTOAHWN, Ha-
pyweHusa Tepmoperynaumu. MpeobnagatoT IMYHOCTHbIE YePTbl aCTEHNYECKOTO, HEBPOTUYECKOTO,
NNOXOHAPUNYECKOro xapakTepa. B page cnyyaes y nayMeHTOB BbIABNAIOTCA NPU3HAKM ANTENIbHOMO
CTOMKOrO COCTOAHMA 3MOLMOHANIbHOM HaMPAXKEHHOCTKN, YTO COMPOBOXAAETCA MNOXMM CaMOYyB-
CTBMEM, MMMNOAKTUBHOCTbBIO 1 MIOXUM HAaCTPOEHUEM.

5.1.7. 2xoKI gunarHocTtmnka

3aHuMmaeT Befyluee MecTo B gnarHoctuke MNMK.

Hurkakux cneumanbHbIX KpUTEPUEB ANA AUArHOCTUKKU nepBrnyHOro «cnHgpoma NMMVIK» n NMMK kak
CAC He ycTaHOBNEHO, MO3TOMY CleayeT UCMOMb30BaTb CTaHAAPTHbIE METOAUKM.

O6sa3aTenbHbIMM NapameTpamMu ABAAIOTCA onpeaernieHre cTeneHn NponabnposaHna n Hanuyme
WNN OTCYTCTBME KpUTEPUEB MMKCOMATO3a KNanaHoB.

B cooTBETCTBUM C MeXXAYHAPOAHbIMU KPUTEPUAMM ANArHOCTUKK, No AaHHbIM IxoKI MMK gua-
FHOCTVPYIOT NPV MaKCUManbHOM CUCTONMYECKOM CcMelleHun cTBopok MK 3a nuHuio ¢rbposHoro
konbua MK B J1IN B napacTepHanbHOM NO3ULMK MO AJIMHHON ock 6oniee Yem Ha 2 MM, B OCOOEHHOCTH
Npwv CMeLLeHMM 30Hbl KoanTaL My CTBOPOK 3a IMHKMIO KOJbLia MU NofiMcermeHTHOM nponarce obenx
cTBOpOK [207].

Mcnonb3oBaHne MMeHHO napacTepHasbHOro NPOAONbHOrO cevyeHnsa AnAa amarHoctukmn NMMK
06ycnoBneHo ocobeHHOCTAMM GOPMbI KObLIa MUTPanbHOroO KnanaHa (puc. 23). Mpu ncnonb3oBsa-
HUKM anAa gruarHocTiky NMMK IxoKl-ceueHnin, NNOCKOCTb KOTOPbIX MPOXOAUT Yepes3 HU3KO nexaluune
TOYKM KOJIbLIa, MOBbIIAETCA BEPOATHOCTb JIOXKHOMONOXUTENIbHOIO 3aKntoueHna o Hanuumn NMK.
Tak, n30n11poBaHHOEe CMelleHne nepefHen CTBOPKM 3a NMHMIO Kosbua MK Brgmumoe B YeTbipexka-
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A B S

Puc. 26. DopmupoBaHue napacTepHanbHOro npofonbHoro (A) n BepxylueyHoro YeTbipexkamepHoro (B)
IxoKrI-ceueHmi.

Puc. 27. Npumep dxoKI-guarHoctukm NMK B napactepHanbHOM NPOAO/IbLHOM CeYeHUN, NepeaHAn
CTBOpKa NposiabupyeT Ha 5 MM OT YPOBHSA KOJibLia MUTPanbHOro K/anaHa, 3agHAA — Ha 4 Mm (cneBa);
W runepanarHocTukin B BepxyweyHon 4KI (cnpasa).

MepPHOW BEPXYLUEYHOWN NO3MLMK ABMAETCA OCHOBHOW MPUYMHOW ero runepanarHoctukn. Hanpo-
TUB, NapacTepHanbHOe NPOAO/IbHOE CeYeHMe MPOXOAUT Yepes BbICOKO Nexallne Touku Konbua MK,
N NCMONb30BaHVe AAaHHOIO CeYeHMs NoBblWaeT cneundryuHocTb guardoctnkn MNMK (puc. 26, 27).

B cooTBeTCTBUM C NOAXOAAMU, CAIOKMBLUMMUCA B OTEUECTBEHHOW LLIKOE, ONpefeneHmne cTeneHn
nponabupoBaHna HaunHaeTca ¢ 3 MM. 3HauyeHVe nponabrnpoBaHua B AnanasoHe 2,1-2,9 mm ocTa-
€TCA HEOrOBOPEHHbIM.

Cuctonnyecknii npormb ogHon unm obenx ctsopok MK B JIM B napacTepHanbHOM NPofonbHON
nosuuum Ha 3,0-5,9 mm onpepensetca Kak [TMK | cteneHun, Ha 6-8,9 mm — Il cteneHu, 6onee 9 mm - llI
cTeneHu.

Ona pnarHoctuku NMMK TpebyeTca Takke n3mepeHune TonwmHbl cTBOpok MK, uto upessblualiiHo
BaXHO AnA cTpatudurkaumm pucka naumentos c NMK. CteneHb BblparkeHHOCTM M/ oueHnBaeTcA
Ha OCHOBaHUW TONWMHBI cTBOPKM MK B dasy AmacTtonbl B CpefHen YacTu BHe 30Hbl OTXOXKAEHNA
Xopf, Co3JaoLLUX JIOKHOE BrevateHne o6 ee ytonueHnmn. ObLenpuHATbIE HOPMATUBbI TONLUVHBI
CTBOPOK — 2—4 MM. YBenunueHve 6onee 5 MM CBUAETENbCTBYET O NATONOMMYECKNX MU3MEHEHUSAX (MUK-
comato3 u gp.) [207]:

B MmeHee 5 MM — Heknaccuyeckui NMK;
= 5mm 1 6onee — knaccuyeckui NMMK.

48

CTPYKTYPHbIE AHOMAJTMW CEPOLIA

B 3xoKI-3aKknoueHnn Heobxo4MMo yKasbiBaTb ANIMHY CTBOPOK C OLIEHKOW NMOKa3aTenen, Xxapak-
TePU3YIOLWMX 0COBEHHOCTU CMbIKaHWA (ANIMHY 1 ry6rHY KoanTauum) CTBOPOK (purc. 32). Hopmanb-
Hble 3HaYeHWA ANHbI NepegHen cTBopkn MK coctaBnsaoT 21-24 mm, 3agHen — 12-14 mm.

OByxmepHaa IxoKI — camblii UHGOPMATUBHDBIV HEVHBA3UBHDBIA MeTOA («30/10TOW CTaHAAPT»)
anarHoctnkn NMMK (4yBCTBUTENBHOCTb M CNeundUYHOCTb MeTofa COCTaBNAT COOTBETCTBEHHO
87-96% 1 87-100%).

Mpu nnannposaHun xnpyprudeckon koppekummn MK ncnonbsytotca YrN3xoKr n 3D-2xoKI. Y na-
LMEHTOB C CybonTuUmanbHoW TpaHCTOpaKanbHOW BU3yanu3auueil BoinosiHeHue YMN3xoKr 6narogapsa
ee BbICOKOMY MPOCTPaHCTBEHHOMY pa3peLleHrto NO3BOJIAET NPOBECTM AeTalbHY OLeHKY Mopdo-
norvn MK (I knacc nokasaHuii ¢ ypoHem gokasatenbHoctu C) [7]. TpexmepHas YM3xoKI, ocobeHHo
npenonepauroHHas, No3BosiAeT NofyunTb 6onee nosHyo nHpopmaumio o mopdonorum MK n cnna-
HMPOBAaTb PEKOHCTPYKTUBHOE BMELLATENIbCTBO.

OxoKI meToarKa BbiBefeHUA cermeHToB cTBOPOK MK npu TTIxoKT, YIM3xoKI 1 3D-3xoKI npea-
CcTaBfieHa Ha puc. 28-34.

Honnep-3xoKl no3sBonsaeT BbIABUTbL U OLEHUTb CTeneHb BblparkeHHocTn MP (cm. pasgen 5.1.10,
XPOHMYeCKasa MUTparnbHaa HepocTaTtouHocTb). CteneHb MP Heo6xoAnMO OLeHMBaTb B COOTBET-
CTBUW C pekomeHpaumammn EBponenckorn IxoKlm accoumaumm no oueHKe KnanaHHOM HefoCTaTou-
HocTu [7]. inA 3TOro NCnonb3yloT cefyloLye KonmyecTBeHHbIe NoKasaTenu: AuameTp nepetuerika
CTpyu peryprutaumm (vena contracta), o6bem 1 nnowagb OTBEPCTUA Peryprutauum, pacCumMTaHHble
no naowaamn NPoKCUManbHOM N30CKOPOCTHOM noBepxHocTH (PISA) puc.35.

Momumo TaxkecT MP HeO6XOAUMO onpenenaTb MeXaHn3M MUTPANbHON HeAOCTaTOYHOCTU —
paclmpeHmne Konbua n/vnn yanmHeHune xopg ctsopok MK.

mitral scallops

il
i, tile

Puc. 28. CermeHTbl cTBopoK MK npu TT3xoKI, napacrepHanbHas no3nuus, ANNHHaA oCb
B Knaccuyeckom BapuaHte (cermeHTbl MK A2 n P2), c HaknoHom BHU3 (cermeHnTbl MK A1 1 P1) unm BBepx
(cermenTbl MK A3 1 P3) (3ammcTBoBaHo u3 Wikiecho, ESC / EACVI) [215].
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mitral scallops mitral scallops

Puc. 29. CermeHTbl ctBopoK MK npu TT3xoKI, anukanbHbie nosnyum: 4KMN (cermentol MK A2, A3 n P2,
P1), pByxkamepHas (cermeHnTbl MK A2 n P1, P3) n TpexkamepHas (cermeHTbl MK A2 n P2) (3anmcTBOBaHO
u3 Wikiecho, ESC / EACVI) [215].

Puc. 31. CermeHTbl cTBopoK MK npu 2D-4YM3xoKr n3 4KIM n naTukamepHo no3uuuin (3anmcTrBoBaHo 13
Wikiecho, ESC/EACVI) [215].
ahon axie views

TTE
mitral scallops

Puc. 30. Bce cermeHTbl cTBopoK MK no kopoTtkoin ocu npu TTIxoKI B napacTtepHanbHoO no3vyun npu
2D-YN3xoKT, npu 3D-3xoKI n aHanornuHbiii xupypruueckuin sug MK (saumcrsosano ns Wikiecho, ESC / Puc. 32. CermenTbl ctBopok MK npu 2D-4HM3xoKI ns aByxkamepHbix (45-60° n 60-90°) n TpexKkamepHoii
EACVI) [215]. nosuumia (120-135°) (3aumcTBoBaHo us Wikiecho, ESC / EACVI) [215].
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aenular height poafernr wafe! wes powtericr wafiet angia

fignting vohame aniercs eafiet area anierior kafiet angis

Puc. 33. AHatomusa u reometpus MK (ctBopku u konbuo) npu 3D-3xoKr (3aumcrBoBaHo us Wikiecho,
ESC/EACVI) [215].

normal coaplation billewing
135 3-ch . .

flall (chordal rupture)
* 130* 3-ch

Puc. 34. BapmnaHTtbl KoanTauum ctBopok MK npu 2D-4IM3xoKI: HopmanbHaa KoanTauus, nponanc
CTBOPOK, NPMNOAHATaA CTBOPKa 1 MOJIOTALLaA CTBOPKa (Mpu oTpbiBe XopAbl) (3aMMCTBOBaHO 13
Wikiecho, ESC/EACVI) [215].
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T GRG0 el
Ry v el
W i ok
N T L i

Puc. 35. KonnuectBeHHas oueHKa creneHu Taxect MP c nusmepenuem PISA. NowaroBbiii aHanus MP:

a - anuKanbHasa 4-kamepHasa nosuuus; 6 - pexum LIAK; B - zoom Ha 30HY MHTepeca; r - usmepeHune
paauyca PISA (cTpenka); i - nocToAHHO-BONHOBOM gonmnep ctpyn MP nosBonsaer paccuntatb EROA

1 RVol. EROA — 3¢ PpeKTrBHas niowaab peryprutaumoHHoro orsepctus; LV — neBbin xkenypouek; LA
— neBoe npeacepaue; RV - npasbiii xkenyaouek, RA - npasoe npegcepave; RVol — peryprutupyiowuii
o6bem; VTI - velocity-time integral (nHTerpan ckopoctn).

B uenom Haubonee HapexHbiMM cneunduueckumn IxoKI-ArarHoCTUYECKUMM MpPU3HAKaMm
MNMMK aBnatotca:
B o3gHee CUCTONMYECKOe 3aHee NpoBucaHune cteopok MK npu nccnegosaHuu B M-pexnme;
= npoBucaHune ctBopok MK (npu asymepHoi OxoKIl B napactepHanbHOM NO3ULMUN NO AANHHOW
ocn);
= yTOMLEHHblE, Ype3MEPHO YBeNIMUEHHble, rnbKne cTBopku MK.
MeHee goctoBepHbI cnegytoLme npusHaKku:
rofIoCUCTONIMYECKUI NPONanc Npu nccnegoBaHumn B M-pexnme;
nporn6 MK B ByMepHOM pexrme B YeTblpexKkamepHO No3unuumm.
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Donnneporpaduueckumn npmsHakamm NMMK cnyxat:

B no3gHecuctonmyeckasa peryprutauma (MP, Bo3HUKaloWas B KOHLE CUCTONbI); Kak NPaBuno, Bbl-

COKOCKOPOCTHas;

B 5KCLEHTPUYHbIV NOTOK peryprutayumn.

5.1.8. JKI-pmarHocTuka

SKl-HapyweHua npu NMMK BKOYaIOT M3MEHEHNA KOHEYHOW YacTU XenyA04KOBOro KOMMJIeKca,
HapyLUeHNA cepAevyHOro puTMa, MPoBOAMMOCTY 1 HabntogatoTca y 1/3 naumeHToB.

M3meHeHuA npouecca penonapmsaumm Ha ctaHgapTHon SKIT pernctpupyoTca B pasinyHbIX OT-
BEAEHUAX C BbigerieHreM 3 TUMUYHbIX BapWaHTOB: 1 — n3onMpoBaHHas MHBepcus 3ybuos T B OT-
BefeHunax ot KoHeuHocTel: |, lll, avF 6e3 cmelleHms cermenTa ST; 2 — uHBepcuA 3y6uoB T B oTBe-
OeHNAX OT KOHEYHOCTEN 1 NeBbIX FPYAHbIX OTBeAeHNAX (MpeumyLlecTBeHHo B V5-V6) B couetaHunn
C HeboMbWMM CMeLleHeM cermeHTa ST HuKe u3onuMHuW; 3 — nHBepcua 3y6uos T B coueTaHun
c nogbemom cermeHTa ST.

Ha DK nokos apUTMnm perucTpupyoTcs B eAMHUYHBIX CJTyvasix, Ha GoHe Gpr3nyecKor HarpysKm
(TpeamMmn-TecT, BENO3ProMeTpus) YacToTa MX BbIsiBIEHUA BO3pacTaeT B 2-3 pas3a 1 B 5-6 pa3 — npu
npoBefeHNn CYyTOUYHOro MoHMTopupoBaHma JKI. Yawwe o6HapyKMBaOTCA CMHYCOBasA TaxMKapaus,
Ha[KenyaoukoBas U eflyouYKOBaA 3KCTPACUCTONMK, HagxenynoukoBble GpopMbl Taxmkapaui,
pexe — cMHycoBasa 6paankapaua, napacuctonua, pubpunnauma n TpenetaHve npeacepauin. Ecto
OaHHble 0 Tom, yto npu MNMK B 8 pa3s uvalle, yem y 300pOBbIX, BCTpeyaeTca cnHgpom WPW [216].
XapaKkTepHa NpaBoXenyfouKoBas OKaM3aLmsa SKTONMUeckoro GpoKyca, 0CO6eHHO B Clyyae Xeny-
[OYKOBOW TaxuKapaum [217, 218].

5.1.9. AunddepeHuymnanbHas guarHocTnka

IOnddepeHumanbHaa gruarHoctmka NMK npegnonaraet ero pasrpaHnyeHne kak CAC ¢ nepsuy-
HbIM «cHgpomom MMK». lononHuTenbHO ncKntoyaeTca BTopnuHbin NMMK npu conyTcTByoWwmMX 3a-
6oneBaHMsX.

[MMK Kak cTpyKTypHasa aHoManuna cepila paccMaTpuBaeTca B Ciyyae:
= Hannuma DxoKl-gaHHbIX, COOTBETCTBYIOLNX CMELLEHUIO MUTPASIbHOWN CTBOPKM(OK) 6bonee yem Ha

2 MM BbliLe ypoBHA Gprbpo3sHoro konbua MK B J1T Bo Bpems cuctonbl;
®m otcyTcTBUA Npu3sHakos CBCT, gocTaTouHbIX ANA NOCTaHOBKM AnarHo3a cuHagpoma MNMK.

MoxeT coueTaTbCA C NPOYMMUN BHYTPUCEPAEUYHBIMU aHOMaNUAMMN U/ BOBNEYEHEM KOCTHOM
cuctembl [17].

