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0N UCMNOMb30BaHUS B JIMYHbIX W oOpas3oBaTesibHbIX Lensx. He pmonyckaetcss KOMMep4Yeckoe WCMNosb30BaHue
copepxaHusa pekomeHpaumin. Pekomengaumn EAT, BHOK, PHMOT He moryT 6biTb NepeBeneHbl Ha Apyrue si3blku
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COKPALLEHUA U YCAOBHbIE OBO3HAYEHUA
CoobuwecTBa n opraHMsauumn MA — MMKCOMaTo3Haa gereHepauusa
BHOK - Benopycckoe Hay4Hoe 06LLeCTBO Kapamo- MK — MUTPanbHbIA KnanaH
noros MMON - mexnpeacepaHas neperopogka
PHMOT - Poccuiickoe Hay4yHOoe MeauLMHCKoe MP — MUTpasibHaga peryprutaymg
06LLEeCTBO TEpaneBToOB MPT — MarHuUTHO-pe30oHaHcHasa Tomorpadus
EAT — EBpasuiickas accoumaumsa TepanesToB CM — cuHgpom MapdaHa
ACC — (ot anrn. American College of Cardiology). HKC — HeKopoHapHasi CTBOpKa
AmMepukaHcKad Konnerms Kapanosaoros HHCT - HacnencTBeHHble HApyLIEeHNs COeanHN-
AHA — (ot anrn. American Heart Assosiation).— TeNbHOM TKaHW
AmepukaHckas accoumaums Kapanonoros (o]0} — OBaJIbHOE OKHO
ESC — (o1 aHrn. European Society of Cardiology). 000 - OTKPbITOE OBaSIbHOE OKHO
EBponerickoe 06L,ecTBO KapamMoaoros oP — (ot aHrn. relative risk, RR). OTHOCKTENbHbIN
pucK
UccnepoBaHunsa MAK — MpoJsianc aopTasbHOro kKnanaHa
PEMJIMKA- akpoHuMm: PacnpocTpaHeHHoCTb nponarnca MB3 — napazokcasnbHas BeHO3Has ambonus
MUTPaNbHOro KnanaHa cpeau nuy, monono- MK — Mpasblil Xenyaodek
ro Bo3pacra MKJIA - nponabupoBaHue knanaHa Iero4YHom apTepumm
WARSS - Warfarin-Aspirin Recurrent Stroke Study nKC — npaBasi KOpOHapHasa CTBOpKa
SHARE - Study of Health Assessment and Risk NMMK - nponanc MuTpanbHOro knanaHa
in Ethnic Groups nn — npasoe npeacepave
nTK — nponanc TPMKyCcnuaanbHOro knanaHa
CokpauieHus na — napagokcasnbHas amMbonus
AL — apTepuanbHoe naBsieHne CAC — CTPYKTYPHblE aHOManun cepaua
AMMNON - aHeBpu3ma mexnpencepnHon nepero- CBCT - cucTeMHOe BOBJIeHEeHNE COeaNHUTENIbHOM
poaku TKaHU
AoK — aopTanbHbIM KnanaH CC3 — CepAeyHo-cocyamncTbie 3aboneBaHns
AoP — aopTanbHas peryprutaumns CT — CcoeauHnTeNbHasa TKaHb
ATAK - acumMeTpus TPEXCTBOPHYaTOro aoptalib- Trb — Tpom603 rny6okux BEH
HOro KfanaHa TUA — TPaH3UTOpPHasa UeMnYeckasa ataka
BMnC — BPOXAEHHbIV NOPOK cepaua TKAO — TpaHckpaHuanbHasa gonnneporpadus
AAK — OBYXCTBOpYaThIi (OnkycnmaanbHblii) aop- TKK — TPUKyCnnaasbHbIM KnanaH
TasbHbIA KNnanaH TTIx0KI- TpaHcTopakanbHasa axokapanorpadus
EK — eBCTaxueB KjanaH TOJIA - TpOoM6BOIMBONS NEro4YHON apTepun
umn — NWEMNYECKUN UHCYNbT Y3AOI - ynbTpas3BykoBas gonnnaeporpadus
KA — KOpeHb aopThl Y3U — YNbTPa3BYyKOBOE UCCNeA0BaHNE
KA — KPUNTOrEHHbIA NHCYAbT YN3xoKr — ypecnuuwerogHas axokapamorpadus
KJA — KJlanaH Nero4yHom aptepumn on - dunbpunnauus npeacepaumn
KT — KOMMblOTEPHasa Tomorpadus ®3H - dubpoanacTnHoOBas HEAOCTATOYHOCTb
K3xoKTI - koHTpacTHas axokapanorpadus SAKr — anekTpokapamorpamma
JIKC — JieBas KOpoHapHaga CTBOpKa AxoKI - axokapauorpadwus, axokapanorpadunyeckmni
an — IeBOe npeacepame 4Kn — YyeTbIpexkaMmepHas no3vumus
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NMPEAUCAOBUE

B pekomeHpaumsix oboblieHa 1 npoaHannMsnpoBaHa
nokasaTesibHas 1 AO0CTYNHas Ha MOMEHT HanmMcaHus Ha-
y4Has n MeguumHekas nHpopmaumsa, KacaroLwasacs CTPyK-
TypHbIXx aHoManuii cepaua (CAC). Llenb pekomeHpaumin —
okazaHve MOMOLLUM MNPaKTUKYLWMM Bpadam B Bbibope
onTUMasbHbIX CTPATErMin BEAEHUS NaumeHTa C AaHHbIMU
COCTOSIHUSIMU, NPUHMMAs BO BHUMaHME UCXOObl U COOT-
HOLLIEHWNE «PUCK — NOJb3a» ANArHOCTUYECKNX U NTeHeOHbIX
MepPOnpUATUIA.

B nocnenHue rogsl EBponenckum obLLecTBOM Kapaun-
onoros (ESC) v apyrumm obuiectesamm n opraHmM3aumsamm
BbINYLWEH PSA PEKOMEHOALUNM, NOCBALLEHHbIX OTAENbHO
B35ITbIM HANpPaBIeHUAM B U3yYEHUN HapyLLEeHW pa3BuTus
CTPYKTYPHbIX 3/1EMEHTOB CepPAEYHO-COCYANUCTON cucTe-
Mbl (MeXnpeacepaHbIX KOMMYHUKALMA 1 Np.).

PekomeHpauuun «CTpykTypHble aHoManuu cepaua»
npencTaBnaT cobor opuLmManbHy NO3ULUID TPEX CO-
obuiectes no ob6o3HavyeHHOM npobneme u OyoyT pery-
NAPHO 0OHOBNATHCA. YneHbl [MpobnemMHol KomMmuccum
Oblnn oToOpaHbl EBpasuiickoin accoumaumen TepanesToB

(EAT), Benopycck1um Hay4HbIM 0OLLLECTBOM Kapauosioros
(BHOK) n PoccuinCknm HayyHbIM MEeAMLMHCKUM o0LLe-
ctBomM TepanesToB (PHMOT) ¢ uenbto cosgaHuns npeacrta-
BUTENbCTBA NPOGMECCHMOHAN0B, BOBJIEYEHHbIX B OKasaHue
noMoLM nauueHTaMm aaHHoro npodwuns. OToOpaHHbIe
3KCMEepTbl Takxke MNPOBEeNn BCECTOPOHHIOK OLEHKY A0-
CTYNHOW foKasaTeNbHOW 6asbl No BeAeHWIO (BKIoYasa an-
arHOCTUKY, NedeHne, NpoduNakTnuky u peabunurauuio)
nauyeHToOB C JaHHOM NaToNOrnen.

Mpn nopbope M N3NoXeHUU maTepuanoB Mbl CTpe-
MUINCb PYKOBOACTBOBATLCS MPUHLMNAMU, NpeabsBnse-
MbIMU K KJIMHUYECKUM PYKOBOACTBAaM, OOLLEN KOHEYHOM
LEeNblo KOTOPbIX SIBNSIETCS COBEPLUEHCTBOBAHME KIINHU-
4eCKOWM MPaKTUKN N NOBbILLIEHNE Ka4eCTBA MeOVLIMHCKOWN
NOMOLLM NaumeHTam Kapamonormyeckoro npodbuns. Boi-
paboTaHHble MHEHUS MPU3BaHbl CNYXUTb OPUEHTUPOM
A9 NpakTUYeCcKMX Bpaden B BONpOCcax npodunakTuku,
amarHoctmkm u nedenuns CAC ¢ npuHATMEM ONTUMASbHbIX
KJIMHMYECKMX PELLEHN, OCHOBAHHbIX Ha NPUHLMNAax AoKa-
3aTenbHON MeauUmHbl (Tabn. 1, 2) 1,

Tabnmuya 1
Knaccbl pekomeHnpaunm
lMpennaraemas
Knacc OnpegeneHune hOpMyMpPoBKa
I [aHHble n/unn Bceobliee cornacue, YTO KOHKPETHbIM METoA NeveHus unu npoueaypa Pekomenpyetcs/
nonesHbl, 3pdEeKTUBHbI, UMEIOT NpPenMyLLecTBa nokKasaH

unv npoueaypsi

I lMpoTuBopeumBble AaHHbIE n/mnm pacxoxaeHune MHEHWI 0 I'IOJ'Ib3E/3CbCDEKTMBHOCTM KOHKPETHOro MeToda ievyeHunsa

BONbWWNHCTBO A@HHbIX/MHEHUN FOBOPUT O Monb3e/3hdeKTUBHOCTHM LlenecoobpasHo
ITa -
pUMEHSATb
IIb | AaHHble/MHeHNs He cTofb Y6eanTenbHO roBOPSAT O NoJb3e/3PPEKTUBHOCTH MO>XHO NpUMeEHSATL

1y |AaHHble u/unn Bceobllee cornacue, YTO KOHKPETHbIA METOA JIEYEHNS MW NpoLeaypa He
SIBISILOTCS NOJSIE3HOW MM 3 PEKTUBHOMN, @ B HEKOTOPbIX C/lyYasiX MOryT NMPUHOCUTbL Bpes

He pekoMeHnayeTcs

Tabnvua 2
YpoBHU foOKa3aTeNIbHOCTU
YpoBeHb AOKa-
SaTenbHOCTY Ha yem ocHoBaH

A JaHHble MHOrOYNCAEHHbIX PAaHAOMU3MPOBAHHbBIX KIIMHUYECKUX NCCEA0BAHMN UM METa-aHaIM30B

B AaHHble 0fHOro paHAOMU3VMPOBAHHOIO K/IMHWYECKOrO UCCNEeN0BaHUS UM KPYMHbIX HEPaHAOMU3MPO-
BaHHbIX MCCNef0BaHNM

c CornacoBaHHOe MHEHME 3KCMepPTOB MU/MUAKN HebonbluMe nccnenoBaHns, PeETPOCNEeKTUBHbIE UCciefoBa-
HWUSA, PErncTpbl

OKcnepTbl U PEeLLeH3eHTbl 3anofHUAN «Aeknapaumm
KOHQMKTA MHTEPECOB» MO BO3MOXHbLIM MU UMEIOLLM-
c KOHONMKTaM MHTepecoB. [ONOAHUTENbHO OIS 3KC-
nepTu3bl HAUMOHAbHbLIX PEKOMEHOALUMI UCMONb30BasICs
OMNPOCHMK NO 3KCNePTU3e n artectaunm pykosoacts (The
AGREE Collaboration). O nto6bix 3MeHeHMUsX B Aeknapa-
LMAX MHTEPECOB, BO3HUKABLUMX B MEPUOA HANMCaHUS TeK-
cTa, 6b110 Heobxoammo npovHdopmuporaTts EAT, BHOK
n PHMOT c nocnegnylowimm BHECEHNEM COOTBETCTBYIO-

BBEAEHUE

Ha npoTsxeHun nocnegHux OByx OECATUNETUN npo-
6nema HacfNeACTBEHHbIX HapyLIeHUA CcoeauHUTESNIbHOWN
TkaHn (HHCT) akTmBHO pa3pabaTbiBaeTCcs KIMHUYECKUMU
M HAy4YHbIMW LLIKOIAaMU MOCTCOBETCKOro NMPOCTPAHCTBA C
NNAVPYIOLWNMN NO3ULUSIMU POCCUNCKNX YHEHbIX.

006 akTyanbHOCTU AAaHHOIrO HAaNpPaBAEeHUS KIIMHUYECKOMN
MeOULMHbI CBUAETENbCTBYIOT BbILLEALLIME B CBET POCCUI-
ckne (2009, 2012, 2015, 2016) n 6enopycckune (2014)
HauMOHaNbHble PEKOMEHAALMN, B KOTOPbLIX MPUBEAEHbI

WX gononHeHuin. Mocne nonyyeHns onobpeHnii TekcT
yTBEPXAACS BCEMU BXOAAWMMN B Pabouyto rpynny akc-
nepramu.

OkoHYaTenbHbIM OOKYMEHT yTBepXaancsa Ikcnept-
HoW komuccuein EAT onsa ogHOBpPEMEHHOW nybnnkaumm B
XypHane «EBpasuvmnckuini apxme BHYTPEHHEN MeaULMHbI»
1 penakumen xypHana «Kapamonorua B benapycu». A-
TOPCKUIA KONINEKTUB NIaHNPYeT perynspHoe oO6HOBNEHME
[AHHbIX PEKOMEHAALNIA.

o6Lye NPUHUMMNbI ANArHOCTUKN U NeYeHUsT CUHOPOMHbIX
1 HecuHAPOMHbIX popm HHCT.

Kapaunonorudeckue acnektol HHCT Bko4aloT BHY-
TpUCeEpPAEYHblIE N COCYOUCTbIE aHOManNuUM, AaHHble MO
KOTOpbIM OblNM MakcuManbHo 0600uweHbl B 2012 r. B
MoHorpadum 3. B. 3emuosckoro n 3. I'. Manesa «Manbie
aHomManuu cepaua n aucnnactuyeckue geHoTunbl» [1].

B 2014-2015 rr. Bbiwan pekomeHpaunm EBponencko-
ro obuecTea KapamMonoroe No ANarHOCTUKE U NeYeHNo

" http://www.scardio.ru/rekomendacii/rekomendacii_rko/polozhenie_o_nacionalnyh_klinicheskih_rekomendaciyah.
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3aboneBaHMin aopPThl, BKJIlOYAs pa3aen rno HacneacTBeH-
HbIM @0pTONATUAM MPU HACNEACTBEHHbIX HAPYLLIEHUSAX CO-
eauHnTeNnbHOM TkaHu [2], pekomeHaauum no IxoKI oueH-
Ke aedekToB mexnpeacepagHon neperopoaku (AMII)
M OTKPbITOro oBanbHOro okHa (O0O0) [3], 0OHOBNEHHbIE
pPyKOBOACTBA NO BEAEHMUIO MNaLUMEHTOB C KiarnaHHbIMKU 3a-
6oneBaHNAMM CepALa, B TOM yuche uenbin psg pabor,
noATBePXAaoLLNX BbICOKUMA PUCK OCNIOXHEHU, nNpexae
BCEro Kapanoamb0omyeckmx, Npu OTAEsbHbIX BapuaHTax
BHYTPUCEPAEYHbIX aHOMaNN N NX COYETaHUSX.

B uenom, HeCMOTPS Ha LUMPOKUIA CMEKTP Moanmop-
raHHbIX M MOJIMCUCTEMHBIX KJIMHUYECKUX MNPOSBIEHUN,
VIMEHHO KapOuoBacKyfisipHasi naTonorus onpegensier
TPYAOCNOCOOHOCTb U XNU3HEHHbIM NPOrHO3 y NaLUUEHTOB C
HHCT. Moatomy 06006L1eHMEe NMEIOLLINXCS OaHHbIX Npeq-
CTaBNSIeTCA BaXHOM U aKkTyanbHOW 3agadyen, B TOM yncne
C No3numii NnpodmNakTUYeCckon MeanLMHbI.

BmecTe ¢ TeM MHOroo6pasve ¢opM cepaeyHO-Cocy-
ancton natonorum npyu HHCT, CNoXHOCTM B pasrpaHuye-
HUW BHYTPMCEPAEYHOM NaTONOrMM OT BapUaHTOB HOPMbI, B

1. ONPEAEAEHUA U TEPMUHOAOTUA

HacnepcTBeHHble HapylleHUs COeAUHUTESIbHOM
Tkanu (HHCT) — reteporeHHas rpynna 3abofieBaHuid,
06YyCNOBNEHHbIX FreHeTnYeckuMn gedektamm cuHTesa u/
nnun pacnaga 6enKoB BHEKJIETOYHOIO MaTpukca nmbo Ha-
pyLieHuamMmn mopdoreHesa coeguHuTenbHom TkaHn (CT).
B HacToswee Bpemsi onucaHo 6onee 250 cuHAPOMOB
HHCT [4].

BbloensioT cuHOopOMalibHble MOHOreHHble  dOpMbl
C COrnacoBaHHbIMU KPUTEPUSMU U HECUHOPOMAsbHbIE
hopMbI MynbTUGAKTOPUANLHON NpUpoasl 2 (puc. 1).

HACNEACTBEHHbBIE HAPYLUEHMA

TOM 4MCe B AETCKOM BO3PACTe, PA3HOHTEHWS B KDUTEPUSX
OxoKI" gnarHocTukmn, noaxonax K knaccudukaumm, a Takke
pa3HOpPOAHbIE KaTeropun obcnenoBaHHbIX FPymn co34aloT
npobnemMbl B GOPMUPOBAHMM OoKa3aTenbHOM 6a3bl npu
paspaboTke cTpatudukaumm pucka TON UNN UHOW Kap-
OMONOrMYeckon naronorum, accoummposaHHon ¢ HHCT.
Mo3aToMy M3 BCEro cnekTpa BHYTPUCEPAEYHbIX aHOMaNNn
BblAe/IEHbl N PACCMOTPEHbI ToNbko Te CAC, No KOTOpbLIM B
JIUTEPATYPHbIX UCTOYHUKAX HAKOMJIEHbl 3HAYMMbIE AAHHbIE,
npencTaBnsiolmMe NHTEPEC 415 NPaKTUKYIOLLEro Bpaya.

OcHOBHas LeNb peKkoMeHAaUMA — aKUeHTyauusl Ha
kapauonormnyeckux acnektax HHCT, c6nuxeHue cno-
XUBLUMXCS NOAXOO0B B OVNArHOCTUKE M TakTUKE BEAEHUS
naumeHToB ¢ CAC, MPUHATLIX MeXAyHapoAHbIMU MeOu-
LMHCKMMM coobLecTBamMu, C Noaxoaamm, KOTopble MOTyT
ObITb peanu3oBaHbl B cTpaHax EA3SC.

B nOKyMeHTe nepedncineHbl OCHOBHble Mpobenbl B
[,0Ka3aTenbCTBaX M UMEIOLLMXCA OAHHbIX C LEeNbio 04Yep-
TUTb OCHOBHbIE HaNpaBieHUs OAs AanbHEenLWmnx nccne-
LOBaHUN.

Ancnnasum, nnm MHorodakTopHble HapyLueHus
COeAVHUTENIbHOW TKaHU — 3TO KJIMHUYECKN reTeporeH-
Has rpynna 3aboneBaHunii, 06YCIIOBAEHHbIX NEPBUYHBIMUA
(reHeTnyecknMmn) nnn BTOPUYHBIMU (HEFEHETUYECKUMN)
HapyLLeHNaMM CUHTEe3a n/unu pacnaga 6enKkoB coegnHum-
TEJbHOWM TKaHW 1 KOMMOHEHTOB BHEKJIETOYHOIrO MaTPUKCA,
NMOSUreHHon MHOrodakTopHOM NpMpoabl, 06beanHeHHas
B GEHOTUMbI HA OCHOBE OOLLLHOCTU BHELLHUX U/UN BUC-
LLepanbHbIX MPU3HAKOB.

MoMMMO TPagULMOHHO CHIOXMBLUMXCS MNOAXOO0B C
BblAENIEHMEM TPEX KacCUyYecknx ¢eHOTUNoB
(MapdaHonogoOHbI, 371epconoaobHbIn U He-
knaccuounumpyembliin) (puc. 1), psaom aBTOpOB
paccmaTpuBaeTcs Map@aHouaHasi BHELHOCTb

COEMHUTENbHOMN TKAHM
s | oo
KPUTEPVSMM HECMHAPOMHbIE ®OPMbI

[1]. TunepmMoBunbHLIN GeHOTUN B HacTosLee
BpeMs He Bblaensercs S,

Bpo>XaeHHbIi MOPOK Pa3BUTUA — OTKJIOHE-
HMEe opraHa OT HOPMAaJIbHOro aHaTOMUYEeCKOro
CTPOEHMWS, NPUBOASLLEE K KIMHUYECKN 3HAYNUMbIM

CUHAPOM MAP®AHA (FeHTCK1e KpuTtepum
Loeys A.E. et al., 2010)

GEHOTUN
= CUHAOPOM 3NEPCA — AAHNO (Villefranche = 3/IEPCOMNOA0BHbIN
criteria, Beighton P. et al., 1998) GEHOTUN

= CUHAPOM ’MNEPMOBW/IBHOCTU CYCTABOB
(Brighton-Grahame criteria, 2000)
= HECOBEPLLUEHHbIA OCTEOTEHE3

®EHOTUN

\ = MAP®AHOMOAOBHbIN

= HEKJACCUOULIMPYEMBINA

HapyLlweHnsam GyHkummn. Mopokn pasBuTUa BCTpe-
4aloTCS Kak B BUAE CaMOCTOATENbHbIX HO30/I0rnye-
CKkMX GOpPM, Tak 1 B COYETAHMN C OPYrMMKN NPU3HA-
KamMu CUCTEMHOrO BOBJIEYEHUSI COEAMHUTENIbHOWN
TkaHn (CBCT) npu MOHOreHHbIx cunapomax HHCT.

Manblie aHomanuu paszsutusa (MAP) - Ha-

= MEPBUYHbI CEMEVHbIN MPONAMC
MWTPA/IBHOTO KNAMAHA

= CEMEWHbIA CUHAPOM MAP®AHONAHON

BHELLUHOCTM (cuHoHum Loeys-Dietz syndrome,

type 2B, kputepuu Loeys B.L., 2005)

MASS-CUHAPOM u np.

/

Puc. 1. CoBpeMeHHas CTpyKTypa HacneaCcTBEHHbIX
HapPYLLIEHUNN COEOUHUTENBHOM TKaHWN

HacnepncTtBeHHble MOHOreHHble CUHAPOMbI —
YCTOMYMBbIE CUMMNTOMOKOMIMIEKCHI, Pa3BUBAKOLLMECS B
pesynbTaTte reHeTUYeCKNX M3MEHEHNM (MyTaLumin) B onpe-
DENEHHOM reHe 1 nepefaiolmecs B COOTBETCTBMM C 3a-
KOHaMW MEHAENEBCKOr0 HaCNeA0BaHMS.

cnegyemble UNU BPOXAEHHbIE OTKIOHEHWUS OT
HOPMaJIbHOr0 aHaTOMWYECKOro CTPOEHUs opra-
HOB, He CBf3aHHble C aHaToMO-du3nonornye-
CKMMW 0COOEHHOCTAMM OETCKOro Bo3pacTa, npu
onpefeneHHblX YCNOBUSX MPUBOAALLME K Hapy-
weHunto GyHkumn. K BHewHnm MAP OTHOCAT aHo-
Masnmm pa3BUTUS KOCTHO-CKESNIETHbIE, MblLLEYHbIE,
9KTOAEPMAIIbHbIE; K BUCLLEPAbHBIM — USBMEHEHUS
CTPOEHMS OpraHa 3peHus, cepae4yHo-cocyancTomn
1 pecnmpaTopHOl CUCTEMbI, OPraHOB OPIOLLHOM NOOCTU,
MOYEBbIAENNTESIbHOM U PENPOLAYKTUBHON CUCTEM.
CTpyKkTypHble (Manble) aHOManuu ceppua sBns-
toTca nposieneHnem MAP cO CTOpPOHbI cepaevyHo-cocyam-
cTon cuctemsl [1].

2 CuHoHuM: «HepgnddepeHumpoBaHHas ANCNasns coeamHuTensbHo Tkanu» (HACT), noa, KOTOPOi CerogHs MOXeT CKpbIBaThCS
3HAYNTENbHOE KOIMYECTBO reHEeTUYECKM HEOQHOPOAHbIX MOHOreHHbIXx HHCT, 06yCnoBAEHHbIX «MATKUMWU» MyTaLUUsSMU, NPOTEKAIOLLNX
CO CTEPTOl KIIMHMYECKOIN KapTUHOW, NMOO eLle He AnarHoCTUPOBaHHbIE GOPMbI.

3 YcTaHOBMEHO, YTO CUHAPOM J06pOKaYeCTBEHHON rMnepmMobunsHocT cyctasos (MIM: %147900) B HacTosILLEe BpEMS paccMa-

TPUBAIOT K&K MOHOM€HHbIA CUHAPOM.
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1.1. Npo6GnemMHble 1 akTyasibHbl€ BONPOCbI
CoseplueHcTBoBaHMe IxoKI-gmarHocTmku, Hakonne-

HMe 1 06006LLEHNE PE3YNLTATOB HAayYHbIX U KIIMHUYECKNX
nccnenoBaHui 06yCNoBUAN MHTEPEC K MOrPaHNYHbIM OT-
KJIOHEHVSIM B CTPOEHMM cepaua, K KOTOPbIM MOryT ObITb
OTHECEHbI CTPYKTYpHble aHoManum cepgua (CAC).

Hanbonee WmMpoko npuHaTas AePUHULNS Takux BHY-
TPUCEPAEYHbIX aHOMaNMn — Manble aHOManumM cepaua
(MAC), onpepensieMble Kak HacnencTBeHHO 0OYyCnoB-
JIEHHbIE NIV BPOXIEHHbIE CTPYKTYPHbIE N3MEHEHUS KNa-
naHHOro annapara cepgua (ero CoeANHNTEIbHOTKaHHOr O
Kapkaca), BKo4yas MarmcTpasibHble COCyabl, B BUAE pas-
JINYHBIX @HAaTOMUYECKUX aHOMasnuii, He COMpPOBOXAA0-
LLNXCHA rEMOANHAMUYECKN FPYObIMU U KITMHUYECKU 3HAUU-
MbIMW HapyLlieHsamu [1, 5, 6].

OpHn nccneposatenn kK MAC npuyncnstot nooble
aHomanuu, BbiBASIEMble NMPY MOPQONIOrMyeckom nccne-
[OBaHUK, Opyrve pacCcMaTpuBarT UX Kak KIMHUKO-39XO0-
kapanorpaduyeckoe NOHATUE, BKIOYAKOLLEE UMEHHO Te
aHoManuu, KOTopble YAAETCH BbIBUTb MPUWXU3HEHHO B
npouecce NonMno3nuUMoHHoro dxoKr-mncecnengosanHus.

He oTpuuas akTyanbHOCTb TEPMUHA U ONpPefeneHns
«MasiblX aHoManui cepaua», Henb3s He OTMEeTUTb AUC-
KyTabenbHOCTb OTAENbHBLIX MOJIOXKEHUI — «KIIMHUYECKN
3HaYMMOe HapyLLeHne», «rpyoble HapyLleHs remoauHa-
MWKW», KOTOPbIE HE BMOJSIHE COOTBETCTBYIOT COBPEMEHHOM
MeXAyHapOoLHON TEPMUHOMOTNN.

B aHrnosswbiyHOl nutepatype TepmuH MAC He wuc-
nonb3yeTcs Kak eANHOE NOHATUE, NO3BOoJsoLEee 0O0beau-
HWTb BCE reMOAVHAMWYECKN Masio3HAYMMbIE aHOManum
COEONHUTENBHOTKAHHOIO Kapkaca M knanaHHoro anna-
pata cepaua [1]. Hanbonee 4acTo NpuUMeEHsIOTCS TEpMU-
Hbl «cardiac abnormalities», «structural heart anomalies»,
«cardiac anomalies», «morphological abnormalities» un
«structural cardiac abnormalities». Ho3zonormnyeckn ato
B OOJILLUMHCTBE CNy4yaeB aHeEBpPU3Ma MeXnpencepnHomn
neperopoaku (AMIIM), oTkpbiToe oBanbHOe okHO (O00),
YOJIHEHHbIN eBCcTaxmeB knanaH (EK), cetb Knapwu v npo-
nanc mutpanbHoro knanaxa (MNMK).

Mbl nocyuTanM BO3MOXHbBIM MCMOMb30BaTb TEPMUH
«CTPYKTYPHbIE @HOManuu cepaua» kak 6onee obLwmi,
NO3BOJNIAIOLWNIA N36exXaTb OrpaHUYeHUin, UMEIOLLUXCS B
onpeneneHnn «MAC», akLEeHTUPYS OCHOBHOE BHUMaHWe
Ha JOKa3aHHOM KJIMHMYECKOW 3HA4YMMOCTU TOW WU UHOM
BHYTPUCEPAEYHON CTPYKTYPHOM aHOManum, 4To onpeae-
nnno nepeveHb o6cyxxaaembix CAC.

Mpumepom cnyxmt NMMK, KoTopbI Npu onpenenexH-
Hbix OxoKI -napameTpax 060CHOBAHHO MOXET ObITb OTHE-
ceH k CAC, Hanpumep npu norpaHU4HOM nponaduposa-
HUU CTBOPOK 6€3 MX YTONLLEHUS 1 3HAYMMOW MUTPANIbLHOMN
peryprutaumu, Kak guarHo3 — npu UCKIKYEHUW NepBud-
HOrO CEeMEeNHOro MKKCOMaTO3HOro/HEMUKCOMATO3HOrO
MMK. B 10 xe Bpems NMK B kadyectse CAC Hepeoko co-
NpPOBOXAAET Apyrme Kraccuduumpyemble U Heknaccu-
dnumpyemble gucnnacTunyeckme CMHAPOMbl U GEeHOTUMbI
npy HHCT. JoNoONHUTENBHbIN HIDAHC — 3TO BO3MOXHOCTb
NPOrpeccnpoBaHns ¢ BO3PACTOM MCXOOHO HE3HAYMMOro
MMK. Ncxopsa na BeleckasaHHOro, paccmotpeHune NMVIK
B COOTBETCTBYIOLLEM pa3fenie N3oaHus BO BCEX BO3MOX-
HbIX MPOSABNEHUAX, 0COOEHHO C No3nuunii ero auddepeH-
LUManbHOM OANArHOCTUKM Kak MOHOreHHoro 3abosieBaHust
ot CAC C OT/IMY4HBLIM MPOrHO30M, HE MPOTMBOPEYUT MNO-
CTaBJIEHHbIM LIENSIM.

AHanornyHas cutyaumsi crnoxunacb B OTHOLLUEHUN
000. B HacTofilLlee BpeMsi B COBPEMEHHbIX PEKOMEH-
Jaumsx 4eTko 06o3HadeHa no3nuus aedekra mexnpen-
cepaHon neperopogku (AMIMM) kak BPOXAEHHOrO MNo-

poka (congenital heart defects) 1 OOO kak aHOManum
mMexnpencepaHon neperopoakmn (MMM) n cBA3aHHbIX C
Heln cuHapoMoB (abnormalities of the interatrial septum
and their associated sindromes). B cBa3u ¢ yem MII1 B
JAHHOM [OKYMEHTE HE paccMaTpuBaeTCcs U TOJIbKO yro-
MWHaEeTCH B pasgene gudbdepeHunanbHOn ouarHoCTUKK.