OwnarHocTtnka cnHgpoma NMMK npegnonaraer:
= Hanuume [NMMK c remognHammnyeckn 3Ha4MMON MUTPanbHON perypruTaunen u/wnn M ctBopok

y L, MOJIOA0ro BO3pacTa;

npusHakn CBCT<5 6annos'™® [219];

OTCYTCTBME SKTOMMU XPyCTanuka 1 paclumpeHmns aopTbl (Z-kputepunin<2)',[219];

UCKIoYeHne ogHoro n3 MoHoreHHbiX HHCT, koraa NMMK aBnaeTca nnenoTponHbIM NPOABAEHU-

€M JlaHHbIX 3aboneBaHUii.

'° BanbHan oueHKa npuHakos CBCT npuBeaeHa B leHTCKMX KpuTepusax cuHapoma MapdaHa 2010 ropa (Loeys
B.L. etal, 2010) n paccmaTprBaeTCcs B COOTBETCTBYIOLLMX PEKOMEHAALMSX.

' Z-KpuTepuii Nnpeanonaraet oLeHKy NCTUHHOTO pa3mepa KA (MorpaHnyHOro paclumpeHus / aHeBpr3mbl) 1 pac-
CMaTpMBaEeTCA B COOTBETCTBYIOLUX peKOMeHAaLMAX.
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3a6oneBaHus, conpoBoXaatowmeca BTopuuHbim MMK:

BpoxpaeHHble nopoku cepaua PeBmaTnyeckuii | BpoxxaeHHble HapylweHusA o6meHa (cuHapombl XaH-

3HAOKapauT Tepa, cuHapom CaHpununno, 6onesHb ®abpu un np.)
Mwemnyeckas 6onesHb cepaLa Kapguomnonatum

Mwukcoma neBoro npeacepansa Y3enkoBbli nepruaptepumT
AHeBpU13Ma NeBOro Xesyfouka CuctemHas KpacHasA BolYaHKa
Smduzema nerkmx Bo3BpatHbIi nonMxoHapUT
MwacTenuna TunomarHnemusa

CrHAPOM NPAMON MbiLLLIbI CuHgpom BunnebpaHara
TpeoToKCMKO3 Tpomb6ouutonatusa
CnopTuBHOe ceppaLe CuHgpom TepHepa

Tpasma cepaua CuHgpom HyHaH

MurpeHb CrvHapom yanmHeHHoro QT
HeBpos3bl Beretococyamncras guctoHma

5.1.10. OcnoxxHeHuA

MMK mo»KeT BbICTynaTb OT KNUHMUYecKn 6e306magHoro «beHomeHa IxoKM» fo KNMHUYECKN 3Ha-
YMMbIX OCNOXKHEHUI, KOTOpble OTMevaloTcA B 2-4% cnyyaeB U1, Moyt B abcontoTHOM cnyyae (95—
100%) - npwn Hannumm M cTBOpPOK, T.e. npu cuHApome NMMK [220, 221]. K Hum oTHOCATCA:
®  ocTpad (BcneacTeme paspbiBa CYXOXKMUIIbHbBIX XOpA WU/Unun OTpbiBa NanvIAPHON MbILLbI) 1N

XPOHUYECKas MUTPasbHasA HeJOCTaTOYHOCTb (ANChYHKLUUA U Nporpeccupyioliee pacllnpeHne

JIK v JI);

npucoeanHeHne NHPEeKUMOHHOIo SHAOKapanTa (YMEPEHHbIN PUCK);

Tpomb0o3mbonuy, Yalle LepebpasnbHble, CBA3aHHbIE C TPOMO03aMN MUKCOMATO3HO N3MEHEHHBIX

MUTPanbHbIX CTBOPOK;

HapyLLeHMA cepaevyHOro puTMa 1 NpPoBoANMOCTY;

XKM3HeyrpoxaloLie apuTMnm, BHe3anHasa cepaeyvHas cmepTb.

Mpu NMMK kak CAC KNnMHUYecKan 3HaYUMOCTb 1 OCSIOMKHEHMA TOYHO He onpegeseHbl.

OcTpasa MnTpanbHasa HeAOCTaTOYHOCTb. BbipaXXeHHOCTb OCTPON MUTPaIbHON HEAOCTAaTOYHO-
CTV MOXeT BapbUPOBaTb OT He3HauuTesibHOM MP ¢ OTCyTCTBMEM CYLLECTBEHHbIX KNUHUYECKUX MPO-
ABJIEHNI 10 TAXEIOro oTeka fierkmx. OfHa n3 OCHOBHbIX MPUYKH — Pa3pbiB Xopg (06bIYHO B 3pesiom
BO3pacTe) c GOPMMPOBAHMEM «MOJIOTALLErO MUTPabHOro Knanaxa» (flail mitral valve). Mpeppacno-
naratoomm GakTopoM MOXKET ABUTbCA TyMnas TpaBMa rpyAHON KNeTKu nin ypesmepHas Gprsnyeckas
Harpyska.

«MonoTALWMIN MATPANbHBIN KNanaH» onpefenAeTca Kak OTCYyTCTBUE CMbIKaHUA KOHYMKOB CTBO-
POK C 6bICTPbIM CUCTONMYECKMM ABUXEHVEM NopaxeHHo cTBopku B JTT. B 82% cnydyaes nopa<aeT-
CA 3af1HAA CTBOPKa. KNuHMYecKaa KapTuHa cKnafblBaeTcA U3 NOABNEHNA MHTEHCUBHOIO rofIOCUCTO-
JINYECKOTO LyMa 1 NPU3HAKOB OCTPOI MUTPaIbHOW HegocTaTouHOCTU. [pn paspbiBe Xopd 3agHen
CTBOPKUN CUCTOSIMYECKUI WYM MPOBOAMTCA B aOPTabHYIO 30HY M Ha COCyAbl LWen, a Npu pa3pbiBe
nepepHeli — B akCUNAAPHY0 061acTb 1 Ha CrnHY.

OcHoBHoW IxoKI-npr3HaKk — NoABAEHNE SKCLEHTPUYHO HanpaBfieHHON B MPOTUBOMONOXHYIO
OT NOPAXXEHHOW CTBOPKU CTOPOHY cTpyr MP. MocTynneHre AONONHUTENIbHO 06beMa PerypruTmpy-
loLen KpoBu B HeyBenuyeHHoe J1IN ¢ purngHbiMy CTEHKaMy NPUBOAUT K 3HAUYUTENIbHOMY Nogbemy
[aBNieHNA B JIErOYHbIX BEHaX.

XpoHnyeckaa MUTpanbHasA HEAOCTaTOYHOCTb. B cooTBeTCTBUM C pekomeHgaumammn AHA /
ACC 2014 r. B pa3BuTbIX CTpaHax nponanc MK asnaetca Hanbonee yactom NPUUNHON XPOHUYECKON
nepsuyHoi MP, Hapagy ¢ MeHee pacnpoCcTpaHeHHbIM MPUYMHaMK (MHGEKLMOHHbIN SHAOKAPAMWT, 3a-
60neBaHNA COefMHNTENBbHOW TKaHW, peBMaTnyeckas 6onesHb 1 pagraLvoHHOe NopaXkeHre cepa-
ua) [7].
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NMMK rmeeT HeCKONbKO KpuTepreB COOTBETCTBMA XPOHMYeCKon nepBuyHon MP — natonorusa
=1 U3 KOMMOHEHTOB KnanaHa (CTBOPKM, CyXOXKWJIbHble XOPAbI, NanvANAPHbIe MbILULbl, KONbLO), Bbl-
3blBatoLan ero GyHKLMOHaNbHYI0 HeJOCTaTOYHOCTb, C CUCTONIMYECKON peryprutaumen Kposu 13
JIXK B JIMN.

Prck xpoHuyeckor MutpanbHOM HegocTatouHoCTK Npu cuHapome NMMK yBennumsaeTtca ¢ Bo3-
pactom (06bluHO nocne 40 net). MuTpanbHaa HeJOCTaTOYHOCTb Yallle pa3BKBaeTCA NpU Npenumy-
LLlecTBEHHOM Mponarnce 3agHen ctBopkn MK 1 HocuT 6onee BbipaxeHHbI xapakTep. Hebnaronpu-
ATHOe TeueHue NMMK 3akntouaeTca B HapacTaHun MP, npmnsogawen Kk gunatauun JIK n J1T1, pazsutuio
dnbprnnaummn npefcepauii, cuctonnyeckoin guchyHkumm JIK 1 3acTonHOWM ceppeyHoin HepoCTa-
TOYHOCTUN. BO3HUKHOBEHME 1 GbicTpoe nporpeccrpoBaHme MP MoxeT 6biTb 06yCIoBREeHO pa3pbl-
BOM MMUKCOMATO3HO M3MEHEHHbIX XOPA.

Kputepumn oueHKn TaxecTn nepsuyHoin MP npusegeHbl B Tabn. 10 [7].

Mpw HepocTaTouHoM MHPopmaTuBHOCTY TTIXOKT y NnaumeHTOB C MUTPaNbHON HeAOCTaTOUHO-
CTblO NOKa3aHa MarHUTHO-pe3oHaHcHast Tomorpadusa (MPT) ansa oueHKM MexaHU3ma 1 TAXKeCTU Mu-
TPanbHOW HeJOCTaTOYHOCTH, pa3mepoB 1 dyHKUMM JTXK (I Knacc nokasaHuii C ypoBHeEM JoKa3aTesb-
HocTtu B) [7].

UHdeKumoHHbIN 3HAOKapAaUT (U3). Hannure nsmeHeHHbIX cTBOpoK npu NMMK nosbiwaeT puck
pa3BuTnA 13, XOTA B LIeSIOM ero BepoATHOCTb (abcontoTHaa yactoTta B nonynAauum naumneHTos ¢ NMMK)
ABnaeTcA KparHe Huskon. NMK c peryprutaumen n/vnu ¢ Ml cTBOpOK OTHOCUTCA K KaTeropum npo-
MEXYTOUHOrO prcka /3; 6e3 peryprutalymm — K KaTeropuv MUHAManbHOro pucka [222].

Tpomb6oambonuueckne ocnoXHeHnA. Mo3roBas 3M060/MA ABNSETCA OCHOBHOW MPUUUHON
HeBPOJSIOrMYeCcKon CMMNToMaTUKK y naumeHToB ¢ MMK. Puck ambonum y Hux Bbille, yeM B o6Llei
nonynauun. O6cyxpaetca ponb NMMK B BO3HUKHOBEHMMN MHCYNBLTOB B MOSIOAOM Bo3pacTe. Y i,
nepeHecLX MHCYNbT B MOSIOAOM Bo3pacTe (fo 40 net), oTMeyaeTca Bblicokaa yacTtota [MMK B co-
yetaHum ¢ 00O (43-50%).

BHe3sanHana ceppeyHan cmeptb (BCC) - peakoe ocnoxHeHmne NMMK (<2% cnyuvaes npu anu-
TeJIbHOM HabMIoAeHNN C eXXerogHol CMepTHOCTbIo MeHee 1%) [223]. Mexay Tem MNMK aBnsetca
TpeTbel no yactote (3-5%) npuunHon BCC y cnopTcMeHOB Noc/ie BPOXKAEHHbIX aHOManuin Kopo-
HapHbIX apTepuin 1 runepTpodunyeckon Kapamomuonatun. B 6onbimHctee cnyyaes BCC npu MMK
HOCWT apUTMOTEHHBIN FreHe3 1 0bYyC/IoBfeHa BO3HWKHOBEHMEM VAMOMNATNYECKON »Kely[0UYKOBOM
Taxukapaun (bubpunnaumm) nnm Bo3HNKaeT Ha GoHe CMHAPOMA yaJIMHeHHoro uHTepBana QT. Oak-
Topamu pucka BCC y nauymeHToB c [MMK aBnATca Hannume BbipaxeHHo MP n cnctonmyeckom gmc-
byHKumm JIXK [213].

5.1.11.MporHo3

B cootBeTCcTBUYM C 06LIENPM3HAHHBIMK NOAXOAaMU, CTpaTudrKauma pucka npu NMMK ocHoBbiBa-
eTCA Ha OLeHKe cTeneHn BbipaxkeHHocT MP 1 onpeaeneHun TonwmHbl ctBopok MK [1].

Mpw TonwWmHe CTBOPKM 5 MM 1 605iee AOCTOBEPHO MOBBILAETCA CyMMapHasa BepoATHOCTb BCC,
SHAOKapAuTa u uepebpanbHbix SMO60NNIA, BEPOATHOCTb PAa3BUTUS MUTPaIbHON HEAOCTAaTOYHOCTU
(26% npoTuB 3,1%), pa3pbiBa XOPA, XKeNyAOUKOBbIX HapyLIeHNN PUTMa, U Takne nauneHTbl MoryT
6bITb OTHECEHDI K Ipyrne BbICOKOro pucKa.

Mpw norpaHnyHoM nponance (Npornée) MUTPaNbHOrO KnamnaHa He BbIABIIEHO CBA3W C YToJLe-
Huem cTBOpoK, MP, yBennueHunem JM, KnanaHHbIMN OCNOXKHEHNAMM Y AajibHeNLWen nporpeccnen
3aboneBaHnA [204]. OpHaKo CyLeCcTBYIOT YKa3aHMA Ha BO3MOXHOCTb MJ] KnanaHa gaxe npw npo-
nabuposaHum B 1-2 MM ¢ nporpeccupoBaHem M ¢ TedyeHnem BpemeHn [201], uTo nogkpensieHo
pekomeHgaumamu AHA / ACC 2006 r. no ArHaMnyecKoMy HabmofeHWIo 3a STOW FPYNMol Kaxable
3 roaa.

BonblwuHcTBo NauymneHToB ¢ MMK, 6e3 npusHakoB M ctBopok u MP meHee Il ctenexu, moryT
ObITb OTHECEHDI K Ipyrne HU3KOro pucKa ¢ 6:1aronpusTHbIM NPOrHo3om [224, 225].

He6naronpusTtHoe TeueHme NMMK 3akntouaeTcsa B HapacTaHuu MP, npuBogsulen K gunataumm
JIXK v 1N, passutuio dubprunnauumn npegcepania, cuctonnyeckon amcdyHkumm JIXK n XCH. BosHuk-
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Ta6bnuuya 10
Crapgun nepBUYHON MUTPaANIbHOW peryprutauum
Cragua n ee
onpeAeneHne A B - nporpeccupyio- C-6eccumntomHas | D - cumnromHas
=Ll wasa MP Taxenaa MP TAXenas MP
Mapametpbi
OLIEHKM
Mponanc MK taxenon | Mponanc MK taxenon
CTeneHu C HapylleHW- | CTeMeHU C HapyLleHu-
Mponanc .
MK nerkoit Mponanc MK taxenon 5 em KoanTauyum em KoanTauum
CreneHm CTeneHu ¢ HopMasnbHoI PeBmaTuueckne n3me- | PeBmatuyeckue nsme-
. | KoanTauuewn HeHMA KnamnaHa c orpa- HeHuWA KnanaHa c orpa-
C HOPManbHOWN
KoanTaumeli PeBmaTuueckue name- | HIYEHUEM ABWXKEHNUA | HUYEHMEM ABUKEHUA
HeHWA KnamnaHa c orpa- | CTBOPOK 1 HapyLue- CTBOPOK Y HapyLue-
AHaTommna CTBOPOK . .
KnanaHa YronweHve HUYEeHNEM ABUXeHNA HUeM LeHTpanbHom HVeM LieHTpanbHOM
MK nerkoit CTBOPOK 1 HapyLue- koanTaumm koanTaumm
CreneHm HVeM LieHTpanbHoOM I'IepeHeceHwal I'IepeHeceHwal
W orpaHude- koanTaumm NHOEKUMOHHDIN SHAO- | MHHEKLNOHHBIN SHAO-
HYe JBUKeHNA nepEHegeHHbIM nHdeK- | KapauTt Kapaut
CTBOPOK LIMOHHBIN SHAOKapANUT | YTONLWeHre CTBOPOK | YTonLeHne CTBOPOK
npw pagnaLoHHOM npw pagnaLioHHOM
nopaxeHuu cepaua nopaxeHuu cepaua
OrcyTtcTBume MoToK LieHTpanbHON MoToK LieHTpanbHON [oToK LeHTpanbHoON
MP nnn peryprutauunmn 20-40% | peryprutaunn >40% peryprutaunn >40%
Hebosb- otBepctuA JIMN nnn otBepctuA JIMN nnn otBepctuA JIMN nnn
IOV NOTOK no3aHUIN cucTonuye- ronoCUCTONINYECKINI ronoCUCTONNYECKUIA
LeHTPaNbHON | CKUIN SKCLLEHTPUYHbIN SKCLEHTPUYHbBIN NMOTOK | SKCLIEHTPMYHBIN NOTOK
perypruTa- notok MP MP MP
TpaHcknanaHHaA | umm <20% Vena contracta <0,7 cm | Vena contracta 20,7 cm | Vena contracta 20,7 cm
remogrHamuka | otBepctua JIM | O6bem peryprutauumn | O6bem peryprutauumn | O6bem peryprutauum
no AaHHbIM <60 mn 260 mn =60 mn
ponnep-IxoKr | ®pakuua perypruta- Opakuma perypruta- | ®Opakuyua perypruita-
Vena contracta uumn <50% umn =50% umn =50%
(nepeweek pe- | 3MPO <0,40 cm* 3MP0O=0,40 cm?* 3MNPO=0,40 cm?*
ryprutauum) CreneHb Mo AaHHbIM CreneHb Mo AaHHbIM CTeneHb No AaHHbIM
<0,3cm aHrnorpadum 1-2+ aHrnorpadum 3-4+ aHruorpadpum 3-4+
YMepeHHO BblpakeH-
HOe WSV 3HauuTesb-
Hoe yBenuuenwue J1I
Ysenuuenue JIXK YMepeHHO BblpaKeH-
Hebonbluoe yBennue- | MNoBbllweHHOe AaB- HOe UNN 3HaunTenb-
Hue JTM, oTcyTCTBMNE NeHune B Iero4Homn Hoe yBenuuenwue J1I
Cnencrsue Het yBenuyeHna JiK apTepun MOXeT ObITb | YBenuueHune JHK
HopmanbHoe aaBneHve | BbIABNEHO B MOKOe MNoBblweHHOe faB-
B IeroYHON apTepun WNIN NPU Harpyske NleHne B IeroyHon
C1: OB JTXK>60% apTepun
1n KCP<40 mm
C2: OB J1?K<60%
n KCP=40 mm
CHVXXeHne TonepaHT-
HOCTU K pU3NYeCKUM
CumnTOMbI Het Het Het Harpyskam

Oppbiwka npu Gpusnye-
CKMX HarpysKkax

MpuMeyaHme: * — apdeKTMBHAA NNOLAAb PErypruTaLyoOHHOro OTBEPCTHA, CM?, pacCuMTaHHasA Mo Nowaan NPoKCUManbHow
paBHOCKOpOCTHOW nosepxHocTy (PISA).

Cokpalieruna: KCP — KOHeUHO-CCTONMUYeCKUiA pasmep NeBoro xenyaouka; JIXK — nesbivi xenypouek; JIM - nesoe npeacepane;
MK — muTpanbHbiid KnanaH; MP — muTpanbHas peryprutauus; ®B — dpakuma sbibpoca; SMPO - sdpdpeKkTnBHasA nnowwaab peryp-
rMTaLMOHHOrO OTBEPCTHA.
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HoBeHue 1 6bicTpoe nporpeccrpoBaHme MP MoxeT ObiTb 06yCNIOBNEHO Pa3pbiBOM MUKCOMATO3HO
N3MeHeHHbIX xopg [226].

CpenHAA NPOJOHKUTENBHOCTb XXMU3HN MYXXUUH 1 XeHWwurH ¢ [TMK He oTnnuyaeTca oT TakoBOM
B MONYNAUMY B LIeJIOM, YTO CBMAETENIbCTBYET O XOPOLLEM NPOrHO3e Y NoAaBAAoLWero 60bLWLINHCTBA
naumeHToB [227]. OgHako BO3pacTHasA U 0CO6EHHO cepAeUYHO-COCYANCTan BbIXKMBAeMOCTb NauneH-
T0B C MMMK HaxoanTcA B 3aBUCMMOCTY OT CONYTCTBYOLWMX hakTopoB pucka: [228]

Bonblwe (nepBuYHbIe):

MUTpanbHaa peryprutauma = |l ctenenn;

MUKCOMATO3 =5 mm;

dpakuma Bbibpoca <50%.

Manble (BTOpryUHbIe):

MUTpanbHasa peryprutaumsa | ctenenu;

MUKCOMATO3 <5 MM, (T.e. 3-4 mMmm);

nesoe npepacepave <40 mm;

«MONOTALLAA CTBOPKaY;

Bo3pacT =50 ner;

dunbpunnauma npeacepanin.

PrcK ocnoxHeHUN pacLeHnBaeTCA Kak HU3KMIA, eClii MUKCOMATO3 OTCYTCTBYET (TOSLLMHA CTBOP-
K1 <5 mm) u/vnn MP 0-I cteneHwn; cpefHUin — Npy HaNMUMM OJHOTO 6OMBLIOTO UK ABYX MasnbiX dakK-
TOPOB PUCKA; BbICOKMIA — MPU ABYX GONbLUUX UNIN TPeX 1 6osiee Masibix GaKTopax prCKa; OYEHb Bbl-
COKWMIA pUCK — NpY ABYX 6onblumMx GaKkTopax pucka y nuy ctapie 50 neT Ha GoHe pa3pbiBa Xxopa unu
Kapavomeranuu nnu npusHakax XCH.

B nnaHe HebGnaronpuATHOro NPOrHO3a CEPAEYHO-COCYANCTbIX COBLITUI MOTYT TaKXe YUUTbI-
BaTbCA ayCKyNnbTaTMBHblE AaHHble 1 rMy6uHa nponabupoBaHma cTBopkm(ok) MK [229, [230], Hanu-
uve 1 BblpaXKeHHOCTb ANCYHKUMM SHAoTennA [210, 211].

5.1.12. TakTnka BeieH1A, noaxoAbl K Tepanuun

Mopxopbl K neyeHmio 6onbHbIX ¢ MMK cornacoBaHbl U N3N0XKeHbI B HEJaBHO OMyONMKOBaHHbIX
pekomeHgaumax AHA / ACC n POK [7, 14, 189]. JleueHne moxeT 6bITb MeANKaMEHTO3HbIM 1 XUPYp-
rMYECKNM B 3aBUCMMOCTM OT HAIMUMNA U TAXKECTU peryprutaymm.

BonbwnHcTBY NauuneHTos ¢ MMK npu oTCyTCTBUUN KNMHUYECKO CUMMTOMATUKKN MOXeT BbiTb pe-
KOMEeHA0BaH OObIUHbIN 06pa3 XN3HW 1 perynsapHble Gpranyeckne TpeHMpPoBKU. Mpr N30aMpoBaH-
Hom MMMK npoTuBonokasaHus gnsa 6epemMeHHOCTN OTCYTCTBYIOT.

beccumnToMHbiM nauymeHTam ¢ NMMK n naumeHtam ¢ NMMK 6e3 MP MoXeT 6biTb peKOMEHA0BA-
HO KnnHnYeckoe obcnenoBaHne Kaxapble 3-5 neT. MoBTopHoe IxoKl-o6cnenoBaHre BbINONHAETCA
TONbKO NPW BbIABNEHNM NMPU3HAKOB BbICOKOTO prcKa npu neperyHom IxoKl-obcnenoBaHuuy, a Tak-
e B c/lyyae nosABAeHNA CUMMTOMOB, MO3BOAAOLWNX NPEAMNONOXKUTb BO3SHUKHOBEHME 3Haummon MP
WJIN MIHOTO CepleYHO-COCYAMCTOro 3aboneBaHus.

MauneHTbl ¢ MMK 1 xanobamu, 06ycnoBNEHHbIMM MOBbILWEHVEM TOHYCA WU PEaKTUBHOCTU
CMMMATUYECKOW HEPBHOMN CUCTEMDI (cepaLebreHne, Kapananrim, OAblLKa), YacTo NMONOXKUTENBHO
pearvpytoT Ha Tepanuio [3-agpeHobnokatopamu. B page cnyyaeB 6biBaeT AOCTaTOUHbIM OTKa3 OT
TaKNX CTUMYNATOPOB, Kak KodewrH, ankoronb 1 KypeHune. HapylieHna putma mMoryT notpebosatb
[OMOSIHUTENIbHOIO NeYeHus.

HecmoTpA Ha He[OCTaTOUHbBIN ypoBeHb AoKasaTenbHocTh (C u D), B nuTepatype MMetoTca Becb-
Ma ybenumTenbHble faHHble 06 3¢pdeKTMBHOCT opoTaTa MarHua ansa neverus NMMK u conyTcTsyio-
LMX eMy BereTaTMBHbIX HapyLIeHUN.

MepavikameHTO3HaA Tepanua cUCTonnyeckon ANcoYHKLMN Heo6XoAMMa NaLeHTaM C TAXKeNnon
MH npwu dpakumm Bbibpoca MeHee 60%, eCU UM He NNaHWPYeTCA BbINOSIHEHUE XUPYPTYECKOrO
BMeluaTesibcTBa. OHa Ao/mMKHA BKIIloYaTb GeTa-agpeHobnokaTopbl, MHrMbutopsl AMN® unu capTaHbl
1, BO3MOXHO, aHTaroHNCTbI anbgoctepoHa (lla knacc nokasaHuin ¢ ypoBHeM Joka3zaTtenbHoctu C).
Mcnonb3oBaHne Ba3oamnaTaTopoB He MOKa3aHO HOPMOTEH3UBHbIM GECCYMMTOMHbBIM NauuveHTam
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c Tskenoii MH n coxpaHHol ¢ppakumein Boibpoca JIX (lll knacc nokasaHui ¢ ypoBHeM JoKa3aTesb-
HocTu B) [7].

AHTnGaKTepmanbHas Tepanusa ana npodunaktukm U3 npu NMMK (MpomeXXyTouHbI PUCK) He
nposoauTca [222]. Mpepnonaraetca Hecneunduyeckaa npodunakTrka, BKIOYaOLWaa pPeKoOMeH-
Jaunn no exerofHOM rMrneHe MONoOCTU pTa U Koxu. Mposoautca pesnHdekuma paH, caHauma
(ycTpaHeHMe) XpOHUYECKUX OYaroB GaKTepUasibHON MHOeKUUK (KoXa, YPOreHWTasnbHbI TPAKT)
C NPYIMEHEHNEM STUOTPONMHBIX aHTMOVMOTMKOB. 3anpeLLaloTca MUPCYIHT U TaTYMPOBKU, CaMosieyeHne
aHTN6MOTVKaMU. [10 BO3MOXXHOCTY OFPaHNUYMBAIOT MCMOSIb30BaHUE MHPY3NOHHbIX KaTeTEPOB U UH-
Ba3uBHbIX Npoueayp. OTaaoT npegnouteHne neprudeprnyecknm Katetepam nepes LeHTpanbHbIMm
C NX CUCTEeMaTMYECKOWN 3amMmeHoN Yyepes Kaxable 3—4 AHA. [lomKeH BbINMONHATLCA CTPOrnU yXo4 3a
LieHTpanbHOM 1 nepudepmryeckon KaHionamu.

BbinonHeHue noboro Xxmpypruyeckoro BMeLlaTesibCTBa Ha MUTPAJSIbHOM KilarnaHe aBToMaTnye-
CKM NepeBOAUT MaureHTa B KaTeroputo BbICOKOro pucka M3. Hapsapy ¢ Hecneuudumyeckon (npea-
CTaBfieHa Bbille) NpefycMaTpMBaeTcA CTaHAapTHasA CxeMa aHTMOMOTMKONPOGUNaKTMKI. 3aKnioda-
€TCA B Ha3HaYeHUN aMOKCULMIMHA B fio3e 2 I BHYTPb 3a 1 4 Ao NpeAnonaraemoro BMellaTenbCTBa,
npv HEBO3MOXXHOCTY NpUema BHYTPb Ty Xe J03Y npenapara cneayeT BBECTU BHYTPUMbILLEYHO 3a
30 MuH oo npoueaypsbl. B cnyyae HenepeHOCUMOCTI NEHULMANIMHOBOIO PAZa anbTepHATUBOW Ciy-
KUT KNUHgamMuumH 600 mr.

Y monopabIx nogen yaile BoliABnaeTca Taxenaa M ¢ 60nbLioi N36bITOYHOCTBIO Kak NepeaHen,
TaK 1 3afHel cTBOPKU 1 xopg (cMHapom bapnoy). Y noxunbix npeobnagaet ®3H, cneactenem KoTo-
poii ABNATCA pa3pbiBbl Xopa. AnddepeHumauma STux ABYX NPUUNH UMeeT 60MblLoe 3HaueHne Npu
onepaTMBHOM BMeLLaTeNIbCTBe.

CoBpeMeHHble peKoMeHZaunn No XMPYpPruyeckomy BefeHW0 MauMeHTOB C MEPBUYHOWN MU-
TPanbHOWN HEAOCTAaTOUHOCTBIO NPeACTaBeHbl B Tabn. 11 [7].

Ta6bnuuya 11
PeKkomeHAaLuuy No XMpypruyeckomy fie4eHmio NepBuYHoi MUTpanbHoi HegoctatouHoctu AHA / ACC
(2014)

Knacc no- YpoBeHb foKa-
PekomeHpauusa .

KasaHuin 3aTeNIbHOCTU
Xnpypruueckoe BMeLLaTeNIbCTBO PEKOMEHAO0BAHO CUMNTOMHBIM NaLm- | B

€HTaM C XpoHuyecKol Taxenon nepsunyHoin MP (ctagua D) n OB JIXK>30%

Onepauya Ha MUTPaNbHOM KilarnaHe pekoMeHAoBaHa 6eCCMMNTOMHbBIM
naymeHTam C XPOHUYECKON Taxenon nepeuyHon MP n gucdyHkumen JIXK || B
(DB 1K 30-60% wn/vnn KOAP JIXK=40 mm, ctagusa C2)

Mnactrka MK 6onee npegnoytuTenbHa no cpaBHeHuto ¢ MpMK'y nauu-
€HTOB C XPOHUYECKON TAXKeNon nepsmyHoin MP, orpaHnyYeHHON 3agHen | B
CTBOPKOW, KOTOPbIM MOKa3aHO XMpypruyeckoe neyeHune

Mnactuka MK 6onee npepnoyTtutenbHa no cpasHeHuto ¢ NpMK y nauueH-

TOB C XPOHWNYECKOW TAXenon nepenyHon MP, c BoBneueHnem nepega-

Hell CTBOPKM WS 06erX CTBOPOK, KOTOPbIM MOKa3aHO XUpypruyeckoe | B
neyeHue, B Cyyae, KOraa ycrnelHas 1 HafeXXHasa nnacTmka MoxeT 6biTb

BbIMOJIHEHA

Mnactuka MK nnu MpMK nokasaHbl nayneHTam C XpOHNYECKON TAXKENON
nepsuyHo MP, KOTOpbIM MPOBOANTCA OMNepaLma Ha cepALie Mo Apyrm | B
npuynHam

BbinonHeHue nnactkn MK LenecoobpasHo y 6ecCMNTOMHbIX NaLueH-

TOB C XPOHMYecKom Taxkenomn nepsuyHon MP (ctagma C1) ¢ coxpaHeHHoM

dyHKupmen JIXK (OB JTXK>60% 1 KCP JTXK<40 mm), y KoTopbix BepoAaTHOCTL | lla B
YCMEeLWHON 1 HafieXXHOM NnacTnkm 6e3 pesugyanbHon MP >95% npu

OXnpaemom cmepTHoOCTU <1%
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MpogomkeHue Tabnuubl

BbinonHeHune nnactnkn MK uenecoo6pasHo y 6ecCMMNTOMHbBIX Na-
LIMEHTOB C XPOHMNYECKOWN TAXKENON HepeBmaTnyeckon nepsuyHon MP
(ctagmsa C1) c coxpaHeHHom dyHKumel JTXK, KOTopble UMELOT BbICOKYHO
BEPOATHOCTb YCMELIHON U HAAEXHOW NNACTUKM U 1) BHOBb BO3HUKLLYIO
drbpunnalymio Nnpegcepanii NNn 2) NOBbILLEHHOE AABNEHME B IErOYHON
apTepun B NoKoe (CMCTONNYeCKoe apTepranbHOe AaBNeHre B JIErOYHON
apTepun >50 MM pT. CT.)

lla

BbinonHeHue nnactuku MK LenecoobpasHo y naLMeHToB C XPOHUYECKO
nepsuyHon MP cpepHen Taxectu (ctagua B), KoTopbim npoBoanTCA
onepauua Ha cepaLie No ApyrM NpruyMHam

lla

Onepauus Ha MK MOXeT 6bITb pacCMOTPEHa Y CMMTOMHBIX NaLYEHTOB
C XpOoHMueckom Taxenon nepsryHon MP 1 ®B J1K<30% (ctagusa D)

Ilb

BbinonHeHue nnactrkn MK moxeT 6bITb PacCMOTPEHO Yy NaUneHTOB

C peBMatnyeCcknm nopaxeHmem MK, KOTOPbIM MOKasaHoO Xxnpypruyeckoe
neyeHne, eCnm HaeXHOCTb U yCNewHOCTb MN1IaCTUKN BEPOATHaA NN BO3-
MOXXHOCTb AINTEIbHON aHTVIKO&I'yJ'IﬂHTHOl;I Tepannn COMHUTENbHA

Ib

BbinonHeHe TpaHcKaTeTepHOM NNAacTUKM MK MOXeT 6bITb pacCMOTPEHO
y TAXenblX CMMNTOMHbIX naumneHTos (CH I1I/1V knacca no NYHA) ¢ xpoHu-
yeckom Taxenol nepsuyHon MP (ctagua D), y KOTopbix oXuaaemas npo-
LOJXKUTENbHOCTD XMU3HU ABNAETCS LENecoobpasHOi, HO onepauoHHbIi
PUCK BCeACTBUE TAXKENOWN CONMYTCTBYIOLEN NAaTONOMMMN OYEHb BbICOKMNN

llb

CTPYKTYPHbIE AHOMAJTMW CEPOLIA

MNMpMK He fOMKHO BbINONHATLCA C LIeNbIO IeYeHUA 30NNPOBaHHON
TAXenow nepsuyHon MP, orpaHMyeHHON MeHee YeM OHOWN NONOBUHON
3aflHell CTBOPKMU, 3a NCKIIIOYEeHVeM ClyvaeB, Korfa Aenanach nonbitka
BbINonHeHuA nnacTukn MK, n oHa 6bina 6esycneluHoi

Cokpalienus: KCP — KoHeUHO-cMCTONNYECKNIn pa3mep NeBoro xenyaouka; JIXK — nesbiii xenygoyek; MK — MuTpanbHbiii Knanak;
MP — mutpanbHas peryprutauus; MpMK - npoTesnpoBaHue muTpanbHoro knanaHa; ®B — ¢pakuua Bbibpoca.