Ewe oanH «OTKpbITbIN» BOMNPOC — 3TO Khaccuduka-
umsa CAC, cTpykTypupoBaTb KOTOPYIO NPY COBPEMEHHOM
YPOBHE 3HaHUN KparHe 3aTpygHUTENbHO. B CBA3M ¢ yem
cnepyet coenatb HEeCKOJIbko OOO0OLLEHWUI, Kacalolmx-
csa nogxonos kK knaccudukaumm CAC. MNepeble onncaHms
npuvHagnexanu natonoroaHatomam. OAHaKO TOMYOK K
N3YHEHUIO KIIMHUYECKOM 3HAYMMOCTU MOP@OSIOrMYECKMNX
OTKJIOHEHWIA B Pa3BUTUN CepAaLa U aopTbl CBA3aH C LUN-
POKMM BHEOPEHMEM B KJIMHUYECKYIO npakTuky IXoKI un
aKTUBHbIM n3ydyeHreM npobnembl HHCT. CeropHsiwHme
HaKOMJIEHHbIE 3HAHUSA — 3TO PEe3ySIbTaT HAay4HbIX UCCe-
[OBaHWNN KIAMHULMCTOB, CMEUManMCTOB MO coHorpadun,
naToMopdonoroB U reHeTukoB. llepBble KAMHUYECKME
knaccudukaumm sknodanu oo 30 BHyTpUcepAeUHbIX aHO-
Manuii (OCHOBaHHbIE Ha AaHHbIX IxoKI nmo aHaTtoMuye-
CKOMY MpUHLMNY), GONbLINHCTBO N3 KOTOPbLIX HE UMEenu
onpeneneHHoro KJIMHUYeCKoro 3HadeHus. B nocnepyto-
LEeM TakoW aHaTOMMYECKMA NOAX04 NOABEPICS KPUTKKE,
HO W MHble OOMOJIHEHMS K Krnaccudukaumm, K npumMepy
rpagaumns MAC no aTMonoruuv, He NPKUANCh B KIMHUYE-
CKOW npakTuke. BmecTte ¢ Tem, cTaBs BO rnaBy yrna Kau-
HUYyeckoe 3Ha4veHue 1ol unn nHon CAC, npencraBnsaeTcs
uenecoobpasHbiM 06bEAMHEHVE OrpaHMYEHHOro 4Yncna
CAC no aHatoMM4eCcKoMy, 3TMONOrMYECKOMY MPUHLMNY
N OAHOTUMHOCTU KIIMHUYECKNX OCNIOXHEHWI. B cBa3u ¢
3TuM Obinu BeigeneHsl npeacepaHsie CAC — AMIMIM, 000,
EK, ceTb Knapu, otaenbHoO — nposaanckl KnanaHoB 1 acnuM-
MEeTpPUs TPEXCTBOPYATOro aopTasibHOro knanaHa (ATAK).
HeCcoMHeHHO, 4TO B npouecce gasbHENWnX ncenegosa-
HWIA N HaKOMNJIEHMS AaHHbIX, 0COOEHHO C y4eTOM Nnporpec-
Ca BNU3yann3aunOHHbIX TEXHOMOI NI, 3TOT NepeyeHb byaeT
pPacLUMPATLCS 1 AONONHATLCS.

BHeceHnne B knaccudukaumio nepedmncneHHoix CAC
onpenensieTcs Ux COonpsXXeHHOCTbIO C PUCKOM Cepbes-
HbIX OCJIOXXHEHUIA U aCCOLMNPOBAHHbLIX COCTOAHUNA. [1pe-
XOe BCEro aTo KpUnToreHHble nHeynbThl, TUA npn OO0
n AMIM; apuTMuyecknini cuHapom (passutune eubpun-
nauum npegcepavi n np.), uepebpanbHble ambonuu,
3HOOKaApAMT Npu Nponancax knanaHos; GopMupoBaHmne
6onee paHHEro CKJIEpOTUYECKOro aopTasibHOrO Nopoka
Ha ¢oHe ATAK; TpomM60aMOOINN, NHPEKLMOHHbBINA 3H-
nokapauTt, npobsiemMbl NpU BHYTPUCEPAEYHbIX 9HOOBA-
CKYNSIPHbIX BMELLATENbCTBAX Npu Hanuummn cetn Knapu
n EK. BaxHO noHMMaTb U TO, YTO paccMaTpuBaemble
CAC MoryT OblTb COOTHECEHbI C CepAeYHO-COCYANCTbI-
MW MNPOSIBNIEHNAMMU MAENOTPONMU 4 MYTaHTHBIX FEHOB,
OTBETCTBEHHbIX 3a pa3sutue mMmeHpenupyowmx HHCT.
Mpu mMoHoreHHbix popmax HHCT (cuHopomax Mapda-
Ha, Jlynca - Autua, dnepca — JaHno v np.) Nponancel
MUTPANbLHOIrO M TPUKycnuaanbHOro knanaHos, AMIIM
n OO0 moryT accoummpoBaTbCs C MOrPaHUYHbIM pac-
LIMpEeHMEeM, gunataumen n aHeBpuU3MOM KOPHS u/vnun
rpyaHoro otaena aopthl. B gaHHOM cnydae camMocTo-
ATENbHbIA PUCK OCNoXHeHu npyu CAC ycTynaet pucky
aHEeBPU3Mbl/PaCC/IOeHNa aopThl (T. €. ONpeneneHHomn
BEPOSATHOCTM Pa3BUTUS OCTPOr0 aopTasbHOr0 CUHAPO-
Ma) npy MOHOreHHbix HHCT. AcnekTbl HAacNeacTBEHHbIX
aopTonaTuin ABASIOTCS CNOXHOM npobremMoin 1 nanara-
I0TCS1 B OTAE/bHbIX PYKOBOACTBAX.

AHanornyHasa cutyaums KacaeTcs pasHopeyuii B cTpa-
Tndurkaumm pucka npu CAC. Tak, kapanoTpoMo60amMb0u-

4 MnetoTponusa — BAMSIHUE OHOMO FreHa Ha HECKO/IbKO (GEHOTUMMUHECKMX MPUSHAKOB.
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Yeckme 0CNoXHeHus xapakTepHbl ans 000, AMII, cetn
Knapwn. OgHako 4acTtoTa 9TUX OCNIOXHEHMWIA U Joka3aTesb-
Hasi 6a3a CyLeCTBEHHO Pa3NyalTCs.

MpencraBnseTcs oWMOOYHBIM OTOXAECTBIIEHNE KIN-
HMYECKON 3HA4YMMOCTU C pacnpocTpaHeHHocTbio CAC.
Tak, aHOManbHO PAaCMOJIOXKEHHbIE XOpPAbl BCTPEYaIOTCHA
yawe Bcero npm 9xoKrI', HO nx 3HaYeHne ans KINHNYECKON
NpPakTUKM MNoKa OCTaeTCsA HEONPEAENIEHHbIM.

3HaunUMbIA  KIIMHUYECKUIA UHTEpec npeacTaBnsger
paspaboTka npobnembl ATAK, KoTOpylo yXxe AocTaTou-
HO 060OCHOBAHHO MOXHO paccMaTpMBaTh Kak NPeankTop
paHHero ckaepoTnyeckoro nopaxeHuns Aok, 4To OTKpbI-
BaeT HOBOE HamnpaBfiIeHWE B PELUEHMN 3TOW CHOXHOM
npo6nemsl.

AHanM3 MMeLLMXCS AaHHbIX yKa3blBaeT Ha Heobxoam-
MOCTb pasrpaHnyeHuns nepeyHs (knaccudukaumm) CAC y
DeTei 1 B3POCHbIX, Tak Kak HEKOTOPbIE U3 HUX (Hanpumep,
00O, eBcTaxmeB KfanaH) pacLeHuBalTCa OO0 onpene-
JNIEHHOro BO3pacTa Kak BapuaHT HOPMbl AETCKOro opra-
HM3Ma, HO, COXPaHSACb B 3pEsIOM BO3pacTe, MOryT UMeTb
3HAYUMBbIE KIIMHNYECKME NPOSIBIEHNS.

CoseplueHcTBOBaHne IxoKI-gnarHocTukm, a Takxke
npoBefeHNE MHOMOLLEHTPOBbLIX WUCCNEeA0BaHUIA [OMKHbI
crnocobcTBOBaThL BbIPabOTKE AMHOr0 MHEeHUs no IxoKIr -
Kputepuam Ton nnn nHom CAC. Mpumepom CAC, nmes-
el camble pasfinyHble KONMYECTBEHHbIE MapameTpbl,
asnsetca AMIIT.

YuuTbiBas uMelowmecs HauMoHaNbHblE pPeKOMeHAa-
unun, Bonpockl obuien auarHoctukn HHCT B paHHOM 13-
haHum He obcyxpanucb. Bmecte ¢ Tem, paccmartpuBas
YaCTHble BONPOCHI KapANONOrnM4eCKUX 1 COCYaNUCTbIX MPO-
6neM, Mbl UCXOOUNN U3 CUCTEMHOCTU nopaxeHus CT un
06LLMX NaTOreHeTUYeCKMX MEexXaHU3MOB Pa3BUTUS 3TOWN
naTonorunu.

Ha cerogHsaWwHNM OeHb He NpeacTaBnseTcd BO3MOX-
HbIM OAHO3HAYHO OTBETUTb B KAXAOW KINMHNYECKOM CUTY-
auunu, MMeeM Mbl fieno ¢ nsonuposaHHoi CAC nnu cneg-
ctBnemM cuctemHoro gedekta CT (MOHOreHHble GOopMbl
(cvHppombl) HHCT wnu 3abonesaHus MynbTudakTopu-
anbHOM Npupoapl). HeT BO3MOXHOCTU reHeTU4eCKoro Tn-
MUPOBaHUS KaxaoM HO30/10rM4eckom eamHuusl. Bmecte
C TEM HaKoNMBLLASCSA MHPOPMALMSA O CAMOCTOSATENBHOM
KNMHMYeckom 3HaveHnn pspga CAC TpebyeT k cebe npu-
CTaNIbHOr0 BHUMA@HMS CO CTOPOHbI MPaKTUKYOLWMX Bpa-
4Yel BHE 3aBMCMMOCTU OT TOro, BblIPaXeHa WM HET CU-
CTEMHOCTb NopaxeHus. C Opyro CTOPOHbI, BbISIBIEHNE
onpeneneHHbix CAC He OO/MKHO paccMaTpmBaTbCs Kak
OxoKl-Haxogka, a TpebyeT OUeHKM naumeHTa ¢ no3uuni
nmetomxcs peHoTmnmnyecknx kputepmes HHCT gns ceo-
€BpPEMEHHON anarHocTuku onpeneneHHoix HHCT, npu He-
KOTOPbIX N3 KOTOPbIX TeyeHne CAC nmeeT 6onee Hebna-
rONPUATHBLIA NPOrHOS.

Taknm 06pa3oM, onupasicb B MEPBYID O4Yepenb Ha
OMbIT POCCUACKOW LLKOJbI, B AAHHOM JOKYMEHTE BnepBble
npeanpuHATa nonbiTka 0606LWLMTb aHaIM3 OTEYECTBEHHOM
1 3apybexHO nnTepaTtypbl NOCneaHnx 5 net, npnubnnsnte
N VHTErpuMpoBaThb [AaHHbIE WCCNenoBaHui 3apybexHbIX
LLEHTPOB B OTEYECTBEHHYIO NPaKTUYEeCKYO AeATeSIbHOCTb.

1.2. OCHOBHbIE IUTEPaTYPHbIE UCTOYHUKHN

[na HanncaHms pykoBOACTBA UCNONb30BANUCH Cleay-
IOLLME OCHOBHbIE My6nKaLmm:

1. PyKOBOACTBO MO AMArHOCTUKE U NledeHuto 3abo-
neBaHuii aopTbl EBponerickoro obuiecTsa Kapamosiioros
(2014 r.) [2].

2. PykoBogsauwme npuHumnel dxoKr-oueHkn OMMM n
OBaJIbHOro OkHa AMepUrKaHCKOro obLecTBa 9xoKapamo-
rpadum 1 obuiecTsa cepaeyHon aHrmorpadum n nHTep-
BeHuuii (2015r.) [3].

3. PykoBOACTBO MO BeAEHMIO MAUMEHTOB C kianaH-
HblMM 3aboneBaHusaMKN ceppua AMEPUKAHCKOW Kone-

N Kapauonoros M AMepmMkKaHCKoOM accoumaummn cepaua
(2014 r.) [7].

4. PykoBOACTBO MO JIEYEHMIO KianaHHblX 3abonesa-
HUIN cepaua EBponeinckoro obuiecTsa kapamonoros / EB-
ponernckonm accoumaumn KapamoTopakaibHOM XMpyprum
(2012r.) [8].

5. PekomeHgaummn no axokapanorpadpuryeckom oLeH-
Ke CTPYKTYp CepAua y B3pOC/bix: 06HOBNeHHas UHdop-
Mauums AMepurKaHckoro obLecTsa no axokapauorpadum
1 EBponenckon accounaumnm cepaeyHo-cocyamcTomn Bu-
3yanusauum (2015 r.) [9].

6. PykoBoacTBO no cepaevHomy Y3M npu BbINOAHEHUN
KOHTPACTHOW axokapanorpadun: chokyCnpoBaHHOE Ha
06HOBMIEHMM AMEPUKAHCKOrO O6LLLECTBA MO 9XOKapamo-
rpadum (2014 r.) [10].

7. MexayHapoaHble pekoMeHZauuu OuarHOCTUKN
cuHpgpoma MapdaHa — eHTCKne kputepum (B peBusun
2010r.) [11].

8. bepanHckas HO30/0MMs HACNeACTBEHHbIX Ha-
pyweHun coeguHutenoHonm TkaHu (Beighton P. et al.,
1988 r.).

9. MexayHapoaHble pPeKoMeHAauum AnarHoCTUKM
cuHapomMa Anepca — JaHno — BunnbdpaHiuickue Kpute-
pun (1998 r.) [12].

10. MexayHapogHble pekoMeHJauMn OUarHOCTUKKN
cUHOpOMa TnMnepmMoOuNbHOCTU CyCTaBoB — BpanToh-
ckue kputepum 1998 roga ¢ nocnenyoLLen ux pesmsnen
(Graham R., 2000 r.) [13].

11. HacneacTBeHHble HapylleHUss COoeanHUTENb-
HOW TKaHM B Kapguonorumu. OuarHoctmka u neyexHue.
Poccuinckmne pekomengaumn (I nepecmotp) 2012 roga.
Pa3paboTaHbl KOMUTETOM 3KcrnepToB cekumn «Coenn-
HUTENIbHOTKaHHbIe Aucrnnasuu cepaua» Prey PLCKD
nm. Akagemuka B. A. Anmasosa npu Poccumnckom kapam-
onornyeckom obuiectsee [14].

12. HaunoHanbHble pekoMeHaauum pOCCUINCKOro Ha-
Y4HOIro MeguLUMHCKOro o6LecTBa TeparneBToB Mo AMarHo-
CTUKE, NIEYEHNIO N peabunutaumm NaunMeHToB ¢ gucnna-
3nsiMn coegmHuTensHoin TkaHy 2016 ropna. PaspaboTaHsl
rpynnor cneumanncToB cekumn «Jucnnasmm coepuHn-
TenbHoW TkaHn» Nnpu PHMOT [15].

13. Poccuinckne pekomeHgaumn «HacneanCTtBEHHble
N MynbTUdaAKTOPUaIbHbIE HapPYyLIEHUS COEANHUTESb-
HOWM TKaHW y geTen. ANroputMmbl AMarHOCTUKK. TakTuka
BeaeHua. Yactbe 1» (2014 r.) [16]; «[lonvopraHHbie Ha-
pyweHns npun gucnnasnsax CoOeaAnHUTENbHOM TKkaHn. An-
ropuUTMbl ANArHOCTUKM U CTaHOApPTbl BeaeHus. YacTb 2»
MpoekT 2016 ropa. PaspaboTaHbl KOMUTETOM 3KCMEPTOB
negmuaTpuy4eckon rpynnel «Ancnnasmsa CoOeauHUTENbHOM
TkaHu» npu PHMOT.

14. Benopycckme HauMoHalbHble KJIMHUYEeCcKne pe-
KoMeHgaummn «narHoctnka u nevyeHme HacneacTBEH-
HbIX U MyNbTUdAKTOPUANIbHbIX HApPYLIEeHUA COeauHU-
TenbHol TkaHm» 2014 roga. PazpaboTtaHbl KOMUTETOM
aKcnepToB cekuun «HacnenctBeHHble M MynbTUdakK-
TopuasbHble HapYyLIEeHNS COeANHUTENbHOM TKaHW» Npu
BHOK [17].

15. 3emuoBckuii 3. B. n coasT. Lnkn paboT no Ha-
CNeACTBEHHbBIM HAPYLLIEHUAM COEOVUHUTENBHON TKaHu [1].

16. MapTbiHOB A. U., AkoBnes B. M., Hevaesa I'. 1. n
coasT. Llnkn paboT no gucnnasmam coeauHuUTeNbHOM Tka-
HM [18, 19].

17. PykoBoOCTBO AN Bpayer no aucnnasvm co-
eamHuTensHol Tkaum (Kagypuna T. U., TopbyHosa B. H.,
2009r.) [4].

18. HaunoHanbHO€E pyKOBOACTBO MO HACNeACTBEHHbLIM
6onesHsam (nog pea. H. M. Boukosa, 2012 r.) [6].

19. MoHorpadusa «boneaxu knanaHoB cepaua» (Cto-
poxakoB . N., FeHpgnunu . E., Munnep O. A., 2012r.) [20].
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2. NPEACEPAHbBIE CTPYKTYPHBIE AHOMAAUU CEPALLA

2.1. OTKpbITOE OBaJIbLHOE OKHO

2.1.1. TepMmuHonorusa n Ho3onorusa

OTKpbITOE OBasbHOE OKHO — dopmMa Mexnpeacepa-
HOM KOMMYHMKAUMW, aHATOMUYECKM MNPeACcTaBnAsioLLas
«30HA0BOE» OTBEPCTUE, PACMOJSIOKEHHOE B LLEHTPASIbHOM
yacTn mexnpencepaHon neperopoakn (MMM) — B obna-
CTW OBasIbHON SIMKM, 00OpasyloLeecs 13 HanaratLmMxcs
yacTen NepBUYHON (KnanaHHas 3acfioOHKa) U BTOPUYHOMN
neperopoakn (oBasibHOro otTeepcTust). OTKPbITOE OBasb-
HOE OKHO — PYAMMEHT HOPMasibHOro KpPOBOOOpaLLeHWs
3aMbpUoHa, He SBNSIeTCS BPOXAEHHBIM MOPOKOM cepaLa u
oTHocuTcs K CAC.

DyHKYUMOHUPYIOLee OBaslbHOe OKHO — Halnvue re-
MoauHamMmunydeckoro coépoca npu O0O0.

2.1.2. PacnpocTpaHeHHOCTb

[0 maHHbIM CaMOro KPynHOro CEKLMOHHOIO UCCNeno-
BaHWsi, OCHOBaHHOro 6onee 4em Ha 9000 ayToncwuii, pac-
npoctpaHeHHocTb OO0 B 06LLEeN nonynauum konebnetcs
ot 15 no 35 % (25 %) Bcex nvL, BO B3POCNOM NONynsaumm
[21] n conocTaBuma c BeiseneHnem OO0 npu OxoKI-umc-
cnepoBaHum — 15-25 % [22, 23, 24, 25].

2.1.3. HopmanbHas aHaToMus, 3MOpUOreHes3 u
dbusumonorus

®dopmuposanne MMM npoucxoant Ha 5-6-i1 Hepene
ambpuoreHesa, 4To NPUBOAUT K PA3OENEHMIO NEPBUYHOMO
o6LLero npeacepavs Ha Npasylo 1 NIEBYIO NONOBUHEI. MNep-
BMYHAsA Neperopoaka BbiNsgYMBaETCS OT KPbILLW Npeacepauns
B HAMpPaBfEHUN K 3HAOKapAManbHbIM noayleykam. OTeep-
CTME MeXAy HUXHUM Kpaem NepBUYHO NePEropoakmn N aH-
[okapamanbHbIMM NoayLLKamuy SBASETCS NEPBUYHBIM MeX-
npencepaHbiM 0TBepCcTueM. BropuyHoe mexnpencepaHoe
oTBepcTve 0b6pasyeTcs B BUAE MHOIMMX MENKUX OTBEPCTUNA
B NMEPBMYHOM Neperopoake, KOTopble BO3HMKAIOT B PE3YJib-
Tate anonTto3a. 3Tn nepdopauun GLICTPO YBENNYMBAIOTCS,
06pasys eamHoe otBepcTure. K 8- Hepene npeHaTanbHOro
OHTOreHesa nponcxoauT GopMUpPOBaHE BTOPUYHOL nepe-
ropoaku, KoTopas no NPOMCXOXAEHNIO MbILLEYHAs 1 CXOOHA
Mo CTPOEHUIO CO CTEHKON Npeacepams.

[Mocne oOKOH4YaHWs pocTa BTOPUYHOM MNEeperoponku
OCTaeTcs OTBEPCTUE, UMEHYEMOE OBaJIbHbIM OTBEPCTUEM
MIIl. Korga BepxHsSst HaCTb NEPBUYHOM NEPErOPOAKM MO-
CTENEHHO peayLmMpyeTcsl, OCTaTo4YHas YaCTb €e CTAHOBUT-
Cs1 3aC/TIOHKOI OBaJsIbHOro OTBEPCTUS, KOTOpasi obecrneym-
BaeT BO3MOXHOCTb MPaBO-J/IEBOr0 MOTOKa KPOBU 4epes
MMM y nnoaa.

PacnpaBneHune nerkmx BO34yxOM, yBEIMYEHNE Neroy-
HOro KPOBOTOKa NPMBOAMT K BO3pacTaHuto aasneHus B JIN
M CMELLEHMIO MEPBUYHOM NEepPeropoakn BnpaBo — K BTO-
PUYHOM, 4TO CMOCOBCTBYET 3aKPbLITMIO OBaSIbHOrO OKHA.
B panbHenwem, npu cCoxpaHeHun HopMasbHbIX GU3no-
JNIOrMYECKNX YCNoBWUIA, NepBUYHas Neperopojka cnamea-
€TCS CO BTOPUYHOW, 3aKkaH4ymMBas centaumio Nnpeacepani.
B HOopme Ha MecTe OBafibHOro OKHa OMpefensieTcst He-
6onbLuoe yrnybneHne, HasblBaeMoe «0BasibHbIM yriybne-
Huem» (nart. Fossa ovalis).

O HesapalleH 0OBanbHOro OTBEPCTUS Kak 06 OT-
KJTIOHEHWM OT HOPMbI C/ieyeT rOBOPUTL NNLLb nocne 1-ro
rofa xu3Hu pebeHka.

Mopdonorna OO0 pasHoobpasHa, ¢ KpasiMu pas3Hom
TOJILLMHBI, HANMMYMEM KJlanaHa WUau ero, B TOW WKW UHOMN
cTeneHun, pepykuvein. BapmabenbHOCTb KacaeTcs Kak
pa3mMepoB, Tak U GOPMbl OBASIbBHONO OKHA — OT MPOCTOro
OTBEPCTUS, NPUKPBLITOrO 3aCNIOHKOM, A0 AJIMHHOIO U3BU-
nmcToro npoxopa [26]. B HekOTOPbIX cnyydasax nepBuYHas
neperopoaka oTCTOUT OT BTOPUYHOM 13-3a CKNAAKM TKaHN
Ha nesonpeacepaHor ctopoHe MM, popmupysa Tak Ha-
3bIBaeMoe «durkcmposaHHoe» OO0 [27].
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2.1.4. KnuHnyeckume nposiBieHUs

B 6onblumHCcTBE cnyyaeB naumeHTsl ¢ 000 manocum-
NTOMHbI, B CBA3M C 4eM gaHHas CAC KNMHMYECKN BbISBNS-
eTcs KpanHe pefko. B noapoCTKOBOM Nepuoae MOXET Ha-
OnioaaTbCs CKIIOHHOCTb K 0OMOPOKaM U AMHAMUYECKUM
HapyLUEeHNsSIM MO3roBoro kposoobpateHus. MNpu remoau-
HamMun4yeckun 3Ha4MmMbix pa3dmepax OO0 y aeTen cTapLiero
BO3pacTa BO3MOXHO YMEPEHHOEe CHWXEHVE TONIepaHT-
HOCTU K PU3MNYECKNM Harpyskam, OblXxaTebHblA ANCKOM-
dopT. KnuHnyeckne NposiBNeHns MOryT NOSIBAATLCS Npu
ONNTENbHOM HaTyXUBaHUM W 33a4epXKe AbIXaHus, 4TO
06YCNOB/IEHO OTKPLITUEM LLYHTA, TOFAA Kak B MOKOE 1 Npu
ObITOBbIX (PU3NYECKUX Harpyskax LIYHTUPOBAHUS KPOBU
He NMPOUCXoaMT.

KnuHnyeckue cutyauuu, npum KOTOPbIX ClenyeT 3a-
NnoJo3puUTb KianaHHO-HEMNOJIHOLEHHOE (YHKLMOHUPYIO-
wee) O0O0:

B He3HauuTeNbHbIM LnaHo3 ry6 nnm HocorybHoro Tpe-
yrosbHvKa npu katune, Gruanyeckmx Harpyskax (0cobeHHO
CTaTMYeckmx), nnaye (y geten).

® CToikas NpenpacnoioXXeHHOCTb K HacTbiM NPOCTY/A-
HbIM 1 BOCNanuTesibHbiM 3a60/1eBaHMSAM OPOHXOJIErOHHOM
CUCTEMBI.

B 3anepxka GpU3NYecKoro pa3BuTmnsa pedbeHka, Hu3kas
TONIEPAHTHOCTb K GU3NYECKUM Harpyskam, 0COOEHHO B
coYeTaHMm C CUMATOMaMM OpIXaTenbHOro guckomdopTta
VN OplIXaTenbHOM HeAoCTaTO4YHOCTH.

B BO3HMKHOBEHME HEOOBSACHMMBIX NMOTEPb CO3HAHUS,
06MOPOKOB, CUMMTOMOB MPEXOASALLErO HAPYLLIEHNS MO3-
roBOro KpoBoOOpalleHnsi, 0COBEHHO Y UL, MOJI0OO0ro
BO3pacTa 1 MauueHToB C BapUKO3HON BONe3HbIO BEH 1/
nnu TPomMO60dNEBUTOM HUXHUX KOHEYHOCTEN n/unn ma-
noro Tasa.

B MuyHMMasbHbIE PEHTIEHONOMMYECKME MPUIHAKU -
nepeosieMnn B COCYAUCTOM PYCJE Nerknx, TEHAEHUNSA K
YBEJIMYEHMIO MPaBbIX kKaMep cepaua (kak npasuio, umeet
MECTO NLWb Y AL, CTapLlero Bo3pacTa).

B MuHMManbHble anekTpokapanorpaduyeckme cum-
NTOMbI, yka3blBalOLME HA MOBbILEHWE reMoguHamuye-
CKOV Harpy3ku Ha npaBble kKamepbl cepaua, 0COOEHHO Ha
npasoe npencepane, Npu NoJIHOW NN YacTUYHOM Broka-
[e npaBon HOXKKM nyyka Mca.

2.1.5. AccoumnpoBaHHble KJIMHUYECKUE COCTOS-
HUSl N OCJIOXKHEHUSA

Haunbonee yacto ¢ OO0 accoummpoBaHbl Napagok-
canbHasi BeHo3Has ambonus (MB3J) n MurpeHb ¢ aypoi.
K 6onee peakum accoummpoBaHHbiM ¢ OO0 cocTosHU-
SIM OTHOCSAT TPAH3UTOPHYIO rN06aNbHYI0 aMHe3uto, Nnpo-
TpoMboTuyeckne HapyweHus, platypnea-orthodeoxia
syndrome, OeKOMMpPecCcMoHHyo 60fe3Hb, CUHAPOM 006-
CTPYKTUBHOIO HOYHOIO anHos.

2.1.5.1. NMNapapokcanbHaga (BeHO3Has) ambonua

MB3 - murpauusa Tpomba (pexe Bo3ayxa Win Xupa)
13 BeHo3HoW cucTteMmsbl B J1TM yepe3 OO0 ¢ nocnenytoLLen
ambonumeli B 605bLLON Kpyr KpoBoobpalleHus. KnnHunye-
ckn NMB3O moxeT mMaHudecTnpoBatb MWEMUYECKUM WH-
cynbtoMm (MN) (kapanoambonmyeckumini naToreHeTU4ecKni
noaTwnmn), TPaH3UTOPHOM uwemmnydeckon atakom (TUA) n,
KpanHe peako, MHdapkTamm BUCLLEPasbHbIX OPraHoB (Kn-
LLEYHUK, MMOKapA, Cene3eHka, cetyaTka rnas).

MHcynbTel, accoummpoBaHHblie ¢ OO0, yalle onpene-
NAI0TCA KakK KpunToreHHole nHeynbTol (KN) [28, 29]. Ya-
ctota BbiaeneHns OO0 npu KN kpaiiHe Bbicoka — OT 24 00
66 % cnyyaes [30, 31, 32]. OgHaKko NPUYNHHO-CNEACTBEH-
Hasi CBA3b OCTAETCS A0 CUX MOP HE CTOJIb OYEBUOHON.

Hannune OOO umeeT CylleCTBEHHOE KJ/IMHUYeckoe
3HayeHve npu NB3 1 paccmaTprBaeTcs Kak LOMUHUPYIO-
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wuii Nyt peanudaumn M3 [33, 40, 34], Hapsay ¢ npoYnMmn
BO3MOXHbIMU 3TMoNnornieckumm daxktopamm N [23, 25,
35, 36].

MpuyrHbI NapagoKcanbHbIX 3MOONNIA:

— CTpyKTYpHblE aHOManum 1 BPOXAEHHbIE MOPOKM cepaua:

B OTKPbITOE OBaJIbHOE OKHO.

u [lecbekT MexnpencepaHomn Nneperopoaku.

B ledeKkT MeXOKeNyao4koBOr NeperoposKu.

¥ Jlero4Hbli BEHO3HO-apTePUAIbHbIN LUYHT.

— Mpoyne NpnYmHbI:

B InchyHkums JIK.

® 3acToi kposw B J1I, CBSA3aHHbIN C NpeacepaHon Ta-
XuKapamemn.

= KanbLUMHO3 MUTPasIbHOrO KflanaHa.

B ApTepuoreHHble 3MO0Jbl HU3KOrO prUcka MO3roBo-
ro MHCynbTa (HECTEHO3UPYIOLLIME aTEePOCKIEPOTUYECKNE
ONALWKN B COHHbIX apTEePUsIX, aTepoMaTo3 Ayrm aopThbl).

OTmevaeTcs 3Ha4YMMOCTb TPOMO03a rNyboKMX BEH 1 Ma-
noro Ta3a B natoreHese KM npu OO0 (runotesa «BeHO3HOro
Tpomboambonuamar) [37, 38], koTopasi, HECMOTPS Ha KPU-
Tnyeckme acnekTol [39], nogkpennserca GakToM BbICOKO-
CcKopocTHOro npoxoxaeHus (oo 50 000 ambonuyeckmx ya-
CTWL, B Hac) BEHO3HbIX 3MOONIOB B HUXKHEN nonoin BeHe [40]
y 40 % naumeHTOoB ¢ TpoMB030M rnybokux BeH. B dusmo-
JIOTMYECKNX YCIIOBUSIX, COMPOBOXAAIOLLMXCS MOBbILLIEHNEM
nasnexus B MM (HaTyxuBaHue, Kawenb 1 ap.), 000 moxeT
LUMPOKO OTKPbIBATLCS 1 NpOrnyckaTk 60sbLINE TPOMObI.

MapanokcanbHas amb6onua (M13). Y nauneHToB C
00O 6e3 npaBo-/1IEBOr0 BHYTPUCEPLEYHOrO LUYHTMPO-
BaHUS TakXe CyLEeCTBYeT BO3MOXHOCTb passutus A
MO MHOMY, OT/INYHOMY MEXaHM3MYy C TaKoW e 4aCTOTOW,
Kak n 6e3 000 [32].

00O moxeT camo no cebe CnyXuTb NOTeHuMasb-
HbIM MCTOYHMKOM [13. TpomObl MOryT OpPMUPOBATLCH
nmnoéo BHyTpm OO0 (Embolic Thrombus Formation in Situ),
nm6o Bo3ne 000, couyetatowerocsa ¢ AMIMIM. O6pasoBa-
HUIO Tpomba in situ cnocobcTByeT TyHHEeNneBuaHas dop-
ma 00O, npeapacnonararwllas K 3acTol KPOBOTOKA U
bOopMNPOBaHNIO ONMPEAENEHHOrO NMPOKOArySHTHOro No-
TeHumana. Bmecte ¢ TeM NpsiMbiX [10KA3aTENLCTB 3TOr0
NnpeanosioXeHns HeA0CTaTOYHO.

Cnencteuem N3 MOXET ObiTb HE TONILKO MHCYJIbT, HO
1 NOpaxeHne KOHEYHOCTEN U KnwevyHnka. 3anogo3puTb
Hannine OO0 MOXHO Yy MauUUEeHTOB C CeNe3eHOYHbIMU,
MeYEeHOYHbIMU, MNOYEYHbIMU UHGAPKTaMN 1 nHdapKTaMm
B CEeTYaTKy rnasa npu OTCYTCTBUW APYrUX WCTOYHUKOB
Tpomboambonnama n pakTopos pucka. OnmcaHbl cnyyan
amMb60/IM3aLmMn KOPOHAPHbLIX apTepuin y MOJIOAbIX Noaein
¢ 00O, npuBealume Kk passutmio MHdapkTa Mmokapga ¢
nogbemom cermeHTa ST [27].

B Lenom cTpoeHue ayru aopTbl U BbICOKAs 4yBCTBU-
TENbHOCTb MO3ra K ULWIEMUN BeOYT K TOMY, 4To M3 vaiue
MaHudecTupyeT NHCYbToM nnn TUA.

2.1.5.2. MurpeHb ¢ aypom

MNMocne HapyLleHnss MO3roBOro KpOBOOOPALLLEHMS MU-
rpeHb C aypon SBNSIETCHA BTOPbIM MO 4aCTOTE KIIMHMYE-
ckuM cobbITreM, accoummpoBaHHbiM ¢ O00. Kpome Toro,
[oKasaHHbIM gBnseTcs dakT accouvauun MUrpPeHn c
aypoi C BOSHUKHOBEHNEM MHCY/bTA Y XXEHLLMH B BO3pac-
Te 0o 55 net (AHA/ASA, 2014), 4To 06BSACHAETCH eAMHbIM
naToreHeTU4eCKUM MeXaHM3MOM Pa3BUTUS HapPYLUEHWUIA
MO3roBOro KpoBoobpalleHns — mexaHnamom Ma.

TpurrepHole @GakTopbl BO3HWUKHOBEHUA MUMPEHU C
aypoii Npu NpaBo-/IEBOM LUYHTMPOBAHMM CBA3bIBAIOT C MO-
TeHUManbHOM BO3MOXHOCTbLIO NMONaaaHns Ba30aKTUBHbIX
cyObCTaHLMIi Yepe3 MeXNPeACcCEPAHYIO KOMMYHMKALMIO B
MO3roBOW KPOBOTOK, MUHYSI Masblii Kpyr KpoBooOpalLe-
HUS, rAe B HOPMe OHUM OOJKHbI paspywarscs [41].

KnnHuyeckoe 3HadyeHune B3ammoceasn OO0 ¢ murpe-
HblO onpefenseTcs [OMNONHUTENIbHON BO3MOXHOCTbIO

pa3paboTkn NPodUNAKTUKM MHCYNbTA Y NALMEHTOB C M-
rpeHbio unm 00O0.

YuntbiBas pPOCT COBOKYMHOMW BEPOATHOCTU PasBUTUSA
MW npu CONyTCTBYIOLLUMX MUFPEHN C aypor U KypeHuu,
PEKOMEHAYETCA OTKa3 OT KYPEHUS XEHLLMHaM, CTpaaa-
IOLLMIM MUFPEHbBIO C aypoOn, YTO MO3BOJISIET CHU3UTb PUCK
VMHCyNbTa. AHanorMyHas cutyaums kacaeTcss U ropmo-
HaJIbHbIX KOHTPALLENTMBOB.

2.1.5.3. MpoTpombGoTUYECKME HApPYLLUEHUS

Hannune OOO npu TpoMOODUINHECKUX COCTOSHU-
AX MOXeT MOTEHLUMPOBaTb HapylleHus remocTasa u M3
[42, 43]. OpHako B paboTax, n3y4yaBLUMX POSib COYETAHUS
LLEHTPanbHOro BEHO3HO-apTEPUASIBHOMO LYHTA U TPOM-
6odunuii B pa3BnUTUM UHCYNbTA Y MOJIOABIX MALNEHTOB,
pasnMynii B HapyLLEHNSAX CUCTEMbI FeMOCTa3a B 3aBUCU-
MOCTU OT Hanuumsa nnn otcytcTBus OO0 He 0BHapyXeHO
[44, 45].

B pexkomeHnpaumsax AHA/ASA (2013) no BegeHuio na-
LIMeHTOoB ¢ ocTpbiM W [46] 1 no npodpunaktmke NN n TUA
(2014) [47] kypauunsa nauyeHToB ¢ KV He onucaHa v orpa-
HUYeHa YaCTHbIMU 0COBEHHOCTSIMI HABNIOAEHMS NaLMEH-
TOB C TPOMOODUANYECKMMUN COCTOSIHUSIMUA.

Ha cerogHaWHUM aeHb 4ncno paboT, MOCBSLLEHHbIX
ncenenosaHmio cuctemMol remoctasa npy 000 m oueHke
pucka uHcynbTa npu kombuHaumm OO0 ¢ pas3nuyHbIMK
HapPYyLUEHNSIMM reMoCcTasa, OrpaHNYeHo, YTO He MO3BONIS-
€T NPeacTaBUTb OKOHYaTEe/IbHbIE PEKOMEeHAaLMM No ana-
rHOCTUKE WU/ JIEYEeHWNIO JaHHOW KaTeropmm naumMeHToB.

2.1.5.4. Platypnea-orthodeoxia cungpom

Platypnea-orthodeoxia (0T rpey. — 3aTpyaHeHue Obl-
XaHWs NPy BCTaBaHUN, KYNUPYIOLLEECs B FTOPU30HTASIbHOM
MOMOXEHUN) — CUHAPOM, BO3HUKHOBEHME KOTOPOro oby-
CJI0BNIEHO COPOCOM BEHO3HOWN KPOBW YEPES LUYHT Npu ne-
pexone N3 ropu30oHTaNIbHOMO NOJIOXEHWS B BEPTUKAbHOE.
OTO NPMBOAUT K MOCTYPASIbHOW 3HAYMMOW FMMOKCEMUU C
OCTPbIM CHUXEHNEM NapumnanbHOro AaBneHns KNcnopoaa
apTepuanbHoi kpoBu. OCHOBHOE KJIMHUYECKOoe MposiBie-
HVE — OAbILLIKA, KOTOPAs YMEHbLLIAETCS B FOPU3OHTAIbBHOM
NoJsiIoXXeHnn BBUAY YMeHbLUeHUs cOpoca [48, 49].

KnuHunyeckne npossneHunsa platypnea-orthodeoxia
BO3HMKAIOT NPU HAMYUM ABYX KOMMOHEHTOB:

— aHaToOMU4ecKoro — B BUAE MexnpencepaHom KOM-
MYHUKaLMW;

— (YHKUMNOHa/IbHOro — B BuAe pgedopmaumm («aHato-
MUyeckoro nckaxexus») MMM ¢ nepeHanpasneHMem No-
TOKa LyHTa B BEPTUKASIbHOM MOJIOXKEHUN.

MepBbIi KOMNOHEHT BO3MOXeH npu MM, OO0 nnn
deHecTpmnpoBaHHoOn aHeBpudme MIIM. Btopon KoMm-
MOHEHT MOryT 00YCNOBAMBaTb MPUYUHbI JIErOYHO-CEep-
JeyHble (3KCCyaaTVBHbIA — KOHCTPUKTUBHbLIA nepukap-
onT, amdusema, apTeEPUOBEHO3HbIE ManbdopmMauun,
Ny/bMOH3KTOMUS UM aMUOAAPOHOBAs MHTOKCUKALNSA),
abaoMUHanbHbIe (LMPPO3 MeYeHn), COCYAUCTbIe (aHeB-
prnama nnu yananHeHme aopTol) [50].

2.1.5.5. [lekomnpeccrnoHHas 60ne3Hb

Y nuu ¢ OO0, paboTawowmx Ha rnybuHe (Bogonasbl,
hanBepbl) AN B YCNIOBUSX BbICOKOrOpbs, HE WNCKIO4a-
eTca pas3BuUTME OeKOMMPECCUOHHOM (KEeCCOHHOM) 60-
NE3HN C KIMHUYECKUMW MPOSIBNIEHUSMU B BUAE OTeka
NIerkux nU/Mnn TPaH3UTOPHOM rnodanbHon amHe3un [51,
52]. Yka3aHHble KJMHMYECKME MPOSiBNIeHNs oOycnoBne-
Hbl BTOPMYHOI aMb0sMeli BO3AyXOM Mpu LYHTUPOBaHUA
cnpasa Hanero 4epe3 O0O. B uenom B nccnegoBaHmm
S. R. Torti [53] y naiBepoB 6bi1 OTMEYEH HU3KMin abco-
JIIOTHbI PUCK Pa3BUTUS LEKOMMIPECCUOHHOM BONE3HN, HO
OTHOCUTENbHbIV PUCK OblT B NSTb pa3 Bbille, YeM Y Aaii-
BepoB 6e3 000, 1 3aBucen OT pa3mepa OBaSIbHOrO OKHa.

2.1.5.6. CuHapom o6CTPYKTUBHOrO HOYHOIO anHoO3d

Y nauyeHtoB ¢ OO0 cuHOPOM OOCTPYKTUBHOIO HOY-
HOroO arHo3 MOXEeT HabNAAaTLCA N0 TEM XE NPUYMHaM,
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yTo 1 y naumenToB ¢ AMIIM. NaTonorms cea3aHa c BO3-
HMWKHOBEHMEM KPOBOTOKa crnpasa Haneso Yepe3 MMM npu
CHVDKEHUWN PACTSKMMOCTU MPABOro Xenyaouka.

AHanornyHas dm3anonorns ynopHom rmnoKCeMmm Mo-
XeT HabngaTbCsa Npu psae NPoYnX NaTonormyecknx co-
CTOSIHWI, CONPOBOXAAIOLLMXCS NOBbILLEHNEM AABNEHNS B
npaebIX oTAENax cepaua n covetarowmxcs ¢ 000, Takmx
KaK KflanaHHbI CTEHO3 Nero4yHom aptepumn, aHomanmsa 36-
LWITENHA 1 ApyrMe HapyLlleHns TPUKyCnMaanbHOro knana-
Ha, MHMaPKT NPaBOro Xenyaoyka, XpoHn4yeckne 60ne3Hn
nerkmx (06CTPYKTUBHbIE UN PECTPUKTUBHbLIE), JIEroYHas
amMbosiva (ocTpasi UM XpOHMYeckas), JIeroyHasi runep-
TEeH3Us (NepBUYHas U BTOPMYHas).

2.1.5.7. TpaH3uTopHas rno6anbHas aMmHe3us

TpaH3uTOopHas rnobanbHas amHe3usi OnucbiBaeTCs
KaK KJIMHWYECKUIA CMHOPOM NPEXOAsiLLLEro paccTponcTea
namMsaTy C BHE3ArnHOM yTpaToil CNoCOOHOCTU 3anoMmnHaTb
HOBYIO MHDOPMALMIO U BbINAAEHNEM U3 MAMATU HEKOTO-
pbiXx HegaBHMX cobbITUIA. Bo Bpemsa npuctyna Habnoga-
eTcs NonHasa aesopuenHTaums, kotopas aamtcs ot 30-60
MUHYT 00 12 4 1 6onee, B co4eTaHUM C PETPOrpaaHOM
amHesuel. Heeponoruyeckoe obcneposaHme, kak npa-
BWUJI0, HE BbISIBNIIET OpraHnyeckoi natonorun. Hanbonee
BEPOSATHON NPUYMHOM CYUTAIOT TPAH3UTOPHYIO ULLEMUIO
BCNeACTBME aTepockiiepos3a, TpomMbo3a, TPoOMOB0O3aMOBO-
nuun, accoumnpoBaHHyto B ToM 4ducne ¢ OO0, koTopas
BbI3bIBAET ABYCTOPOHHEE HapyLLeHne OYHKLMN 3aaHEME-
AVanbHOro Tanamyca uam rmnnokamMna. B HekoTopbix cny-
Yyaax HabngaeTcs Nocne MUrPEHO3HON aTaku.

2.1.6. AuarHocTuka

OnarHoctrnka OOO HanpaBneHa Ha ero BbiiBAIEHME C
onpeneneHnemM reMoanHaMmMyeckKom 3HaYMMOCTH LLIYHTa.
[Mpn 9TOM MCNOAL3YIOTCH Kak METOOVKM BU3yanu3auumm
cepaua, Tak n cocynoB rofoBHOro moara (9xoKrI, KoH-
TpacTHasa TpaHckpaHunanoHaa ponnneporpadus (TKAO) ¢
ambonogetekumenn, MPT cepaua, karetepmsaumns cepa-
ua) [3].

2.1.6.1. TpaHcTopakanbHasa IxoKr

BbinonHeHue ctaHgapTHOM TTOxoKI™ BO MHOrMX cny-
Yyaax OblBAeT JOCTATOYHbIM A1 MEPBUYHON ANArHOCTU-
k1 dyHkumoHupytoero O00. UcknioyeHne cocTaBnsaoT
nnua n3 rpynn pucka pas-
BuTNA N3 n KU, K KOTOpbIM
OTHOCHAT TEXHUYECKNX
[anBepoB, rnorpyxato-
LKMxcs Ha rnybuHy 6onee
yem 30 mMeTpoOB, N NeT4Yn-
KOB CaMOJIeTOB-UCTpedun-
Tenem,  UCMbITbIBAIOLLNX
neperpysku B HECKOJIbKO
arMmocoep. YyBCTBUTENb-
HOCTb M cneunduyHoOCTb
[AaHHOW MeToANKN B TaKNX
cnyyasix ~ HegOCTaTOYHbI
019 OLLeHKM reMogmMHamMm-
yeckow 3HauynmocTn 000,
npoeegeHuna anddepeH-
umansHoro auarHo3a OO0 v M.

Mpw npoBeaeHUM nccnefoBaHNs NCNOJb3YOTCS napa-
CTepHasibHasa NO3uULLKMs MO KOPOTKOW OCK, anunkasbHasa ye-
TbipexkamepHas (4KI1), cybkoctanbHas 4K (bpoHTanb-
Haq), cybkocTanbHas No KOPOTKOW ocu (carutrasnibHas).
[na nyqwen sBusdyanusaumm MIMT BO3MOXHO UCMONb30Ba-
HVe JONONHUTENbHbLIX MOANDULIMPOBAHHBIX MO3ULMNA.

OCHOBHbIM ANArHOCTUYECKMM KPUTEPUEM HanmMuus
OTBEPCTUS CUMTAETCH BbisiBIEHME cbpoca 4epes3 Hero
KPOBM 1 AMaMeTp OTBEPCTUS, KOTOPbIA, Kak MApaBuio,
yCTaHaBAINBAETCS NO LWMPUHE CTPYM KPoBu [54].

BenuunHy c6poca kposu yepe3d OO0 onpenensior, n3-
Mepsist 06beMHbIl TeroyYHbIn KPoBOTOK (Qp) 1 0OBLEMHBbIN
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CUCTEeMHbI KPOBOTOK (QS). MO MX OTHOLIEHWIO BbIYUC-
nseTcs BenuyuHa wyHta. B Hopme Qp/Qs A0MKHO GbITb
6num3ko k 1,0. MokasaHvem ans onepaTUBHOM KOPPEKLIMA
dyHkumoHupytowero 000 mnan OMIIN aBnsetca OTHO-
weHue Qp/Qs 6onee 2,0. na OKKNOAEPHOrO 3aKPbITUS
nedekTta gaHHbIM nokasaTtenb 3aHmxeH oo 1,5. MNMpu oan-
HaKOBbIX pa3dmMepax OTBEPCTUS BENMYMHA LUYHTA 3aBUCUT
OT pa3Huubl gasnenna B nonoctax MM v JIM n moxeT 3Ha-
4ynTenbHO KonebaTbCs B 3aBMCUMMOCTU OT ryOuHbl 1 Ya-
CTOTbI AbIXaHWS, 4aCTOTbl CEPAEYHbIX COKPALLLEHN N Aaxe
B Npeaenax ooHoro cepaeyvyHoro umkna. Tak Kak HeT npsi-
MOW KOppenaumm Mmexay nvHeriHeimmn padmepamm OO0 un
BEJINYMHOM LIYHTa, HEOOXOAMMO NPsSIMOe M3MepeHune Mno-
kazaTtens Qp/Qs [54].

[na npaBunbHOro onucaHus gedekra anameTtp oT-
BEPCTUS HEOOXOAMMO N3MEePSThb B ABYX B3aUMHO NepreH-
OUKYNAPHbIX MPOEKLMAX — B YETbIPEXKAMEPHOW anunkasb-
HOW 1 cyOKOCTanbHOW, y4nTbiBast OBasibHYyl0 ¢GopMy 1 ABa
pasHbix pasmepa 00. N3mepeHus, BbINONHEHHbLIE TONTbKO
B O[OHOIM MPOEKLUU, MOTYyT NPUBECTU K CYLLECTBEHHbLIM
owmbkam B OLEHKE nnowanmn otsepcTust [54].

B cnyyasx, korga gHo OOQO 3aKpbiTO TOHKOW MeM-
OpaHoi, KoTopasa He BUAHA NPU yNbTPa3BYKOBOM MCCIe-
[OBaHUN, B TO BPEMS KaKk OTHOCUTENbHO TOJCTbIE Kpas
0OBaJIbHOM MKW JIOLMPYIOTCS XOPOLLO, BOSMOXHA JIOXHO-
nonoxurtensHaa amnarHoctuka MMM [54]. Bo nsbexa-
HME AMArHOCTUYECKMX OLWMOOK Mpu TpaHCTOopakasbHOM
Budyanusauum MMM cnepyet vcnonb3oBaTbh LBETOBOE
[OMNepoBCKOe KapTMpPOBaHME, NMPOBOKALIMOHHbLIE TECTHI,
B 4aCTHOCTWU MaHeBp BanbcanbBbl (BbINOJHEHWE BOOXA
M HaTYXVBaHMS naumeHTa no KoMmaHge spada), npu BO3-
MOXHOCTN N HEOOXOOVUMOCTU — BBEAEHME 3XOKOHTPACT-
HOro npenaparTa.

2.1.6.2. 2D-uypecnuweBogHas AxoKr

YM3xoKlr — Hanbonee MHPOPMATMBHBIA MeToa, Aua-
rHocTukn OO0 (puc. 2). OTHOCUTENbHAA TOYHOCTb CO-
rnacHo AaHHbIM cucTemaTndeckoro 063opa 6asbl AaHHbIX
Medline (2014) coctaBnseT 89,2 % — 4yBCTBUTENbHOCTb
1 91,4 % — cneunduryHocTb [55]. Mpn nogo3peHnn Ha NS
YMNBxoKIr gonxHa paccmaTpuBaTbCs kKak npolenypa Bu-
3yanunaaumm 1 Belbopa unv NpeanoyTeEHNs y B3POCIIbIX.
nepeM4Has / A
neperopogKa

Puc. 2. YpecnuweBogHas 2D-OxoKI: A — He60onbLIOE OBaJIbHOE OKHO CO CMIOHTaHHbIM
LYHTMPOBaHMeM (cO6pocom) 13 neBoro npeacepavs B npasoe; b — cxema 6onee noapo6HO no-
Ka3blBaET NEPBUYHYIO NEPEropOaKY, OBAJIbHYIO AMKY N OTKPbLITOE OBaJlIbHOE OKHO [51]

MeTtoaunka npoBegexuns Yr3xoKr. Jna ontumans-
How Bu3yanusaumm OO0 paTtymk pa3meLlaloT B cpeaHen
4acTu NULLLEBOAA B CTAHAAPTHbLIX MO3MLUSAX MO KOPOTKOMN
ocu vunum 4KIN n ncnonbdyioT war yrna B 15° oo momeHTa
OOCTUXEHUS MpPU BU3yannaaumm 30Hbl MHTepeca. Mpu
ncnosnb3osaHnu pexuma LUAK wkana CKOpocTn LOJXK-
Ha cooTBeTcTBOBaThb 25-40 CM/C Ana ynaBAnBaHus no-
ToKOB Yepe3 MM npu manom OO0 nnu peHecTpaumsax
M.

MprMeHeHMEe NMMNYNbCHO-BOIHOBOIO U MHOrAa NOCTO-
SIHHOrO gonniepa Heo6xo4MMO 4S5 UBMEPEHUS CKOPOCTH
LWYHTMPOBAHMSA (4aCTO MCMOJb3YIOT TpPaHCCenTasbHbIN
rpagneHT), YTOYHEeHUs HanpasneHus cbpoca (0Co6eHHO
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NPV CMELLaHHbIX NEeBO-MNPaBbIX U NpaBo-/eBbIX cOpocax),
DnTenbHOCTN cOpoca Yepes KOMMYHUKALMIO.

Ons ynyqywenns susyanmsaumm OO0 nobbix pa3mepoB
2D-4MN3xoKI gononHaeTcs KOHTPacTUMPOBaHMEM MpPaBbIX
OTAENOB cepAua C BbINOSHEHNeEM npobbl Banbcanbabl.
[na BeiABNEHMS OPYrnx MexXnpeacepaHbiX KOMMYHMKa-
LN, aCCOLMMPOBAHHbBIX COCTOSHNIA 1 B3aUMOOTHOLLEHWNIA
cocenHux cTpyktyp ¢ OO0 mnu AMMM npumMmeHsaoT apy-
ryto rnyouHy 1 No3vuMn Ans CKaHMPOBaHKS.

2.1.6.3. KontpacTtHaa 9xoKIr

MeTtoamka koHTpacTHoM IxoKI (K3xoKI) ocHoBaHa
Ha dukcaumm npy Hanndmm OO0 «MO3UTUBHOIO KOHTPA-
cTmpoBaHusg» B JIMN npn npoBegeHnN KOHTPacTUPOBaHUS
npaebIx kKaMmep cepaua ¢ OAHOBPEMEHHbIM BbIMOSIHEHVEM
MaHeBpa BanbcanbBbl. OTMEYaOT NOSBAEHNE XapakTep-
HbIX gonnaeporpaduyeckmx CUrHanoB (naTTepHoB), No-
JlydaeMbIX OT OX0-KOHTPACTHbIX YacTWL, BCNEeACTBUE UX
npamoro copoca mna NI B J1M yepes M.

MeToauka KOHTpacTupoBaHusi. [Nns KOHTpacTu-
pOBaHMA MpaBbIX OTAENOB CepAua MCrnonb3ylT B360S-
TaHHbIn 0,9 % pacTtBOp HaTpua xnopupa [56] (puc. 3).
Bo3moxHo ncnonbdosaHme 0,3 % nepekucu Bogopoja.
B psine cTpaH CywlecTBYIOT crneuuasnbHble KOHTPACTHbIE
BellecTBa NepBoro U BTOPOro rnokoJsieHn (B TOM 4ucChe
NONMXENATMHOBbLIE KOHTPACTUPYIOLLIME areHTbl), UCMOb-
3yeMble A1 KOHTPACTUPOBaHNSA NPaBbIX OTAEN0B cepaLa.
Mpwn npoBeneHnn ncecneposanus cmewwmsatoT 8 mn 0,9 %
dunamnonormyeckoro pactesopa ¢ 1 M BEHO3HOM KPOBU
naumeHTa u 1 Mn BO3ayxa, KOTOpble 3aTEM NePeEMELLAIOT
HECKONbKO pad yeped Aga wnpuua no 10 mn, coeamnHeH-
HbIX NOCPEeACTBOM TPEXXOA0BOr0 3arnopHOro kpaHa. B pe-
3ynbTaTte Nosly4yaroT MEeNKOAMCMNEPCHYD CMECh, KOTOPYIO
BBOASAT Yepes KaHso He MeHee 20-ro kanubpa, 4Tobbl
Nony4nTb AOCTATOYHBIN yAapHbI 06beM KOHTpacTa. Bee-
neHne NpoBOAAT Yepes npaByto NokTeByo BeHy [10]. Mc-
nosib3oBaHme GemMopanbHoOro, a He KybuTasbHOro AOCTy-
na afas KOHTPacTUPOBAHUS MOBbLILLAET YyBCTBUTENbHOCTb
BbisiBNeHna 000, 0COOEHHO NpY HANWMYUK YAJIUHEHHOMO
EK, Hanpasnsowero notok kposu k MIMIM [25]. Cpagy no-
cne BBEAEHUSA KOHTPACTHOW CMECU MaLMEHT BbINOSHAET
npoby BanbcanbBbl. ITO 006593aTe/bHbIN KOMMOHEHT UC-
cnenoBaHusl, BedyLMA K Pe3KOMY KpaTKOBPEMEHHOMY
nosblLLeHWio aasnexus B MM 1 3a6pocy Ny3blpbKOB KOH-
TpacTta B JIN, 4TOo BaXHO AN GYHKLMOHMPOBAHMWS Kak Mao-
X0 BU3Yann3npyeMbIx MasblX, TaK U 3HAYMMbIX N€BO-Npa-
BbIX LUYHTMPYIOLLIMX COPOCOB.

Puc. 3. HcTpymeHThl ans npoeneHns KOxoKr: aea wnpuua,
nepudepmyeckmin kateTep 1 TPEXXOA0BbIV 3aNOpPHbI KpaH

CyLiecTByeT MeTod MPOSIOHIMPOBAHHOM WH@Y3UOH-
HOW KOHTpacTHoW OxoKI, npegnonarawoLwnii KanenbHoe
BeBeaeHne 0,3 % pacTtBopa nepekucu sogopoda. Beoan-
MBIl pacTBOP NepeKkncn Boaopoaa obpasyeT BHYTPU BEH
ny3blpbku Kncnopoga. Mukpony3blpbku KuUcnopoga siB-
NIA0TCA OTHOCUTENBHO «6e30MacHON MOAESbI0» ra30BbIX
MNKPO3MOOJIOB.

B HekoTOpbIX cnyd4asx HeobOXoouMO MPOBeAeHWe He-
CKOJbKMX BOMIOCHBIX BBEAEHWI KOHTpacTa — B MOKOE, B Ha-
yane v KoHUe maHeBpa BanbcanbBbl, a Takxe GunnaHoBoe
CKaHMpOBaHMe ANs MOMCKa MENKNX LYHTUPYIOLLMX COPOCOB.

OueHka pe3ynbTaToB wuccsiegoBaHusi. [na no-
JYKOJIMYECTBEHHOM OLLEHKWN LIYHTUpYylowero cbpoca B
2D-pexvme ncnonb3yeTcs noacyeTt ny3bipbkoB B JIM B
TeyeHue nepsbix 3 unkoB [21]:

— Mnpu Manblx WYyHTMPYlOWMX cbpocax He OGonee
10 Ny3bIPbKOB;

— npu ymMepeHHbIX — oT 10 0o 20 ny3bipbkoB («061aKko
ny3blpen»);

— NMpW 3HAYUTENBHbIX — 6onee 20 Ny3blPbKOB (<UHTEH-
CMBHOE KOHTpacTupoBaHue»). [lossneHne ny3blpbKOB
cnycTta 3-6 cepaeyHbIX COKPALLEHM B 30HE JIEMOYHbIX
BEH MOXET CBUAETENbCTBOBATL 00 apTepUOBEHO3HOM
mManbdopmaumm (apTeEPMOBEHO3HOM MYJ/IbMOHAIbHOM
wyHTe). Mpun otcytcTBMN DyHKUMoHUpytowero OO0 ny-
3bIPbKM KOHTPACTa HE AOJIKHbI NOSABAATLCS B 9TOT Nepu-
o B JIIN, Tak KakK ny3blpbKy TAKOro pasmepa He B COCTOSA-
HUW NPEeOoaoNIeTb NIErOYHYIO KaNUINAPHYIO CETb.

Puck ocnoxHenun K9xoKI He npesbiwaeTr 0,06 %
crlydaeB npexoasilen HeBPONOrn4eckom ANCOHOYHKLNU,
006yCcnoBneHHoM BO3ayLLHOW ambonuven.

2.1.6.4. 3D-upecnuwieBogHaa AxoKr

3D-upecnuweBogHas IxoKI B pexuvme peanbHOro
BPeMeHN C KOHTpacTUpOBaHneM npasblx OTAEN0B cepaua
1 BbIMOSIHEHMEM MaHeBpa BanbcanbBbl ABNSETCA OMTU-
MasnbHOW Ang yTouHeHnsa mopdonorum kaHana 000, Be-
nndmHbl copoca Yepe3 OO0 1 pacnonoxeHHbIx No6am3o-
ctn ¢ OO0 cTpyKTYp.

Ha pucyHke 4 nokasaHbl COBPEMEHHbIE MpeacTaBie-
HMS 0 Mopdonormnyeckon knaccudukaumm 00O, nony-
YyeHHble B 3D-pexume.

Puc. 4. 3D-4MNOxoKI B pexunme peanbHOro BpeEMEHU C BU-
3yanusaumeit mopdonorum kaHana O00: 1-i Tun — nonHoe
nepekpbITUe Mexay NepBMYHON 1 BTOPUYHOW Neperopoakamm;
2-1A TMN — YacTUYHOE nepekpbiTue (=4 Mm); 3-1 TN — Manoe
nepekpbITUe N ero oTcyTcTame (<3 Mm)
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OueHka BenuyMHbl LWYHTUPYOLLEro cbpoca uyepes
00O npoBoguTCcs MO KoOnMyecTBy ny3blpbkoB B JIIM 3a
3 cepaeyHbix uukna (tabn. 3) [57].

Tabnmua 3
OueHKa Be/IM4MHbI LUYHTUpYlowero copoca
npu 3D-4YMN3xoKIr

Cre- | Xapaktep | KonuuectBo | OueHKa MHTEHCUBHO-
neHb cbpoca Ny3bIpbKOB | CTU KOHTPACTUPOBaHUSA
1 |Manbin MeHee 9 ManonHTeHCHBHOE
2 | YMepeHHbIn 10-29 CpegHenHTeHCMBHOE
3 | BonbLion Bbonee 30 BbICOKOMHTEHCUBHOE

Mpu manom 00O, korga c6pPOC MUHUMAbHBIA U ON-
Hamudecknin, 3D-OxoKI 6e3 KOHTpacTMPOBaHUS NMpPaBbIX
KamMep cepALa 4acTo He MOXET ero permcTpupoBaTsb.

2.1.6.5. UHTpakapauanbHas xoKIr

MeToanka mHTpakapguanbHon IxoKI npumeHseTcs
0151 OUEHKN MOP@OSIOrM «U3HYTPU» U MO3BOJISIET BU3Y-

anu3npoBsaTtb TpyaHoOoCTynHble npu YM3xoKlr yyacT-
KM — HUXKHIOK YacTb MIT n Kpai HUXHeN nono BeHbl [58,
59]. MeToauka TpebyeT onpeaeneHHoro o6opyaoBaHus
M onbiTa crneumanmcta U no3ToOMy MCMONb3yeTcsa orpa-
HWYEHHO, MPEUMYLLECTBEHHO B KapOMOXUPYPruyYecKmx
cTauuoHapax. BbinonHeHne wHTpakapamanbsHon IxoKI
nokasaHo B Ciy4yasix ¢ HeoObl4HOI Mopdosiormen Mex-
npeacepaHbiX KOMMYHUKAUUIA 1 B CBA3M C NPOLLEOypon
3aKpPbITUST KOMMYHUKALMN OKKIIIOOEPOM — OJ11 UCKITKOYe-
HMS 06pasoBaHMst TPOMOOB B MOMEHT AOCTaBKU OKKJIIO-
nepa, GuHanbHOM OLEHKM PacrnonoXeHUs Okktoaepa no
OTHOLUEHMIO K NEPBUYHON N BTOPUYHOW MNeperopoakam,
OLLEHKWN 3axBaTta OKK/IIOAEPOM NEeperopoakm 1 ero noso-
XeHusa otHocuTenbHo KA n nepegHen ctBopku MK, ans
CHUXEHUS (y 6EPEMEHHBIX XEHLMH — ANt UCKITIIOHEHNS)
Nly4eBon Harpysku [58].

2.1.6.6. NpoTokon AxoKrr-nccnepgoeaHusa

Pa6ounin npotokon 3xoKl-nccnenoBaHus npu BbisiB-
nexHnn OO0 npencTasneH B Tabnvue 4.

Tabnmua 4

Sonr-napameprl, pekomMmeHayeMblie AN BHECeHUs B NPpOTOKOJ1 ucciienoBaHuns
npuv BbiSIBJIEHUU OTKPbLITOro OBaJibHOro OKHa

MapameTtp

3Ha4eHus

Pazmep OO0 @ (o1 1 go 19 mMm)

MeHee 2 MM (Manoe 000),
2-4 MM (cpegHee 000),
6onee 4 mm (6onbwoe O00)

Tvn nepekpbITUS NepPBUYHOM
W BTOPUYHOWN Neperoposok

1-1A TN — NonHoe nepekpbITME MeXAy NePBUYHOM U BTOPUYHON NeperopoakamMu;
2-” TMN — YacTU4Hoe nepekpbiTne (=4 MM);
3-M TMN — Manoe NnepeKkpbITUE UK ero oTCyTCcTBme (<3 MM)

OcobeHHOCTM KaHana 000 b OnuvHa,

obwas annHa MMN

pasmep co cTopoHbl J1M1,
pa3smep co cTtopoHsbl MM,

JleBo-npasbii,

HanpaBneHue cbpoca
npaso-/1eBbIN,

ABYyHanpas/ieHHbIN (CMeLWaHHbIN)

JononHutensHble LWYHTUPYIO-
Wwne cbpockl yepes MMM (AMMAMN,
accoummnpoBaHHblie ¢ 000)

EcTb/HeT

Pazmep cbpoca
Npu KOHTpacTMpoBaHM1

Mpy Manbix WyHTUPYOWKX c6pocax He 6onee 10 My3bIpbKOB;
npu ymepeHHbix — oT 10 o 20 ny3bipbkoB («061aKko nysbipen»);
npu 3HaunTeNbHbIX — 6051ee 20 Ny3bIpbKOB («MHTEHCUBHOE KOHTPACcTUpOBaHWeE»)

AccouunmnpoBaHHbie CAC n BIC

aHoManus d6wTenHa;

AHeBpusMa/mMobunbHas MMM,
AononHuTeNbHble CTPYKTYpbl B MM (ceTb Knapun n yanmHeHHein EK) €,

aHOManbHbIN APEeHaX Nero4vyHbIX BeH

lMpumMmeyaHne: @ — namepeHne cnegyet NPOBOAUTL HE TONbKO B pexume UAK, Ho n B 2D- nnn 3D-pexunme, Tak kak 13-3a Ha-

CTpOEK LUBETHOIo aonniaepa pasmMep WUPUHbI NOTOKa MEHAETCA N pa3Mep 00O MoxeT ObITb npeyBeINyeH;

— OY€Hb OJIMHHbBIA U

M3BUANCTLIN No dopme kaHan OO0 o6s3aTenbHO A0MKEH ObiTb OTPaXeH B NPOToKoe Ais Bbibopa afekBaTHOro Afs nauveHTa
YCTPOWCTa Npu ero 3akpbiTumn; ykasbiBaeTcs anvHa kaHana OO0 mn ero pasmep CoO CTOPOHbLI MPABOro 1 1EBOro Npeacepamnii, a Takxke
obwas anvHa MIMM; © - ykazanHble CAC moryT nepeHanpaBnaTb noToku kposu B MM yepe3 OO0, ysennynsas puck napagokcanbHOm
3aM60NIMK, OCNIOXHSATb 9HA0BACKYISIPHOE 3aKPbITUE KOMMYHUKALLMN.