B otnnume ot npedbigylmx pekomeHgaunn He NOATBEP>KAEH BbICOKNA YPOBEHb AOKa3aTenb-
HOCTV B OTHOLWEHWN 3GPEKTUBHOCTU XMPYPrMYeckon pekoHCTpyKumm MK ona naumeHToB ¢ coxpa-
HeHHbIMU OB 1 KOHEYHbIM cucTonMYeckum obbemom JIK.

PekomeHAaLmu no BeAeHMIo NaLyeHToB ¢ neperyHon MP cymmumpoBaHbl B puc. 36 [7].

Heobxogumo umetsb B BUly, uto 60nbHble ¢ NMK, coueTatowmmea ¢ nprsHakamu CBCT u remo-
OVHaMmyecky 3Haunmon MP, Kak npaBusio, CKIIOHHbI K GbICTPOMY NMPOrpeccnpoBaHmMio cepaeyHomn
HeoCTaTOUYHOCTU, Pa3BUTMIO NEroYHON rmnepTeHsun, GubpunnALMN Npeacepamnin  UMeKT BbICO-
Kun puck BCC. Y naumeHToB ¢ BbipaxkeHHbIMU NnpusHakamu CBCT, gaxke npy ycnoBumn ageKkBaTHO Bbl-
MOMHEHHOTO NEPBMYHOrO OMNEePaTUBHOrO BMELLATeNIbCTBa, CYLLIECTBYET BbICOKMI PUCK MOBTOPHOTO
XVIPYPruyeckoro BMeLIATeNbCTBA B pe3ynbTaTe NpPorpeccupoBaHiis OCHOBHOTO 3aboneBaHus.

KJTIOYEBDIE NOJIOMKEHUA
® CTOYKM 3peHnA COBPEMEHHbIX NPeACcTaBNeHNA 1 ManofoCTYNMHOCTY KNacCMYeCKnX MoneKynap-

HO-TeHeTUYeCcKUX MeTooB UcciefoBaHUA Ana Bepudrkaumm 3aboneBaHna NOCTaHOBKa Aua-

rHo3a [MMK aBnaeTca CMHTE30M ayCKyNbTaTUBHbIX, KNMHUYECKNX 1 IXOKI-NpoaBReHnn ¢ oueH-

Kon npusHakos CBCT.
= BapuaTuMBHOCTb pacnpocTpaHeHHOCTU MK obycnoBneHa nogxoaamuv n usmeHeHUsamu B IxoKI-

AMarHoCTVKe C y4eTOM 3BOMIIOLMM NPeaCcTaBeHUN O TpPeXMEePHON CTPYKTYpe Konbua MK.
= EAnHBIX NOAXoA0B B TepMUHONOrMn 1 Knaccudpukauum NMMK HeT. OnpegeneHHbIM NpeacTaBns-

eTcA MHeHwue o geneHumn NMK Ha nepBUYHbIA 1 BTOPUYHDBIN, NOHATUE «cnHgpoma MNMMK» n NMMK

KaK CTPYKTYpPHOW aHOManuu cepaua unu nneorponHoro nposasneHna HHCT. O6ocHoBaHHOCTb

TEPMUHOB «BepOATHbIN [TMK», <n3onmpoBaHHbii NMK» 1 gpyrue TpebytoT fanbHenwero nsyye-

HUA Ans BepudrKaLum CTENEHN PUCKA 3HAUUMBIX KITMHUYECKUX MPOSIBEHNI 1 OCNIOXKHEHUIA.
®  OcHOBHbIM MeTooM auarHocTukm NMMK He3aBMCMMO OT ero aTMonaTtoreHesa, Asndetcs dxoKI,

npwv BbINOIHEHNM KOTOPOI crieflyeT yunTbiBaTb aHaToMuuyeckue ocobeHHoct MK 1 ncnonb3o-

BaTb COBPEMEHHble MOAXOAbl NHCTPYMeEHTanbHOM AnarHoctukn. OnpepeneHbl xoKl-kprutepun
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Puc. 36. MokasaHusa K XUpypruyeckomy siedyeHuvio npun nepBUYHON HEAOCTaTOYHOCTU MUTPaNIbHOIO
K/fanaHa.

MpumeyaHue: ® - nnactuka MK npegnoututenbHee NpoTe3MpoBaHus;

Cokpatuenusa: CIJIA - cuctonmueckoe aaenexmne B neroyHon aptepuu; KCP — KOHEYHO-CUCTONNYECKINIA pasmep NeBOro »Kenyaouy-
Ka; JIK — neBbii xenypouek; JIN - nesoe npepcepane; MK — MuTpanbHblii Knanax; MP — mutpanbHas peryprutauus; OP — o6bem
peryprutaumu; CH — cepieuHan HegocTaTouHocTb; OB — dpakuma Bbibpoca; O - dubpunnauma npeacepanii; OP — ppakumsa
peryprutauuu; IMPO - apdeKkTMBHAA NNoLWaab peryprutaumoHHoro oteepctus; KP — knacc pekomeHpauui.

MMK ¢ no3uvuwnin cTeneHn NponabripoBaHUs, TAKECTU pPeryprutaumu, Hanmumsa / oTCyTCTBUA
YTOJLIEHNA CTBOPOK.

®m  CoBpeMeHHble pekomeHgaumm AHA / ACC 2014 He noaTBep»KAAlOT BbICOKOIO YPOBHA JOKa3a-
TENIbHOCTN B OTHOLWEHNW 3PpHEKTUBHOCTY XMPYPrMyeckon pekoHCTpyKunn MK ana naymeHToB
C coxpaHeHHbIMK OB 1 KOHEUYHbIM CUCTONIMYECKUM 06 bemom JTK.

5.2. 5.2. Mponanc aopTtanbHOro KnanaHa

5.2.1. 3TnonaroreHes

Beaywwasn npuunHa nponanca aopTtanbHoro knanaxa (MAK) - HHCT. MponabupoBaHue CTBOPOK
AoK uacto Habnopaetcs npu JAK ¢ 6onbluei BepOATHOCTbIO MPU BEPTUKAJIbBHO OPUEHTMPOBaH-
HbIX KOMUccypax [231] nnm MoxeT 6bITb 00yCNIOBNIEHO AedeKTOM MEXKENYLOUYKOBOW NEPErOPOaKY,
nNpuBOAALLMM K HegocTaTouHon nogaepxke AK [232, 233]. CnegyeT yunTbiBaTb BO3MOXHOCTb pas-
BuTnA MNAK BCneactsme TpaBMbl FPyAHON KNETKW.

MwkcomaTo3sHoe n3meHeHve nonynyHuin Aok c yannHeHnem cBo6oAHbIX Kpaes v yBennyeHrem
noBepxHOCTV Habnopaetcsa npu CM [234]. MponabuposaHne AoK MOXeT conyTcTBOBaTb NpoLieccy
MUKCOMaTO3HOM aereHepauun MK [235].
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5.2.2. PacnpocTpaHeHHOCTb

PacnpocTpaHeHHocTb MAK B 06Lwei nonynaummn okono 1,2% [236] ¢ yacTol accoumaumen npu
Apyron knanaHHow n cocyaucton natonorun: JAK, NMMK (8 10-20% cnyuaes), gunataumen KA npwm
CM [235, 237].

5.2.3. dxoKl-gmnarHocTtuka

Mponanc ctBopok AoK npeacTaBnsfeT NX AnacTonnyeckuii Npormé B CTOPOHY BbIXOAHOMO TpaKTa
JIXK 6onee 1 MM oT NHUKN GNBPO3HOTO KoNbLa [84].

B uenom nobon guactonmuecknii Nporné cTBOpPKM Hmke GprbposHoro Konbua AoK B cTopoHy
BblHOCALLEro TpakTta JIXK, npy ycnoBmmn KOPPEKTHO BbiIBEAEHHON NO3MLIMM, MOXET pacLeHMBaTbCA
Kak nponanc. OgHako nponabuposaHve MeHee 1 MM JaeT 60bLUYI0 OnepaTop-3aB1CMMYIO NOrpeLL-
HOCTb M3MepPEeHMA 3a CYET TOJLLMHbI CTBOPKM U HE YUnTbIBaeT aHaTOMUYeCcKme Bapraumm HopMaib-
Horo ctpoeHuna AoK B nonynauun [238].

CTaHAapTHO MCMONb3YEeTCA NapacTepHanbHas NPOAOobHaA NO3MLMA, KOTOPaA MOXET ObiTb [O-
MosiHeHa NCCNeaoBaHEM B CEYEHMM MO KOPOTKOWM OCU Ha YpOBHE BblHOCALLero TpakTa JIK Heno-
CpefCcTBEHHO HUXKe YPOBHA KnanaHa. [py 3Tom onpegenseTca Kpyrnasa Uiy oBanbHas CTPyKTypa
B MPOoeKLur OAHOro unm 6onee nonynyHui [239, 240].

Mponanc AoK MoXeT 6bITb MOAHBIM MM YacTUUHbIM (puc. 37). Mpwn yactuuHom MAK B BbIHOCA-
wuia TpakT JIK nponabupyeT ToNbKo AncTanbHada vyacTb noaynyHus (A), npy stom dopmupyeTca ero
M3rn6, XOpoLIO BM3YaNM3NPYIOLWMIACA B MPOAONbHON NMO3MLMW U/WMIN NO3NLMUM MO KOPOTKOM OCW.
Mpw nonHom MAK nponabupyet Bcsa cTBopKa (B).

Mpy nponabrvpoBaHUN OAHON CTBOPKU OLEHKa MPOBOAUTCA MO OTHOLIEHUIO K HOPMasibHbIM
CTBOPKaM 1 B 6OMbLIMHCTBE CNyYaeB He BbI3blBAaET AMArHOCTUYECKUX 3aTpyaHeHu. MponabrnpoBsa-
HMe HECKOMNbKMX CTBOPOK MOXKHO 3aMof03puTb MO CMELLEHMIO 30HbI KoanTaumm CTBOPOK B CTOPOHY
¢unbposHoro konbua AoK. Mpn 3Tom cnefyeT yunTbiBaTb, YTO M HOPMaJibHble CTBOPKM MOTYT ObiTb
He3HauNTeNbHO, PaBHOMEPHO U CUMMETPUYHO CMELLEHbI HUXKe GMOPO3HOro Konbua, He U3MeHAs
cBoO KoanTauumo. Mpy paBHOMepPHOM NPoabrupoBaHUy TPeX CTBOPOK 3HAUMMOW aopTanbHOW pe-
ryprutaumy BpeMeHHO MOXET He 6biTb, OIHAKO 30Ha KoanTauumy Npu 3TOM CMeLLeHa, a ANnHa Koarn-
Tauum ymeHblLUeHa.

Ina coueTtaHua nponanca AoK c nponabuposaHem ctBopok MK unu TKK xapaktepHo npona-
6vpoBaHMe 06enx CTBOPOK MWUTPASIbHOFO U HE MEHEe ABYX CTBOPOK TPUKYCNMAANbHOIO KnanaHa
[236].

Puc. 37. YpecnuweBopHas IxoKrl npu yactuuHom (A) u nonHom (B) MNAK (3anmcrBoBaHo u3 Allen M.N.,
1999) [241].
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Puc. 38. MaymeHT M. - yacTMYHBI Nponanc HekopoHapHoii cTBopku AoK (A) n akcLleHTpUUYHan cTpya
peryprutauum (b) crBopkun AoK npmn YM3xoKr.

MposepeHne YMN3xoKr (puc. 38 A, b) no3sBonaeT 6o1ee TOUHO OLEHWUTb TOMLUHY MONYNYHWN,
YPOBEHb 1 AJINHY NX KoanTaLmu, NoKanvsauuio 30Hbl NponabuposaHud, aHatomuio KA (B ceueHun
Mo ASIMHHON ocK), a TakxKe cummeTpuio KA 1 Hannume n3bbITOYHON TKaHU NOAYNYHUI (B CeYEeHMU Mo
KOPOTKOM OCK).

B otnnume ot MNMK, ansa nponanca Aok, a Takxe gpyrux KnanaHos, He pa3paboTaHbl HOPMaTUBbI
TOMWMHBI 1 ANIMHBI CTBOPOK, KOTOPbIE NO3BOAMN Obl KONMYECTBEHHO CYAWUTb O HAIUYUW WNIN OT-
CYTCTBUW MMKCOMaTO3a CTBOPOK.

LiseToBas pgonnneporpadua: Hanuume SKCLUEHTPUYHOWN CTPYM Peryprutaumm B BbIHOCALLEM
TpakTe JIXK cBMAaeTenbCcTBYyeT 0 Nnponarce ogHOro unu 6onee noaynyHuin [239]. SKCLUEHTPUYHOCTb
CTPyV peryprutaLum MoXeT orpaHnumMBaTh KONIMYeCTBEHHYIO OLleHKY AOP ¢ ncnonb3oBaHnem «vena
contracta» n PISA. BusyanbHasa oueHka ctpyn AoP B BbiHOCALWEeM TpakTe JI?K MOXeT BBeCTU B 3a-
6nyxneHune nccnepoBaTena U NPUBECTU K HeJOOLEHKE CTEMEHN aopTabHOW HEAOCTaTOYHOCTH U3-
3a «pacnIoLWMBaHNA» CTPYW peryprutaumm o cteHky JIXK. OkoHuaTenbHasA KonnyecTBeHHasA OLeHKa
MAK npoBoauTca npu xnpyprmyeckom Bmeluatennbcrae [238].

5.2.4. KnuHunuyeckoe teyeHne, 0CNIOKHEHNA

Cneundunyeckon KNMHWYECKor cumntoMatkn Het. CrniegyeT obpalaTb BHMMAHME Ha BbIAB-
JIEHME KOCTHbIX MPU3HAKOB, XapaKTepHbIX ANiA MapdaHonoaobHoro ¢eHoTMna 1 MapdaHonagHom
BHeELWHOCTY [242].

MAK (npu otcyTtcTBum annataumm KA) agnaetca ogHol U3 Hanbonee YacTbiX NPUYUH Pa3BUTUA
N30NIMPOBaHHON aopTasibHOM HEAOCTAaTOYHOCTM (Yalle He >1-i cTeneHu), KoTopasa Jonro 6biBaet
KomneHcrpoBaHa [84, 239]. Yeennuenue ctenenm MAK v peryprutaumm accoummpoBaHo ¢ nporpec-
CMPOBaHNEM MUKCOMATO3HOM aereHepauun, ¢pnbposa, KanbumHo3a AoK. B Tabn. 12 npeacTaBneHsbl
IxoKI-KpuTeprm CTapUnHOCTU XpOoHMYeckon AoP [7].
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Ta6bnuuya 12
Crapgun XpOHNYECKOIN aopTanbHOM peryprurayumn
Crapus n ee onpe-
eneHne
A A - puck B — D C - 6eccumnTom- D - cumnTomHan
Napamerpsi AoP porp Pytoiy HaA TAxkenasa AoP | Taxenasa AoP
OLLeHKMN
HeT nnn
TaxecTtb AoP He3Haun- Jlerkas YmepeHHasa | Taxenas Taxenas
TenbHan
— LLnpuHa notoka — LnpuHa notoka
>65% BT JIXK >65% BT JIK vena
— WnpwuHa no- contracta >0,6 cm
— lLinpwnHa noto- ToKa 25-64% |~ Vena
Ka <25% BTJDK | BTJIK contracta >0,6 cm — ronoavacronun
— vena contracta | —vena — ronoamnacronu-  Heckoe pesepa-
(nepeweek contracta Heckoe pesepcn- poBanue notoka
peryprutauum) 0,3-0,6 cm poBaH1e noToka B MPOKCUMANIHOM
<03 cm o B MPOKCMManbHON abAOMMHANbHO
- OP abaoMuHanbHow 4acTui aopTbl
feMoAMHaMmMKa - ~OP<30mn/yp.  30-59MNVYA. | yacry aoprbi — 0P 260 M/y,
— < 0, — —. 0/ 5
OP <30% OP 30-49% OP =60 mn/yp, — OP>50%
-3MnPO -3MPO - OP 250% _ 3MPO 20.3 2
2 2 =
<0,10 cm 0,10-0,29 cm? | _ 3MPO 20,3 cm? ~ crenets no gan-
— CreneHb no — CreneHb — CTeneHb Mo AaHHbIM HBIM aHFTOrpadUit
[laHHbIM @HTMO- | MO AaHHBIM aHruorpadun 3+, 4+ 34,44
rpadpun 1+ aHruorpadumn .
P — [lononHuTenbHbIN — JlononHutenb-
Kputepuii — gunata- HbI KPUTEPUIT —
uma JTX avnatauua JIK
— CumnTOMHaA TA-
— C1: HopManbHan »enas AoP moxet
OB DK (250%) nyme- | POTEKATE CHOP-
MasnbHO cucTonu-
peHHas gunataums uecKol dyHKUVelt
K (KCP <
TIK (KCP <50mm) (®B I 250%),
— HopmanbHas cuctonuyeckas — C2: HapyweHue ymMepeHHom anc-
dyHKUma JHK CUCTONNYECKOI dyHKumern JK
CnepctBune Het — HopmanbHbii 06bem K wn dyHKLmMmM NI co cHu- (DB JIK 40-50%)
nerkasa gunatauua JK xenmem OB (<50%) nnu TAxenol
VN BblpaXeHHas avcdyHKumel TTK
nvnatauua JTX (KCP (DB XK <40%)
>50 MM unn nHaek- — HabmomaeTcs
cmpoBaHHbIn KCP JIXK A
25 mw/ne?) avnatauus JIK
OT yMepeHHOM CTe-
NeHn o TAXenon
- Her — Oppliwka npu du-
— MNpobbi ¢ prsnye- 314ECKON Harpys-
CyMATOMBI Het — Her CKOVi Harpy3Koit Ke uni crerokap:-
LenecoobpasHbl Ans AuA unmn bonee
noATBEPXKAEHNS BbIPaXKEHHble
CYMNTOMHOFO CTaTyca | CumnTombl CH

CokpalueHus: AK — aopTanbHbii KnanaH; AoP — aoptanbHas peryprutaums; BT JIK — BbIHOCAWMIA TpaKT neBoro »xenyaouka; M3 -
MNHPEKUMOHHDIA SHAOKapAMT; KCP — KOHeUHbI cucTonmuecknii pasmep; JIK — neBbiin xenyfouek; OP — o6bem peryprutaumy;
OB - dppakuma Bbibpoca; OP — dpakuua peryprutaumnm; SMPO — sddeKkTBHAA NNOLWaAb peryprutaynmoHHoro oteepctus; CH —
ceppeyeHan HeJoCTaTOYHOCTb.
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Mpun noasneHnn 3Haumon AOP Ha NepBbI NNaH BbICTYNAIOT MPU3HaKM XPOHNYECKON CepaeY-
HOW Hef,oCTaTOYHOCTU [243]. AyCKynbTaTMBHO BbIABNAETCA KapTUHa HegocTaTouyHoCcTM AoK — ocna-
651eHme BTOPOro TOHa 1 YObIBaOLWMI ANACTONMYECKUIA WyM B Mpoekummn AoK [232].