B cnyyae remoavHamMmyecku 3HauMMbIX COPOCOB
(4awe ato oTHocuTCs K AMIM unm «pactaHyTomy» > 000)
B npoTokone 3IxoKl-uccneposaHms Heo6GXooMMO yKa-
3aTb/OLEHUTb COMYTCTBYIOLLME COCTOSAHNA U NapaMeTpbl:

1. TpaHccenTanbHbI rPagMeHT UM CKopocTb cOpoca
yepes MII.

2. Annataums npasbiX OTAENOB cepaua u/unmn neroy-
HOM apTepun.

3. MapapokcanbHoe apwmxeHne MXKIM n neroyHas ru-
nepTeH3nd (C pacyeToM JaBNEHUS B JIEFOYHOM apTepun).

4. MNMoka3aHne K 3aKpbITUIO KOMMYHMKaLmn, ecnvu Qp/
Qs (OTHOLWEHME NEeroYyHoro KPOBOTOKA K CUCTEMHOMY)
>1,5:1 ¢ npusHakamu o6bemMHol neperpy3ku MX.

5. JleroyHoe conpoTuB/ieHNE (OTHOLLUEHUS MMUKOBOM
CKOPOCTU TpMKyCcnunaanbHom peryprutaumm B M/c k VTI BT
MK B cm).

6. Cuctonuueckasa n gmactonumyeckas yHkuum MK
nnun JIK.

2.1.6.7. KoHTpacTHas TpaHCKpaHuanbHas pon-
nneporpadus CoCyaoB roIoBHOro Mo3ra

KoHTpacTHaa TpaHckpaHwanbHas gonnneporpadus
(TK) cocynoB ronoBHOro Mo3ra no3sonsiet B M-pexunme
CckaHMpoBaTb NMOTOKK Ha rinybuHe ot 30 oo 90 MM ” Bbi-
SIBNSTb MUKPOMY3bIPbKW, AOCTUralowme LepebpanbHoro
KpOBOTOKa. [IN9 MOHUTOPMHra WUCMOJb3yeTCs rOJSI0BHOM
WAeM ¢ GUKCUPOBAHHBIMU K HEMY ABYMS YNbTPA3BYKO-

5 O «pacTaHyToM» OO0 roBopsT B Clly4ae BO3HUKHOBEHUS 3HAYMTESNIbHbIX 0GBEMHbIX Meperpysok npeacepauin. B atom cnyyae
pasmepbl OO0 3HaYMTENBHO YBENMYMBAIOTCS, CONPOBOXAAACH 1IEBO-NPaBbIM UKW NPaBO-1EBbIM LLUYHTUPOBAHWEM KPOBU Yepe3d MIIT.
BcTpeyaeTcs npu TAXENON KnanaHHOW MUTPasibHOW HEAOCTATOYHOCTU, MUTPANIbHOM CTEHO3€e, KapunHouaHOW 6onesHu cepaua, ne-
royHow runepteH3umn npu TOJ1A, nidapkre muokapaa MX, o6etpykumm BT/IDK n T. 4.
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BbIMW AaTyMKamMm C 4acToTon curHana 2 mly. Metoauka
0BHapyX1BaeT roTOBHOCTb K M3 y nauneHToB C KpaHMo-
CTPEMUTENbHBIM BapPMAaHTOM MPOXOXAEHUS KOHTPACTHbIX
MUKPONMY3bIPbKOB M3 BEHO3HOrO pycnia B OONbLUIOW Kpyr
KpOBOOOpALLEHNsT BCNEACTBUE MPaBO-/1IEBOr0  LUYHTU-
poBaHus. Munkpony3blpbki NPOSBASIOT cebst Ha gonnep-
CnekTporpamMMe KpoBOTOKA B MO3rOBbIX apTepusx xapak-
TEPHbLIMU KOPOTKUMMW U BBICOKOAMMNTYAHbLIMU CUrHaNnamm
(naTTepHamu) n UMEeIOT cneumduryeckne xapakTepucTmnku,
4TO No3BonseT oguddepeHunpoBaTb NX OT APYrnX MUKPO-
amMboNnYecknx YacTuL, n aptedakToBs (puc. 5).

18:39:7

Puc. 5. TKJ c koHTpacTnpoBaHuemM 1 ambonoaeTekumen
(cBepxy BHM3): Manoe, YMEPEHHOE U BbIpaXEHHOE
npaBo-neBoe LWyHTUpoBaHue kposu [60]

MoacyeT Ny3bIpbKOB M3HAYanbHO NPOBOAAT B MOKOE,
HO MakCuMaslbHOe UX KOJSIMYECTBO B MO3rOBbIX apTepu-
X OTMEe4YaeTCsi NPu BbINONHEHUN DYHKUMOHANbHBLIX NPO6
(maHeBp Banbcanbsbl). Knaccudwukaumsa ymcna cCUrHanos
NMO3BOJIIET OLLEHNTb pa3Mep LUYyHTa, HO A4S onpeaeneHus
Mopdonornn, nokanm3aumm KoOMMyHuKaumm TpebyeTcsa
BblNosiHeHme YIM3AxoKIr .

YyBCTBUTENBHOCTbL KOHTpacTHon TK/, cocTaBnsieT 70—
100 %, cneundunyHocTb — gocturaet 83-95 % [66].

2.1.6.8. OrpaHuyeHnss (PYHKLUNOHANbHbIX METO-
AOB uccnepoBaHns npu anarHoctuke 000

CyllecTByeT psi, OrpaHUYeHUn B OMArHOCTUYECKMX
BO3MOXHOCTSX (DYHKLUMOHaNbHbIX METOA0B MCCnenoBa-
Husa 000:

® 1510Xas BU3yann3aums 1 y3Koe akyCTU4YeCKOoe OKHO Y
HEKOTOPbIX NaumeHToB Npu TTIOXOKT;

® C/I0XKHOCTW BbIMOSIHEHUS MaHeBpa BanbcanbBbl € UC-
NMoJSIb30BAHNEM CeAATUBHbLIX MPenapaToB A1 YrHETeHUS
PBOTHOroO pednekca nam aHecTe3un BO BPeEMS npoueany-
pbl YMOxoKT;

® npu nposeaeHnn HMaxoKI ¢ ncnonb3oBaHmnem oon-
nnepa 3a WyHTUpYoLWmii notok Yyeped MMM moryT 6biTh
NMPUHATLI APYrMe NoToku B NpaBoM npeacepann (Hanpu-
Mep, NOTOK U3 HUXXHEN MO0 BEHbI, aHOMaJTbHbIV ApeHax
nero4Hou BeHbl B MM vnv noTok 4epes npmpoctuyto K MMM
ceTb Knapwu);

® COCTOSIHMS, aCCOLUMMPOBAHHbIE C BbICOKUM AABEHUN-
em B JIMN, nHorpa 3aTpyaHSaoT AMarHOCTUKY LUYHTUPYIOLMX
cOpocoB B pe3ynbTaTe U3MeHeHUs HanpasfieHus copoca
(Hanpumep, n3-3a 3HA4YMMON MUTPANbHOW peryprutaumm
npwu TPaAH3UTOPHOM IEBO-MPABOM LUYHTUPOBAHUN KPOBM
yepe3 O00) [26];

® B peaynbTaTe Toro, 4to B OO0 HanpaBnseTcs KpoBo-
TOK (11 BO3MOXHbIE€ TPOMO03MOO0JIbl) N3 HUXKHEN MOJIO BEHbI,
TOrga Kak KOHTpPacTHOe MCCnefoBaHWe MCMonb3yeT Kyou-
TasbHble BEHbI (DacCeliH BepxHen nosion BeHbl), 000 MmoxeT

ObITb HEe AmarHocTMpoBaHo gaxe npu YM3xoKl ¢ koHTpa-
CTUPOBAHMEM, TaK Kak KOHTPACT MOXET CMbIBaTbCS MOTOKOM
13 HUXKHEW Monon BeHbl Npu nepcuctupyioLlem EK;

® Hanyne apTePUOBEHO3HOMO MysIbMOHANbHOMO LUYH-
Ta MOXET MPUBOAUTL K MOSIBAEHUIO Cheunduyeckoro
KOHTPACTHOr0 «Mycopa» OKOJI0 NIero4Hbix BeH B JIM npu
KOHTPaCTUPOBaHUM NPaBbiX OTAEN0B cepaLa 1 JI0XKHOMOo-
NIOXNUTENbHbIX peaynbTtaTtoB Ha Hann4me OO0 npu nccne-
LOBaHUY;

® yjoxas BM3yanu3aums ny3blpbKOB MPW KOHTPACTU-
POBaHUM MasiblX LYHTUPYOLWMX COPOCOB Aaxe B Cydasnx
MCMNOJIb30BaHUSA BTOPOM FAPMOHMKM NpW 3annucu Ha und-
poBble HocUTeNn (YacTb NabopaTopuii onATb Havana uc-
Nnonb30BaTb aHANIOrOBblIE HOCUTENM — BUAEOKACCEeThl Kak
Gonee HYyBCTBUTESIbHbIE A7 ONPeneneHns Takmx cOpocos
npv PETPOCMNEKTMBHOM MPOCMOTPE);

® OrpaHMYeHNIMN 1S LUMPOKOrO MCMOJIb30BAHUS UH-
TpakapavanbHo OxoKI aBngTCA CTOMMOCTL KaTeTepa,
CTaHOAPTHbINA PUCK BHYTPUBEHHOrO AOCTyNa, HEOOX0oau-
Mble AJ15 NPOBEAEHNS NPOLLeAypPbl OMNbIT UCCrefoBaTens n
CTauVOHapHbIE YCIIOBUS.

2.1.6.9. OGOwwme nonoXxeHus no BblIbOpy MeTopa
YJIbTPa3BYKOBOW AUArHOCTUKU

® O6bluHasa TTIOxoKI obGnamaeT 4yBCTBUTENbHOCTLIO
7 %, koTopas ysenn4ymeaeTcs 0o 50 % npu ncnonab3osa-
HUM KOHTpacTa 1 o 62,5 % npu ncnonb30BaHUM KOHTPA-
CcTa/pexvnmMa TKaHeBOW (BTOPOM) rapMOHUKMU.

® lnarHoctmnyeckasi TO4HOCTb TTAXOKI™ € KOHTpacTMpo-
BaHMeM npaBblx kamep npnénmkaeTcs k npocTtoi YM3xoKT .

® YM3xoKI c BBEAEHNEM KOHTpAcTa siBNsieTcst Hanbo-
fiee YyBCTBUTENbHOM MeToaukon ans BeiseneHns OO0 n
CUMTaETCH «30/10TbIMM CTAHAAPTOM» ANArHOCTUKU C YyB-
CTBUTENBLHOCTHLIO 89 % 1 cneumduryHocTbio 91,4 %.

® O6bl4Has TTOXOKI™ He noaxoauT ONs peLleHnst 3Kc-
NepTHbIX BONPOCOB 1 06CNef0BaHNS NaLMEHTOB U3 rpymnn
pucka.

® 2D-YM3xoKI uenecoobpas3Ho OOMNONHATL BBEOEHN-
€M KOHTpacTa U BbINMOSHEHEM MaHeBpa Banbcanbsebl, No-
BblLLIAS YYBCTBUTENBHOCTb MeTOAMKN A0 89 %, cneumnduny-
HOCTb — 40 91,4 % [55].

® BeaeHMe KOHTpacTa B MNpaByld OeOpeHHYlo BeHy
MOBbILLAET YYBCTBUTENbHOCTb METOAA MO CPABHEHMIO C
VMHbEKUMEN B NpaByto KybuTanbHyo BeHy npu YMN3xoKI ¢
KOHTPACTUPOBAHNEM MPaBbIX OTAEN0B.

® 3D-ypecnuuieBonHasa IxoKlI B pexvme peanbHOro
BPEeMEeHN C KOHTPacTUpOBaHMeM Npasblx OTAEN0B cepaua
1 BbINOJSIHEHNEM MaHeBpa BanbcanbBbl faeT npenmylle-
cTtBa nNpwu oueHke mopdonornn 000, BENNYMHBI LUYHTUPY-
loLero cbpoca, Hannuns NpeacepaHbIX AOMOMHUTENbHbIX
CTPYKTYP U UX Tonorpaduyeckmx B3anMMOOTHOLLUEHUA C
000.

® TK[, c KOHTpacTupoBaHueM u amboniogeTekumen
[0Ka3blBaeT HanMyne MnpaBo-/1e€BOr0  LUYHTUPYIOLLEro
cbpoca (4yBCTBUTENIbHOCTb U CNELMBUYHOCTb A0CTUraloT
95 %), HO camo no cebe He OaeT uccnegoBaTento npea-
CTaB/ieH1s 0 MOPdOSIOrm KOMMYHUKALLMN 1 ee IoKanm3a-
umn. MpumeHsaeTca Kak PYyTUHHBIA MeTod 0OcneaoBaHus
nauMeHTOB, NePEHECLLUNX NHCYNbT HESCHOW 3TUOIOMK, 1
NMO3BOJISIET BbISIBNATL CPEAM HUX KAaHAMOATOB Ha NpoBeae-
Hue YM3xoKT .

® IHTpakapavansHasa 9xoKI He uMeeT LWnpoKoro pac-
NMPOCTPAHEHUS BHE KapOMOXUPYPrMYeCcKmx CTaLMOHAPOB.
Mcnonb3yeTcsa NnpermyLLeCTBEHHO NMPY MPOBEAEHNN NPO-
uenypsbl 3akpbitng OO0 oKkNoAEPOM, NPY NOCNEAYIOLLEM
HabnoaeHUN N ons MOPMONOrMYEeCcKN CNOXHbIX Cly4YaeB
npeacepaHbiX KOMMYHUKAUWIA.

2.1.7. AnddepeHumnanbHas anarHocTuka

00O Heobxoammo anddepeHUMpoBaTb C NPOYUMU
MeXNpeacepaHbIMU KOMMYHUKALMSIMU, NPexae BCero ¢
nedextom MMM n AMIMM, nmetowen peHecTpaumnn.
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Dedekt MMM paccmaTtprBaeTcst Kak NPOCTON Neroy-
HO-CMCTEMHbIA MOPOK MOYTU BCerga ¢ remoguHamuye-
ckum cbpocom. KapamrHansbHeiM MOPGhO0rM4ecKnm OT/m-
ynem mexgy MMM n OO0 aenseTtcsa noHATME «aeduumt
TKaHu». MMM, B otnnume ot 000, aBnsieTcs OTBEPCTU-
€M, BO3HUKLINM 3a cHeT aedurumta TKaHn NePBUYHON nnn
BTOpPMYHOW neperopoakn. OgHako noHsaTve geduumta
TKaHW OCTaeTCs A0CTaTOYHO HeomnpeneneHHoiM. K npu-
Mepy, 3aTpyOHEeHUs B TPAKTOBKE MOMyT BO3HMKATb Mpu
OTCYTCTBMW KJlanaHa y OoTBepCcTusi B 061acT 0BasibHOro
OKHa. MpuXun3HeHHas anarHocTrka ¢ nomMoLLplo TTOXoKI™
peako No3BONSET BU3yann3mpoBaTb 3TOT KanaH, OCTaB-
J15191 HA YCMOTpeHne cneumnanncTta, kak 0603HaunTb obHa-
pPyXXeHHOe OTBepcCTHe.

JononHutenbHble TPYOHOCTU CO34aET CUTyaLUUs, KOr-
[a BbISIBNSIOT N30bITOK TKaHW B 061aCTV OBasIbHOM SIMKMU,
KOTOPLIM MHTepnpeTupytoT kak AMIM. B 6onblimHCTBE
clly4aeB OHa MMEET OLHO WUN HECKOJbKO HEBOMbLINX OT-
BEPCTUN, 4Yepe3 KOTOpble MPOUCXOAUT LUYHTMPOBaHME
KpoBU. Takum 06pa3om, faxe n3bbiToOK TKaHW He NPeaoT-
BpawaeT GyHKumoHnposaHug MM, B TO Bpems Kak ero
nokanmaaumsa MOXET He COOTBETCTBOBATb MpPUHUMNAM
9MOBPMOHANLHOIO Pa3BUTKUS OBaIbLHOrO OKHa [54].

MpuHuunmnaneHsblie paznuyana OO0 n MM 2-ro Tuna
0600LLeHbl B Tabnuue 5.

Tabnnuya 5
Kputepuu anddepeHumnanbHomn
anarHoctukm 000 n AMMNN
Kputepuii 000 amnn
OxoKI Hanuyue 4yeTkoro Ha- Nednunt TkaHu
NPU3HaKM | NOXEHNSA NEPBUYHON U neperopoaku —
BTOPUYHOM NEpPeropofok C | KMUHYC-TKaHb» @
dopMmpoBaHneM KaHana
MexnpeacepaHoOn KOMMY-
HMKauum
MpuH- HecocTosaTenbHOCTb nep- MmeeTcs opraHu-
umMnm- BWYHOW neperopoakun (He- |uyeckuii gedekT —
asbHble | AOCTATOYHOCTb «KJlanaHa» | OTCyTCTBME
aHaTOMWU- | OBaNIbHOro OTBEPCTUSA) unu | 6onbluen unm
yeckue He3apalleHue nNpeacepa- | MeHbllen Yyactu
pas3nunuuns | HOM 3aCNOHKM BTOPWUYHON Nepe-
ropoaku
C6poc He uMeeT NpMHUMNNANBLHOIO 3HA4YeHMUs: BHa-
KpOBM yasie yalle neBo-npaBoe WyHTMpoBaHue (~ B
95 % cnyyaeB), Npu AeKOMMeHcaumu — npa-
BO-/1€BOE LYHTUPOBaHWE; reMmoamHaMmyeckas
3Ha4YMMOCTb COpPOCOB B HacTosiLee BpeMs He
pacueHMBaeTCca Kak onpeaenstowas
Pasmepbl | He UMeT NPUHUMANANLHOrO 3HaveHus P

lMpumeyaHne: @ — MOPdONOrM4ecKoe MOHATUE «MUHYC-
TkaHb» npu OMIM 2-ro Tuna npeanonaraeT YeTblpe ero pas-
HOBMAHOCTW: 1) NONHOE OTCYTCTBME NEPBMYHOMN NEPEropoaKN;
2) peduunT NepBnYHON Neperopoakn; 3) MHOXeCTBeHHas de-
HecTpauus NepBUYHON Neperopofknm ¢ obpa3oBaHUEM MHO-
XecTBeHHbIXx OMIM; 4) MHOoXecTBeHHas deHecTpaunsa npu
nedunumnTe NepBUYHON NEPEropoaku ¢ 06pPa30BaHNEM MHOXE-
cTBeHHbIX MM [20]; P - pasmepbl OO0 v AMIIM BaprabenbHbi.
CpegnHune pasmepbl OO0 — 0T 4 40 7 MM, HO MOIYT JOCTUraTb U
19 mm, MMM — OT HECKONBKUX MUIMMETPOB A0 3 CM B Aname-
Tpe [61].

2.1.8. Ctpatudukaumsa pucka, nporHo3 napasok-
casibHOW 3MO0O0NUN N KPUNMTONEeHHOIo UHCYJIbTa

CornacHo koHuenumn I ¢ HeycTaHOBNEHHBLIM UCTOY -
HuKomMm ambonum (ESUS — Embolic Stroke of Undetermined
Source) [33], 3HaunTenbHas 4acTb yKa3aHHOW KaTeropum
nauveHToOB MMEIOT KapananbHYIO NaTtonoruio, Anas KOTo-
POV XapakTepeH CyLLLEeCTBEHHO MEHbLLWIA pUcK aMb0nm3a-
LMW MO CPaBHEHUIO C KilacCMYeCKnMn GpakTopamu pucka

kapanoambonuyeckoro nHeyneta. B nonynsumm OO0 He
aBnseTcsa GakTopoM BbICOKOro pucka NN [22, 24], B cBs3n
c 4yem pgaHHaa CAC paccmartpuBaeTcs Kak pakTop pucka
KpunToreHHoro nueynbta (KU) n ¢ no3muunin reteporeHHo-
cTu kpunToreHHoro I nexuT B ocCHOBe ero kapamoamoo-
JIN4ECKOro NMaToreHeTM4eckoro noatmna. Bmecte ¢ tem
€0MHOr0 MHEHUSI O CTEMEHWN pUCKa Pa3BUTUS UHCYbTa
(cTpaTuduUKauum pucka aMO0INYECKNX OCITOXKHEHWIA) NpKU
00O B HacTosiLlee BpeMs He BbipaboTaHo [62, 63, 64].
Panee OOO (Hapsgy ¢ AMIM, MNMMK, kanbUMHO30M MU-
TPanbHOro KosbLa UM MUTpasbHbIM CTEeHO30M 6e3 DIl
M Np.) OTHOCWIIOCH K dakTopamM (KpUTepusam) cpenHero
pucka kapamoambonudeckoro nogtuna NN, C 2014 ropa
cTpatudukaumnsa pucka npu OO0, AMMM/AMMN [35, 65]
paccmaTpuBaeTcs B pyopuke kapauanbHbiX npuynH NN
KaK BapuaHT C HU3KOW U/WUnn, Npun OnpeneneHHbIX ycno-
BUSIX, CO CPeAHEl CTEMNEHbIO prcka kapamoamoboamm ro-
JIOBHOrO MO3ra.

OcHoBHble ¢pakTopbl prcka TPOMB03MBOINYECKNX OC-
noxHeHuii npu O00:

® Monopgow Bo3pacrT (<55 ner).

® CemeliHbin aHaMHe3 KW 'y naumenToB ¢ O0O0.

® ConyTcTByoLwmMin hneboTpomMb03 rinyboKNX BEH HUXK-
HUX KOHEYHOCTEN 1 Manoro Tasa.

® PasnnyHble MHBA3VBHbIE MEAMLMHCKME MaHUMyns-
ummn.

Ceasb mexay K/ 1 O00 pe3ko yBENMYNBAETCA Y NNLY,
MO040ro Bo3pacTa, NpenmyLecTBeHHO Ao 55 net [40,
37, 30, 22, 24, 31, 66].

OToenbHyl0 KaTeropuio Nvu, MNOOBEPXEHHbIX PUCKY
KW, MoryT coctaBnsiTb XEHLLMHbI MOSIOOro BO3pacTa ¢
HaNMYMEM MUTPEHO3HOWM rofIoBHOM 601 (0COBEHHO ecnn
MUTPEHb CONPOBOXAAETCH aypo) U NauneHTbl C pasnny-
HbIMU TPOMBOPUINYECKMMWN COCTOSIHUAMMU.

OxoKr-npeaukropamu KW, ceasanHoro ¢ OO0 [67],
SABNAIOTCA:

® HanpskeHune npu maHeBpe BanbcanbBbl (B Ka4ecTBe
BEPOSATHOrO TPUIrrepHOro dakTopa B aHaMHe3e).

® G0/bLLOM pasMep 0BanbHOro okHa (>4,0 mm) B [68].

® EBcTaxuves knanaH.

® CNoHTaHHbINM LWYHT cnpaBa Haneso.

® [10IOXXUTENbHbIN TECT C KOHTPACTUPOBAHNEM COJE-
BbIMM pacTBOpPaMM N BbICOKasi CTEMEHb KOHTpPACTMPOBa-
HUS.

® AHaToMuyeckasa Tonorpadpua OO0, npegnonarato-
was K ambonnsauum.

Bonpoc o cea3u n pucke OO0 ¢ nosTopHbiMU KA [69,
70,71,72, 73] nanoxeH B padgene 2.1.9.3.

2.1.9. JleueHune

B noctHaTtanbHOM Neprofe BO3MOXHbI TPM OCHOBHbIX
BapunaHta TtedeHns OOQ: cnoHTaHHOE 3akpbiTUe, coxpa-
HEHME MOCTOSIHHOrO pasmepa, yBenuyeHve pedekrta co
BpemeHeM. Hanbonblume LWaHChbl Ha 3aKpbITUE MMEIOT OT-
BepcTus 0o 4-5 MM B anameTpe. BHesanHble konebaHus Be-
JINYMHBI LUIYHTA Npv GU3NYECKMX Harpy3kax nnm 3aaepxkax
OblXaHus, MHAMBUAOYaNlbHble 0COOEHHOCT NepPeropokm —
MOBBILLIEHHAS PACTXMMOCTb UM NMOTEPS] KOHTPAKTUIIbHO-
CTV — MOTyT CnocoOCTBOBAaThL NOAAEPXAHMIO NMPOXOAUMO-
CTW OTBEPCTUSA 1 Jaxe ero ysenndeHuto [54].

BpauebHas Taktuka npy OOO onpepensieTcsa Benn-
YNHOM N KIIMHWYECKUM 3HAYEHWEM LUYHTA, CTEMNEHbLIO MNO-
BbILUEHNS OABNEHNS B IErOYHOM apTepum, yBENNYEHNEM
npaBbIX OTAENOB CeEPALA, a TakKe PUCKOM 3MOOINYECKIMX
OCJTOXHEHWI, Npexae BCero LepedparbHbIX.

Mcnonb3yloTes xmpypruyeckme Metoabl U Meamka-
MEHTO3HOE NeYeHune.

6 MakcumanbHas cenapaums MeXay NepBUYHON 1 BTOPUYHOI NeperopoakamMu npu npoBOKaLMOHHLIX MaHeBpax (npoba Banbcasnb-
Bbl), n3meperHas npu 2D-4M3xoKI, koppenvpyeTt ¢ pUCKOM pa3BUTUS MHCYNbTA, AOCTUIras MakCUMyMa npu auameTpe 6onee 4 Mum.
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MegunkameHTO3HOE JsiedyeHune. beccumnTomHoe
000 y naumeHToB 6€3 PakTOPOB pUCKa He SBNSETCS No-
Ka3aHMEM K Ha3HA4YeHWI0 Ae3arperaHTHOW U aHTMKOa-
rynsiHTHOM Tepanuu. Bonpockl 0 LenecoobpasHoCcTy nx
HasHa4yeHUs1 oOCyXaaloTca C Mo3uuuii BTOPUYHOW MpPOo-
dunaktnkn nHeyneta y naumeHtoB ¢ OO0 (cMm. pasgen
2.1.9.3).

Xupypruyeckmne metoabl ne4eHusi. He cyuiectsyet
nokasaHuin gnga npodwunaktnyeckoro 3akpbitna 000 y
6eCCMMNTOMHbIX L. 3akpbiTUE OTBEPCTUS XMpypruye-
CKMM MyTEM WK, Yalle, SHAOBACKYNISPHLIM CNOCO60M C
NMOMOLLbIO OKKJIloAepa 060CHOBAHO MpU pPasBUTUM Nepe-
rpy3kmy npaBbix OTOENOB cepAua, CepaeyHolr HepocTta-
TOYHOCTW, B TOM YUCJIE Y NUL, onpeneneHHbix npodeccun
(HBIPANBLLUMKK, MUNOTBLI N T. 4.). [1py passuTUn cepaeyHomn
HEeAOCTaTO4HOCTU MokKadaHa CTaHgapTHas CUMNTOMaTu-
yeckas Tepanus.

2.1.9.1. TpaHckaTeTepHoe 3akpbiTue 000

CyliecTByeT MHOXECTBO YCTPOWCTB, CMOCOOHbLIX He-
MHBA3VBHO 3aKpbiTb OTBEPCTME B 006/aCTV OBasbHOW
AMKM. BbIGop OKKtoAMpPYOLLEro yCcTpolicTBa 06yCcnoBeH
aHaToMuyeckummn ocobeHHocTaMn OO0 1 okpy>KakoLmX
CcTpyKkTyp [27]. Okkniogepbl NpeacTaBnsioT cobo aBon-
Hble OUCKM ¢ nepelwlernkomMm. OHK pasnnyalTcs AJIMHON 1
OvnamMeTpoM nepeLlerka, AMamMeTpoM 1 TONLWWHON AucC-
KOB, @ TaKXe MmaTepuanom (puc. 6).

Puc. 6. A — okkniopgep STARFlex; b — okkntogep Amplatzer

CepbesHble nepunpouenypHble OCNOXHEHUS Mnocre
TpaHckaTeTepHoro 3akpbitna OO0 BcTpevatotes oT 0 oo
4,2 %. PaHHME OCNOXHEHMS Onepaunn BCTPEYaloTCs B
0,5-1 % cnyyaes (Tabn. 6).

Tabnvuya 6
B03MOXHble OCJIOXKHEHUS
TpaHcKaTeTepHoro 3akpbitua 000

YacTtoTta BO3HUKHOBEHUSA
OuyeHb peako

TN OCNOXHeHUs

3mbonunsaums
OKKNIOAEPOM

WNHpekunm

Dpo3uun nepukapaa
W aopThl

HoBbIn pedekT
MeXxnpeacepaHon
neperopoaku @
Mapokcusm
Wn CcTonKas
dnbpunnaums
npeacepauii b
Tpom603
oKkkntogepa ©
PesnayanbHbii
WYHT

O6pasoBaHue
Tpomba
Ha oKK/oaepe

MeHee 1 %

10 %

PaHHue

1-6 %

3 %

Mo3gHue 2 %

lMpumeyaHmne: 2 — BbI3BaHHbIA CMELLEeHMEM TOHKOW nep-
BUYHOW Neperopoaku; P — yaule B paHHeM nepuoge nocne um-
naaHTaunm Kyrnmpymlowmecs CNoHTaHHO; © — BbIABNSIEMbIN Mpu
YM3xoKT .

Ana naumeHToB C MWUIMPEHbIO, acCOUMUPOBAHHOW C
00O, peTpoCrneKkTUBHbIE WUCCIEA0BaHMUS MNOKa3biBAOT
CYLLECTBEHHOE YJyyllIEHNEe COCTOSIHUS N JaXe NCHE3HO-
BeHue 3abonesaHus B 34 % cnyd4aeB nocne TpaHckaTe-
TepHoro 3akpbitua O00. BmMecTe ¢ TeM NMPOCMNEKTMBHbIE
LaHHble, MOAAEepPXMBAIOLLME 3Ty TaKTUKY, HEMHOMO4YMC-
JIEHHBI.

Y nauymeHToB ¢ cuHapomom orthodeoxia-platypnea
00O pomKkHO BbITb 3aKPLITO BO BCEX Cly4asix. 3akpbiTue
NPUBOANT K HEMEOJIEHHOMY YCTPAHEHWMIO LUYHTUPOBAHUS
crnpasa HaneBo M HOpMaIM3auMmM HaCbILWEHUS KPOBU KNC-
NIOPOAOM.

KeccoHHasi 60ne3Hb y AaBepoB Takxke MOXeT OblTb
npenoTepatleHa npu 3akpbitun OO0, xoTa nmetoLmecs
[aHHble O LlenecoobpasHOCTN 3TOro BMeLLaTebCcTBa He-
MHOTOYNCIIEHHBI.

2.1.9.2. 3akpbiTne 000 Ge3 onepaTMBHOIo BMe-
LwaTenbCcTBa

MeToamka neyeHus MCnosb3yeTcs Npu TYHHeNeBua-
Hon popme OO0 ¢ npuMmeHeHnemMm NPOTUBOBOCMNANUTENb-
HOro HectepougHoro cpenctea (HMNBC) n3 rpynnbl MHMA-
6uTOopOB UMKNookecureHasol-2 (LLOIM-2) [21, 25]. MNpoeoaaT
MWUHVUMYM OAMH KYPC JIeHEeHUs1, BKJIIOYAIOLLMIA BbINOJIHEHNE
nauMeHTOM B TedeHue 2—4 Heaenb HECKOJIbKO Pas3 B CyT-
KM cTpecc-Tecta (MaHeBp BanbcanbBbl), MakcumanbHO
aKTMBUPYIOLEr0 MeXnpeacepaHblli WyHT KPOBU. 3aTtem
BBoAAT HMNBC B MakcumanbHOW
TepaneBTUYECKOWN [03€e B Teve-
Hue 2-3 Hepenb.

lMpensaputensHas aKTu-
Baums 4yeped OO0 kpoOBOTOKA,
BO3HMKawwWwas Ha GoHe NpoBo-
KALMOHHBIX  PYHKLMOHANbHbIX
npo6, cnocobCTBYET YCUSIEHNIO
MeTabonnyeckmux npoLLeccoB
3HAOKAPAVANBHOM  BbICTUIKU
npoceeTta OO0, B CBA3M C 4EM
meTabonuyeckas (LMTOKMHO-
Bad) aKTMBHOCTb, Ha KOTOPYIO
nencTeyloT nHrmdutopsl LIOM-2, Bo3pacTtaeT. Bnaropaps
3TOMY AOCTUraeTCs IOKanbHOE yeuneHne pukcaumm npo-
TpoMOBUHOBEIX hakTopoB B NpocseTe OO0 1 nHNUMNPYET-
Csl npouecc ero obnutepaumn.

2.1.9.3. MegpukaMeHTO3Hasa U HEeMeAUKaMEHTO3-
Hasi npodunakTnka NOBTOPHOro UHCYJIbTa

TakTvka BeLeHVs N aHanM3 U3MEHEHUI pekoMeHaa-
umin ana naumeHtoB ¢ OO0 ¢ nosunumini NPoPUNAKTUKN
NMOBTOPHOro MHcynbta U TUA npueeneHbl B Tabnuue 7
[47].

B 2016 rony AMepukaHckasi HeBpoJiormieckas akage-
Must (ANN) onybnvkoBana oBGHOBNEHHbIE MPaKTUYECKUE
pekoMeHzauum no npobsemMe MOBTOPHbIX WHCYNLTOB Y
naumeHToB ¢ OO0 [75]. B pe3ynbTate aHanua3a u ctatu-
cTnyeckolt obpaboTkm gaHHbIX n3 809 ctartei Obinm oTo-
OpaHbl 5 nccnepoBaHuiA, pesynbTaTbl KOTOPbIX MOCHY-
XXMM OCHOBOW A/191 BLIBOAOB 1 pekomMeHaaumii (tabn. 8).
B otnnume ot pekomenpaumn AHA/ASA (2014) otaensHO
He akLeHTUpyeTCs BHUMaHne Ha TpomMOo3e riyboKnx BeH
M Manoro Tasda, XOTs yKa3blBAeTCs, YTO BCE MALMEHTHbI C
MHCYNbTOM unn TUA ponxHbl 6biTh TWATeNbHO ob6cneno-
BaHbl /1S ONpefeneHns NpuYnHbl U ONTUMU3auUK Npo-
GUNaKTUKM NOBTOPHOIO MHCyNbTa [47]. KOHeYHble uenn
nccnenoBaHus GbiNM HanpaBfieHbl HA MOUCK OTBETA Ha
[Ba OCHOBHbIX BOnpoca: 1) CHUXaeT M puck NOBTOPHOIO
vHcynbTa y nauyeHToB ¢ 000, yxxe nepeHecLUnx NHCYNbT
nnn TUA, ypeckoxHoe 3akpbiTne OO0 no cpaBHEHUIO
TOJIbKO C MEANKAMEHTO3HOM Tepanuve; 2) UMeeT v aHTUu-
KOarynsgHTHasa Tepanuvs npenMyLLecTsa nepen aHTUTPOM-
GouMTapHOW No NPeaoTBPALLEHNIO MOBTOPHOIO NMHCYNbTA
y NaLMeHTOB TOW Xe kaTeropnumn?
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Tabnuua 7

U3meHeHue TakTuKn BegeHus nauueHToB ¢ 000 B 0GHOBMNEHHbIX pekoMmeHpgauuax AHA/ASA
Mo BTOPUYHOI NpodunakTuke Mo3roeoro uHcynbota u TUA y naumeHTOB ¢ OCTPbIM UHCYNbTOM (2014 T.)

OnuncaHue
PexomeHpauum U3MEHEeHUM
c 2011 roaa
MNaumentam ¢ UU/TUA wn conyTtcTtBylowmMm OOO, He MNPUHMMAKOWMM aHTUKOArynsHTHYK Tepanuio, Knacc
peKOMeHAYTCS aHTUarperaHTbl U3MEeHUnNCcs
Knacc I, ypoBeHb fOKa3aTenbHOCTH B cllaBl
MaunerHtam ¢ UN/TUA npu accoummpoBaHHoM OOO M UMelOLWEMCA WCTOYHMKE BEHO3HOW 3M60nun HoBble
AHTMKOArysHTbl HA3HAYaTCA B 3aBUCUMMOCTM OT TEUYEHUs/XapaKTeEPUCTUKN NHCYNbTa pekoMeHaaumnm
Knacc I, ypoBeHb fOKa3aTtesibHOCTH A
Mpy NpoTUBONOKasaHUAX K NPOBEAEHWUIO aHTUKOArysstHTHOW Tepanuu nokaslaHa yCTaHoBKa duiabTpa
HVXXHENM MOJION BEHbI
Knacc IIa, ypoBeHb AoKka3aHHOCTK C
MauueHTam ¢ kpuntoreHHbiMM UN/TUA n accoummpoBaHHbiM OO0 6e3 gokaszatenbcTtB TIB nMerowmecs Knacc
AaHHble He NoAAepXMBAIOT NpenmyulecTsa 3akpbiTua OO0 (YCTaHOBKWM OKKIHOAMPYHOLLEro YCTPOMCTBA) W3MeHunICcs
Knacc III, ypoBeHb AOKa3aTesibHOCTU A c IIb B III
Mpn Hanuumm OO0 m TIB MoxeT 6biTb paccMoTpeHo 3akpbiTe OO0 C NMOMOLbIO TpaHCKATETEPHOIO HoBble
yCTpOMCTBa B 3aBUCMMOCTM OT p1UcKa NOBTOpPHOro TIB * pekoMeHaaumm
Knacc IIb, ypoBeHb foka3aTtenbHocTn C

* CornacHo ACCP (2012) y naumeHToB ¢ KpuntoreHHoiMu TUA/uHcynsToM, npu Hanmdum OO0 u TIB, B HacTosilLee BpeMs
pekomeHayetcs ABK-Tepanus (Henpsimble rmnokoaryfisiHTbl — aHTaroHUCTbl BUTammHa K) B TedeHne 3 MecsueB ¢ gasbHenwmnm
paccmoTpeHmem 3akpbitna 000, a He Tepanus acnupuHom [74]. Y monogpix nauyeHTtoB ¢ KN, TUA nan UM npun Hanninm OO0
mcknovaetcsa GneboTpomMO03 HMXKHUX KOHEYHOCTEN U Manioro Tasa, HaJndmMe KOTOPbIX ABASIETCS MoKasaHWem A1 Ha3HayYeHus
aHTUKoarynsHToB. OfHako nNpu 60MbLIMX OBLUMPHBIX OCTPbLIX MHCYNIbTax HaAEXHOW anbTepHATMBOW CNYXUT yCTaHOBKa GunbTpa

HVXHEW MOJION BEHbI, Tak Kak MOJIHOLEHHbIE J,03bl AHTUKOArynsaHTOB HE PEKOMEHAYIOTCS.

CokpatyeHusi: U — nuemmyecknin nHeynsT; TUA — TpaH3UTOpHas uwemMmnyeckas ataka; TIB — Tpom603 rny0boKmnx BeH.

Tabnvuya 8
OGHOBNEHHbIE NPaKTUYEeCKMe peKoMeHaauum AMepukaHcKoi HeBponoruyeckoin akagemum (AAN), 2016 .
Knacc poka-
BbiBOAbI 3artenibHoCcTHN/
CCbUTKMN
YcTtaHoBka okkntogepa OO0 STARFlex:
a) y naumeHToB ¢ KM 1 OO0 He obecneumBaeT 60nbWMX NPEUMYLLECTB B NMPefOTBPALLEHUN UHCYbTA
Mo CpaBHEHMUIO TONIbKO C MEAVMKAMEHTO3HOM Tepanuen; 1
6) accoumnmpyeTcs C NoBbIWEHNEM PUCKA HOBOIO anu3oaa hubpunnaunm Npeacepani; [76]
B) MMEET PUCK NOTEHLMANbHO OMAaCHbIX, XOTS N peaKkux nepunpoueaypHbix ocioxHeHun (TIJ1A) (3,2 %)
YcTaHoBKa okkntoaepa Amplatzer *:
a) npeanonaraeT CHMXXEHMWE PUCKa NOBTOPHOIO UHCYbTA;
6) accoummpyeTca C yBenn4eHneM pucka BO3HWKHOBEHWS HOBbIX 3nn3o40B P v nepunpouesypHbIX II
0oCnoXxHeHuu (3,4 %); [77, 78]
B) pyTUHHOE npoBeaeHune 3akpbiTua OO0 ana NpodunakTUKM NMOBTOPHOIO MHCYIbTa HE peKOMeHayeTCs 4
He noka3aHO NpevMMyLlecTBO aHTUKOArysHTHOM Tepanuu Hag aHTUTpoMbouuTapHOM B NpoduiakTuke 11
MOBTOPHOro MHCyNbTa Y NauneHTos ¢ OO0 u nepeHeceHHbIM KA [21, 79, 80,
81, 82]
YpoBeHb AoKa-
PekomeHAaLmMy 3aTeNbHOCTN
MpakTukyowme Bpayun AOMKHbI PasbsACHATb nauymeHTaMm, yto OO0 BCTpeyaeTcs 4acTo, Npy 3TOM TOYHO
yCcTaHoBUTb cBA3b OO0 U uHcynbTa n/mnu TUA y KOHKPETHOrO NMauneHTa HEBO3MOXHO, a 3ddeKkTmB-
HOCTb npoueaypbl No 3akpbiTMio OO0 € TOYKM 3peHUsi BO3AENCTBUS HA PUCK MHCY/IbTA OCTAETCS Hesc- A
HoM. [pn 3TOM AaHHOe BMeLaTesIbCTBO aCcCOLUMMPYETCS C NOTEHUNANBbHO CEPbe3HbIMU, XOTSA U HeYacTbl-
MW OCNIOXKHEHUSMU
Mpoueaypa okknogepHoro 3akpbitusa OO0 naumeHTaMm ¢ OO0 M KPUNTOreHHbIM MHCYIbTOM He A0SIXKHa B
PYTMHHO npeanaratbCs BHE KJIMHUYECKUX UCCIeA0BaHUMN
B peakux cny4asix — npyv NOBTOPHOM WMHCY/bTE MPU afeKBAaTHOW MeAVMKaMEHTO3HOM Tepanum u npu oT-
CYTCTBUM afbTepPHATUBHbIX MeXaHN3MOB UHCynbTa (kpoMme O0O0) - MoxeT 6bITb NpeanoXxeHa yCTaHOBKa C
okkngepa Amplatzer
Mpn OTCYTCTBMW APYTNX MOKA3aHUM K aHTUKOArynsaHTHOM Tepanun naunenTtam ¢ KM n OO0 pekomeHay- C
€TCS MOXMU3HEHHbIN NPUeM aHTUarperaHToB [47]
B peakux cnyyasx, Takmx Kak MOBTOPHbIA MHCYNbT Ha (oHe aHTUTpoMbounTapHOn Tepanuu, AOHKHO C

6bITb PAaCCMOTPEHO Ha3HaYeHWe aHTUKOoarynsiHToB

* YcTporictBo Amplatzer B HacTosiLLee BpeMs He 3apernctpmpoBaHo B CLLUA ans npvMmeHeHus no AaHHOMY noka3aHuio. Ynpas-
JIeHne No KOHTPOJIIO Ka4yecTBa NULLEBbLIX MPOAYKTOB 1 NlekapcTBeHHbIX cpeacTts CLUA (FDA) npoBoauT aHanmM3 AOCTYMHbIX MO HEMY

OaHHbIX.

CokpaleHus: KU — kpunToreHHsiii nHcynsT; TOJ1A — Tpom60ambonus nerovHoi aptepun; Gl — dnbpunnauus npeacepani.

Y10 KacaeTcsi BO3MOXHbIX YTOYHEHU, aBTOpPbI pe-
KOMeHOaLUM CcCbinalnTcs Ha npoaoskKalumecs B Ha-
CTOSILLEE BPEMS TPU KPYMHbIX PaHAOMU3NPOBAHHbIX
KJIMHNYECKUX UCCNeaoBaHus, B KOTOPbIX CpaBHMUBaeTCs
3akpbiTne OO0 ¢ MeankamMeHTO3HOW Tepanuein. lMep-
CMEKTMBHbLIM 3KCMNEPTbl CYNTAOT NPOBEAEHME Yy Naun-
eHToB ¢ OO0 M MHCYNbTOM UCCNEefoBaHUM C HOBbIMU
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opanbHbIMU aHTUKoarynsHTaMmm (MHrMbutopamu dakTo-
pa Xa 1 npaMbIMU MHrMouTopamm TpomouHa) [33], ko-
TOPbIE COMNPSIKEHbI C MEHBLUUM PYCKOM KPOBOTEYEHUIA 1
6onee ynobHbl B MPUMEHEHMN MO CPaBHEHUIO C Bapda-
puHOM [75].

Taknm 06pa3omM, COBpeEMEHHas TakTuKa BEAEHUS Na-
umeHtoB ¢ OO0 He MmeeT yHMBepPCasnbHbIX NMOAXOMA0B.
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Kaxporo naumenta ¢ OO0 HyxHO paccmaTpmBaTtb WH-
OVBMAOYaNbHO, B 3aBUCUMOCTU OT KJIMHWYECKUX MPOSIB-
JNIeHVN, reMOoAVHaMN4YeCKON 3HaYMMOCTU UMEIOLLErocs
LyHTa.

KJTIKOYEBbIE MOJIOXKEHUSA

B OTKPbITOE OBASIbHOE OKHO HE IBNSIETCS BPOXAEHHBIM
nopokomM cepgua n, kak CAC, BCcTpedaeTcs y Kaxaoro
yeTBepToro yenoeseka. O He3apalleHUM OBaJIbHOrO OT-
BEPCTUS Kak 06 OTKJIOHEHUW OT HOPMbI C/IelyeT FrOBOPUTb
nvwb nocne 1-ro roga xunsHu pebeHka.

B KnuHnyeckn OO0 ManocMMNTOMHO U MO3TOMY A0
VIHCTPYMEHTANbHOIO  MCCNeaoBaHns ANarHOCTUPyeTCs
penko.

® 3anono3pute OO0 cnenyeT npu pa3BUTUM KpUM-
TOrEHHOr0 VMHCYJbTa, HAJIMYUN MUTPEHU N Apyrx 6onee
pPeaKnx aCCoLMMPOBAHHBIX COCTOSHUIA.

B BhinosiHeHWe cTtaHgapTHoi TTOxoKI BO MHOrumx
cnyyasix 6blBaeT 4OCTaTOYHO A1 MEPBUYHON AMArHOCTU-
k1 dyHkumoHmnpytowero 000, 3a UCKAYEHNEM NNL, N3
rpynn NnpodeccrnoHanbHOro pucka.

® YpecnueBoaHas 9xoKIm sensetca 6onee nHdop-
maTmBHbIM OxoKIm meTogom ans guarHoctuku OO0, oco-
OEHHO NpW OO0MOSIHEHUM KOHTPACTMPOBAHMEM U Harpy-
304HbIM TECTOM.

® B HacTosiuee Bpems OO0 paccmaTtpumBatoT B pyopu-
K€ KapamnanbHbIX MPUYNH KpUNToreHHbIx I kak BapuaHT ¢
HU3KOW nnu, Npu onpeaeneHHbIX yCIoBUsaX, CpeaHen cTe-
neHbio prcka kapanoamM0O0oamMm ronoBHOro Mosra.

B ObDEeKTUBHOCTb Npoueaypbl HPECKOXHOro 3aKpbl-
Tma 000 gnsa NpoduAakTUKM NOBTOPHOMO MHCYbTA Npu
OO0 ocTaeTcsa HeonpeaeneHHoM.

B [podunakTnka NOBTOPHOrO MHCYNbTA Yy MNAUUEHTOB C
000, nepeHecLUNX KPUNTOrEHHbIN MHCYALT unn TUA, moxeT
OblTb OrpaHMyeHa Ha3Ha4YeHNEM [e3arperaHToB Npu OTCyT-
CTBUW CTaAHAAPTHbIX MOKa3aHWIA K Ha3HAYeHUIO aHTMKoary-
JIIHTOB, @ TaKXKe OTAENbHBIMU KIIMHUYECKMMU CUTYaLUSIMU.

2.2. AHeBpu3Ma MeXxnpeancepaHoOV neperopoaku

2.2.1. TepMuHonorvsa u Ho3onorus

AHeBpu3mMa mexnpencepaHon neperoponku (AMIIM)
ABNSIeTCA NepBUYHON aHomMmanuen passutua MIIM. AHa-
ToMunyeckn AMIIIM npencrtaBneHa B BUOE BbIPaXEHHOMO
BbinaymBaHua MMM BcnencTemMe M36bITKA TKaHW, Yalle
B MPOEKUMN OBanbHOW AMKW. MexnpeacepaHas nepe-
ropogka obnagaeTr onpeneneHHoM KOHTPaKTUIIbHOCTLIO
1 BO3MOXHOCTbIO COMPOTUBAATLCS PACTSXKEHUIO BCNEA-
CTBME HEOAHOPOAHOCTN CTPOoeHUs [83]. PasHuua B Mex-
npeacepnoHoM OaBfeHuM pacCcMaTpuMBaEeTCs Kak MpoBO-
umpytowmn daktop dopmmposanmsa AMIN. Y peten 5-6
net AMIM moxeT GopMMpPOBaTLCS HA MECTE CNOHTaHHO-
ro 3akpbitua MMM [84, 85].

o 70 % AMIIM nmMetoT 0gHO UK HECKONbKO HEDOITb-
LMX OTBEPCTUN, 4Yepe3 KOTOo-
pble  NPOUCXOAUT  LUYHTUPO-
BaHMe KPOBM WM NOKaNN3aums
KOTOPbIX MOXET He COOTBET-
CTBOBATb NpUHLMNaM aM6puro-
HanbHoro passutmusa OO0 [86].
Takvue BapuaHTbl paccmaTpu-
BalOT Kak CO4YETaHME aHeB-
pu3Mbl ¢ ManbiMn gedektamu
M.

BtopunyHas AMMI  o6y-
cnosneHa 3aboneBaHNaAMN,
BbI3blBAOLLNMN  MOBbILLEHME
[aBNeHNs B NPaBoOM U JIEBOM

npeacepaunsx.
2.2.2. PacnpocTpaHeH-
HOCTb

CeBeneHns 0 pacnpocTtpa-
HeHHocTu AMII 3Ha4YMTEnbHO

Puc. 7. Tun 1R

BapbMpylOT B 3aBMCMMOCTU OT rpynnbl BoIOOPKM 1N METO-
na obcneposaHusa. B obuwer nonynauum npm aytoncum
AMIMN BcTpeyaetcs B 1 % cnyyaes, BO3pacTas Npu CKpu-
HUHrosbix Y- n TTOxoKI-nccneposaHnax oo 4,9 % u
naxe 10 % [87, 88, 89, 90].

2.2.3. Knaccundukauua

CoBpemeHHas knaccudukauua AMIM npegnonaraet
naTb Tnos AMIMM (Ta6n. 9) [91, 92, 93, 94].

Tabauvuya 9
Knaccudpukauusa aneBpusm
MeXnpencepaHou neperopoaku [92]
Cxematu-
yeckoe

n3obpaxeHune
aHEeBpPU3MbI

Tvin
aHeB-
pU3Mbl

OxoKI
XapakTepucTuka

BbibyxaHne AMMI1 oT cpe-
OWHHOW NWHWUW Npeacepavin B
npaBoe npeacepave B TedeHue

Tun 1R | kapanopecnupaTopHOro Luknia

BbibyxaHne AMMIN oT cpeaunH-
HOW NWHWUK nNpeacepavn B ne-
BOE rpeacepave B TedyeHue
KapAnMopecnnpaTtopHOro umkia

Tun 2L

MakcunmarnbHas 3KCKypcusa
AMIM k npaBoMy Npeacepamnio
C MeHblUeNn nocneaytowen sKe-

Twun 3RL v
Kypcuen B neBoe npeacepave

MakcumanbHas 3KCKypcusa
aHeBpU3Mbl B CTOPOHY /1€BOMO
npeacepavs € MNoCieaytoLen
MeHbLLEeN 3KCKYpCMeN B CTOPO-
Hy MpaBoro npeacepaus

Twun 4LR

AMIIM  aBuxeTcs ABYyHanpas-
NIEHHO N Ha paBHOE pPacCTosiHMe
KakK B CTOPOHY MNpaBoro, Tak u
NeBOro npeacepavin B TedeHue
KapAnopecnmpaTopHOro uukna

Tun 5

DB B

BbigensioT nokanbHbeli Tun AMIMM, KOTOpkIA COOTBET-
CTBYET YaCTUYHOMY, 1 FreHepanM30BaHHbIA — NOJIHOMY BO-
BneyeHuo MMM B aHeBpu3MaTU4ECKOE BbinsgumBaHue [95].

2.2.4. AxoKr-pnarHocTtuka

O6wwme nonoxeHus. Mpu TTOxoKI ucnonb3yloTcs
OxoKI-ceueHns ona sudyanudaunm MMM — nesas napa-
CTepHanbHas No3nUMsa Mo KOPOTKOW OCK, anukanbHas n
cybkocTanbHasa 4K,

Ha pucyHkax 7-11 npeactaBneHbl IxoKI-nsobpaxe-
Husa (TTOxoKI) nokanbHo AMIMM (Tun 1R, 2L, 3RL, 4LR,
5), nonyyeHHble 13 anukanbHon 4KI1 [13].

Puc. 8. Tun 2L
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=

Puc. 9. Tun 3RL Puc. 11. Tun 5

Puc. 10. Tun 4LR

Ha pucyHkax 12-16 nokasaHbl 9xoKl-nsobpaxe- Has 4KIM) n (B) (napactepHasnbHas No3vums Ha YPOBHE
HUa (TTOxoKI) reHepanndosaHHon AMIM — Tunbl 1R, AO no kKopoTkow ocu), Tmn 5 (cybkocTtanbHasa 4KMM) (13
2L (anukanbHas 4KI1), 3RL (A) (anukanbHasa 4KIM) u (B)
(cybkocTanbHas no3umums), Tunbl 4LR: (A) (anukanb-

Jatav R. A. etal., 2014) [95].

+ Length 2.63cm : + Length  3.56 o
x length  2.06 cm v xlenoth 1.71c

Puc. 13. Tun 2L (4KI)

+ Length  3.58 cm ’ o
X Length 1.79cm : + Length ).4_“ cim
X X Length 1.31 cm

Puc. 14. Tun 3. RL (A, B)

+ Length  3.23 am +Length 288 m
XLength 1.63cm X length 1.36 cm

Puc. 15. Tun 4LR (A, B) Puc. 16. Tun 5
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YpecnuuwesogHas OxoKI obnagaet 6onbluein 4yB-
CTBUTENBbHOCTbLIO B pacno3dHaBaHum AMIIM, a Takke no-
3BOJISIET BbISIBUTb COCTOSIHMS, KOTOPbIE YACTO COYEeTaloT-
ca ¢ AMII n He Bcerga XxopoLwo BU3yanu3npyoTcs npu
TTOxoKI (000, BTOpUYHbLIN aedekT MIMM). BmecTe ¢ Tem
npu YIM3OxoKI yBennymBaeTcs pyUCcK NOay4EeHUs TI0OXHOMO-
JNIOXNTENbHbBIX Pe3ynbLTaTtoB amarHoctuku AMIIM, Tak xe
Kak 1 npm TTOxoKI — noXHOOTpULLATENbHbIX.

3xoKIr aunarHocTu4yeckue kpurepun AMII. Onuv-
TeNbHOE BpPeMs «30/0TbiM cTaHgapTom» IxoKl-gma-
rHoCcTUKn AMIIIN cynTanucb KpUTEPUU, NPEASIOKEHHbIE
M. D. Silver n J. S. Dorsey [84] (puc. 17):

— MakcumanbHasi 3KCKypCUS aHeBpPU3MaTUYECKOro
BbingymBanmsa B MM uan J1M >10 MM nnm obwmin pasmep
akckypcum B MM nnun 1M >10 mm;

— ANIMHa OCHOBaHMs aHeBpu3Mbl 6onee 15 mm [84, 94,
96, 971.

AHeBpHM3IMA

MpaBoe

npeacepave Mpasoe

npeacepave

NeBoe
npegcepane

NeBoe
npeacepaune

neperopopka

Puc. 17. CxemaTtunyHoe naobpaxeHne AMII n ee OCHOBHbIX
KOJINYECTBEHHbIX NapamMeTPOB: a — BENIMYNHA 9KCKYPCUM
aHeBPM3Mbl B OHY CTOPOHY; b — BENnYMHa aKckypcum
B NpaBoe 1 IeBOe Npeacepamns CyMMapHO;

C — AJIHa OCHOBaHMs aHeBPU3MbI [99]

B nocnepyowmx pabotax OCHOBHbIE MapameTpsbl
AMIIIN BapbMpoOBann kak B CTOPOHY YBENMYEHUS, Tak U
yMeHblUeHus [24, 88, 95, 98, 99, 100, 101].

B cooTtBeTCcTBUN C pekomeHpaumamn no IxoKr-gna-
rHoctuke 2015 roga, AMII gnarHoCTUPYOT Npu BENu-
YMHE MaKCMMaJIbHOM 3KCKypCcuun Yactn nnu scen MMM B
cTopoHy J1IM nnn npasoro npeacepams >10 MM nan cym-
MapHo >15 mMm. lnameTp OCHOBaHWS aHEBPU3MbI B Kaye-
CTBE KpUTEPUS ANArHOCTUKN He npuBoamTcs [3].

B cnyyasax MeHbLuen 3KCKYPCUM MPUMEHSIOT TEPMUH
«MobunbHas MMM» [102].

B cTtaHpapTHbIM npoTokon 9xoKI-uccnenoBaHus Le-
necoo6bpasHo BKIKOYATb crnenyloLme napameTpsb:

® Tun aHeBpu3Mbl No knaccudukaumm A. Olivares-
Reyes c coasT. [92].

® J111HY OCHOBaHWSl aHEBPU3MbI C ONpeaeneHnemM Bo-
Bne4veHns MMM B aHeBpudmaTmyeckmin gedexT (nokanb-
Has UM reHepanrM30BaHHas).

B MakCrmasbHYIO0 BENNYMHY NPOBUCAHUSA B MOJSOCTb
npeacepovs  (OUMarHOCTUYECKUn  kputepuii — 6Gonee
10 MM) / CyMMapHYI0 aMnanTyay SKCKypcum (AnarHocTun-
yeckuii kputepuii — 6onee 15 mm).

® Hanuyine unu OTCYTCTBME LUYHTMpYlowero cbpoca
yepe3 AMII, B cnyyae cOpoca ykasarhb:

a) BU, N KONIMYECTBO LUYHTUPYIOLLMX COPOCOB (MHOXE-
CTBEHHble peHecTpauun, eamHndHein MMM, O00);

0) HanpaBneHue cbpoca (NneBo-npaBbiii, NpPaBo-ne-
Bbll, CMELLAHHbIN);

B) pasmep OAMMM (nobol ¢ nedekTom TKaHeln) unm
dyHkumoHumpytotero OO0 (ot 1 oo 19 mm 6e3 nedekra
TKaHewn);

r) ANs reMoAnHaMmMyYeckn 3Ha4MMbIX COPOCOB — TPAHC-
cenTanbHbIv rpagmenT, Qp/Qs, naBneHne B NEroYHon ap-
Tepun, LONONHUTENbHbIE CTPYKTYpPbI B 11,

2.2.5. KnuHuyeckas guarHocTuka

B 6onblunHcTBe cnydaes AMIMI npoTekaeT 6naronpu-
ATHO, 63 remMoauHaMUYEeCKUX U3MEHEHUA U KIIMHUYe-
ckon maHudectauumn. Mpun ayckynbtaumm AMIITT moxeT
ObITb 3aMoA03peHa Mo HaINYMIO LLLETYKOB BAOJb JIEBOrO
Kpas rpyavHbl, aHanorn4Hblx TakosbiM rnpu NMK.

CyuiecTtByloT gaHHble 0 cBA3m AMII ¢ npeacepaHbl-
MW HapyLlEeHUsMU pUTMa, M3MeHeHnsaMun 3ybua P Ha IOK
[100]. YacTto BcTpeyvaetcs 6nokana MHMAM — B 21,9 % cny-
yaes [103]. deTtn ¢ AMII npeapacnonoxeHbl K pa3BnuTmio
CYNMpPaBEHTPUKYNSPHBIX apuUTMWUKA, cuHApomMa cnabocTtu
CUHYCOBOro y3na [85].

AHeBpuama MMM yacTto coyetaetca ¢ gpyrumn CAC
1 npusHakamu HHCT. Mpu BbisBNeHUn deHecTpauuii ¢
AHEeBPU3MATUYECKMM BbINAYMBAHNEM KIIMHUYECKOE 3Ha-
yeHne AMIM, kak n Npu n3onuposaHHoM gedekte MMM n
dyHkumoHumpytowem OO0, ByaeT onpenensitbCs He TOJb-
KO ee pa3MepamMu, HO U 06beMOM cOpoca Yepes MMeto-
Lwmecs peHecTpaumu.

3HauMMO BO3pacTaeT KAMHMYEecKass 3Ha4YUMMOCTb
AMIMN npu 000, cetn Knapu, yonmHenHom EK [52, 104,
105]. aHHble o B3anmocessn AMIM n NMMK mHoro4umc-
JNIeHHbI, HO HeoagHo3Ha4vHbl [101, 106, 107, 108, 109, 110,
111]. Y nuy, monogoro Bo3pacta OTMEYEeHa B3anMOCBA3b
aHeBpu3MaTU4HON unn MobunbHoi MMM ¢ MMK n 6a-
3aJIbHbIMU 1/WUNI MHOXECTBEHHbIMU JIOXHBIMU XOpAaMu
(JIX) [1].

2.2.6. COCTOSIHUSA U OCJIOXKHEHUSA, aCCOLLMMPOBaH-
Hble c AMMNN

Cea3b AMIMM ¢ nepBuyHbimMn KU. MeTta-aHanns mc-
cnepoBaHuii J. R. Overell ¢ coasT. [40] nokazan cylie-
CTBEHHOE MOBLILIEHNE PUCKA Pas3BUTUS UHCYNLTOB Mpu
Hann4mm AMIM n 00O0. lMpuyemM COOTHOLLEHUE PUCKOB
B cyOrpynnoBom aHanuse ana nuu, mnaawe 55 net 6bi10
naxe 6onbwe npu AMMNM, yem npmn OO0, makcMmanbHO
yBenmumneasicb npu covetaHnn AMIMM n OOO. B uccnepno-
BaHUn Y. Agmon ¢ coarT. [99] Takxe Obl1I0 onpeneneHo
[oCTOBEpHO Oonee vactoe BbisBneHne AMIM B rpynne
nauneHTOoB, NepeHecLUnx MHCynsT u/unmu TUA BO BCcex nc-
cnenoBaHHbIX BO3pacTHbIX kaTeropusx (ot 45 o 85 ner).

Cea3b AMIMN c BTropuuyHbiMu KW. VccneposaHve
C. Lamy c coaBT. NPOAEMOHCTPUPOBASIO HapacTaHVeE Be-
POSATHOCTM NOBTOPHOIO MHCYbTa Npu codeTaHnm AMIT n
00O B 7 pas no cpaBHEHUIO C PUCKOM UHCYNIbTa NpU U30-
nmposaHHoMm OO0, HecmoTps Ha npuem 300 Mr acnupuHa
[72]. B uenom AMIMM Hapsgy ¢ mobunbHoii MMM n pas-
Mepamm OO0 aBnATCS, N0 AAHHBIM MYIbTUBAPUAHTHOIO
aHanm3a J. Y. Lee c COaBT., HE3aBUCUMbIMU NPEOMKTOPA-
MW NOBTOPHOIO nHcynbTa npm 000 [112].

Ces13b AMII ¢ MUrpeHblo paccmaTprBaeTCst TOJIbKO B
KOHTEKCTE ee accouuvaumm ¢ GyHkumoHmpyowmm 000 [41].

2.2.7. Ctpatndpumkaumusa pucka, NnporHo3s

dopmanbHO, cornacHo 06LWenpU3HaAHHOM Kaccu-
dukauum TOAST natoreHeTuyeckux noaTunos N [64],
aHeBpwuama MIMM, Tak xe kak 1 OO0, MoxeT BbITb OTHECEe-
Ha K pakTopam HM3KOro, a Npu onpeneneHHbIX YCIoBUsaX
(cm. pasgen 2.1.8), cpeoHen CTENEHN puUcKa MHCYIbTA.
Puck T3 cywecTBeHHO BO3pacTaeT B Cllydae MNpuUcyT-
cTBUSA BblcokonoasuxHor MIM (cnocobceTByoT Oonee
wurpokomy oTkpbiTMio OO0 vnu yxyaLweHuto CUcTonnye-
ckol dyHkumn JIM), obycnosnueatoLllen aTum 3amepnsie-
HVE KPOBOTOKA CO CMOHTAHHbIM KOHTPACTUPOBAHUEM, YTO
noBsbILLaeT puck TpomboobpazosaHus B JIM [1, 113].