Mponanc AoK MoXeT 0CnoXHATbCS peHecTpaumen CTBOPOK, KOTopas NPMBOAUT K GOpMUPOBa-
HUto TAXenon AoP 11 HEOBXOAUMOCTM XMPYPrMYecKoro BMeLlaTenbCTBa (3aKpbiTue neprKkapavanb-
HoW 3annaTkoin) [244]. MonoTAwas ctBopka AoK (cnepcTeue paspbiBa IMG0 OTPbIBa XOPAbl) ABAAET-
CA 3aKOHOMEPHbIM, HO PEAKMM OCNOXHEHNEM MUKCOMATO3HO U3meHeHHoro MAK [239].

5.2.5. Jleye6HanA TaKTUKa

Mponanc AoK TpebyeT KoppeKLMmn TONbKO NPy NOABNEHNM TAXenon AOP ¢ COOTBETCTBYIOLLEN
CUMMTOMATUKOW Unn cuctonmyeckon ancdyHkumen JIXK (I knacc) (prc. 39 n tabn. 13) [7, 245].

AOPTANLHAR ParyDrHTALMA

-
Taxanan MP i
(evanma G W D) Mporpeccupyicwan MP (cragua B)
LY 'L l
/ \ Cinespanien Copagia no apymi. ]
= HuiHaM
ConToLMHaR BRccesan ToMia Lt
{cragien O) (cragmna C)
| Onepauwn wa
@8 ITH <50% CEfAE it O =50 0B =500
[craman CF) ERYTHM G P I JSvEfuu KCP<55 uw
— | npstamiam feragn= ) BIDP TH <Gk
na
L 3 w L -
Mipatuak Mpol bk f Mpdak
SO TR EDE
{KP=1) ) [¥P = ) [HP = Ik} o mgbinin [KF — Ika)

Puc. 39. TakTuKa BefileHNA NaLIeHTOB C XPOHNYECKOI aopTanbHOI peryprutaymen.
CokpalueHus: AP — aopTanbHasa peryprutauma; KIP JTX - KoHeuHo-anacTonmueckunii pasmep nesoro xenypouka; KCP JIX - ko-

HeYHO-CMCTONMYECKIIA pa3mep NIeBOro xenyaouka; JIK — nesbii xxenypouek; OP — o6bem peryprutauyum; NMpAoK - npoTtesnposa-
He aopTanbHoro KnanaHa; OB — ppakuma Bbibpoca; P — dpakuua peryprutaumu; KP —knacc pekomeHgauui.
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Ta6bnuuya 13
MokasaHnA K XMpypruveckomy ie4eHuio NPy XpOHNYEeCKO aopTasbHON peryprutayun
XapakTepucTuka nauneHToB Knacc® YpoBeHb®

MpAoK nokasaHo CMMNTOMHbIM NaumeHTam ¢ Taxkenon AoP He3aBMCcKMMO OT co-

CTOAHWA cucTonmueckon oyHKumm JIXK (ctagua D) l B

MpAoK Takxe nokasaHo 6ecCMMNTOMHBIM MaLMeHTaM C XPOHUYECKOW TAXKeNoi
AoP n cuctonnyeckon gucoyHkumen JIXK (OB JIXK <50%) B cocToAHUM Nokoa | B
(ctagmsa C2), ecnn gpyryix NPUYMH Takon ANCPYHKLMN HeT

MNMpAoK pekomeHfoBaHO naumeHTam c Taxkenow AoP (ctagma C unm D), ecnn um

| C
nnaHvpyeTca onepauma Ha cepaLie No APYrum NoKasaHuaM.
MpAoK uenecoobpasHo BbINOAHATL 6ECCUMNTOMHBIM NaLMEHTaM NP TAXKENON
AoP c HopmanbHo cuctonunyeckoin dyHkumein JIXK (OB JIXK >50%), HO ¢ Bbl- lla B

paxkeHHoW gunatauven JIXK (KoHeuHbI cuctonuyeckuii pasmep JIK [KCP JTXK]
>50 MM unu nHaekcmpoBaHHbI KCP JTK >25 mm/m?) (ctagus C2)

MpAoK MoXeT 6bITb BbINOMHEHO NaLmeHTam ¢ ymepeHHon AoP (ctapms B) Bo
BPEeMA X1PYpPruyeckomn onepauumn Ha BOCXOAALLEN aopTe, MUTPanbHOM KnanaHe | lla C
NN MPY 20PTOKOPOHAPHOM LLYHTUPOBaHWN

MAOK MOXeT 6bITb BbINOSHEHO Y 6€CCUMMITOMHbIX UL, NPU TsKenion AoP

C HopManbHoW cucTonmueckon eyHkumen JIXK B nokoe (OB =50%, ctagums C1),
HO C NporpeccupytoLen Taxenon gunataymnen JIXK (KOHeUHbIN AnaCcTONNYECKNIA
pasmep JIXK >65 Mm), ecnv onepauioHHbIN PUCK HU3KNIA

Ilb C

MpuyMeyaHma: a — KNacc pekomMeHAaLWi, ® — ypoBeHb JOKa3aTeNbHOCTM
CokpalueHus: MpAoK — npoTesnpoBaHue aopTanbHOro KnanaHa; AoP — aopTanbHasa peryprutauma; KCP JIK — KOHeuHbIn cucto-
NIMYeCKUin pasmep neBoro xenyaouka; OB — ppakuma sbibpoca.

Ona xupypruyeckon koppekuun MAK ncnonb3yotca metogmMka namkaumMm CTBOPOK, TPUaH-
rynapHasa pesekunsa u pecycrneHanpoBaHne CTBOPOK HeMpepbiBHbIM WBOM 13 ropTekca. Bce oHun
NnoKasasn xopolumne KpaTko- 1 CpeAHeCcpoYHble pe3ynbTaTbl C MUHMMANbHOM UHTPAroCnmnTaabHOM
CMEPTHOCTbIO 1 H3KOW NOTPeBHOCTbIO B MOBTOPHON OnepaLmn Aaxke Npu Hanmumm 3Ha4MmbIx CO-
NyTCTBYIOLMX MPONANcoB ApYrnx KnanaHos cepaua [234].

KJTIOYEBDIE MOJIOXKEHUA

Bepgyuieii npuurHoii nponabuposaHua ctBopok AoK ssnatotca HHCT.

OxoKl-guarHoctuka MAK BKntoYaeT Tpy OCHOBHbIX MPM3HaKa: BM3yann3aLumio CTBOPOK KnanaHa

HUKe YPOBHA KOMbLia aopTbl BO BPeMaA AMACTONbl; SKCLEHTPUYHOCTb cTpyn AoP B npoTnBono-

JTIOXKHOM HanpasfieHMU OT NPONabMpPYIOLLEe CTBOPKU; YyMeHbLUeHKEe ANNHBI KoanTauum CTBOPOK

AoK.
= Jlna nponanca AoK He pa3paboTaHbl HOPMaTUBbI TOMLWVHDI U IfINMHbBI CTBOPOK, KOTOPbIE NO3BO-

v 6bl He TONbKO C MOMOLLBIO BU3YasIbHOW OLEHKU, HO U KOJIMYECTBEHHO CYAWUTb O Ha/lMumm

U OTCYTCTBUMN MMKCOMATO3a CTBOPOK.
= [Iponanc AoK B oTcyTcTBME Annatauumn KA ABnAeTcA OAHOM M3 YacTbIX NPUYNH pa3Butua AoP, Ho

TpebyeT KoppeKLUMY TONbKO NPV NOABIEHNM ee TAXKENOWN CTeNeH) C COOTBETCTBYHOLLEN CUMMNTO-

MaTUKOW NN CUCTONMYecKon anchyHKkumen JIxK.

5.3. Mponanc TpukycnupanbHoro Knanaxa (MTK)

5.3.1. AHaTomuA u 3TUONAToreHes

TpvKycnvaanbHbIA KnanaHHbIA KOMMEKC BKIOYaeT B ceba TpU CTBOPKY (NepeaHIoio, 3afiHI00
N CenTanbHy10), XOpAbl, MANUIAPHbIE MbilLbl, GUOPO3HOE KOMbLO Y MUOKAPA MpaBbiX OTAENOB
cepaua.

OcobeHHoCTbIO cTpoeHMA KonbLa TKK ABnaeTca ero cnoxHasa TpexmepHas CTPYKTypa — Siaun-
conpHan dopma c bonee HM3KONEXKALLMM 3afjHecenTabHbIM (6nmxe K BepxyLuKe) 1 6onee BbICOKO-
nexalmm nepefHecenTanbHbIM y4acTKoMm (puc. 40) [246].
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Lind

Puc. 40. TpexmepHas mogenb Konbua TKK (3aumcrBoBaHo u3 Shapiro L.M. et al., 1985) [237].
A - nepeaHNN cermeHT KonbLa, L - natepanbHbili cerMeHT Konbua, P — 3afHNI cermeHT KonbLa,
S - cenTanbHbIN CErMEHT KonbLa.

Mpu nponance konbuo TKK pacTArnsaeTca npevMyLLecTBEHHO B CenTajibHO-aTepasibHOM Ha-
npaBfeHnn 1 Npuw 3ToM NprobpeTaeT 6onee okpyrnyto dopmy. CteneHb annatauum konbua TKK npu
nposnarce BblpaXeHa Aaxke 6oJblue, YeM MPU JIEFOUHOW MMMNEPTEH3NN 1 ULLEMUYECKON TPUKYCMK-
JanbHOWN perypruTaumu.

Mpwn MTK cTBOPKM MOryT GbITb YAAMHEHDI, NPV MUKCOMATO3HOW AereHepaumnm — yTonLeHbl, 13-
6bITOUHbBI. Yalle HabnogaeTca nponanc nepefHen, camol 6onbluoi cTBopKu. NpebeHuatoe cTpoe-
HVe 3afiHel CTBOPKM CMOCOOCTBYET MPOosNancy Aaxe npv oTCYyTCTBUM MUKCOMATO3HOTO NepepoXae-
HuA [250, 248].

MwuKcomaTo3HO N3MEHEHHbIe CTBOPKM aCCOLMMPOBaHbI C YANIMHEHMEM XOPg, KpernyieHne KoTo-
pbIX oueHb BapuabenbHo [247, 248]. lo 50% cnyyaeB xopfhbl NepefHel MbllLbl KPENATCA TOMb-
KO K nepepHeli ctBopke. [lononHuTtenbHble XOpAbl K cTBopkam TKK moryT oTxoanTb oT cBO60AHOM
cteHKn MK n mogepaTopHoro Taxa [249].

B HacTosALlee Bpema HET AaHHbIX O PO CaMOCTOATENbHbIX FEHHbIX JIOKYCOB B $OPMUPOBaHIN
MTK. OH MOXeT 6bITb OAHUM 13 YacTHbIX NposasneHuin HHCT (npexxae Bcero cuHapoma MapdaHa),
conytctBoBatb [TMK [235, 237].

5.3.2. PacnpocTpaHeHHOCTb

PacnpoctpaHeHHocTb MTK, no gaHHbIM paga 601blMX ayTONCUNHBIX CCeAoBaHWIi, COOTBET-
cteyeT Takosow npwu MNMK n coctasnseT ot 0,3 go 3,2% [250, 251]. Cpeaun naymeHTOB C N30ANPO-
BaHHOW TPUKycnmaanbHom HegoctaTouHOCTbio [TK No AaHHbIM ayToncum coctasnaeT 16% cnyyaes
[252], cpepn Mmy>}unH Npu3bIBHOrO Bo3pacTta — 7,7% [251].

Mo paHHbIM Ix0KT, MNTK Takke valye gnarHocTupyetca B accouunauum ¢ NMK (go 50%) [237, 253].
BoBneueHne B npouecc mukcomatosHomn gereHepauuun TKK npu nepsuyHom NMK gocturaet 33—
40% [254].Y peBywek MNTK BcTpeyaeTca B TpK pasa yalle, Yem y oHowen [253].

MN3onuposaHHbIi NMTK MOXHO cuMTaTbh OTHOCUTENbHO peakum DxoKI-peHomeHoM. [laxe npwu nc-
NoJsIb30BaHUV MUHVMAbHOMO ANArHOCTMYECKUN 3HAUMMOTO YPOBHSA NPOonabupoBaHnA No aHanorum
¢ MMK - nporn6anus cTBOpok 6onee 2 Mm — pacnpocTpaHeHHocTb MTK B nonynaummn nuy, monogoro
BO3pacTa He npesbiwaet 1,7% [1, 255].

5.3.3. dxoKl-guarHocTtuka

Mpun TT3xoKI nponanc TKK gnarHocTupyioT Npyv apkoBMAHOM CMeLLeHn CTBOPOK TK Bbiwe
YPOBHA €ro KosbLia B Tpex No3uLMaAX: napactepHasbHON, annKaabHON 1 CyObKOCTanbHOM.
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Puc. 41. 2D- n 3D-3xoKTI Busyanusauuna TKK: A - napacTtepHanbHas no3nuua no AJINHHON ocn,

B - napactepHanbHas no3uyms nNo KOpoTKoii ocv Ha ypoBHe AoK, C - annkanbHasA YeTbipexKkamepHas
no3uyus, D - cy6KocTanbHbli AOCTYN. A — NepefHAA CTBOPKA, S — cenTanbHas CTBOPKa, P - 3agHAn
cTBOpKa [247].

Mcnonb3yioT yeTbipexkamepHble CeueHUs Afa annkanbHOW 1 CybKocTanbHOM NO3MLUIA, U ceve-
HMA No KopoTKol ocn AoK napactepHanbHoM 1 CybKOCTanbHOM NO3MLUIA ANA BU3yanu3auum nepes-
Hel 1 cenTanbHOM cTBOPOK TK (punc. 41).

BbiBepeHve napactepHanbHOM NO3ULMW ANMHHOW OCY NpUTOYHOro otaena MK goctnraetca Ha-
KNOHOM JlaTyrKa OT CTaHAAPTHOro NapacTepHanNbHOIO CeYEHUA No ANMHHOWM ocu JIXK BHU3 1 meau-
aNlbHO C OAHOBPEMEHHOW poTaLuelt AaTunKka No YacoBo cTpenke. CeyeHne NpPoxXoanT Yepes BblCo-
Konexatyme Toukm TK.

Mpu ncnonb3oBaHMKM YeTbIPeXKaMepPHOro BEPXYLUEYHOro ceyeHuns (puc. 42), NNOCKOCTb KOTO-
POro NPOXoAUT Yepes HU3KoNeXalume ToUKM Konbua TK, NoBbIaeTcA BEPOATHOCTb JIOXKHOMONOXM-
TeNbHOro 3aknoyeHna o Hanuuun MNTK.

PekomeHzyeTcAa 1MCnonb30oBaTb BCe AOCTYMHblE Y MAKCUManbHO MeprneHAVKYNAPHbIE KONbLy
TKK ceuyeHns 13 BO3MOXHbIX OMUCAHHbIX JOCTYNOB ANA YBENNYEHUA CNeUnbUUHOCTU 1 UCKITIoYe-
HUA runepanarHocTkm MTK [215].

Ounataumu konbua TKK cooTBeTCTBYET AnameTp 60nee 35 MM UNn MHAEKCUPOBaHHbIN AaMeTp
22 MM/M2 Y B3pOCTIbIX B HOPME ero KOHEYHbI CUCTONNYECKUA AnameTp He AOMKEeH MpeBbIwaThb
285 mm [247].

Ana oueHkn peryprutaumm Ha TKK (B 60MbLWIMHCTBE CllyyaeB OHa Nerkas 1 He Koppenupyet
C BbIPa’K€HHOCTbIO MpoJanca) LBeTOoBOe AOMIEPOBCKOe UCCNefoBaHne crieflyeT NpoBOANUTb Kak
MUHUMYM B ABYX OPTOrOoHasibHbIX ceyeHuax [215] ¢ ucnonb3oBaHmeM CTaHOAPTHbLIX U3MepPEeHUN
1 pacyeToB. JODEKTUBHOCTb KONNYECTBEHHbIX METOAUK MOXKeT ObITb OrpaHUYeHa BCIeACTBME Bbl-
PaXXeHHOW 3KCLLeHTPUYHOCTY cTpym peryprutaumum MNTK, MHOXeCTBEHHOCTU 1 pa3HOHaNpaBieHHOo-
CTV ee NOTOKOB.
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Puc. 42. Mponanc MK n TKK. Y o60oux KnanaHoB nponabupyet 6onee ogHolii crBopku (TTIxoKT,
anukanbHasA YeTbipexKkamepHas nosmuyus).

MorpaHnyHO ymepeHHaa v Taxenaa peryprutauma Ha TKK nogTsepxaaeTca BbiABleHEM pe-
TPOrpagHoOro KPOBOTOKa B CUCTOMY MPU MMMNYNIbCHOM [OMNNEPOBCKOM UCCIIeAOBAaHNMN MEYEHOUHbIX
BEH U CNY>XUT AnddepeHUmnanbHO-AMarHoCTUYECKUM NMPU3HAKOM TAXeCTU TPUKYCNAaNbHON Heflo-
cTaToyHocTm [256].

MNo3pgHecucTonnyeckasa TpUKyCcnmaanbHasa peryprutaumna He ABAAETCA NAaTOrHOMOHUYHbIM MpPU-
3HakoM MTK 1 moxeT HabntogaTbca y 300poBbix N [241].

IxoKI-guddeperuymanbHbii gnarHo3 npu MNTK BKAoyaeT cnepytoLre HO3010rMKn: Manble $pop-
Mbl aHOMasIMK D6LUTENHA, TPaBMaTUYECKOe NOBPeXAeHe KnanaHHoro annaparta TK, aputMoreHHas
aucnnasma MK [257].

Mpwu MTK ¢ MMKcomaTo3om npoBoauTca andanarHos ¢ sHaokapautom TKK (puc. 43); KapunHo-
ngHon 6onesHblo ceppaua; peBMaTMYeCcKo 6onesHblo cepaua; nekapCcTBeHHO-UHAYLMPOBAHHOWM
cepfeyHon BanbBynonaTuen.

Mpy HepoCTaTOUHON TpaHCTOpaKanbHOW BM3yanmM3aLunM B CIIOXHbIX AnddepeHLmanbHO-Ana-
FHOCTMYECKMX Cly4yaax W nepep onepaTvBHbIMU BMeLlaTenbCTBaMm mcnonb3yetca 2D-UM3xoKr
1 3D-UIM3xoKl B pexnme peanbHoro BpemeHu [256]. MocnenHas, B otanumne ot Apyrix AOCTyrnos
1 meToauk IxoKrl, no3BonAaeT ofHOBPEMEHHO BU3Yyann3npoBaTb BCe Tpu CTBOPKM TK.

5.3.4. KnuHunuecKkve nposBneHvs

Y naumeHToB ¢ MNTK xanobbl NoABNATCA NPW Pa3BUTAN BbIPaXKEHHOI U30IMPOBAHHON TPUKY-
CNUAanbHOM HefOCTaTOYHOCTU U HOCAT Hecrneunpuyecknii xapaktep — 6bICTpas yTOMAAEMOCTb,
cnabocTb, CHMXKEHVE TONEPaHTHOCTM K ¢m3nyeckon Harpyske [258]. B oTnnume OT naymeHToOB
¢ MMK, cumntomHas XCH npwu MNTK pa3BrBaeTca No3xe, HO C 60Mbluei YacTOTOWM HEBPONOTNYECKON
CYMNTOMATMKM 1 HafXKeNyAoYKOBbIX HapyLweHun putma [259].

AyckynbTraTBHasa KapTuHa npu MTK TpygHootnnumma ot Takoson npu MNMK. Cuctonnueckmin
KJIVK 1 CUCTONMYECKNIA LYM CMELLAloTCA KO BTOPOMY TOHY cpasy nocse riny6okoro Bgoxa unmv npu-
cepaHua, Toraa Kak npy NMMK faHHble u3MeHeHUA NPOABAAIOTCA NNLLb NOCNEe HECKONbKUX YAapoB
cepgaua [232].
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Puc. 43. UHPeKUMOHHDbIN SHAOKapANT TK, nMnTupyowmii <nceBAOMNKCOMaTos».

Mponanc TKK moxeT npoTekaTb Kak 6e3 CyLeCcTBEHHbIX CUCTEMHbIX MPOABAEHUIA, TaK U C Bblpa-
MEHHbIMW MPU3HaKaMK BOBMIeYEeHNA COeANHUTENIbHON TKaHW. Takne nauymeHTbl MOryT NMeTb acTe-
HMYeCcKoe TeNnocnoXeHne, HU3KNIA NHAEKC Macchbl Tena, HeJoCTaTOYHO Pa3BUTYI0 MycKynaTtypy. Ha-
pyLeHrA TEPMOPErynAuMmM 1 BereTaTrBHas AUCOYHKUMA HepeaKo BeAYT K MOsBEHUI0 6nefHOCTH
1 MPaMOPHOTO PUCYHKa KOXK. Hanbonee xapakTepHbIMM U3MEHEHUAMY CKeleTa ABNAITCA apaxHO-
OaKTUNUA, apkoBuaHoe Hebo, BOPOHKOOOPpasHas unu KuneesngHaa gedopmauum rpygHoi KneTku.
YacTo BbIABNAOTCA pa3/nyHble HAPYLLEHUA OCaHKK, CKONMOTUYeCKan AepopmaLima NO3BOHOUHMKA,
KpblTOBMAHbIE NOMNATKM 1 MAIOCKOCTOMNME, @ TakKe CUMHAPOM NPAMON CnHbI [259].

5.3.5. TeueHue n nporHos

TeueHune HemukcomatosHoro MTK cunTaeTca oTHOCKTENbHO GnaronpuATHbIM. Mpw AaHHON na-
TONOrMM PUCK GOPMUPOBaAHNA TAXKENON TPUKYCNUAANbHON HEeJOCTaTOUYHOCTH, TPebyloLen Xmpyp-
rmyeckon Koppekumu, H13oK. NporpeccnposaHne mnkcomaTtosa TKK moxeT npoTekaTb B paMKax
OCHOBHOrO 3aboneBaHus, TaknMx Kak cHapom MapdaHa, MukcomatosHbliii MTK, ¢ dopmmposaHuem
3HaYVIMON TPMKYCMMAANbHOW HEeJOCTAaTOYHOCTY, KOTOpas 6e3 COOTBETCTBYIOLLEN KOPPEKLMIN MOXKET
CO BpeMeHeM NpOorpeccnpoBath, NPUBOAA K YTAXKENEHNIO CUMMATOMATUKN [261].

TaxecTb TPUKYCNMAANbHOW peryprutaumm ABAAETCA MapKepoM XyAlen BbPKMBAemMoCTU Ma-
LMeHTOB BHe 3aBMCUMOCTM OT APYrvX noKasaTtesieil, Takux Kak, Hanpumep, opakuma Bbibpoca JIXK
[258].

B otnnune ot MMK, n3-3a OTCYTCTBMA PETPOCNEKTUBHBIX Y MPOCNEKTUBHbIX SNNAEMUONOrnYe-
CKVX NCCnefoBaHWI He pa3paboTaHbl KpUTEPUW, OCHOBaHHbIE Ha Mopdonorum ctBopok TKK, KoTo-
pble Mornu 6bl CNy>XUTb ANA cTpatudrkaumm pucka npu MTK.

BblpaeHHbI (M1KcomMaTo3HbIN) MTK MoXKeT 6bITb MapKepom 6onee TAXKeNoro NopakeHus Kna-
naHHoro annapata npu HHCT (B yacTHOCTKW, Npu cHapome MapdaHa) 1 6onee NIOXOro NPOrHo3sa
npwu conytcTeytowem MMK [259].

5.3.6. JleueHune

Bonpocbl Tepanuun npu MNTK otgenbHo He pa3paboTtaHbl [262] (ACC / AHA, 2006). Mpwu NTK
C NpodUNaKTNYeCKo 1 neyebHON Liefbio MOryT NCMOJb30BaATLCA Npenapatbl, BMAILWUE Ha Me-
Tabonunsm coegnHNTENbHOM TKaHW. Xpypruyeckas KoppeKLmsa BO3MOXHA N1LLb NPU HAaNMYmm Ta-
XKenown TpukycnuganbHon peryprutauun [263] (pekomeHgaunn ESC / EACTS, 2012) B coueTaHum
C COOTBeTCTBYIOWEe cumnTomaTukoi (lla knacc) n/vnmn Heo6XxoaMMOCTbIO KOPPEKLMU NaTonornum
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MUTpanbHoro KnanaHa (I knacc). Hanbonee 4acto MCNonb3ylOTCA pPa3fiMUHble BapyaHTbl aHHY-

nonnactnku TK, no3sonsiowme yMeHblNTb AUaMeTp KojbLa U TEM CaMbIM YyYLWNUTb CMbIKaHWe

cTBopok TK [235].
KJTIOYEBDBIE MONNOXKEHUA

®  OcobeHHOCTU aHaToMmyecKoro cTpoeHna TKK aBnaoTca camoctoaTenbHbiMK GpakTopamm, cno-
cobcTByOLWMIU GOPMUMPOBAHUIO €ro Nponanca

= [TK B L€/IOM OTHOCAT K OTHOCUTENbHO peakum IxoKl-peHoMeHam, KOTOPbIN Yallle AuarHoCTy-
pyeTca B accoumaumm c NMK.

® B HacTosLlee BpeMs OTCYTCTBYIOT KpUTepumn Mopdonornyecknx n3meHeHun ctsopok TKK, koTo-
pble Mornu 6bl CNYKUTb ANA cTpatudrKaLMm pucka Npu ero nponance.

m OxoKIl-gnarHoctuka lNTK 3aTpyAHeHa 13-3a HEBO3MOXHOCTY BM3Yyanu3aunm n3 cTaHaapTHbIX ce-
YeHNI BCeX Tpex CTBOPOK OJHOBPEMEHHO.

= HemukcomatosHbin [TK npu OTCYTCTBUM yMEPEHHOW NN TAXKENON TPUKYCNUAaNbHOW perypru-
Tauumu, no aHanorum ¢ NMMK, MoXeT 6bITb OTHECEH K KaTeropum HU3KOro pucka.

5.4. Mpona6upoBaHue KnanaHa nero4yHoi aprepun

5.4.1. O6wue cBegeHnA

B HacToALee Bpema nponanc knanaHa neroyHon aptepun (MKJ1A) He NO3MLMOHUPYeETCA Kak
camocToATeNIbHasA, KNMHUYECKM 3HauMMas KnanaHHaa natonorus. Habnopaetca MKJA npevmyue-
CTBEHHO NPU MMKCOMATO3HOW AereHepaLmy NoNynyHUn 1 yale GopMmnpyeTca Kak cConyTCTBytoLiee
COCTOAIHVE NPY KakoM-nnb6o moHoreHHom HHCT, Hanpumep npyu CM nu6o npu cuHgpome NMMK
[243].

5.4.2. PacnpocTpaHeHHOCTb

CBefieHVA 0 pacnpoctpaHeHHocTy MKJIA HeMHorouncneHHbl. B obuwen nonynaumm nponabu-
pOBaHue CTBOPOK KianaHa neroyHon aptepuu (KJ1A) He npesbiwaeT 0,5% [1, 251]. YacToTta IxoKI-
AVArHOCTUKM nponanca cpean My>K4MH MOSIOJOro Bo3pacTa gocturaeT 4,2% [264]. Mo aaHHbIM
ayTOMCUIHBIX NccnefoBaHui, npy Hanuuum NMK BoBneyeHre B NpoLecc MMKCOMATO3HOW fiereHe-
pauuy NynbMOHaNbHOro KnanaHa gocturaeT 10% (6e3 ero KMMHMYECKM 3HaUMMOV NMPYIXKN3HEHHOW
ancdyHkunm) [243, 232].

5.4.3. dxoKl-gmarHocTtuka

TpaHcTopakanbHasa oueHKa KJ1A 3aTpygHeHa BCnefcTBmne paaa NPUYMH: NOXoe akycTuyeckoe
OKHO U13-3a Y3KUX MeXXpebepuii 1 HaCcTIOEHNA NeroYHol TKaHW; MeHbLUas, Mo cpaBHeHuio ¢ Aok, Ton-
WuHa ctBOpPOoK KJ1A; BO3MOXXHOCTb OQHOMOMEHTHOU BM3yann3aLmm TONbKO OLHOM UK AByX CTBO-
POK KnanaHa v3 Tpex.

CraHgapTtHO OxoKl-guarHoctuky MKJTA BbINONHAIT B NapacTepHanbHOM AOCTyne B ceyeHumn
Nno KOpOTKOM ocn Ha yposHe AoK. ina npasunbHoi gnarHoctuky MNKITA no3uuma gonkHa 6biTb
MaKCMMasibHO MPOAOSIbHOM MO OTHOLLEHWIO K NerOYHON apTepun 1 BbiHOCALeMy TpakTy MK, a ana-
CTONNYECKMI NPOrn6 B BbIHOCALLMIA TPAKT MK — cTporo nepneHAnKynapHbIM Gr6PO3HOMY KOmbLy.
Cy6KOCTaNbHbIN AOCTYN B CeYEeHUM No KOpoTKol ocu AoK unu 3D-3xoKI no3BonseT nonyunTb go-
NOSHUTENbHYI0 MHPOopMaumio [265].

Mpu YTNSxoKI oueHka 3aTpyaHeHa oTaaneHHoOCTbio KJTA OT BblICOKOYACTOTHOrO AaTumKa 1 pac-
nonoxeHmem Konbua KJTA napannenbHo HanpaBneHWIO YNbTPa3BYKOBbIX Nyyen [265, 257, 266]. Jlyu-
wumn anAa oueHkmn MKJIA asnAaTca cnegylowme No3nMUUN: TpaHCracTpanbHbIM JOCTYN B CEYEHUN
BblHOCALlero TpakTa XK, goctyn us cpefHein YacTv NULLEBOAA C B3yanu3aumein NPUTOYHOIO U Bbl-
HocAwero otaenos MK 1 focTyn u3 BepxHew YacTu NULLEBOAA B CEYEHNUN JYr aOPTbl MO KOPOTKOW
ocu (puc. 44 A, b, B) [266].

MynbmoHanbHaA peryprutauma npu MKJTA xopolo BM3yanusnpyeTca npy TpaHCTOpakanbHOM
nccnefoBaHUM 3a cyeT 6aM30CTy K JaTUMKy, PeAKO JOCTUraeT YMEPEHHON U TAXKENOW CTeneHu.
B pexvme LIBETOBOro AOMNIEPOBCKOro UCCNeA0BaHMA Nlerkasa HefoctatouHocTb KJTA xapaktepusy-
eTcA orpaHuyeHnem o 10 MM LMPKUHBI NOTOKa peryprutaumu, B peXxume HempepbiBHOMO Aornepa —
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Puc. 44. Busyanusauusa KJ1A npu YINM3xoKT: A - us cpegHero otaena nuwesoaa; b - ns sepxHeit yactn
nuieBoAa B ceYeHNM No KOPOTKOII 0cx Ayrn aopTbl; B — n3 TpaHcractpanbHoro gocryna (ctpenkoi
nokasaHa peryprutauyus). LA - neBsoe npeacepaue, RA - npaBoe npepcepavie, RVOT - BbiHOcAWMIA
TpaKT npaBoro xenyao4ka, PA - nynbmoHanbHasa aptepus, PV - knanaH neroyHoun aptepun, ATVL,
PTVL - ctBopkn TKK.

HM3KOW CKOPOCTbIO 3aMeIeHnA 1 C1aboii MIOTHOCTbIO NoToKa. OYHKUMOHaNbHAsA, Terkon CTeneHwy,
peryprutauus umeetcs y 60NblUMHCTBA L, C Hem3MeHeHHbIM KJTA [256].

Peryprutaums Ha KJTA moxeT 6bITb 06ycnoBfieHa BpOXKAEeHHON aHOManuen, Korga uMeloTcs He
Tpw, a Ase nnn yetbipe ctBopky KJTA. B 3Tnx cnyyasax TTIxoKI n YM3xoKr, gononHeHHble 3D-2xoKT,
nossonAT guddepeHUMpoBaTb aHOMaNMMN KONIMYECTBa CTBOPOK (BUKYCNAanbHbIN UV KBaAPUKY-
cnupanbHbin KIA), xapakTep vx ABWKeHWA (KyrnonoobpasHoe unm nponarnc), 0Co6eHHOCTU CTPyK-
Typbl (TMnonnasua, gucnnasna unm nonHoe otcytcreue KI1A).
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MnkcomaTos ctBopok KJTA ¢ ux BbipaKeHHbIM yTonLeHeM, NponabnpoBaHnemM 1 ymepeHHoN
WNN TAXKENON HeflocTaTouHOoCTbio KJTA, BO3HUMKaET KpaiiHe pefiko. B sTom cnyyae guddepeHumans-
HbI AnarHo3, Kak 1 B cnyyae nponanca TKK, cnegyeT npoBoanTb C KapLuMHOUAHbIM CUHAPOMOM,
NHPEKLNOHHBIM SHOOKAPAMTOM 1 peBMaTUUeCcKon 6onesHblo cepaua [265].

Peryprutauma Ha KJTA Bo3MOXHa npw Aunataumy nerovyHon aptepumn (Hanpumep, gvameTtp
ctBona JIA>23 MM y B3pocC/bIX NaumeHToB) [267], koTopas yacto Habniopaetca npm CM, ogHako He
nmeet cneundrYecKkoro 3HauyeH1a 4ia 3Toro AnarHosa.