C nosunuwnii reteporeHHocTt M AMIT nexuT B OCHO-
BE ero KapamoamM0O0IM4eckoro natoreHeTn4Yeckoro noa-
Tnna [65].

MobunbHas MMM camMOCTOATENbHOrO 3HAYeHUs He
nmeeT. AccoummpyeTcs ¢ NPeacepiHbIMU apUTMUSMA 1
C NPOrpeccupyoLLM NOBbILLEHNEM AABMEHUS B MOIOCTU
JIM vnw MM npu Hannyuum cbpoca Yepes Hee.
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2.2.8. NMopxopapbl K Tepanum

MepukameHTO3Haqa Tepanus. AHTUarperaHTHas Te-
panuvs nauyeHTam ¢ ndonmposaHHon AMII He noka3daHa.

Xupypruyeckme BmewlatesnibctTBa. [1pn TpaHcka-
TeTepHoM 3akpblTun 00O, couveTtatuwierocsa ¢ AMIM,
OTMEYEHO 3HAYUTENIbHOE CHUXEHUE aMMAnTyabl ee
KonebaHui N CHUXEHNE BEPOSTHOCTU NMOBTOPHbLIX 3M-
6onunyeckmx anusopos [114]. BmecTte ¢ Tem AMIIM
accounmpoBaHa ¢ 60sblUEe HaCTOTON pe3unayasnbHbIX
LIYHTOB NOCE YPECKOXHOro 3akpbiTua OO0, gaxe npu
MCMNONb30BAHMN OKKJIOAEPOB MaKCUMasbHOro gname-
Tpa [115].

KJTFOYEBbBIE MOJIOXKEHUA

® AMIIIN 9BnaeTcs NepBUYHON aHOMaNnen pas3BuUTUs
MIM, a npn Hannynu deHecTpaunii MOXET paccMaTpu-
BaTbCA KakK BapuaHT MeXNpeacepaHbiX KOMMYHMUKaLMN
Hapsigy ¢ OO0 v MM,

B lHcTpyMeHTanbHaa auarHoctuka AMIIIT gonxHa
BktoyaTb TTAxoKI, npu Heobxoanumoctn — YIMOxoKI ¢
yKazaHneMm Tuna aHeBpu3Mbl, pa3Mmepa 3KCKypCcun 3a -
Huto MITM.

® BoigeneHne AMII nogpa3dymMmeBaeT ueneHanpas-
JIEHHbIN MOUCK NPOYMNX MeXNpencepaHbIX KOMMYHUKaUNA
1 CAC c ncnonbzoBaHmem HIM3xoKI, npumMeHeHnem npo-
BOKALMOHHbIX TECTOB.

® CoyeTtaHne AMMIM 1 OO0 cyLiecTBEHHO NOBbLILLIAET
PUCK Pa3BUTUS MHCYJIbTOB.

B AHTuarperaHTHas Tepanus naumMeHtam ¢ U3onmpo-
BaHHoM AMIII He nokasaHa.

2.3. Cetb Chiari (Knapu)

2.3.1. AHaToMuUs 1 3aMOpuonorusa

Cetb Chiari (Knapu) sensetca octatkom amMbpuo-
Ha/bHOrO MNPaBOro kjarnaHa BEHO3HOro (KOPOHapHOro)
CUHyca 1 obpasyeTcs B c/lydae HernoJsHol pe3opobuumn no-
cnepgHero. AHatomunyeckn cetb Chiari npeacrasneHa He-
npaBuabHOM GOPMbl CETEBUOHOW CTPYKTYPOM, KOTOpas
COCTOUT M3 MHOXecTBa (PpUOPO3HO-HUTEBUAHBLIX U/UNN
MeMOpPaHO3HbIX KOMMOHeHTOoB [116].

Mcxonsa ns obnactm EK, cetb Chiari MoxeT kpenutbcs
B pasdnuyHbix otaenax MMM — K knanaHy KOPOHAPHOro cu-
Hyca, TEPMUHANIbHOMY rPebHI0, PacMnoIOKEHHOMY B 30HE
YyCTbS BEPXHeNn nonomn BeHobl, MIl, cTeHke camoro npega-
cepaovsa [117, 118].

Pasmepbl cetn Chiari BaprabenbHbl U MOryT JOCTU-
ratb 6 cm [119].

2.3.2. PacnpocTpaHeHHOCTb

OO6waa nonynsauMoHHas pacrnpoCTPaHEHHOCTb CETU
Chiari coctaBnsiet okono 2 % [120]. Mo mopdonoruye-
CKMM uccnenoBaHuUsaM 4YacTtoTa BbisBneHust cetun Chiari
konebnetcsa ot 1,3 00 4,0 %, npn 6onee cTporom noaxoae
K amarHoctudeckum kputepusam — 0,34 % [121]. HYacTtoTa
BblgBNEeHUA no gaHHbiM TTOxoKI konebnetca ot 0,3 A0
9,5 %. OaHHble poccuinckux nccneposateneint — 0,9 % npu
TTIOX0KI n 1,6 % — npu YN3xoKr [122].

BapurabenbHOCTb 4acToTbl BbisBneHus cetu Chiari
CBsiI3aHa C TeM, YTO psif, aBTOPOB Hapsay ¢ ceTbio Chiari
YYUTBIBAIOT NMPOYMe 0COBEHHOCTM U aHOMAJIUN CTPOEHUS
BEHO3HbIX KnanaHoB, Yawe Bcero EK [123]. PacnpocTtpa-
HEHHOCTb HE UMEET BO3PACTHbIX U FreHAEPHbIX PA3NNYmii
[120]. YacTo ceTtb Chiari gnarHoctupytot Bmecte ¢ OO0
(83 % cnyyaeB, KOHTPOJb 28 %), AMIIM (21 %, KOHTPOJb
1,6 %), EK (79 %) [120, 124].

2.3.3. 9xoKr-guarHocTtuka

Insa sBuayanusaumm cetn Chiari npy TTOxoKI ncnonb-
3YI0T N03MLMK, B KOTOPbIX 06bIYHO nccneayetcs MM: ann-
KanbHag 4KI, moamduumpoBaHHaa napacTtepHanbHas
OvkaBanbHas NMo3vums U KopoTkas ocb Ha ypoBHe AoK
13 JIEBOro napacTepHasnbHOro AOCTyna, a Takxke Ccybko-
ctanbHble no3vumn (4KM, onvHHas OCb HWXHEen Mnonomn
BEHbI 1 KOpOTKasi ocb Ha ypoBHe AoK) (puc. 18).
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Puc. 18. CeTb Chiari (cTpenka) B npaBoM npeacepanmn
npun TTAOxoKI n3 cybkoctanbHon 4K

__—= OtkpbiToe
—
0BaNbHOE
OKHO

Puc. 19. CeTb Chiari B npaBom npeacepann
npu YN3axoKr [125]

[na oueHkn MecTta npukpennexHms cetn Chiari Heob-
XOAMMO MONMNO3ULIMOHHOE UCCNEA0BAHWE C BKITIOYEHNEM
NPOMEXYTO4YHbIX NO3ULNK, Tak Kak EK, knanaH kopoHap-
HOro CUHyca, Opyrve BO3MOXHble MecTa NnpuKpenieHns
cetu Chiari He BU3yannaupyloTcs B O4HOM MIOCKOCTH.

3D-9xoKI" nccnepoBaHne NO3BONSET B pPsge Clydvaes
npeoaosneTb BbilleykadaHHOe orpaHnyeHne 2D-ckaHpoBa-
HWUSI 1M YCTAHOBUTb MecTa kpensieHns cetu Chiari.

Mpwn YMN3xoKI 0OCHOBHOWM ABNSETCA NO3NLMSA U3 CPea-
HUX OTAENOB MNULLEBOAA, B KOTOPOW BU3yanun3upyloTcs
3agHue N HWXHWe otaensl NI B 30He BNafeHUs HUXHEN
noJsiol BeHbI (BrKkaBanbHas NO3NUUS 1 NO3ULUS KOPOTKOM
0CM Ha ypoBHe aopThl) (puc. 19). Tak kak B ykadaHHbIX NMo-
3numax 06blMHO yaoaeTcs BU3yann3npoBaTb TOSIbKO OLHO
MecTo npukpenneHuns cetu Chiari k EK, To cosgaeTcsa Bne-
yaTneHue, 4to ceTb Chiari cBo60gHO dnoTUpyeT B Noso-
ctu MNM. OueHnTb YCTbe KOPOHAPHOIO CUHYCA HAUYHLLINM
obpa3oM ygaeTcs U3 cpegHux otaenos nuwesona B 4Kr1.
Mpn aTOM Heo6xoAMMO POTMPOBATb AATYMK BMPaBo [0
nonyyeHus MMM B ueHTpe akpaHa. JanbHenwas moandn-
Kauus no3mummn nyTemMm BBeAeHUS faTinka Uan OTKINOHEeHNS
€ero Ha3af, No3BOJISieT BbIBECTM KOPOHAPHbIN CUHYC [122].

BbisiBNeHne NMHerHbIX BbICOKOMOABUXXHbBIX CTPYKTYP B
YKa3aHHbIX MO3ULMSX € Ux npukpenneHvem Kk EK, xapax-
TEPUIYIOLLUNXCH KHYTOBUAHBIMU ABUXEHUSMU, NO3BONSET
3anoao03puTh Hannydme cetun Chiari.

2.3.4. KnuHnyeckoe 3Ha4yeHue

KnunHnyeckoe 3HavyeHme cetu Chiari B nepByto ouepenb
onpenensieTcs BbICOKOW conpsikeHHocTbio ¢ OO0 [120].
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[0 82 % nauneHToB, 0TOOPAHHbIX 4151 3HA0BACKYNSAPHOIrO
3akpblTnsa 000, umetoT EK nnn cetb Chiari [126]. Mpwn Ha-
nnyum cetm Chiari y naumenToB ¢ OOO yalle BbISBASETCA
npaBoO-/1EBOE LUYHTMPOBAHME, YEM MPU €e OTCYTCTBUW.
EBcTaxmeB knanaH 1 cetb Chiari cnocoOHbl NpensaTcTBO-
BaTb 32KPbITUIO OBANIbHOIO OKHA, Npeapacnonaras K dop-
MunpoBaHunio aHeBpuamMbl MMM v napagokcanbHOW 3M60-
NN, HaNpaBnsas MOTOK KPOBW U3 HUXKHEW MOSON BEHbl K
MIMM. Takxe ycTaHOBMIEHA CBA3b MeXAy HalMYMeEM CceTun
Chiari n murpeHsbto ¢ aypon y naupentos ¢ OO0 [126].

OnucaHbl cnyvyam MHPEKUNOHHOIo aHA0KapamTa ¢ no-
paxeHnem cetu Chiari [127, 128, 129]. CeTb Chiari moxeT
BbIrNSAeTb NOA0OHO OMNyxosieBoMy 0Opa3oBaHUIO N TEM
caMbIM MPUBOANTL K TOXXHOMY auarHosy [122, 130].

C nosvumnii TpoMB03MOONNYECKNX OCNOXHEHUIA POSb
cetn Chiari geosika. C ogHOM CTOpPOHbI, ceTb Chiari MoxeT
cnocobcTBOBaThL HGOPMUPOBaAHUIO TPOMOOB in situ, ¢ apy-
roil — BbICTYNaThb B KAYECTBE JIOBYLLUKM AJ1 TDOMO03MO0J10B,
npenoxpaHsas nauneHTa ot datansHon TAJIA[131, 132, 133,
134]. MpuBoasTcs AaHHble 00 OTpbiBE PParMeHTOB CETU
Chiari ¢ ux nocnenyiowier murpaumeri B nerkue [122, 135].

B kayecTBe BO3MOXHbIX MPUYUH aPUTMOFEHHOCTU
ceTtun Chiari paccmaTpuBaeTcs TecHasi B3aMMOCBSI3b 3TOMN
CAC c apUTMOreHHbIMM y4acTkaMmy BEHO3HOIO CUHYCa, a
Takxke dakT HaNM4YMa MrUokapananbHbiX BOJIOKOH B ee pe-
TUKYNSpPHOM cTpykType [131, 136, 137, 138].

He Hawno y6eamntenbHoro noaTBepXaeHus npenno-
NoXeHune, 4To cetb Chiari MOXeT NpensaTcTBOBAaTbL KPOBO-
Toky [135].

OnucaHbl cnyyam MHTpaonepaumOHHbIX OCIIOXKHEHWN,
00OYCNOBJIEHHbIX 3aTPyAHEeHU-
€M MpOBeAEeHUs KaTeTepoB B
npasble OTAEeNbl cepaua wmnuv
B KOPOHAPHbLIA CUMHYC BCea-
CTBME HaNnumMs 9TOro npea-
cepoHoro obpasoBaHua [139,
140, 141, 142].

KJIOMEBbLIE TMOJIOXE-
HUA

® Cetb Chiari 3HaunTenb-
HO 4alle BCTPEYaeTCcs B coye-
TaHUM C MeXnpeacepaHbiMu
KOMMYHUKaLMAMKN, YEeM WU30-
NMpoBaHHO. BbisiBNeHne cetu
Chiari [OMKHO CNYXUTb OCHO-
BaHWEM A1 NPULENBLHOrO Mo-
ncka 000, AMIM.

B JIng OuEeHKM MecTa npu-
kpenneHus cetu Chiari Heob-
X0OMMO NOMANMO3ULMOHHOE
nccnenoBaHme C BKIIOYEHUEM
HE TONbKO CTaHAAPTHLIX, HO U
MPOMEXYTOUHbIX MO3ULMIA.

® KnuHunyeckoe 3HadeHme cetm Chiari onpepensier-
Csl BO3MOXHOCTbIO TPOMO0O3IMOONNYECKMX OCSIOXKHEHWNM
(TPOMO in situ), MHPEKUMOHHOro aHAoKapauTa, andpde-
pPEeHUMaNbHO-ANArHOCTUYECKMMU TPYAHOCTAMM C pa3nuny-
HbIMM BHYTPUNpeacepaHbiMu 06pa3oBaHUSAMU (OMyX0nu,
TPOMObI, KUCTbI), BO3MOXHbIMW NpobnemMamMn Npu aHO0-
BACKYNSIPHbIX AOCTYMNax K cepauy.

2.4. YOoNVHEHHbIVi eBCTaxmMeB KjanaH

2.4.1. AHatomus u amGpuonorusa

EsctaxueB knanaH (EK), nnn knanaH HuxHen noson
BeHbl, NpeacTasnseT coboi cknaaky aHaokapaa Lnpu-
Hon B cpeaHeM a0 1 cm. DyHkumsa EK B aMOpuroHansHOM
nepuone — o6ecneyeHre Toka BEHO3HOM OKCUreHPOBaH-
HOW KPOBW N3 HUXHEN MO0 BEHbI K OBaJIbHOMY OKHY. 10-
cne pPoXAEeHWsI NPU OTCYTCTBUM COOBLLEHUS MeXay npes-
cepamsamm aTa GyHKUMS 3aCTIOHKM TEPSIET CBOE 3HAYEHMEe
1 MOCTEMNEHHO PYOVMEHTUPYETCS.

AHaTomuns EK BapuabenbHa. [atonoroaHatomMmyeckin
Hanbonee 4acTo ONUCLIBAOTCS MEMOPAHO3HLIM TMM U B
Buae rpebewuka (xpebta) [143]. CpenHssa anvHa EK okono
3,6 MM.

YnnvHeHHbIM cuynTaeTca knanaH 6onee 10 mm ¢ ana-
nasoHom oT 1,5 0o 23 v paxe 35 mm [144, 145, 146].

2.4.2. PacnpocTpaHeHHOCTb

Mpy NONYNSAUMOHHBIX UCCNefoBaHUAX C WUCMOJSb30-
BaHuem IxoKI yonuHeHHbIn EK onpepensietca y 0,2 %
HaceneHua [147]. YacToTa BbigBneHus yoanHeHHoro EK
y netenn — 17,6-25,9 % (vaiwle B Mnaglmnx BO3PaCTHbIX
rpynnax o 5-7 net), y B3pocnbix — 7,4 % [1, 85]. o paH-
HbIM CeKkLMOHHOro marepuana, EK obHapyxuBaeTtcs y
86 % netein [148] ny 67,5 % B3pocnbix [143].

2.4.3. 9xoKr-guarHocrtuka

YonunHeHnubin EK BU3yanuauvpyeTtcs npu OByXMepHON
OxoKI™ B BUAEe knanaHonoao6Hom cTpykTypbl 6onee 10 mm
B N B 06nacT BNageHus HUXHEN nosioit BeHbl. MoxeT
BbIMSAETb KakK YAJIMHEHHas NoOBUMXKHAA UKW, HanpoTmB,
KaK ManornoasuxHas memOpaHonogobHas CTPyKTypa.
Mpu aTOM OTCYTCTBYET 0OO6BbEMHAs Neperpy3ka npaebiX OT-
[enoB cepala, xapaktepHas ons 3Ha4nMbIXx COPOCOB.

Xopouwy Budyanm3aumio Mopdonormm 3Ton CTPyk-
Typbl MOXHO MOAY4YUTb NMpW BHyTpucepaeyHom (puc. 20)
[149] n 3D-9OxoKT [148].

Ona onTuMmnsauum Bu3yanmsaumm ncnosb3yoT cyOKo-
CTaslbHblE NO3MLUMK C flokannaaumein MecTta BrnageHums no-
nbix BeH B NI n BepxyweyHyio 4KI. B anddepeHumnans-
HO-ANArHOCTUYECKUX CUTyaumsax nposoautcs HMOxoKr
(puc. 21).

HW#HHAA NonaAa

KOPEHb
E0pPTEI

TPWHYCNAEAbHEIRA
KnanaH

= Npaseli
HENYA0UEH

Puc. 20. NsobpaxeHune, nony4yeHHoe npu BHyTpucepaedHon IxoKr. 3oHa pacnonoxer B MI1.
Ha pucyHke cxemaTuyHo npeacTtaBneHa aHatomus EK, BeicTynatowero
13 HUXXHEWN MO0 BEeHbl B HUXHer yacTu MMM [149]

Puc. 21. BukaBanbHas no3nums npu YN3xoKr (IVC — HuxHsAs
nonas BeHa, SVC — BepxHas nonas BeHa, LA — nesoe
npencepave, RA — npasoe npencepave, AS — mexnpeacepaHas
neperopogka, Eustachian Valve — eBcTtaxneB knanaH,
Crista Terminalis — norpaHun4HbIi rpebeHb)
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2.4.4. KnuHnyeckoe 3Ha4yeHue

YaonuHeHHbin EK He nmeeT cneundunyecknx KnmHuye-
CKMX NPOSBNIEHUIA.

lMpy BO3HMKHOBEHMW MpPaBO-1€BOro cbpoca Kpo-
BM 4yeped MMM yanuHeHHbIn EK moxeT cnocobcTBO-
BaTb BO3pacTaHMIO pucka napanokcasnbHon ambonnu,
accounmposaHHol ¢ OO0 [149, 150]. MNpwn ogHoBpe-
MEHHOM COYeTaHuUW TPex aHOManui — YOJIMHEHHOrO
EK, aneBpuambl MIMM 1 OO0 - y Monoabix nuL, 4acTo
OTMeyaloT KIMHUYeckne nposasneHns B Buae uedan-
r’MYeckoro CMHAPOMa, CUHKOMNAbHbIX COCTOSIHUIA, KO-
TOpble ONOCPEeAOBaHHO MOryT paccMaTpuBaTbCs Kak
crnencTBne MUKPOTPOMOO30B B HBOMbLLIOM Kpyre Kpo-
BooOpauteHuns [1]. EBcTaxmnes knanaH MOXeT BNATbCS
cybcTpaTtom Ons o6pasoBaHusa TPOMOOB, YTO accouu-
MpyeTcs C NIero4yHbiM Tpomb6oambonmamom [151, 152,
153].

Mepcuctupyowwmii EK 60bLLMX pasMepoB MOXET Bbl-
3blBaTb OOCTPYKLUMIO HUXHEN nonoi BeHbl [154, 155] nan
riepeHanpas/isiTb KPOBb U3 HUXHeNM noson BeHbl B J11 ve-
pe3 pedekt MMM, Bbi3biBas nosieneHne umaHo3a [156,
157].

OnucaHbl KMHnYeckne crydam obpasoBaHus Ha EK
OryxXoJs1EeBbIX U MCEBAO00INYX0J1€BLIX 06pa3oBaHUi (MUKCO-
ma, ¢pubpoanactoma, kucta) [158, 159, 160], pazsutus
MHGEeKUMoHHoro aHgokapanTta [161, 162].

MmeloTcs pgaHHble, 4TO 3Ta CTPYKTYpHAs aHOMaaus
npeapacnonaraeT K CynpaBeHTPUKYASPHbIM aQPUTMUSAM, C
Hanbornee BepOATHbIM pedNeKTOPHbIM NaTopU3nNoIorn-
4YeCckM MexaHU3MOM BCNeACTBUE pa3apaeHuns nemcme-
KepHbIx 0O6pa3oBaHuii npeacepavs [163, 164].

YcTtaHoBneHa CBS3b Mexay yaanHeHHbiM EK n npo-
nlancom aTpUoBEHTPUKYNAPHOro knanaHa [165]. Y obcne-
noBaHHbIX ¢ aTori CAC OOCTOBEPHO 4Yalle BbISABASIOTCS
no6aBoyHbIe NanuNspHbIE MblLLUbI, a Takke 6asanbHble
JNoXHbIe xopab! [1].

YonunHeHHblh EK npn 9xoKI moxeT ObiTb OLUMOOYHO
NPUHAT 32 Neperopoaky npu TpexkamepHoMm npeacep-
auun, onyxosnb nnu Tpom6 npeacepans [166, 167, 168].

B cnyyae, korga knanaH MasonoABUXEH, T. €. Ipupac-
TaeT k MMM, noasnsetca OxoKlM-peHOMEH «1aCTOYKMHO-
ro xsocta». CUHOHMMamu 3Toro peHoMeHa B niuTepartype
ABNAIOTCA «NCEeBOOTPEXNpeacepgHoe cepgue» 1N «yaBo-
eHHasa MIMM» (puc. 22).

Puc. 22. DeHOMEeH «JlacToukMHa xBocTax» npu YN3AxoKr (A) n TTAxoKr (B) [166]. EK Bu3yanusanpoBaH B BUAE
puruaHo membpaHonogo0OHON CTPYKTYPbI (CTpesnka Ha puc. B) mexay neBbiM 1 NpaBbiM Npeacepansmu;
LA — neBoe npeacepane; RA — npaBsoe npeacepavie

Jlo6aBOYHYIO TKaHb MPUPOCLLIErO K Neperopoake kna-
naHa crnegyet OoTAMyaTb OT Manbno3vuuuv, Aesnauuun r
aHOMasIbHOro MPUKpPenIeHns nepBuUYHON Meperopoaku,
KOTOpbIE 4ACTO COYETAOTCHA C aHOMAJIbHbIM ApEeHaxXeM
JIErO4YHbIX BEH, CUHOPOMOM rMnonia3vm Nesoro cepaua,
ToHHeNbHbIM OO0 1 gatoT aHanormnyHyo OxoKl kapTuUHY
OaHHoro ¢gpeHomeHa. MNMpu codyetaHnm ¢ AMIIM canwkom
O/IMHHBIA KnanaH crnocobeH mnpoHukaTb 4vyepe3 aedekT
B JIM n npupacTatb K YyCTbSIM NEroYHbIX BEH. Takme Ba-
pUaHTbl HEOObIYHON MOP@ONOrvM NPUPOCLIErO K OpYy-
rmm cTpykTypam EK Bbi3biBalOT 3aTpyaHeHns npu IxoKr,
€CO34alT TPYOHOCTU XuUpypram Mpu MasloMHBa3UBHbIX
BMeELLATeNbCTBax 1 NoBbIWaloT puck M3 [169, 170, 171].
BoamoxHa owwmboyHasn xmpyprudeckas gpukcaumns nepcum-
ctupytoutero EK, koTtopbli MoxeT 6bITb NpuHAT 3a MIM
C nocneayoLlen 06CTPYKLUMEN NOTOKA U3 HUXHEN MO0
BeHbI [172].

3. MPOAANCHI KAAMAHOB

3.1. Mponanc MuTpanbHOro KnanaHa

B knuHu4eckoli npakTuke TpedyeTtca anddepeHum-
poBaTb NepBuYHOE NposiabrpoBaHe CTBOPOK MUTPaSIb-
Horo knanaHa (MK) kak camocTosiTenbHoe 3abonesa-
Hue — «cuHgpoM MNMMK» 1 nponanc/norpaHnyHbIii Npornd
cTBOpOK MK kak cTpykTypHyto aHomanuto cepaua (CAC).
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C EK moryT ObiTb CONPSXXEHbI PSf, MHTPaonepaunoH-
HbIX 3aTPYAHEHU NPU YPECKOXHOM 3akpbiTun gedekTta
MMM [173, 174], vMnnaHTauMnm 9NeKTponoB MNpu Kap-
anoctumynaumm [175], packpbiTnn npaBoro npencepa-
HOro AamMcka npu TpaHckaTteTepHom 3akpbiTun OO0 [176].
[MocneonepauyoHHbI Nepnog MOXET OCNOXHATLCS Gop-
MUPOBAHMEM pPEe3nAyasibHOro LUyHTa MOC/ie YCTaHOBKMU
okknogepa [176].

KJIKOYEBBIE MOJIOXKEHU4A

B EBCcTaxves knanaH SBfsgeTcs PyAuMeHTapHOW, aHa-
TOMUYECKN BaprabesibHON CTPYKTYPOIA.

B CyumnToMaTuka U KIMHWYECKOe 3HayYeHue onpege-
naTcsa B O0NbLUMHCTBE Clly4aeB accouuvaumein ¢ npoym-
Mn CAC, TpyaHocTamun B aguddepeHumanbHom IxoKr-gn-
arHOCTMKe, BO3MOXHbIMU OCITIOXHEHUAMU, NPEXae BCEro
TpoMb603MbONMYECKMMUI, @ TaKkKe Npobnemamu Npu vH-
TpaonepauOHHbIX MaHUMYSALMSX.

B yactHocTu, NMMK npu onpeneneHHbix OxoKI-napame-
Tpax (norpaHW4yHoOM nponabupoBaHUN CTBOPOK 6Ge3 u1x
YTONWEHNA U 3HA4YUMOW MUTPANbHOW peryprutaumu,
6e3 poctaTo4HOro konuyectsa npusHakos CBCT, npu
VUCKJTIIOYEHUN NEPBUYHOIO0 CEMENHOro (MMKCOMaTO3HO-
ro/HemmnkcomaTto3Horo) NMK paccmaTtpuBaeTcs B py-



MEAULUHCKUA BECTHUK CEBEPHOTO KABKA3A
2018.T.13. N2 1.2

MEDICAL NEWS OF NORTH CAUCASUS
2018. Vol. 13. Iss. 1.2

6puke CAC. Kpome Toro, NMMK B kavyectse CAC Hepeniko
COMNPOBOXAAET KNnaccudPuumpyemMble MOHOMEHHbIE CUH-
apomHble HHCT (CM, C3/, n np.) u gpyrue Heknaccu-
duumpyemble gucnaactnyeckmne CUHAPOMbl U GEHOTU-
nbl.

Mcxops na cnoxHoctn pasrpaHuyeHns NMMK kak CAC
WM KaKk CaMOCTOSITENIbHOr0O MOHOMeHHOro BapuaHTa (re-
HETUYEeCKM OEeTEePMUHUPOBAHHOro 3aboneBaHus), pac-
cmoTpenune NMMK B faHHOM pasaene n3noxeHo ¢ no3nuni
€ro BCECTOPOHHNX MPOSABAEHWNIA.

3.1.1. AHaTOMUS MUTPaJIbHOIO KJflanaHa

KnanaHHbih komnnekc MK Bknovyaetr ¢ubposHoe
KOSbLO, CTBOPKW, XOPAbl 1 NanuinsipHble Mbiwupl. Hop-
mManbHoe dyHKLUMoHMpoBaHMe MK onpepensercs Takxe
coctosaHnem munokapaa JIM/JK, B KoTopblili BHEAPSAOTCA
nanunsapHble Mbliwub [177].

JleBoe npengcepgume. Mwvokapg cteHkm JIIM B Buage
OTAENbHbIX BOJIOKOH MPOHMKAET B KOJSIbLO U aTpuasbHYyO
noBepPXHOCTb 3agHen ctBopkn MK. Mpu gunatauum JIM
MOXET MPOUCXOaUTb paclumpeHne Grubpo3HOro KonbLa,
cmelleHne 3agHen cteopkn MK ¢ passutnem MP. Tpun
MukcomatosHom MK HabnopaeTcsa cMelleHue anHum
KpenneHus 3agHen cTBopkn oT Konbua MK B ctopoHry J1TM
(aTpmannsaums), 4TO MOXET NPUBOAUTL K HAPYLLEHUIO ee
LLeNIoCTHOCTM ¢ POPMUPOBAHMEM TPOMOOB UK KasbL-
Ho3a [195].

MuTtpanbHoe kosbuo. Konbuo MK B ropnsoHTansHom
MAOCKOCTN MMeeT (hOopMy, HAMOMUHAIOLLYIO NATUHCKYIO
OykBy D. B carutranbHO N10OCKOCTY KOJbLLO MMEET Cefl-
nosugHyto popmMy. CooTBETCTBEHHO MMetoTCs 6onee Bbl-
COKO M HU3KO fiexatume To4kmn konbua MK, 4To BaxHO ans
OxoKr-guarHoctukm NMMK, nockonbky pasnuyHbie IxoKr -
CeyeHnst MPOXoasT Yepes pPasnnyHble (BbICOKO UV HU3KO
nexatume) To4kmM KonbLa (puc. 23).

NepepHe-s3agHui
Avamerp

BbicoTa

MexxKomMuccy panbHbIN
Anamerp

AL

Puc. 23. CepnoBugHasa dopma konbua MK. A u P — Beicoko
nexatime To4kum konoua MK, PM n AL — HU3KO nexatrume
TOo4YkM konbua MK, A — nepegHuin kpai Kkonbua,

P — 3agHuii kpan konbua, PM — 3agHemegmanbHas komucecypa,
AL — nepegHenaTepanbHas komuccypa [178, 199]

durbposHoe konbLuo MK HenocpeacTBEHHO NepexoanT
B nepeaHtoio ctBopky MK (4To noaTBepxaaeTcs 06bIYHOWN
3aMHTEPECOBAHHOCTBIO 000MX KJAnMaHOB B KasbLMHO-
3e), dopmupys Grnbpo3HOE CoeaMHEHME, KPasi KOTOPOro
OrpaHuyeHbl NPaBbiM (4epes3 Hero NPOXOAUT CTBOJ Ny4ka
M'mca) n neebiM GUOBPO3HBIM TPEYrOSIbHUKAMU.

Ona MK npu 6onesnun bapnoy (Barlow’s disease) 60-
Jlee xapakTepHO yBenyeHne guameTtpa Kosbua (=36 Mmm)
[179, 195], B TO Bpems kak npu ¢pnbpoanacTMHOBOWN He-
poctatoyHocTn (PI3H) OoH He yBenMYeH K COCTaBnsieT
28-32 mm [196].

CtBopku MK. MNepepHasa (cenTtanbHas) 1 3aaHa4 (3a-
nHebokoBasi) ctBopkn MK npnbnmantenbHO paBHbl MO

nnowanm (4-6 cm?). B 3aKpbITOM COCTOSIHUW MEpPenHss
CTBOpPKA BU3yaJibHO MOXET OLWMOOYHO BOCMPUHMMATbLCS
Kak nmetollas 6onblive pasmepsl. Mo nepumeTpy Kpe-
NnieHns nepenHssi CTBopka 3aHUMAEeT NpUBAN3UTENBHO
OJOHY TPeTb OKPY>XHOCTU Konbua MK, a annHHasa v yskas
3a4HsA5 COOTBETCTBEHHO ABE TPETU.

JNInHnsa cmblikanna (koantauuun) cteBopok MK mnmeet
apkoBugHyto dopmy. PasnuyatoT nepepHenartepasb-
HYIO 1 3aiHEMEOMNANTbHYIO KOMUCCYPbI — KpariHne y4acT-
KV JIMHUN CMblKaHWs. [OCKONbKY NIMHUSA CMbIKQHUSA He
noxoamnt oo konbua MK npnbnuantenbHo Ha 5 MM, To
HET SIBHOW NIMHUW pa3fena Mexay 3afHen n nepegHen
cTBOpKamMu. JInHna Koantaumm CTBOPOK 3akpbiToro MK
6narogaps HaTAKEHMIO CO CTOPOHbI NOAKIaNaHHoro ar-
napara Haxo4UTCS HUXE YPOBHS aTPMOBEHTPUKYNSIPHO-
ro KoJsibLia B TEYEHME BCEN CUCTOJbI C HAMBONEE HU3KM-
MW TOYKaMu Ha nepudepun — B 30HE KOMUCCYP TaknuMm
o6pas3om, 4TO aTpuasnbHasi MOBEPXHOCTb CTBOPOK Mpu-
obpeTaeT cegnoBuaHy KoHbUrypaumio. MIHoraa B Hop-
Me CTBOPKM MOTYT Ierko npormbaTtbcs 3a IMHMIO KONbLa
MK, HO 30Ha KoanTauun NP 3TOM OCTaETCS HUXE YPOB-
Ha konbua [177].

3agHasa cTBOpka noapas3fensercs Ha Tpu rpebHs
(cermeHTa) — natepanbHbii (P1), cpeanHHbin (P2) n me-
nuvanbHbid (P3). Bonblunm aBnseTcs cpeanHHbIA rpebeHb
(oH >xe yawe Bcero n nponabupyet npu MMK). Mpumebl-
Katowme K rpebHaM 3afHel CTBOPKU CErMeHTbl eMHOMN
nepenHeli CTBOPKN 0603HaYalOTCsl COOTBETCTBEHHO A1,
A2 n A3.

OcHOBaHMe CTBOPOK, K KOTOPOMY He KPensaTCs Xopapl,
obo3HavyaeTca Kak rnagkas unm ceoboaHasa 3oHa. MHorpa
HabMIO4AI0TCS JIOKasbHbIE KamntoLWOHO00pasHble BbiOyxa-
Hug B JII Mexay To4KamMu NPUKPErieHnsa Xxopa, K CTBOp-
kam [180].

Mo dopme npoBmMcaHUs pasnnyaioT Asa Tuna npo-
nanca: npu o4HOM CTBOPKW kiianaHa BbiOyxalT B Mo-
noctb JIM, HO coxpaHsalT CNOCOBHOCTb K CMbIKaHUIO,
obecneumBas HopMmanbHyto pyHkumto MK (ballooning —
HagyBalOLWWACA KnanaH); Npyu OpyromM — cBOOOOHbIN
Kpan nopaxeHHOW CTBOPKM B 3aKPbITOM COCTOSIHUMU
BbIXOAUT 3@ JIMHUIO CMbIKaHUS, YTO HEU36eXHOo npu-
BoAMT K nossneHuto MP (floppy — npoBucatoLwmn kna-
naH).

Xopabl mutpanbHoro knanaHa. VlccnepoBaHue
xopaanbHoro annaparta npu NMK BbiIBNSET BblpaXeH-
HYIO Ae30praHnsaumio B AefieHUU Xopa, Ha BETBU U UX
KpeneHus K onpeaeneHHbiM 30HaM CTBOPOK, 4TO, Ha-
psay C U3MEHEHUsIMU CaMnx CTBOPOK, BHOCUT CBOW
BKNag B ero ¢popmupoBaHue. lNpu NepBUMYHOM MUK-
comato3HoMm MK (6onesHn Bbapnoy) Habniopaetcs
yONVMHEHME, o4arosoe mnn gnddysHoe yTonuleHve um
CTyaHeBUAHbIN BMA xopA. MNpu @IH xopabl yosMHEHbI
M UCTOHYEHbI, YTO MOXET NPUBECTU K UX OTpbIBY [195,
196, 180, 188, 197].

3.1.2. N'mcTonorns MUTpanbHOro knanaHa

B ctpoeHun MK BblgensioT Tpu cnosi: GrubposHbIi
(NNoTHas CoeaNHUTENBHOTKAHHAA OCHOBA, COeAMHEHHAs
¢ xopaamu), Grubpo3HO-21aCTUYECKUIA CNON, NpeacTas-
NaoWmin cobo BEHTPUKYNSPHYIO MOBEPXHOCTb CTBOPOK,
CMOHIMO3HbIN — 6oraThlii MPOTEOorIMKaHaMM.

Bbligenaior geBa tvna rnMctoMopdOsiorMyeckmx un3s-
MeHeHnn: @OH 1 MrKcomMaTo3Hyl aereHepaumio. Mn-
HUMasnbHbIM nposiBneHsaM OOH aHaToMMyecku yalle
COOTBETCTBYIOT MPOCTblE OTPbIBbI XOPA, NPUBOAALLME K
nponancy n3onmpoBaHHoro cermeHta MK, coxpaHstoLie-
ro B OCTaJlbHOM HOPMaJibHYIO popMmy.

BbonesHb bapnoy anarHoctmpyeTtcs B cinyyae nponan-
Ca HECKOJIbKMX CErMeHTOB C BOBJIEYEHMEM OOHOW UK
06enx CTBOPOK MpU M3OLITOYHOCTU TKAHEeW KrnanaHa u
pacwmpeHmn Konbua (puc. 24).
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Ha3BaHMeM X-cLenseHHas MUKCO-
MaTOo3HO-KNanaHHasa oucTpoopus, —
6onee peokoe 3aboneBaHue C
Cepbe3HbIM  (HebnaronpuUaTHbIM)
NnpPorHo3om. HepaBHO OblnK BbISB-
JNIeHbl MyTaumn reHa dunammHa A,
OTBETCTBEHHblE 3@ AaHHyl naTo-
norvio [183]. B uenom u3BECTHO
6onee 16 KaHAWOATOB-TEHOB, OT-
BETCTBEHHbIX U/UN MPUYACTHBIX K
passuTtuio cuHgpoma MNMK, a yka-

BbonesHb bapnoy
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MN3BbITOYHOCTE TKaHU

Puic. 24. BapuaHTbl UBMEHeHN MuTpasnbHoro knanaxHa npu NMK.
®OH - purbpoanacTnHoBas HeAOCTaTOYHOCTL [196]

dunbpoanactnHoBas HepocTaTouHocTb (fibroelastic
dysplasia/deficiency) onpenensercs kak COCTOSHME He-
poctatka GUOPUNNSPHBLIX CTPYKTYP B MUTPasibHO-KNa-
NnaHHOM KOMMJIeKCe, KOTOPOe NPMBOAUT K OTPbIBY OAHOMN
unu 6onee NCTOHYEHHBIX U YAJIMHEHHbIX XOP[, Yalle Bce-
ro cpeanHHOro rpebHs 3agHelt cTtBopku. B ogHoMm cnyyae
nponabupyioLLme cerMeHTbl MOryT ObITb aBCOIIOTHO HOP-
MasbHbIMU MPU HANMYUU U30JIMPOBAHHOW MCTOHYEHHOM
xopabl. B gpyrom cnydae B nponabupyloLemM CermeHTe
pasBMBalOTCS MUKCOMATO3HbIE M3MEHEHUS, MPUBOASLLNE
K €ro yTosiLLeHuno. MMCToNnornyeckn noBpexaeHne Konna-
reHa xapakrepmadyetcsa dparmMeHTauyen KonnareHoBbIX
ny4koB B npepenax GubposHoro cnos. MoxeTt Habnio-
natbcs pparmMeHTaunsa 31aCTUHOBLIX BOJIOKOH C GOpMun-
poBaHMeM aMopP@HbIX MbIOOK.

MukcomaTo3Haa pereHepauuys (M) obGycnoBneHa
nponudepaumen CrOHMrMO3HOro C/I09 C HaKorjeHUem
rMMKO3aMUHOMIMKAHOB. CrOHIMO3HbIA CNOW  BbIAAETCS
B GUOPO3HbLIA, BbIMOMHSAIOWMIA POSb Kapkaca MUTpab-
HOM CTBOPKW, YTO NPUBOOUT K CHUXEHUID MEXaHU4eCKOM
NPOYHOCTM CTBOPOK. YTOnLWeHne ctBopok npu M mo-
XeT [JocTUraTb ABYKPATHOrMO MO CPaBHEHWUIO C HOPMOIA.
B 60nbLUMHCTBE Cny4yaeB B NPOLLECC BOBMEKAETCS 3a4HAS
CTBOPKA (Yallle ee CPeANHHBIN rpebeHb) — N30IMPOBAHHO
WM BMECTE C nepepHen. M3o0nnpoBaHHOE BOBEYEHME
nepenHen CTBOPKM (YaLle 30Ha, NPUMbIKAIOLLLASA K 3aHe-
MeauanbHol komuccype) HabnogaeTcs penko. B npo-
uecc MJ, 3avacTtyio BoBnekaetTcss GUOPO3HOE KOMbLO U
XOpAbl.

Ona sTopuyHoro MNMMK xapaktepHbiM Mopdonormye-
CKMM TMpU3HAKoOM $IBNsSieTCs MecTHoe dubpoanacTtumye-
CKOE YTOJILLEHNE HUXHEN MOBEPXHOCTM NponabupyioLleit
CTBOPKW MNPU TMCTONOMMYECKON COXPAHHOCTU €€ BHYTPEH-
HWX CNOEB.

3.1.3. dtnonaroreHes

MMK cunTaetcs nonuatnonormyecknum 3aboneBaHu-
€M, B reHe3e KOTOporo 60/bLLIOe 3Ha4YeHe MMEIOT Kak re-
HeTU4eckue, Tak U BHELLHECPeaoBble GaKTOPbI.

MepBuyHbin MK paccmaTpuBaeTcs Kak camMoCTO-
ATeNbHOE TEeHEeTUYEeCKN reTteporeHHoe 3abonieBaHue C
ayTOCOMHO-AOMUHAHTHbIM  (Al)-TMNOM HacnegoBaHUs
1 BapuabenbHOCTbIO neHeTpaHTHocTn 30-50 %, 3aBu-
CUMOI OT nofia 1 Bo3pacTa, umelolee cneumpunyeckoe
KJIMHMYECKOE W MPOrHOCTMYECKOE 3HayeHue. MoeHTu-
GruMpoBaHbl TP CaMOCTOSITENbHBIX MEHHbIX IOKyca Ha
16 (nokyc 16p12.1-p11.2.), 11 (nokyc 11p15.4) n 13
(nokyc 13931.3-g32.1) xpomocomax, OTBETCTBEHHbIX
3a pa3sutme cootBeTcTBeHHO MNMMK 1-3 (MPV1-MPV3)
[181,182], 4TO CcBMAOETENLCTBYET O CYLLECTBEHHON reHe-
TUYECKOM Pa3HOPOOHOCTUN Aaxe B npeaenax CEMENCTB C
AL-Tnom HacnepoBaHus. CBasaHHaa ¢ X-XpPOMOCOMOM
(nokyc Xq28) peueccuHasa popma NMMK, nasecTtHas nop,

3aHHbI€ FEHHble NOKYCbl — TOJbKO
NNLWb NepBble Warn K ngeHTnduka-
LMW OKOHYaTENbHOro aedekTa.

MexaHu3mbl  dopmMmnpoBaHus
MunkcomaTosHoro NMMK BknyaloT yyactme mMeTanioTmo-
HEVWHOB — HW3KOMOJIEKYNISIPHBLIX GENKOB, PEryanpyloLmx
NOCTYMJIEHNE B KNETKY LMHKA U Mean; TpaHCHOPMUPYIo-
wero poctoBoro daktopa-f2 [184, 199] akTnBMpyoLLero
VMHTEPCTULMANbHbIE KNETKU, akKyMyMPYIOLLEero npoTeo-
rMYKaHBEPCUKaH 1 nogasnsiowero aktusHocte ADAMTS
(cemelncTBO MHOIOAOMEHHbIX BHEK/IETOYHBLIX MPOTEas) n
MH. ap. [199].

Cpeaoun atmnonormyecknx dakropos NMMK ¢ nosunumin
CTPYKTYPHON aHoManuu cepaua, Hapsgy € nepBUYHbIM
nedekToM pa3BuUTUS COEAUHUTENbHOTKAHHOro anmnapa-
Ta MK, paccmatpmBaloT BPOXAEHHbIE MUKPOAHOManum
APXUTEKTYPbI MUTPASIbHOrO0 KOMIIEeKca, KianaHHO-Xeny-
[0YKOBbIE ANCNPONOPLNN, MUOKapAMasbHbIE (ACUHEepPrus
CoKpallleH1s 1 paccnabneHns MMokapaa) U HeMporymo-
pasibHblE (HapyLLEeHMe KnanaHHOM MHHeEPBALMKN) NPUYNHDI.
Bornbluoe 3HayYeHre npupaeTcsa amcbanaHcy 3nekTposm-
TOB 1 MAKPO3IEMEHTOB, Npexae Bcero aedunumty MarHns
[185, 186].

B uenom B ocHoBe natoreHesda NMMK nexuT KoHuen-
uns pesynbtata AedekTHOro aMOpuoreHesa KieTok Me-
3EHXMMANIbHOrO MPOUCXoXAeHus. B AaHHOM KOHTekcTe
3TMONATOreHeTUYECKM 3BEHOM MOFYT BbICTYNaTb MpPO-
SIBNIEHWS NAENOTPONUN MYTAHTHBIX FEHOB, OTBETCTBEHHbIX
3a pa3sutme meHgenupytowmx HHCT, n cooTBETCTBEHHO
MMK c onpeneneHHon yCAOBHOCTBIO MOXHO COOTHOCUTL C
BTOPUYHBLIMU MPOSIBIEHNSMU B KQYECTBE XapaKkTEPUCTUKN
CBCT.

BtopuyHbin NMMK MoxeT ObiTb 00yCnoBneH pasHo-
06pasHbIMY NpuyHamMu. Hanbonee YacTbiMU NPUYUHAMMN
BTOPMYHOIro nponanca cteopok MK asnsioTcs nwemmnye-
ckasi 6onesHb cepaua (Mwemmnyeckass OMCPYHKUMSA na-
NUANSPHBIX MbILLLL), OCTpasg peBMaTn4eckasa nMxopaaka,
3a60/1eBaHNS N COCTOSIHUS, CONPOBOXAAIOLLMECSH YMEHb-
weHuem pasmepos JIK n konsbua MK (rmneptpoduyeckas
KapanommonaTus, nerovHas rmnepteHsud, gedexkt MIM,
jernpgpatauusi, CMHOAPOM MNPSMOWN CMAWHBI Y BOPOHKO-
ob6pasHasa aedpopmauus rpyaHor knetkm) nnp. [187, 188].

3.1.4. CoBpeMeHHbIe NoAX0oAbl K TEPMUHONIOIUU U
Knaccudpukauum

EpuHaa TepmuHonorusa n knaccudukaums NMMK B Ha-
CTOSILLEeEe BPEMS OTCYTCTBYET.

O6wenpuHaTeiM aBnsieTca pasgenedune NMMK Ha nep-
BUYHbI 1 BTOPUYHbIA [189, 190, 191, 192].

MepBuuHbin NMMK nogpasnenserca Ha CeMenHbIn
(MMKCOMATO3HbIN) U HecemelHbIl (crnopaguyeckuin) ’
[190, 193]:

1. CemenHbii (familial mitral valve prolapse (MVP1,
myxomatous 1)), MIM 157700). CHOHMMBbI: Nponabupo-
BaHMe MUTpanbHOro knanana (prolapsed mitral valve); ce-
wmeviHbiv praonnvpyrowm MK (familial floppy mitral valve);
cungpom bapnoy (Barlow syndrome); mmukcomaTto3Has

7 «Cunagpom MMK» BHeceH B katanor OMIM (Online Mendelian Inheritance in Man — pexum OHNanH-MeHAennpyloLwen Hacnea-
CTBEHHOCTU YyenoBeka) HaumoHanbHOro LeHTpa no Bonpocam 6uotexHonormyeckomn nipopmaumm CLLA.
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KnanaHHas 6one3Hb (myxomatous valvular disease);
cemMelnHbin cnHgpom knuka-wyma MNMK (familial click-
murmur syndrome MVP).

2. MukcomaTto3dHebii [MMK (MVP2, myxomatous 2, MIM
607829).

3. MukcomatosHeii NMMK (myxomatous mitral valve
prolapse, MVP3, myxomatous 3, MIM 610840).

4. CeppeyHas knanaHHas gucnnaaus (cardiac valvular
dysplasia), X-cBsi3aHHasa (X-linked, MIM 314400). Cu-
HOHMMBbI: KNarnaHHas ©6one3Hb cepgua (valvular heart
disease), BpoXxaeHHas MmkcomMaTo3Has kianaHHasi Auc-
Tpodusa (congenital myxomatous valvular dystrophy).

B aHrnosasbivHOM nutepatype nepsuyHbin NMVIK oTHO-
CAT K AereHepaTuBHbIM 3aboneBaHuam MK (degenerative
mitral valve disease) [194] ¢ AByMS OCHOBHbIMY NATOMOP-
donornyeckumn dopmamm: 6onesHb (cuHapom) bapnoy
1n ¢ubposnactuHoBasa HegocTaTodHOCTb (PIOH) [195,
196, 188, 197]. daHHble XxapakTepUCTUKM BaXHbl C MO-
3ULNIA NPUHATUS PELLEHU O XapakKTepe XMPYPrnyeckmx
BMeLLaTeNbCTB — NnacTuka nmbo npoteaupoBaHue MK.

B oTtHOweHnn nepeuyHoro NMNMK B F'eHTCKMX KpuTepu-
ax cuHgpoma MapdaHa [1] 1 B psaae O0Te4Y4eCTBEHHbIX pe-
komeHgaumii no HHCT [17, 16, 14] npeanaraetcsa TepMUH
«cmHgpom NMMK» nnun «MMK ¢ cucTeMHbIM BOBJIEHEHNEM>»
[1]. B MKB-10 NMMK kak cnHgpom nmeet wmnodp 134.1.

NMMK kak CAC paccmaTpuBaeTcs B Ciyyae nposisie-
Hua nnerotponuu npu HHCT, 1. e. korga NMK conposo-
XpaeT gpyrue knaccuduumpyemble U Heknaccuduum-
pyemble (HeanddepeHLMpPOoBaHHbIE) AUCMIACTUYecKme
cuHgpombl u dpeHoTtunel [190, 191]. K npumepy, B cnyyae
BbiBNeHns cuHgpoma HHCT ¢ cornacoBaHHbIMWU KpUTe-
puaMn pedb He NAeT O NepBMYHOM «cuHgpome MNMMK», a
nponabupoBaHne CTBOPKM(OK) MUTPAsIbLHOrO KianaHa
yxe pacueHunsatoT kak CAC. B kayecTBe nneiioTponHoro
nposieneHnsa NMMK paccmartpuaetcs B pamkax MC, cuH-
apoma Anepca — OaHno n gpyrux MoHoreHHbix HHCT, a
Takxe B CTpykType MASS-cuHapoma 8. MpuHaTo cunTats,
y10 0,25-2 % naumneHToB ¢ NMMK nmeloT ogHO 13 MOHO-
reHHbix HHCT [193].

OThenbHO BbiaensioT BapuaHTsl Tevenus [TMK B Buge
rorpaHnyHoro nposarica (npornba) M1TPasbHOro kaana-
Ha v n30J1MpoBaHHON aHoMainy cepaua.

MorpaHuyHbIl nponanc (Npornd) MUTpanbHOro kna-
naHa paccMaTtpuBaloT MpPU MOrPaHUYHOM MNPOBUCAHUN
CTBOPOK (0 2 MM) 6e3 1X YTOJLLEHNSA 1 reMoanHaMmye-
CKM 3Ha4YMmMor MP (4alle perncTpmpyeTtcs npyknanaHHas
peryprutaums). 3. B. 3emuoBckMM ¢ coaBTOpamMu ans
YKa3aHHbIX Cly4yaeB NPeasioXeHO BBECTU TEPMUH «BEPO-
aTHbI MMK> [1]. B HacTosLee BpemMs Takne n3MeHeHus
KfanaHOB He cnedyeT BkoYaTb B noHatme MK, no-
CKOJIbKY HE YCTaHOBIEHO CBA3U C KIIMHUYECKM 3HAYMMbI-
MU ncxogamm [205].

Pepnko onucbiBatioT NMMK kak «M301MPOBAHHYKD aHO-
Manuio» cepaua, He CONPOBOXAAIOLLYIOCH MpU3Hakamm
CBCT. B paHHOM cnydae npuberatT K TEPMUHY «M30/1U-
poBaHHbI MMK>» nnn NMMK ¢ MUHUManNbHbIM 9KCTpakap-
AuasnbHbIM BOBNe4YeHnem [1].

3xoKI nogxon (AHA/ACC, 2006) [208] npegnonara-
eT BblaeneHne Aeyx sapmaHtos NMK Ha ocHoBaHuK yTON-
LLEEHNS CTBOPOK B AvacTony °:

® Kfaccu4yeckmin (MMKcomaTo3Hbin) MM — npu Tonwm-
He cTBOPOK MK>5 mwm;

® Heknaccuyecknn (HemmkcomartodHeli) NMMK — npu
TOoNwMHe <5 Mm.

Cunte3 3xoKIr m mopgosorndeckoro nogxopa.
MprMepom Takoro noaxoaa MoxeT BbiTb cxema, Npeno-
xeHHasa B. P. Griffin (2009) [198] B pykOBOACTBE NO Ka-
naHHbIM nopokam cepgua [192] (puc. 25).

Puc. 25. CooTHOoLwweHne mkcomaTosda (A) n OxoKr -gnarHoc-
TnposaHHoro MNMMK (B). O6bsicHeHue B TekcTe [202]

Ha pucyHke npenctaBneHO COOTHOLUEHWEe MUKCOoMa-
TO3a (A) 1 Nnponanca MuTpanbHoro knanaHa (B). 3oHa ne-
peceyeHus kpyros (C) — 910 MukcomaTo3Hbin NMMK. 3oHa
B - HemukcomaTtoaHbii (Heknaccudeckuin) MNMMK, a 3oHa
A — Bonee penkoe COCTOSIHME, OOKIMHMYECKas cTaams
MMnKcoMaTtosa, Ao dopmupoBaHusa nponanca. Obnacte D
OMUCbIBAET MALMEHTOB BbICOKOrO prcka, ¢ 6onblueli Be-
POATHOCTbLIO PA3BUTUSA OCNTIOXHEHUI, TakMUX KaK Tsxenas
MUTpasibHasi HEAOCTATOYHOCTb, TPebyloLas xupypruye-
ckoro BMeLLaTenbcTea (o6nactb E).

3.1.5. PacnpocTpaHeHHOCTb

[JaHHble o pacnpocTtpaHeHHocTu NMMK B o6Lwieli nony-
NAUMKM B HacTosLEee BpeMs NpoTueopeymnsbl. PacnpocTtpa-
HeHHOCTb NMMK MOXeT 3aBMCEeTb OT 3THMUYECKOW NpuHaa-
JIEXHOCTU, nona, Bo3pacta 06CnefoBaHHON Monynsaumm
[199]. Tem He MeHee AOCTOBEPHbIX ATHUYECKUX PA3NNYNIA
no pacnpocTtpaHeHHocTn NMMK no gaHHbIM nccnegoBaHni
SHARE [200], Strong Heart Study [201], a Takxe B nccne-
nosaHum J. M. Flack ¢ coaBrt. (1999) [202] He nony4eHO.

Pesynbtathl 06CnenoBaHuMsi MOJOAbIX CYOBLEKTOB
onpeneneHHbIX KOHTUHIEHTOB AEMOHCTPUPYIOT BbICOKYIO
pacnpocTtpaHeHHocTb NMMK: go 11-18 % - cpegu cnop-
TcmeHoB [203]; 4,9-8,1 % — B nonynsuum nuu, Npu3bIB-
Horo Bo3spacTa (18-27 neT) (AaHHblE PETPOCNEKTMBHOIO
nccnenoBaHus «case control study» B maclutabax Pecny-
o6nnkn Benapycb; n=504 304 ven.) [204]; 4,3 % — y nuw,
MOJI000ro BO3pacta No pedynbraTaM POCCUNCKOrO UC-
cneposaHus «PEMJIMKA» [1].

CornacHo pegynbtataMm Framingham Heart Study, nc-
TUHHAA pacnpocTpaHeHHoCTb cuHgpoma NMK B nonynga-
umn 26-84 net (cpenHuii Bospact 56,7%1,5) He npeBbICU-
na 2,4 % [205], 6e3 pa3nnyumii No Nony n Bo3pacTy.

PacnpocTpaHeHHOCTb NOrpaHMyHOro nponarnca (npo-
rmba) MuUTpasbHOroO kianaHa 3HaYMTeNbHO MpPEeBbILAET
obuienonynaunoHHyto, gocturas 23,1 % [206].

Hanbonee 06beKTUBHBIMY CNEAYET NPU3HaTb CCeao-
BaHWSA NOCNEAHEro AeCATUNETUS, KOTOPbIE OLEHNBAIOT pac-
npocTpaHeHHocTb cuHapoma MNMMK B npenenax 0,6-2,7 %,

8 AkpoHum: Myopia [Myonua], Mitral valve prolapse [nponanc mutpansHoro knanana], Aorta [aopTa], Skeleton [ckenet], Skin
[koxa] — Mnonusa, MUTpanbHbIA KnanaH, aopTa, Koxa, ckenet (MASS syndrome, OMIM 604308; cuHoHUMbI: MASS-deHoTun (MASS

phenotype); nokyc Ha xpomocome 15q21.1.

® Takaa knaccudrKaums, OCHOBAHHASA UCKITIOYUTENBHO Ha AaHHbIx AxoKM-06cnenosaHms, 1 npeanonaraet He06X0AMMOCTb B KaX-
[OM KOHKPETHOM cinyvyae nposeaeHne anddepeHumnanbHOro guarHo3a Mexay BO3MOXHbIMU MpUuinHamMmu, nexawummm B ocHose NMK.
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4TO cBsI3aHO ¢ nporpeccom AxoKr-agnarHocTtukm NMK, Bee-
OEeHVEM NpeacTaBeHNn O TPEXMEPHOM CTPYKType Konblia
MK [178, 207]. Bénblume 3Ha4YeHus cnenyeT pacLeHnBaTb
KakK cnegctBMe CyLECTBEHHOW runepamarHocTukn [199],
KOTOopasi MOXEeT OblTb 00bACHEHA HECOONOAEHMEM MEXOY-
HapOZHbIX pekoMeHnaaumii no guarHoctuke NMMK [208].

3.1.6. KnuHnyeckas kapTuHa

KnuHnueckas kaptnHa NMMK onpepensieTcss MHOroo6-
pasvem KIMHNYeCckux NposineHuii. OCHOBHbIE HanpaBse-
HUS MO N3YYEHUIO KIIMHMYECKOrO CheKTpa MOXHO Crpyn-
nUpoBaTb CreaylowymMm 06pa3om:

® onpepneneHne ocobeHHocTel peHoTuna n pusnye-
CKOro pasBuTus;

® accoummpoBaHHble ¢ HHCT nameHeHus opraHoB v
CUCTeM;

® ayCKynbTaTUBHAsS KAPTUHA;

® BLISBNIEHNE ANCHYHKLMN BEFEeTaTUBHOM HEPBHOW CU-
ctembl (BHC).

OnpegeneHne ¢peHoTuna n puan4eckoro pa3Bu-
Tus. AccouymmpoBaHHbie ¢ HHCT nameHeHusi opraHoB
u cucrem.

BeposaTHOCTb KAMHNYECKM U reMOAVHAMNYECKM 3Ha-
yumoro NMMK kpariHe HM3Ka y 1L, HE MMEIOLLMX BHELLHNX
npudHakoB CBCT v He npeabsABASOLMX Xanoo.

Mpwn ocMOTpe NaumeHTOB cneayeT obpallatb BHUMaHNe
Ha UX TeNoCNoXeHne 1 BHelHue npusHakn CBCT [5, 14, 18,
19]. O6bI4HO NaumeHTsl ¢ cuHgpomom NMK nmetoT acteHn-
4yeckoe TeNOCNOXEeHNE, HU3KMI MHOEKC MacChl Tena, Heao-
CTaTO4YHO Pa3BUTYI0 MyckynaTypy. Mpn GeHoTUNIMYeCKOM U
$puravkanbHOM o6crnenoBaHMy yoaeTcs BbiBUTb KOCTHbIE,
KOXHble 1 cycTaBHble npusHaku CBCT. Camble xapaktep-
Hble M3MEHEeHUs ckeneta — YANVMHEeHWE NasbLEeB KOHEeY-
HOCTel BMJIOTb A0 apaxHoOaKTUIUW, apKoBUAHOe Hebo,
BOPOHKOOOpa3Has mnu kuneesupHas nedopmaumn rpya-
HOW KNeTkn. YacTo BbIABNSOTCS pa3fiNyHble HapyLLueHWus!
0CaHKM, cKonuoTuyeckas aedopmaumsi MO3BOHOYHMKA,
KPbITOBUAHbBIE NONATKX, @ TakkKe CUHAPOM MPSMON CMVHbI
1 nnockoctonue. K xapakTepHbIM Mpr3HakamMm BOBJIEHEHUS]
KoXxu npu NMMK 0THOCATCS €€ NOBbILLIEHHAS PACTSXUMOCTb,
Hann4me aTtpodUYECKNX CTPUI, HE CBA3AHHbBIX C HENMPO3H-
DOKPUHHOW AUCHYHKUMEN, B TOM YUCTIE C OXUPEHNEM UM
6epemeHHOCTbI0. CnabocTb CBA30YHOMO annaparta MOXeT
NPOSBASATLCS HANMYMEM TPbDK PA3MYHOM NIOKanu3awumu,
NTO3amMu BHYTPEHHMX opraHoB [209], runepMobunbHOCTbIO
CyCTaBOB, C KOTOPOW CBA3aH apTpanrmyeckmii CUHOAPOM.

MposiBneHnem cnabocTi COCYANCTON CTEHKN U HedocTa-
TOYHOCTW KJlanaHHOro annaparta BeH SBASITCA BapUKO3HOE
paclmpeHve BeH, remMoppor, Bapwukouene. [lpusBoadarcs
OaHHblEe O HAapPYLUEHMAX B PA3NNYHbIX 3BEHbSX CUCTEMbI re-
mocTasa [210]. Peako MOXET 0TMeYaTbCsl reMopparnyeckuia
CUHAPOM B BUAE HOCOBbIX KDOBOTEYEHUIA, METEXMANILHO-NAT-
HUCTbIX KPOBOMSUSHUIA B KOXY, LNUTENbHBIX /U 06uIb-
HbIX MEHCTPYasbHbIX KPOBOTEYEHWIA, MOBbLILUEHHOW KPOBOTO-
YMBOCTU AECEH, ANNTENbHBIX KDOBOTEYEHMWI MPU NOpe3ax.

CBCT npwn NMK npegnonaraet CTPyKTYPHO-PYHKLMNO-
HasIbHYIO HEMOJIHOLLEHHOCTb Cy6aHO0TeNnanbHOro BHe-
KNeTo4Horo matpukca [184], cneacTBMeM 4ero MOXeT
ObITb pa3BuTNe aHgoTenmanbHon [211, 212] n mmokapam-
anbHOM ancdyHkumm [5].

AyckynbTaTtuBHble xapaKkrepucTuku. Knoyesom xa-
pPakTepUCTUKON ayCKyNbTaTUBHOM KapTWHbI cepaua npu
MMK gasnsioTca:

—  WHTEPMUTTUPYIOWNIA  CUCTONMYECKUIA  LLLENYOK
(CpeaHecUCTONMMYECKNIA KIINK — HENPOAOMKUTENbHbIN Bbl-
COKO4YaCTOTHbI 3BYK);

— cpefHe- U/Unv N03gHECUCTOJIMYECKNI LLIYM B TOYKE
npoekunn MK, nmetowmnin npenmyLLLECTBEHHO cpeaHeya-
CTOTHbIE UJIN BbICOKOYACTOTHbIE XapakTEPUCTUKN.

MecTo Hauny4ywero BbICAYLUMBAHUS CUCTOIMHECKNX
wenykos n wymos npu NMK - BepxyLuka cepgua, a Takxe

298

npekapamansHas 061acTe Mexay BEPXYLLIEYHbIM TONYKOM
1 NeBbIM Kpaem rpyamHbl B 3—4-m Mexpebepbe, 3Ha4U-
TENbHO pexe — BHYTPWU OT NIEBOr0 Kpasi FpyauHbl Unan ce-
peaunHbl rPyAnHbI HAa YPOBHE npukpensieHns 3—4-ro pebep
cnesa. «<Hemasa» dpopma He ABNSeTCs KakMM-TO UCKITIOYN-
TeNbHbIM NPOsIBAIEHMEM NposiabupoBaHus cTBopok MK, 1
ee cnenyeT uckaTtb Y NauneHTOB, NPEeAbABAAIOLLNX Xano-
Obl Ha 601K B 06nacTu cepAaLa, Nnpy apuTMusx.