5.4.4. KnnHunuyeckoe Te4eHne v NporHos

Mponanc KJTA He BHOCUT NPaKTUYECKN HUKAKNX N3MEHEHWI B KITIMHUYECKYIO KapTUHY Kak npu
HHCT, Tak 1 y npakTnyeckum 3opoBbIX JnLL.

MosABneHne 3HauUMMoON NynbMoHanbHol peryprutaumm npu MKJA vawe o6ycnoBneHo UHbIMK
npuYnHamMK, Hanpumep, gunataymen nerouyHon aptepum npu CM [268]. BmecTe ¢ Tem gunatauma
JIA He BKNtoYeHa B cncTemHyto oueHKy CM, NoCKobKy OCNIOXHEHNA O CTOPOHbI JIA BCTpeyatoTca
[l0CTaTOYHO peAKo. Kpome Toro, Heo6xoauMbl JanbHeNLWVe NCCNIef0BaHNA AR YTOYHEHNA NOPOro-
BbIX 3HaYeHU gunataunm JIA n ee ANarHOCTUYECKOM 3HAUNMOCTH.

[Jaxe Bblpa)KeHHble MUKCOMaTO3Hble N3MeHeHMWsA C ry6oKUM NponabrpoBaHMeM U 3HAUYMOW
He40CTaTOYHOCTbIO MYNbMOHAsIbHOIO KilanaHa pefko NpuBOAAT K CyLLeCTBEHHOMY YXYALIEHWNIO Ka-
YecTBa X13HW, 06yCNOBIEHHOMY Pa3BUTMEM CepleYHO HefOCTaTOuHOCTM [243].

AyCKynbTaTVBHO HEAOCTAaTOUHOCTb KJTA MOXeT NposiBNATbLCA ocnabneHriem BTOPOro ToHa U an-
aCTONMYECKNM LIYMOM B ero npoekuun [232].

5.4.5. JleyeHune

MaumeHTsl ¢ MKIA HyXpatoTca B npoBefeHun IxoKI-MOHUTOPWHra 3a pa3mepom 1 dyHKLmen
X c uenblo onpegeneHna ONTYMaNbHOIro BPEMEHN BO3MOXHOIO XMPYpPruyeckoro BMeLLaTesibcTea
(npote3mposanua KIA) [265, 269].

KJTIOYEBBIE MOJIOXKEHUA
= [lponabuposaHue KJ1A B kauectBe CAC nmeeT 611aronpusaTHOe TeUEHME U He BNUAIET Ha NMPOrHo3

OCHOBHOrO 3a60/11eBaHUsA, B pamMKax KOTOPOro OH Pa3BMBaETCA.
®  OxoKI-goctyn n Busyanusauma ctpykTyp KJ1A 3aTpygHeHbl BBUAY 0CO6eHHOCTEN ero aHaToMu-

YeCKOro pacrnonoKeHUA N CTPOEHUA.

6. ACUMMETPUA TPEXCTBOPYATOIO AOPTAJIbHOIO KJIAMAHA

6.1. TepmuHonorna n onpepeneHna

Acummetpua TpexctBopyaTtoro AoK (ATAK) paccmaTpurBaeTca Kak MOrpaHMYHoe COCTosHue
MeXay HOPMOW, K KOTOPOW crnegyeT OTHOCUTb HOPMaJibHbIN TpexcTBopYatbin AoK, 1 ABHOM aHOMa-
NMen, NPOABNAIOWENCA OLHO-, ABYX- U YeTbipexcTBOpYaTbiM aopTaNibHbIM KnanaHom [270, 271,
272,273,274, 275].

6.2. HopmanbHaa aHatomua AoK

HopmanbHana aHatomua TAK npepnctaBneHa Ha puc. 45, 46.

AHaTOMUYecKkaa acummeTpuA CTBOPOK AK MO ayTOMCUMMHBIM MCCIeAOBaHUAM BCTpevaeTca
B 97,5% cnyuaes [277]. OfgHako AonycTUMasn BapMaTUBHOCTb CTPOEHWA HOPMasibHO GYHKLIMOHNPY-
loLero KnanaHa onpegenseTca pasHuuen nnowaan noaynyHuin 4o 10%. MNpu npesbiweHnn 3Toro
npefena ATAK paccmatpuBaioT B kayectse CAC.

Yalue nmeeTt MecTo yBesiMyYeHne OJHOro 13 NoNynyHUn (HeKopoHapHoOro — 32%, NpaBoro KOpo-
HapHoro - 36%, neBoro KopoHapHoro — 17,5% cnyuvaes). Pexke BCTpeyaeTca yMmeHblUeHne OJHOro
13 NoNynyHuin (HeKopoHapHOro — 3,5%, MPaBoro KOPOHapHOro — 4%, NeBoro KopoHapHoro — 4,5%
cnyyvaes) [277].
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Puc. 45. Moaenb aopTanbHoOro KnanaHa B 3akpbitoii (A) n otkpbitoii (B) nosnuyunax. Kaxxpaa ctBopka
NONYNYHHOrO KNanaHa umeeT KapmaHonopAo6Hyto ¢popmy. CTpenkamm ykasaHbl Komuccypbl [276].

6.3. PacnpocTpaHeHHOCTb

Mopdonornuyeckas n IxoKI pacnpoctpaHeHHocTb ATAK cocTtaensaeT ot 10 o 20% [1, 278, 2791.
Y nuuy ctapmx Bo3pacTHbix rpynn ATAK BbisnseTca pexe (14,7%), uto ¢ 6onblueil BepOATHOCTbIO
06yCNIOBNEHO FMNOAMAarHOCTUKON BCNeACTBME 3aTPYAHEHUN BU3yanu3auuy BHYTPUCEPAEUHbIX
CTPYKTYP y 1L, noxunoro so3pacta [1]. BepoaTHocTb BbifiBneHna ATAK Bo3pacTaeT ¢ yBenmyeHnem
KonuuecTBa BHelwHMX npr3HakoB CBCT. B KauecTBe N30/1MpPOBaHHON aHOManmn BCTPeYaeTcs He 60-
nee yem B 4 % cnyuaes [279, 280].

6.4. Marodusmnonorusa n natomopdonorus

Ha maTtemaTuyeckon mopenu foKasaHo, YTo yem 6onblue pasnuune mexay nnowaaamMm aop-
TaNbHbIX MONYNYHUIA, Tem 6onee HepaBHOMEPHO pacnpefeneHa Ha HUX Harpyska, AocTuramoulas
KpanHux npegenos npu OAK / ATAK [281]. MNpu 3TOM BblpaxeHHasa acMMMeTpUA NONYNyHUA Cno-
COBCTBYET reMofiHaMNYeCKoN neperpyske U MUKPOTPaBMaTU3aLumM aHOManbHO pa3BUTON (Hau-
60sbLUEN) CTBOPKM 1 3aMyCKy NaTONOrMYeCcKon Lenmn cobbIiTvin, BeayLwmx B uTore K opmmpoBaHuio
6onee paHHero cknepo3sa u KanbunHo3a AK [270, 282, 283].

Kanbundunkauua npn ATAK HacTynaet nossxe, 4em npu HopmanbHO GyHKUMOHMpYowem JAK
(B nocnegHem cnyyae K TpeTbeMy 1 YeTBEPTOMY AeCATUNETUAM XM3HN) [228]. BmecTe ¢ Tem naTtore-
HeTuyecKmne mexaHnsmbl KanbunHosa npu OAK n ATAK eguHbl, 4TO NoaTBEpPKAAeTCA OAMHAKOBOM
MUKPOCKOMMYECKON KapTUHOM MOAYAYHUI Npu Kanbumduumpytowem cteHose AK 1 KanbuuHo3e
NAK [284, 285, 286].

6.5. [lnarHocTuka

Ona gnarHoctnkn ATAK paspaboTaHbl IxoKI 1 natomopdonornyeckme Kputepum.

B pononHeHne K MHCTPYMEHTaNbHOMY MCCNefOBaHMIO LienecoobpasHo oLeHnBaTtb GeHoTnnu-
yeckme npusHaku HHCT, ocobeHHO Ha npeaMeT MapdaHOVAHON BHELUHOCTM U CKeNIETHbIX aHOMa-
nnn [2871].
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LG

Puc. 46. AopTanbHblii1 KnanaH B pa3BepHyTom Buge. yHKTMPHbIMN IMHUAMN OTMeYeHa NNHNA
CMbIKaHUA CTBOPOK. Mexay cBo60AHbIM Kpaem 1 MecTamu KpeneHus KaXaoil CTBOPKU BbigensiioT
ABe NyHynApHble 061acTu, NpeAcTaBAAIoLME NPOTVNBONONOXKHbIE NOBEPXHOCTI MEXAY CMEXHbIMU
KnanaHamu B 3aKpbITOM COCTOAHMN. R - npaBas KopoHapHasA CTBOPKa, L - neBasA KopoHapHas
CTBOpPKa, P - 3aaHAA (HeKopoHapHasA) ctBopka. Komuccypbli (*) pacnonaratorca Ha ypoBHe
cuHOTY6YynApHoro coeguHeHuns (STJ) aoptbl, N - apaHuueB y3enok, LC - neBbiii KOpOHapHbI CUHYC,
LV - neBbliii xxenyaouek, RC - npaBbiii KOPOHapPHbIN cCMHYC, Conus — KOHYC KOPOHapHOro cuHyca, STJ -
CUHOTY6YnsApHOe coeagnHeHne aopTbl.

6.5.1. dxoKI-pnarHocTuka

HecmoTpA Ha Hannume KOMMbIOTEPHON Nporpammbl IXoKI-AnarHOCTUKN HapyLeHU Nponop-
LIMOHaNIbHOCTN aopTanbHbIX nonynyHuid (3emuoBckuin 3.B. ¢ coaBTt.) [288], B pyTMHHOW npakTuKe
[OCTYMNHOW ocTaeTca moanduumpoBaHHaa MeTofrKa no BbiasneHuio ATAK, ocHoBaHHasA Ha Bu3ya-
nu3saumm AoK ¢ usmepeHmem grmameTpa aopTbl Ha YPOBHE aopTanbHoro ¢pnbposHoro Konbua (JAo)
N PacCTOAHWA OT NepefHen CTEHKN aopTbl 4O MNHUWN CMbIKaHUA NONYNYHUI (puc. 47).

Puc. 47. AnarHoctnka ATAK: A — 3KCLLeHTPUYHOCTb IMHUMN CMbIKaHNA aopTalibHbIX CTBOPOK B AnacTony
(M-pexum); b - acummetpusa nonynyHuin AoK (napacrepHanbHoe cevyeHre No KOPOTKOI ocu)
(3anmcTBOBaHO M3 3emuyoBcKoro 3.B., ManeBa 3.I., 2012 [1]).
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A b

Puc. 48. YMN3xoKr(A) BapnaHt acummerpum ctBopok AoK npu IAK, nuHmnA cpalieHna Ha ogHON 13
CTBOPOK yKa3aHa ctpenkoi (YMN3xoKI, kopoTkasa ocb ocHoBaHuA cepaua); (B) — acummeTpuna cTBOpoK
AoK (4YMN3xoKT, kopoTKkasa ocb OCHOBaHuA cepaua). LA - neBoe npeaceppaue, LCC - neBas KopoHapHasa
cTBopka, NCC - HekopoHapHas cTBopKa, RA - npaBoe npepacepamne, RCC - npaBas KOpoHapHas CTBOPKa,
PV - KnanaH neroyHoi aptepuu, TV - TpukycnuaanbHbiil KnanaH, RVTO - BbiHOCAWMI TPaKT NpaBoro
Kenypouka.

Ha ocHoBaHuun NOJTyYE€HHbIX AaHHbIX PaCCYNTbIBAETCA BE€NNYMNHA SKCLUEHTPUCUTETA (Ex), Xapak-
Tepusyrwaa cmeweHmne IMHNN CMblKaHUA I'IOJ'IyﬂyHI/IVI OT UeHTpa:

Ex=0,5xdao/B

[MarHocTnyecKkn 3HauMMon BennunHom agns sepudurkauymm ATAK anseTtca nokasatens >1,2.
Mpu TTIx0KI MoXKeT BO3HMKATb Kak FMMo-, Tak U runepaunarHoctuka ATAK, nnm owmnboyHasa gua-
rHocTuka [AK. 3To cBA3aHO C orpaHnyYeHneM BU3yanm3aumm U3 TpaHCTOpaKaibHOro JOCTyNa U3-3a

Y3KUX MEXXpeOepHbIX MPOMEXKYTKOB, 0COGEHHOCTEN PACcMoNOXKeHNA cepaLa B FPYAHON KNeTKe unm

NIOXOW aKyCTUYeCKOM AOCTYMHOCTM B 3Tux cnyyasax He Bcerga BO3MOXHO MONY4YUTb KOPPEKTHOe

ceyeHuna AoK nnu nsobpaxeHna Heo6XOANMON YETKOCTU. B HEKOTOPbIX Clyyasax ynyulnTb BU3Y-

anusauuio AoK no KOpoTKOI OCK MOMOraeT UCMoNb3oBaHMe cybKocTanbHOro fgoctyna. B cnyvasax

cnoxHow mopdonorumn Aok n npu auddeperumnaumn ATAK n IAK npumenaeTca UM3IxoKr (puc. 48).
Haunbonee nepcnekTVBHbIM METOAOM KOJIMUECTBEHHOW OLEHKM BHYTPUCEPAEUHbIX CTPYKTYP,

B TOM uncne ctBopok Aok, asnaetca 3D-UIMN3xoKI. Mcnonb3oBaHne aBTOMATUYECKOrO anroputma

MOZENNPOBaHUA U KonmyecTBeHHoM oueHKM npu 3D-UM3xoKI, nemoHcTprpyeT 6onee TOUHbIN

KONIMYEeCTBEHHDIN MOAXOA K OLleHKe pa3mepa K/lanaHoB 1 KOPHA aopTbl, MO CPaBHEHWIO C APYTUMH

OxoKl-metogamu [289].

PekomeHgauum no dxoKI-gnarHoctuke ATAK

1. M-pexum TTIxoKI: 3KCUEHTPUYHOCTb NIMHUU CMbIKAHMA aopTalibHbIX CTBOPOK B AMacTony
(Ex=1,2) (uyBcTBUTENBHOCTD — 90%, a cneunduryHocTb — 97,3%) [1]. OnTManbHas no3mums no-
3BONAET 3aN0A03PpUTb U NOATBEPAUTL aCMMMETPUIO CTBOPOK AOK, n3onmpoBaHHOE UCNOMb30-
BaHve He no3sonaeT anddepeHunposaTb ATAK ot JAK.

2. 2D-pexum TTIxoKT: cmelleHre xoTs 6bl ogHoi 13 komuccyp AoK Ha 1 yac 1 6onee ycnoBHoro
undepbnaTa n3 ctBopok AoK B napactepHasibHOM NO3MLMK MO KOPOTKOW OCK Ha ypoBHe AoK.
Takoe cMmelleHMe OLIEHUBAETCA KaK BblpaXeHHoe 1 TpebyeT noareepxaeHma npu YMN3xoKr.
[JaHHbI pexkum no3sonseT y paga naumeHTos anddepeHuynposatb Hopmy, ATAK n JAK.
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3. 2D-pexum UM3xoKTr: xopowo audpdeperuympyet ATAK n IAK.

3D-pexum UM3xoKrI: ABnAeTca onTrMasnbHbIM B OLleHKe ocobeHHoCTel Mopdonorumn AokK.

6.5.2. Matomopdonornyeckasa AuarHoCTUKa

Mopdo-aHaTomuuecknm Kputeprem ATAK npeanaraeTcsa BefnMimHa OTHOLWEHUS NoWaam CTBO-
pok AK Kk nnowaan npocseta KA Ha ypoBHe KnanaHHoro ¢unbpo3oHoro Konbua. BenmumHa storo
OTHOLWEHUA OT 29 A0 37% pacLeHMBAETCA KaK BapyaHT HOPMbI, paBHasa unu 6onee 38% — kak ATAK
[290].

6.6. KnnHnueckue nposasneHuns

KnunHnyeckue npossneHna ATAK manocneundumyHbl. 3HaUMMO Yalle BbISABAAIOT Xanobbl Ha npe-
CMHKOMaNIbHble COCTOAHUS, CHUKEHUE paboTOCNOCOOHOCTY, HAPYLLEHUA CEPAEUYHOTO PUTMA, KOTO-
pble B 6onbLueli CTeneHn CBA3bIBAIOT C BereTaTuBHo auchyHkumen [291].

AycKynbTaT/iBHble GEHOMEHDI, XapaKTepHble anA nopaxkeHna Aok, cnefyeT oxuaaTte npuv npo-
rpeccnpoBaHun ¢pnbposa, KanbLUHO3a NONYNYHUA, GOPMUPOBAHUN FrEMOLNHAMUYECKN 3HAUYMMOW
peryprutauuu.

O6beKTUBHOE NCCNeAoBaHKe MO3BOMAET BbIABUTb BHELLHME NPU3HaKK, XapakTepHble ana HHCT
(CM. NpM3HaKN CUCTEMHOTO BOBMIEYUEHWA COEANHUTENbHOM TKaHM).

YactoTa BbiABneHnA ATAK HapacTaeT no mMepe yBennyeHna Yyncna BHelWwHnx npusHakos CBCT,
4TO NOATBEPKAAET Hannumne B3anmocsaAsm 31ot CAC ¢ CUCTEMHBIM AepEKTOM COEANHUTENBHON TKa-
HW, B 0COGEHHOCTYM C MapdaHongHbim peHoTMnom [270, 2871.

6.7. TeueHue n cTpaTuduKaLmMa pucka
AcummeTpuio Tpexcteopuyatoro AoK cnegyet paccmatpuaTtb Kak CAC ¢ gnMTeNnbHbIM NaTeHT-
HbIM MEPMOLOM OT MOMEHTA BbIAABMEHNA [0 KNNHUYECKON MaHnbecTalumu.
TeueHme ATAK MOXHO cunTaTb 6onee 6naronpuatHbiM, Yyem JAK, ¢ popmupoBaHmem He3Hauu-
TeNbHOW aopTafbHOWN PErypruTaummn 1 MeffeHHbIM pa3BUTMEM KpaeBoro ¢pubposa v KanbLmHo3a
nonynyHuii. QopMMpPOBaHNA KanbLMHO3a, NPUBOAALLErO K CTeHO3Y AOK, MOXHO OXnAaTb He paHee
yem Ha 5-6 pecatuneTum xusHm [1].
Crpatndukaumio pucka npu ATAK cnegyeT OCHOBbIBaTb Ha BbIPaXX€HHOCTV aCUMMETPUM Mnosy-
NYHUR.
Mpwn pa3sutna KanbumouumpyoLlero cteHosa AoK nokasaHua K onepaTMBHOMY BMelLaTeslb-
CTBY onpefenaAnTca cornacHo pekomengaumam AHA / ACC (2014) n ESC/ EACTS (2012) [7, 292].
KJTIOYEBDIE MOJIOXKEHUA
= ATAK aBnaeTca pacnpocTpaHeHHOW aHOManmen, NorpaHnyHoOM Mexay HOPMOW 1 KnanaHHbIMA
nopokamu AoK.
= JIna guarHocTukn u guddepeHumanbHoi gnarHoctukn ATAK cnepyet ucnonb3osatb TTIxoKT,
npw Hann4Mm NokasaHui gononHeHHyto YrN3xoKr, n3 Kotopbix nocnenHAn B 3D-pexunme Asna-
€TCA ONTMMasbHOWN.

® Pacuer KpuTepmA SKCLEHTPUCKTETA CrielyeT NMPOBOAMTb NPU BbiABIEHUN aOpTalibHON peryp-
rutaummy 6e3 3HauMMbIx Mopdonornyecknx nsmeHeHni Aok, ncknrovas cnyyam ABHOM acumme-

Tpun nonynyHuin AoK no gaHHbIM IXOKI.
= KnnHuyeckoe 3HaueHne ATAK onpepensetca puckom 6onee paHHero pasButua CKnepopereHe-

paTUBHbIX M3MeHeHU AOK, MO CpaBHEHMIO C OTCYTCTBMEM 3HAUYMMOW aCUMMETPUN CTBOPOK.
= Crpatndukayumio pucka npu ATAK uenecoobpa3Ho OCHOBbIBATb HA BbIPAXKEHHOCTU aCMMETpUn

NONynyHWi C fanbHenwen KOHKpeTM3aLmel JaHHbIX B COOTBETCTBMM C pe3yNibTaTaMy HayUHbIX

nccnenoBaHui.
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7. B3AUMOCBA3U CTPYKTYPHbIX AHOMAJIUW CEPALA U UX KNUHUYECKOE 3HAYEHUE

C yuetom Toro, uto CAC sasnatotca nposasneHnem CBCT npu HHCT, BO3MOXHOCTb coueTaHnA
y ogHoro yenoBeka Heckonbkux CAC aBnaetca 3akoHoMepHOW. C KNMHUYECKNX NO3ULMIA BaXXHO
MUMETb NPeACTaBNEHNA O BO3MOXKHbIX OTpULATENIbHbIX CUHEPINYeCKUX BANAHUAX pa3nuyHbix CAC.

EBcTaxmes knanaH, cetb Knapwu, AMIM, ABnAAcb 611M3K1MMIM N0 SMOPMOHaNbHOMY MPOUCXOXKAE-
HUto, YacTo coyveTatoTca ¢ OO0 1 B pAge ClyyaeB OTArOLWAIOT €ro KINHUYECKOe TeYeHue.

MN3onuposaHHoe OO0 BcTpeyaeTca pexe, yem B couyetaHum ¢ AMIMNM [103]. B 70% cnyyaes OO0
couetaetca c EK[149] n B 83% - c ceTbto Knapw [119]. bnnskme gaHHble no covetaHntio OO0, EK, cetu
Knapw nonyyeHbl B rpynne nayueHToB, 0TO6paHHbIX ANA SHAOBACKYNsipHOro 3akpbitua 000 — 82%
[112].

NmetoTca n npotuBopeumsble faHHble (MccnepoBaHme «PEMJTMKA») o peakoi coueTaemoctu
yka3zaHHbIx CAC ¢ gaHHbIMU 3apy6exHbix nuccneposateneil. Camy aBTopbl 3TO CBA3bIBAIOT C MCMOJIb-
30BaHMeM AaHHbIx TTIxoKI, KoTopoe He siBnsieTcA MeTogom Bbibopa aAnarHoctuku OO0 B otinumne
ot YlM3xoKr [1]. B cBA3M C 3TUM YMECTHbIM ABNAETCA NpeAcTaBfieHe pekoMeHaaunii LeneBoro Ha-
3HaueHusa YMN3xoKr, npegnoxeHHbix A. Merante ¢ coasr. [293].

B nccneposannm «PEMJTIMKA» y Ny, monogoro Bo3pacTa ¢ aHeBPU3MaTUYHOWN 1 MoOubHON
MMM Habniopanack BbicOKasa yactoTa BcTpevaemocTy MMK, 6a3anbHbIX U MHOXECTBEHHbIX aHO-
MaJIbHO pacnonoXxeHHbix xopg (APX), a npu yanuHeHHom EK — fo6aBoyHble nanvunnsipHble MbilLbl
u Te xe 6a3zanbHble APX [1].

Ba)KHbIM 1 [lOKa3aHHbIM ABNSETCA TOT PaKT, uto couyeTaHne OO0 n AMII aBnseTca He3aBUCK-
MbIM NPEANKTOPOM SMOONINYECKIMX SMM30[0B U CYLLIeCTBEHHO NOBbILIAET PUCK Pa3BUTWA MHCYNLTOB
[40, 100]. MaumreHTbl C coueTaHeM 3TUX ABYX MOPGONOrMYeCKNX aHOMaNWIN UMEIOT MaKcMaibHoe
COOTHOLLEHME PUCKOB, onepexasn nauneHToB ¢ nsonuposaHHor AMIMI n nsonnposaHHbim OO0O0.

M3onnposaHHas AMIIM n mo6unbHas MMM coBmecTHO ¢ pa3mepom OO0 TakKe ABAAIOTCA He3a-
BMCUMbIMU NPeAMKTOPaMn NOBTOPHOIO MHcynbTa [111, 294]. MpeanocbinKom NOBbILLEHHOTO PUCKa
TPOM603MOBONNUYECKNX OCOMKHEHWI MOTYT CIYXWUTb 3HaUMTENIbHbIE Pa3Mepbl aHEBPU3MbI 11 U30bI-
TOUYHOCTb aMNAUTYAbI ee ABMKeHU [295]. Kpome Toro, noasukHasa aHespuama MIM moxeT cnoco6b-
CTBOBaTb Honee Wrpokomy oTkpbiTMIO OO0 1 Tem cambIM — NapagoKcanbHom am6onun. NMofgo6HbIN
MeXaHu13Mm paccmaTtpuBaeTca 1 B oTHoweHnn EK n cetn Knapu. Cuutaetca, uto 3tn CAC, coxpaHAach
B MOCTHaTa/IbHOM Nepuoge, NPOAOIIKAOT HaNpPaBAATb MOTOK KPOBM M3 HUXKHEN nonown BeHbl K MIM,
Mellas TeM cambiM 3aKkpbiTrio OO0, UTo B CBOIO OYepeb Npeapacnonaraet K opM1poBaHMIo aHEB-
puv3mbl MMM 1 napagokcanbHon am6onun [119]. Takke paccMaTpUBAETCA BO3MOXKHOCTb BIMAHMA
MobunbHon MMM Ha BHYTpUNpeACcepAHbI KPOBOTOK C ero 3ameaneHnem 1 dopmmpoBaHuem de-
HOMeHa CMOHTaHHOIO KOHTPACTMPOBAHNWA, MOBBILAKLWENO PUCK TPOoMB0o06pasosaHus B J1M [296].

Mpu obcnepoBaHUM NOArPYNn MaLMEHTOB, NEPEHECLINX MHCYNBT U UMEILWMX HOPMasbHble
KOpOHapHble apTepun, yaanocb BbiABUTb Hanuuve ceasu mexay AMIM v MMK, n npexpae scero
y monofbix [100]. Mpu 3Tom B NIMTepaType TakKe YacTo NPUBOAMINCH AaHHble 06 YKasaHHOW B3a-
umocsasn — AMIM n MMK, Ho cnepyeT oTMeTUTDb, A0 M3MeHeHna Kputepues IxoKI-gnarHocTnkm
MMK[105, 106, 107, 108,109]. ®peMUHreMCKOe UCCNE[OBAHME TakoW B3aUMOCBA3N HE MOATBEPANIO
[110]. OkoHuYaTeNbHbI BbIBOA HE MO3BOMAET CA€NaTb BO3PACTHOWN KpUTEpUii 06CnefoBaHHbIX, KOTO-
pbIl COCTaBUN OKONO 55 ner.

MoxHO yTBepKaAaTb, YTO NPOJANChl A0PTaNbHOTO, TPUKYCMMAANBHOIO U MYJIbMOHANIbHOIO KNa-
MaHOB PEAKO BbICTYMAOT B KAYeCTBE CaMOCTOATESIbHOWN MaToNOrMm 1 B 60NbLUMHCTBE C/TyYaeB Co-
NPOBOXAAT NepBUYHbIN (cnHgpom) NMMK.

Cpegu nauneHTos ¢ NMMK nponanc AoK BcTpeuaetca c yactoton 10-20% [238, 236]. Mo gaHHbIM
Ribeiro C.L. c coaBT. (1989), y nauneHToB c nponancom AK yacto Bbissnsetca NMK c BoBneueHviem
06eunx ctBopok 1 MNTK ¢ nopaxkeHrem No MeHbLUel Mepe ABYX 13 Tpex CTBOPOK [235]. B nccneposa-
Hun «PEMIMKA» nsonupoBaHHoro TeueHus MAK He Habnioganoch, n gaHHaa CAC Bcerga coveta-
nacb ¢ knaccuyeckmm NMMK [1].
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OTzenbHo crieflyeT OCTaHOBUTLCA Ha BOBJIEYEHU NPOAbMpYIOLWLUX KinanaHoB B MPOLECC MUK-
comaTto3Homn pereHepaumu. Mpu Hannuum NMMK mnkcomatosHoe nopakeHue MK coctaBnaet 10%
(6e3 ero KNMHMYECKN 3HaUMMON NPUXKN3HEHHON ancdyHKumm) [232], a TKK (no gaHHbIM ayToncum)
MoxeT gocturatb 33-40% [297]. CoueTaHMe MMKCOMATO3HbIX MPOJIANCOB HECKOIbKUX KNanaHoB no-
3BOJIAET rOBOPUTH O «<MUKCOMATO3HOW 6onesHu cepauar [177, 298], 0CHOBHbIM NPOABNEHEM KOTO-
powi AaBnAeTca nepBuYHbIn (cnHapom) NMMK [299].

Hanbonee nonHaa nHdopmaumsa ob accoumauum ATAK c npounmn CAC nonyyeHa B UccnenoBa-
Hun «PEMINKA». Y o6cnepnoBaHHbix ¢ ATAK foctoBepHo yatle Boissnsnuck MNTK, MIMK, aHomanbHble
Tpabekynbl JIK 1 xopaanbHble cetn B BepxyLuke JIXK [1]. Mo gaHHbIM E.O. OHumweHko (2000) [300],
y nuy ¢ ATAK yacTo BbIABRAOTCA AunaTtauma CMHYcoB BanbcanbBbl M nponabupoBaHuie cTBOPoK AoK.

Pag CAC moryT 6bITb 06beivHEHbI HE TONTbKO C aHATOMUYECKUX NMO3ULIMIA, HO 1 C TOUKM 3peHUs
OAHOTUMHBIX KNUHUYECKNX MPOABIIeHNA, 00YCNOBIEHHbBIX OOLLUM NATOreHETNYECKMM MEXaH3MOM
nx BO3HUKHoBeHMA. MNpu yanmHeHHom EK, AMIIM n OO0 3HauMmo 4alle oTMeYeHbl MMnoTuMmnye-
CKMe COCTOAHWA U TeHAeHUMA K uedanrnyeckomy cuHgpomy [1]. NMogobHble xanobbl TpakTytoTcA
KaK cnepcTBme C NMoTeHLMaNbHOM BO3MOMXHOCTbIO MOMNafaHNA Ba30aKTUBHbIX Cy6CTaHUMI yepe3
MeXnpeAcepAHY0 KOMMYHMKALIMIO B MO3rOBOW KPOBOTOK, MUHYA Marblil KPYr KpOBOOOpaLleHus,
rae B HopMe JOMKHbI pa3pyLuaTbea [301, 302].

C No3uUMIN KNMHMYECKON NPaKTMKM BaXHO MOHMMaTb, 4To paccmaTtpubaemble CAC moryT coue-
TaTbCA C APYrMM Bornee cepbe3HbIMY CepaeYHO-COCYANCTBIMI NMPOABIEHNAMU, 00YCNOBIEHHBIMI
NnenoTponuen MyTaHTHbIX FreEHOB, OTBETCTBEHHbIX 3a pa3BuTue meHgenvpytowmx HHCT. B vactHo-
CTW, B HEKOTOPbIX KITIMHNYECKNX CUTYaLMAX LienecoobpasHo NPoABAATb HACTOPOXEHHOCTb Ha Npea-
MeT accoumauum otenbHbix CAC ¢ HacnegyeMbiMU CUHAPOMHbBIMUA Y HECUHAPOMHbBIMW CEMENHbIMU
aHeBpM3Mamu 1 paccnoeHmsamu aopTbl (Familial Thoracic Aortic Aneurysms and Dissections, fTAAD),
aHeBpY3MaMM KOPOHAPHbIX apTepuii U UX paccevyeHnamn. B sTom cnyyae, puck ocTporo aoprasb-
HOro CUHAPOMA NPV HACNEACTBEHHbIX a0PTOMNATUAX NepeBeLLVBAET OTAEIbHO B3ATble PUCKK CO-
nyTtctytowmx CAC. ACneKkTbl reHeTMyeckn obyCcnIoBNEeHHbIX a0PTONaTUIA U3N1aratoTcA B OTAEMbHbIX
PYyKOBOACTBAX.

KJTIOYEBDIE MOJIOXKEHUA
CoueTaHue pasnmyHbix CAC xapaktepHo ana nuy ¢ HHCT.
BHyTpunpepacepgHble CAC (EK, cetb Knapu, OO0, AMIM, mo6bunbHasa MIMM), nponancel TpUKy-
CNMAANBLHOIO, aoPTasibHOro 1 MyfIbMOHANILHOIO KnamnaHoB, a Takxe ATAK uale BcTpevaloTca
B Pa3/IMYHbIX COYETAHUSAX, YEM U3ONNPOBAHHO.

= [Iponancbl aOPTanbHOro, TPUKYCNAANBbHOMO 1 MYNbMOHANIbHOFO KNanaHOB pPeAKo BbICTyMnaloT
B KaueCTBe CaMOCTOATE/IbHOI NaTONIOrMn 1 B 60NbLIMHCTBE ClyyaeB conposoxaatot MMK.

® CyyeTOM BbICOKOW YaCTOTbl COYETAHNA Pa3NINUYHbIX BapMaHTOB cynpaBeHTpukynapHboix CAC Bbi-
ABNeHne ogHol mopdonornyeckon eanHULbI TpebyeT LeneHanpaBneHHbI MOMCK accoLnpo-
BaHHbIX CAC, B TOM uncne ¢ nposegeHnem TTIxoKI.

= BhiasneHne AMIM BneueT 3a coboil HeOOXOAMMOCTb fasnbHelLero o6ciefoBaHNA ANA BbisiBe-
HUA MeXnpeacepaHbIX KOMMYHUKaLMIA, COYeTaHME C KOTOPbIMU CYLLIECTBEHHO MOBbLILLAET PUCK
3MOONNYECKNX OCNIOKHEHUIA laXKe Y MOJIOAbIX MaLMEHTOB.

= Cno3nuuii couyeTaHnsa NposiabrpoBaHMsA HECKONbKIMX KIanaHoB, B TOM YKCIIe B paMKaX <MUKCO-
MaTO3HOW 60Ne3HM», Y TaKMX NaLMeHTOB clefdyeT npeanonaratb 6onee HebnaronpPUATHLIN NPo-
rHO3 MO CKOPOCTU Pa3BUTUA CepAEYHON HEAOCTaTOYHOCTL.

= OTAenbHble KIVHUYECKNe NPoAaBReHnaA (MUrpeHb, MIMMOTUMMA, CUHKONasbHble COCTOAHMWA 1 Np.)
NO3BONAIOT 3aN0J03PUTb HaNMUMe onNpefeneHHbIX BapuaHToB BHyTpunpeacepaHbix CAC.
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