[na BbISBNEHUS CUCTONMYECKOrO Lenyka v wyma npm
MMK ncnonb3yoTcs Harpy3o4Hble TECTbI, KOTOPbIE YCOB-
HO MOXHO pPasfennTb Ha KJIMHOOPTOCTaTUYeckme (nexa
Ha cnuHe n/unu neeBomM H60KY; CUAS/CTOS C ONPEOENEHHBIM
HaKJIOHOM TynoBuLLUA (Yalle BNepes 1 BAEBO) U 3a4epX-
KOV OblXaHWS1 Ha MOJIHOM BAOXE; CUAS Ha KOPTOYkax, C
3a4ePXKOW AbIXaHWs HA BOOXE N BbIAOXE; CTOS C HATYXN-
BaHveMm), dpusndeckme (Nnpoda Mactepa «BCTaTb-CECTb»,
20 npucepaHnin B onpeaeneHHoM Temne, 6er Ha MecTe B
TeyeHne 3 MuH, BOM), MegmukamMeHTO3HbIE (C HUTPOrInN-
LEePUHOM, aTPOMMHOM U Ap.) U KOMOMHUPOBAHHbIE.

MpoObl, yMmeHbLUaoLWwme o6bem JIK 3a cHeT CHUXeHUs
KOHEYHO-AMACTONNYECKOro 0ObemMa U yBENMYMBAIOLLME
YCC (opTocTatmnyeckas, Banbcanbsbl, xoap6a), NpoBOLM-
pyloT GOPMUPOBAHNE PAHHETO LLIENTHYKA U CUCTOJINYECKOrO
wyma [5]. Mpobbl NPOTUBOMNONOXHOM HanpaBIeHHOCTN —
npucegaHve, npoba ¢ NPONpPaHONI0IOM — 33[lEePXMBatOT
dbopmMmMpoBaHME 3BYKOBOM CMMNTOMATUKW cepgua, Cu-
CTONMYECKOrO LWenyka v Wwyma.

AunceyHkuna BHC yacto onpenenseT xapakrep cyob-
EeKTMBHbIX owyuieHunii [213, 214]. bonb, anckomdpopT B
npekapavanbHoi 061aCTy Yalle HOCAT KOJTHOLLMIA I HOKO-
LM XapakTep, AepXatcs AONro (4acbl) 1 He yCUNnMBarKTCs
npu eunan4eckon Harpyske. YvalleHHoe cepauebueHne,
nepebon B paboTe cepALa BO3HMKAIOT B MOKOE, MHOrAa
HOYbIO, NP GUINYECKON Harpyske yalle mcyesaioT. Pe-
CNUpaTopHble PACCTPONCTBA MPOSBASIOTCS OLLYLLEHNEM
HexBaTku BO3yxa, 3aTPyAHEHNEM BOOXa, MOTPEOHOCTbLIO
B Nepuvoamyecknx rnyboknx BAoxax, BO3HMKAOLWEN B NO-
koe [215]. BeretococyancTbie HapyLUEeHUS: B KOHEYHOCTSX
NPOSIBNISIOTCS M3MEHEHMEM LiBETa KOXM (61€e0HOCTb, CuU-
HIOLLIHOCTb, MPaMOPHOCTbL), NOXON04AaHNEM NanbLEeB Ku-
CTel 1 CToM, NoKasbiBAHUEM, XOKEHMEM KOXW B ANCTalb-
HbIX OTAeNax KOHeYHocTel. JTabubHOCTb apTepuanbHOro
nasneHuns (ALl) — TpPaH3UTOPHOE MOHUXEHNE NN MOBbLILIE-
Hne A/Ll, BbI3BaHHOE CUTYaALMOHHLIMW PaCCTPOMCTBAMM,
METEO0YC/IOBMSIMU, HE COMPOBOXAAIOLEECS NpU3HaKamm
CTabUNbHOCTUN 1 NOBPEXAEHMEM OpraHoB-mMuLLeHen. He-
penka HeBposornyeckass CUMNTOMaTmKa B BUAE Xanob Ha
rO/IOBOKPYXEHUS, TONIOBHblE 60NM MUrpeHenofobHOro
Xapaktepa 1 pasBuUTUE MPECUMHKOMaNbHbIX U CMHKOMNANb-
HbIX COCTOSIHMIA, HapylleHus Tepmoperynsuuun. MNpeob-
NafjaloT IMYHOCTHbIE YEePTbl aCTEHNYECKOro, HEBPOTUYE-
CKOro, UNoOXOHAPMYECKOro xapaktepa. B psage cnydaeB y
NnauneHTOB BbISIBNSIOTCS NPU3HaKW AJINTENIbHOrO CTONKOro
COCTOSIHUSI 3MOLMOHANIbHOM HAaMpPS>XXEHHOCTH, YTO COMpPOo-
BOXOAETCS NMIOXUM CaMO4YyBCTBMEM, MMNOAKTUBHOCTbBIO U
MJIOXNUM HACTPOEHMEM.

3.1.7. OxoKr-gnarHoctuka

3aHnmaeTt BeayLlee MecTo B gnarHocTtumke NMK.

Hukaknx cneumanbHbiX KpUTEPUEB AN ANArHOCTUKUA
nepenyHOro «cuHgpoma NMK» u MNMMK kak CTpyKTypHOM
aHomanuun ceppua He yCTaHOBMIEHO, MO3TOMY cneayeT uc-
Nnosb30BaTb CTAHAAPTHbLIE METOAMKMN.

O6s3aTenbHbIMU NapaMeTpamMn SBSIOTCA onpeae-
JNIEHVE CTeneHn nponabupoBaHus 1 HanIMyYne Unn oTCyT-
CTBME KPUTEPUEB MMUKCOMATO3a K/lanaHoB.

B cooTBETCTBUM C MEXAYHAPOAHLIMU KPUTEPUSMU Ona-
rHOCTUKKN, No gaHHbiM 3AxoKI MMK guarHocTupyloT npu
MakcMMasibHOM CUCTONIMYECKOM cMeLleHmmn cTtBopok MK 3a
nMHMIO GubposHoro konbua MK B JIMN B napacTepHasibHOM No-
3ULUMKN MO AJIMHHOM ocx 6osiee Yem Ha 2 MM, B 0OCOOEHHOCTU
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npW CMELLEHMM 30HbI KoanTauum CTBOPOK 32 JIMHWUIO KOJbLa
npwv NoAnMcerMeHTHOM nponarnce o6enx ctBopok [208].
Mcnonb3oBaHMe WMEHHO MapacTepHanbHOro rnpo-
OONbHOro cevyeHuns ans guarHoctukn NMMK obycnosneHo
0cobeHHOCTAMN GOPMbI KOJbLL@ MUTPasIbHOrO kianaHa
(puc. 26). MNpu ncnonb3oBaHun gnsa guarHoctukm MMK
OxoKI-ceyeHnin, NAOCKOCTb KOTOPbIX MPOXOOUT 4Yepes
HU3KO JNexauime TOYKM KOsbLa, MOBbILLAETCH BEPOSAT-

Ao

NMAOCKOCTb
ceyeHus

NAOCKOCTb

Ao . /ceqenm

Puc. 26. DopmMupoBaHve NnapacTepHanbHOro
NnPoOAOSbHOrO (A) 1 BEPXYLLEYHOrO
yeTblpexkamepHoro (B) 9xoKI-ceuenui

B cooTtBeTCcTBMM C NoAxodamu, CHAOXUBLUMMUCS B
OTEYEeCTBEHHOW LWKOJe, onpeneneHne cteneHm nponadu-
poBaHuns HauYnHaeTcs ¢ 3 MM. 3HaveHne nNponabnpoBaHUs
B AnanasoHe 2,1-2,9 MM 0CTaeTcsi HEOrOBOPEHHbIM.

CucTtonnyecknii npornd ogHom nnm obenx cteopok MK
B JIN B napacTepHanbHOM NpoaonbHOM nosnumm Ha 3,0—
5,9 mm onpepensetca kak NMMK | ctenexn, Ha 6-8,9 mm —
Il cteneHn, 6onee 9 mm — Il cTteneHn.

Ons anarHoctnkm NMMK TpebyeTcsa Takxke naMmepeHue
TOonwwmHbl ctBopok MK, 4TO 4pesBblyamn-
HO BaXHO Ans cTpatudukaumm pucka na-
umeHToB ¢ MNMMK. CTeneHb BbIpaXeHHOCTU
M/, oueHnBaeTca Ha OCHOBaHUM TOJILLMHDI
ctBopkn MK B ¢dasdy gnactonbl B cpeaHen
4acTU BHE 30HblI OTXOXOEHMUsI XOpAd, co3aa-
IOLLMX JIOXXHOE BrievatnieHme o6 ee yTosile-
HUN. OBLENPUHATLIE HOPMATUBbLI TONLLMHbI
CTBOPOK — 2—4 MM. YBenuyeHue 6onee 5 mm
CBUOETENLCTBYET O NATONIOMMYECKNX U3ME-
HeHusax (Mmkcomato3 n ap.) [208]:

® meHee 5 MM — Heknaccudeckuin NMMK;

® 5 MM 1 6onee — knaccudecknii NMMK.

JByxmepHas IOxoKI — cambin nHbopma-
TUBHbIN HEMHBA3WBHLIN METOA («30/10TOWN
ctangapt») aunarHoctuku NMK (4ysBcTBuTENb-
HOCTb 1 cneumdun4HOCTb MEeTOA4A COCTaBASIOT
COOTBETCTBEHHO 87-96 % 1 87-100 %).

Mpy nnaHMpoBaHUM  XUPYPrUYECKOW
koppekumn MK ncnonbgdytotcs HIMNOxoKr n
3D-0OxoKI. Y naumeHTOB C cybonTumanb-
HOM TpaHCTOpakajbHOW BU3yanusauunemn
BbinonHeHne YM3xoKI 6naropaps ee Bbl-
COKOMY MPOCTPAHCTBEHHOMY pa3peLLeHnio

HOCTb JIOKHOMONOXUTENBHOIO 3ak/OY4EHUA O Hannuynm
NMMK. Tak, nsonnpoBaHHOe CMeLleHne nepegHen CTBop-
Kn 3a nnHuio konbua MK Bugyimoe B 4eTbipexKkamMepHOm
BEPXYLLUEYHON MO3NLUN ABISIETCA OCHOBHOW MNPUYUHON
ero rvnepamarHocTukm. HanpoTme, napacTepHanbHoe
NPOLOJIbHOE CeYeHmne NPoxXoauT Yepes BbICOKO iexalime
TOo4YkM konbua MK, n ncnonb3oBaHMe OAHHOIO cCe4yeHus
noBbiwaeT cneunduyHocTb auarHoctukm NMMK (puc. 27).

Puc. 27. Mpumep IxoKTI-anarHoctukm NMMK B napactepHanbHOM
NPOAOJIbHOM CeYeHnn, NepeaHas CTBopka nponabupyet
Ha 5 MM OT YPOBHS KOJibLL@ MUTPASIbHOrO KfianaHa, 3agHsas —
Ha 4 MM (A), 1 rMNepamarH0CcTnkm B sBepxylueyHon 4Kr (B)

NO3BONSIET MPOBECTU AETasIbHYIO OUEHKY Mopdonorum
MK (I knacc nokadaHuin ¢ ypoBHEM gokasatefnibHoctn C)
[7]. TpexmepHasa YMOxoKI, ocobeHHO npeponepauyoH-
Hasi, NO3BONISIET MNOJYyYNTb Bonee MosHy MHGOopPMaLmo
o0 mopdonormn MK n cnnaHmpoBaTb PEKOHCTPYKTUBHOE
BMeELLATENbCTBO.

OxoKI" meToamka BelIBEOEHUS CEFMEHTOB CTBOPOK MK
npu TTOxoKI, YIM3xoKI n 3D-OxoKI npencrtaesneHa Ha
pucyHkax 28-34.

mitral scallops

. plax l
W inf tilt

plax
sup. tilt

Puc. 28. CermeHTbl cTBOpOK MK npu TTOxoKI, napacTtepHanbHas no3vuus,
DJINHHas OCb B knlaccuyeckom BapuaHTe (cermeHTel MK A2 n P2), ¢ HakioHOM
BHM3 (cermeHTbl MK A1 1 P1) unu BBepx (cermeHTbl MK A3 1 P3) [216]
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mitral scallops short axis views

Puc. 29. CermeHTbl cTBOpoK MK npn TTOxoKI", anukanbHble Puc. 30. Bce cermeHTbl cTBOpPOK MK 1o KopoTkoi ocu
no3uuun: 4K (cermentbl MK A2, A3 n P2, P1), aByxkamepHas npu TTOxoKI B napacTepHanbHOM No3muumn
(cermeHTel MK A2 n P1, P3) 1 TpexkamepHas npu 2D-4MN3xoKr, npu 3D-9xoKI" 1 aHanornyHbin
(cermenTbl MK A2 1 P2) [216] xupypruyeckuin sug, MK [216]

mitral scallops mitral scallops

Puc. 31. CermeHTbl cTBopok MK npu 2D-4M3xoKI™ Puc. 32. CermeHTbl cTBOpok MK npu 2D-4M3xoKI
13 4KTI n natukamepHon no3uunin [216] 13 AByxKaMepHbix (45-60° n 60-90°) n TpexkamepHom
(120-135°) nosuumii [216]

normal coaptation billowing
135°3-ch i

flail (chordal rupture)
120° 3-ch

tenting volume anterior leaflet area anterior leaflet angle

¥ |

i €. 2

mitral annulus #® normal coaptation abnormal coaptation

Puc. 33. AHaTtomus n reomeTpust MK (CTBOPKUM 1 KOJbLLO)
npun 3D-9xoKT [216]

Puc. 34. BapuaHTbl koantauuu ctBopok MK npu 2D-HTM3OxoKT:
HOpMalsibHasa KoanTauus, nposianc CTBOPOK, NpunoaHATas
CTBOpKa 1 MONIOTALLAs CTBOPKA (Npw OTpbiBe xopapl) [216]
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Jonnnep-9xoKI N03BONSAET BbLISBUTb U OLEHUTL CTe-
neHb BblpaxeHHoCTM MP (cm. pasgen 3.1.10, xpoHuue-
ckasi MMTpanbHas HegocTaTtodHocTh). CteneHb MP Heob-
XOOMMO OLIEHMBaATb B COOTBETCTBUM C PEKOMEHAALMNAMU
Eeponerickon IxoKl-accoumaumm no oueHKe KianaHHom
HepocTaToyHoOCTU [7]. Ong 9TOro Mcnonb3yloT cneayto-
LMe KONIMYECTBEHHbIE MOKa3aTenn: gnaMmeTp nepeLlerika
CTpyu peryprutaumm (vena contracta), o6bem v nnowanp
OTBEPCTUSA peryprutaumm, paccynTaHHble Mo naowaamn
MPOKCUMAasbHOM M30CKOPOCTHOW noBepxHOCTM (PISA)
(puc. 35).

Puc. 35. KonnyecTBeHHas oLeHka cteneHun Tsxectu MP
c namepeHuneM PISA. Mowaroebli aHanna MP: a — anvkanbHas
4-kamepHas no3uums; 6 — pexxum LAK; B — zoom Ha 30HY
VHTepeca; r — uamepeHune pagnyca PISA (cTpenka);

[, — NOCTOSIHHO-BOJIHOBOW gonnnep ctpyn MP nossonser
paccuntate EROA 1 Rvol. EROA - addekTmBHas nnowanb
peryprmtaumoHHOro oteepctusd; LV — nesbinn xxenynoyek;
LA — nesoe npeacepaue; RV — npasbili Xxenynoyek,

RA - npaBoe npeacepaue; Rvol — peryprutupyoLmin oobem;
VTI — velocity-time integral (nHTerpan ckopocTu)

Momumo Tsxkectn MP, Heob6xoaumo onpenensTb
MEXaHN3M MUTPasibHOM HEQOCTATOYHOCTU — pacLumpe-
HMe Konbua n yanuHeHmne xopn cteopok MK. B OxoKr -
3aKk/Io4eHNU HeoBX0ANMO yKa3blBaTb AJIMHY CTBOPOK C
OLLEHKOI nokasaTenein, xapakTepuayloLlmx 0CoOOeHHO-
CTU CMblKaHUSa (OJAVHY U FyOuMHY KoanTauum) CTBOPOK
(puc. 32). HopmanbHble 3Ha4YeHUS OAWHbI NMepenHen
ctBopkn MK coctasnsawoT 21-24 mm, 3agHein — 12—
14 mm.

B uenom Hanbonee HageXHbIMY cneunduyeckumMmm
OxoKI gnarHocTunyeckmmun npusHakamm NMMK aensoT-
cs:

® N03HEE CUCTONYECKOE 3aaHee NPOBNUCAHNE CTBO-
pok MK npu nccnepnosatHnmn B M-pexuvme;

® npoBucaHune cteopok MK (npu asymepHoi 9xoKr B
rnapacTtepHasbHOM MO3NLMK MO OJINHHOW OCK);

® VTONWEHHbIE, YPE3MEPHO YBENYEHHbBIE,
cTtBOpku MK.

rmokue

MeHee 0OoCTOBEPHbI Ceayowme NpuaHakn:

® rOJIOCUCTONMYECKNIA NpoNanc Npu UCCNeaoBaHUM B
M-pexunme;

® nporn6 MK B 4ByMEPHOM peXnMe B YeTblpexkamep-
HOI NO3ULUN.

Jonnneporpadunyecknmn npusHakamum NMMK cnyxart:

® nosgHecucTonuydeckaa peryprutaums (MP, BO3-
HMKAKOLLAs B KOHLLE CUCTOJIbI); Kak NpaBusio, BbICOKOCKO-
pocTHas;

® 5KCLEHTPUYHBbI NOTOK peryprutaumun.

3.1.8. OKI-puarHocTtuka

OKI-HapyweHus npu MNMMK BkIOYAIOT N3MEHEHUNS KO-
HEYHOI 4acTWU XeNygo4kOBOrO KOMMEKCa, HapylleHus
CepAeyHoro putMa, NpoBOAUMOCTU U HabnwpalTca y
1/3 naumeHTOB.

M3meHeHuns npoLecca penonispusaunm Ha cTaHaapT-
Hom DK™ perncTpumpyloTcs B pasinyHbiX OTBEAEHUSX C Bbl-
neneHvem 3 TUNUYHbIX BapuaHToB: 1 — M30aMpoBaHHas
nHBepcus 3ybuoB T B 0TBeAEeHUSX OT KoHevHocTe: I, I,
avF 6e3 cMmelleHnsa cermenTa ST; 2 — nHBepcua 3yOLOB
T B 0TBEOEHMSAX OT KOHEYHOCTEN WM NEeBbIX FPYAHbIX OT-
BeAeHUaX (MpenmMyLLLecTBeHHO B V5-V6) B coyeTaHum C
HebOoJbLLIMM CMeLLeHneM cermeHTa ST HuXe U30NHUK;
3 — nHBepcus 3y6uoB T B COYETAHUN C MOOABLEMOM Cer-
MeHTa ST.

Ha 3Kl nokosi apuTMunu perncTpmpyoTcs B eANHNY-
HbIX Cnyyasx, Ha GoHe GU3NYEeCKOM Harpy3ku (Tpeammin-
TECT, BENO3ProMeTpus) yactoTa WX BbISIBNEHUS BO3-
pactaeT B 2-3 pa3a n B 5-6 pas — npu npoBeneHumn
CYTOYHOro MoHuTOpupoBaHusa IKI. Yaue obBHapyxu-
BalOTCS CUHYCOBas Taxuvkapgus, HamKenygovykosas u
XEenyao4ykoBasi  9KCTPACUCTONUU,  HAOXEeNyg04yKOBble
dopMbl Taxukapauii, pexe — cuHycosasi 6paankapans,
napacucronus, Gubpunnauma u TpeneTaHue npeacep-
ann. Ectb paHHble o ToMm, 4T0 npu NMMK B 8 pas valle,
4yeM y 340pPOBbIX, BCTpeyaeTcs cuHgpom WPW [217]. Xa-
pakTepHa NnpaBoXenyno4ykoBas nokanndaumns aKkrTonuye-
ckoro ¢dokyca, 0CO6EeHHO B Cly4ae Xenya04KoBOWN Taxu-
Kkapoumn [218, 219].

3.1.9. AudPepeHumnanbHas guarHocTmka

AnddepeHunanbHas anarHoctuka NMK npegnonara-
€T ero pasrpaHn4yeHne Kak CTPYKTYPHOM aHOManmn cepa-
ua ¢ nepBuYHbIM «cuHOpPOMOM [MMK». [JONOAHUTENBHO
vcknoyaeTcsa BTopuyHbii NMMK npu conyTcTByowmx 3a-
OoneBaHUsX.

NMMK kak CAC paccmaTtpuBaeTcs B Criyyae:

® Hannynsa OxoKI -gaHHbIX, COOTBETCTBYIOLLMX CMELLEe-
HUIO MUTPasbHOW CTBOPKKN(0K) OoJsiee YeM Ha 2 MM BbilLe
ypoBHS prbpo3Horo konbLa MK B JIT BO BpeMsi CUCTOSbI;

® oTcyTCcTBUA Npu3HakoB CBCT, nocTaToO4HbIX Ans NOo-
CTaHOBKM guarHosa cuHgpoma NMMK.

MoxeT co4deTaTbCsa C MPOYMMU BHYTPUCEPLAEYHBbIMU
aHOMaNAMN N/ BOBIEYEHNEM KOCTHOM cncTeMbI [17].

OwnarHocTtuka cuHgpoma NMK npegnonaraet:

® Hannyme NMMK ¢ remognHamMmnyeckm 3Ha4YnMMom Mu-
TpanbHOW peryprutaumen n/wnm M, cTBOPOK y nuL, MO-
1040r0 BO3pacTa;

® npusHaku CBCT<5 6annos 0 [220];

® OTCYTCTBME IKTOMUM XpycTanmka M pacLuMpeHus
aopThl (Z-kputepuin<2)'' [220];

® VICKJIl04EeHMEe 0gHOro n3 moHoreHHolx HHCT, korpa
MMK saBngeTcs NnenoTponHbIM NPOsIBIEHMEM AaHHbIX 3a-
6os1eBaHNiA.

10 BannbHas oueHka npuaHakos CBCT npuseaeHa B FeHTCKux kputepuax cunapoma Mapdana 2010 roga [219] n paccmaTtprsaeTcs

B COOTBETCTBYIOLMX peKOMeHOaumnax.

1 Z-kputepuii npegnonaraet OLEHKY MCTUHHOrO pa3mepa KA (norpaHn4HOro pacLupeHns/aHeBpur3mMbl) U paccMmaTpuBaeTcs B COOT-

BETCTBYIOLMX PEKOMEHOALMSAX.
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3aboneBaHnsi, COMPOBOXOAKLLMECSH  BTOPUYHLIM
MMK:

= BpoxaeHHble Nopoku cepua (peBmaTn4ecKnin aH-
nokapaur).

= llwemMmunyeckas 6o0nesHb cepaua.

= Mnkcoma nesoro npeacepans.

= AHeBpM3Ma NIEBOro Xenyao4ka.

= OMdpu3ema nerkmx.

= MunacTteHus.

= CUHOPOM MPSIMON MbILULLbI.

= TUPEOTOKCUKO3.

= CNnOpTUBHOE CepPALE.

= TpaBMa cepaua.

= MurpeHsb.

= HeBpO3bl.

= BpoxaeHHble HapylieHnst obMeHa (CUHOPOMbI XaH-
Tepa, cuHgpom CaHdpununno, 6onesHb @abpu n np.).

= Kapgmnomuonatun.

= Y3e1KOBbIN NOAMAPTEPUNT.

= CuCTEMHAs KpacHasi BONYaHKa.

= Bo3BpaTHbI NOANXOHOPUT.

= [MnomMmarHmemus.

= Cungpom BunnebpaHara.

= TpombBouuTONaTUS.

= CuHppom TepHepa.

= CuHapoM HyHaH.

= CuHAPOM yannHeHHoro QT.

= Beretococyamcras oUCTOHUS.

3.1.10. OcnoxHeHus

MMK moxeT BblCTynaTb OT KIMHUYECKN 6e3061aHOoro
«peHomeHa OxoKI» Ao KIMHUYEeCKU 3HAYMMBbIX OCJIOXHEe-
HWIA, KOTOpble OTMeYatoTcs B 2—4 % cryyaes, 1 No4TH B ab-
conoTHOM cny4ae (95-100 %) — npu Hann4um M/ CTBOPOK,
T. €. npu cungpome NMMK [221, 222]. K HUM oTHOCATCS:

® oCcTpas (BCNencTBME paspbiBa CYXOXMIIbHBIX XOPL4,
W/Wnu OTpbiBa NanUINAPHON MbILLLBI) MU XPOHUYEeCKas
MUTpanbHasg HeJOCTATOYHOCTb (ANCHYHKLMS 1 NPOrpec-
cupytoLee pacumperune JK n J);

® npucoenvHeHne UHOEKUMOHHOIO 3SHOoKapamTa
(YyMepeHHbI pUck);

® TpoMO0aMOONNK, HaLle LepebpalbHble, CBA3aHHbIE
C TPOMB0O3aMN MUKCOMATO3HO N3MEHEHHbLIX MUTPaTbHbIX
CTBOPOK;

® HapyLIEeHWS CePAEYHOro puTMa 1 NPOBOANMOCTU;

® XM3HeyrpoxaroLe apuTMum, BHe3arnHasa cepaeyd-
Hasi CMepTb.

Mpwn NMMK kak CAC knnHnyeckas 3Ha4MMOCTb Y OCIIOX-
HEeHWSI TOYHO He OnpeneneHbl.

OcTpasi MuTpasibHass He4OCTaTO4YHOCThb. BbipaxeH-
HOCTb OCTPOM MUTPaJIbHOM HEQOCTATOYHOCTU MOXET Ba-
pPbMPOBaThb OT HE3HaUNTEeNbHOM MP C OTCYTCTBMEM CyLLE-
CTBEHHbIX KIIMHUYECKMX MPOSIBEHNA OO TAXENoro oteka
nerkunx. OgHa N3 0CHOBHBIX MPUYMH — Pa3pbIB XOPA, (06bI4-
HO B 3penioM Bo3pacTte) ¢ GOPMUPOBAHNEM «MOJTOTALLENO
MuTpanbHOro knanana» (flail mitral valve). Npegpacnona-
ralowmm GakTopoM MOXET SABUTbCS Tynas TpaBMa rpya-
HOW KJIETKN NN Ype3mepHas pusmyeckas Harpyska.

«MonoTawmim MUTpanbHbIM KnanaH» onpeaensercs
Kak OTCYTCTBME CMbIKaHUSI KOHYMKOB CTBOPOK C BbICTPbIM
CUCTOJINYECKUM LBUXKXEHMEM NOPAXKEHHOW CTBOPKK B JIT.
B 82 % cnyyaeB nopaxaeTtcs 3agHaa cTBopka. KnnHuye-
cKas KapTuHa cKnanbiBaeTcs U3 NoSABAEHUS NHTEHCUBHO-
ro roflOCUCTOIMYECKOrO LyMa U MPU3HAKOB OCTPOWN MU-
TpanbHOWM HegocTaTodHOCTU. [pwn paspbiBe xopa, 3a4HeEN
CTBOPKW CUCTOSINYECKUI LUYM NPOBOOUTCS B 20PTaJIbHYIO
30HY U Ha COCyApbl Wewn, a Npu paspbiBe NepegHen — B ak-
CUNNISIPHYIO 0651aCTb U Ha CMINHY.

OcHoBHOWM IxOKI -npm3Hak — NOSIBNEHNE SKCLLEHTPUY-
HO HanpaB/IeHHOMN B MPOTUBOMOJIOXHYIO OT MOPaXXeHHOM
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CTBOPKM CTOPOHY cTpyn MP. IMocTynneHne oononHnTenb-
HO 0ObeMa PerypruTupyioLLell KpoBU B HEYBEIMHEHHOE
JIM ¢ pyrngHeiMy CTEHKAMU NPUBOAUT K 3HAYUTENbHOMY
NOAbEMY OABJIEHUS B IEFOYHbIX BEHAX.

XpoHunyeckass MuTpasbHasT HE[OCTaTOYHOCTD.
B cootBetcTBUM C pekomeHpauusamu AHA/ACC 2014 r. B
pasBuTbIX cTpaHax nponanc MK aBnseTcs Hanbonee 4acTomn
MPUYNHONM XPOHUYECKon nepsuyHon MP, Hapsagy C MeHee
pacnpocTpaHeHHbIMU NPUYMHAMN (MHPEKLMOHHBIN 3HOO0-
KapauT, 3aboneBaHnss COEANHUTENbHOW TKaHW, peBMaTu-
yeckas 60ne3Hb 1 pagnaLmoHHOe nopaxeHue cepaua) [7].

MMK nmeeT HeCKOoJsbKO KpUTEPUEB COOTBETCTBUSA XPO-
HM4eckom nepsnyHon MP — natonormsa >1 n3 KOMNOHEHTOB
knanaHa (CTBOPKW, CYXOXWUJIbHbIE XOpAbl, NanUNspHbIe
MbILLLbI, KOJbLIO), Bbi3blBAOWAA €ro QYHKUMOHANbHYIO
HEeLO0CTaTO4HOCTb, C CUCTOIMYECKOWN peryprutaumen Kpo-
Bu 13 JIXK B nesoe npeacepamne (J11).

Prck xpoHn4eckom MUTpanbHOM HeJoCTaTOYHOCTY NPK
cuHapome MNMMK yBennymBaeTcsi ¢ BO3pacToM (06bIYHO No-
cne 40 net). MuTpanbHas He,OCTaTOYHOCTb YaLLle pa3BuUBa-
€TCs Npy NPenMyLLecTBEHHOM nponance 3agHen CTBOPKU
MK n HocuT 6osiee BblpaxXeHHbI xapaktep. Hebnaronpu-
AaTHoe TedeHune NMK 3aknovaeTtcs B HapacTaHun MP, npu-
BoasLen k aunataumm JIXX v J1M, pazsutmio pubpunnsaumnmn
npeacepann, cuctonnyeckon ancdyHkumm JIXK n 3acton-
HOW cepaeYHOn HeaoCTaTOYHOCTU. BO3HMKHOBEHME 1 Obl-
cTpoe nporpeccupoBaHne MP MoXeT 6biTb 06yCNOBNEHO
Pa3pbIBOM MUKCOMATO3HO N3MEHEHHbIX XOPA,

Kputepuun oueHku TaxecTn nepsudHon MP npusege-
Hbl B Tabnuue 10 [7].

Mpn HepocTaToyHOM MHPOPMATUBHOCTU TTIXOKI vy
nauneHToB C MUTPAJSIbHOM HEAOCTATOYHOCTbIO MOKa3aHa
MarHMTHO-pe30HaHCcHasa Tomorpadpusa (MPT) ona oueHkn
MexaHu3Ma 1 TAXeCTU MUTPanbHOW HEeOO0CTaTO4HOCTU,
pasmepoB 1 oyHkumm JIK (I knacc nokasaHuin C ypOBHEM
nokazatenbHocTu B) [7].

NHpekumnoHHbIvi saHaokapant (U3). Hannune name-
HEeHHbIX cTBOPOK npu NMMK noBbIwaeT puck passutng N3,
XOTS B LLEJIOM ero BepOsiTHOCTb (abconioTHasa 4actoTa B
nonynsaumm naumeHTos ¢ NMK) asnseTca KpanHe HU3KON.
MMK ¢ peryprutauuen n/wnu ¢ M, CTBOPOK OTHOCUTCS K
KaTeropum nNpPoMexyTo4yHoro pucka MN3; 6e3 perypruta-
LN — K KaTEeropnum MUHMManbHoOro pucka [223].

Tpomb6oambonmyeckme ocsoxHeHns. Mosrosas
aMboMa FBASIETCS OCHOBHOM MPUYUHOWN HEBPOJSIOrMYe-
CKOWM cuMnTomaTuku y naumeHToB ¢ NMMK. Puck am6onuu
Y HUX BblLLE, YeM B 06LLer nonynsaumm. O6CcyxaaeTcs ponb
[MMK B BO3HMKHOBEHUW MHCYJIbTOB B MOJIO0M BO3pacTe.
Y nuvu, nepeHecLUnx MHCYNbT B MONOAOM BO3pacTte (40
40 neT), oTMe4vaeTcs Bbicokas yacToTta [MMK B coyeTaHmn
¢ 000 (43-50 %).

BHez3anHas ceppge4yHas cmeptb (BCC) - penkoe
ocnoxHeHue NMMK (<2 % cnyy4aeB Npu 4JUTENbHOM Ha-
ONI0OEHNM C eXerogHol CMepTHOCTbIO MeHee 1 %) [224].
Mexpay Tem NMK asnaetca TpeTbert no yactote (3-5 %)
npuinHori BCC y cnopTCMEHOB MOCe BPOXAEHHbIX aHO-
Manuii KOPOHAPHbIX apTepuin N rMNepTPodUYECKon Kap-
anommonaTtun. B 6onbwmHcTBe cnydaeB BCC npu MNMMK
HOCUT QPUTMOTEHHbINM reHe3 1 06yCcnoBneHa BO3HMKHOBE-
HUEM MONONATUYECKOM XEeNyao4koBon Taxmkapanmn (pu-
Opunnaunn) Ny Bo3HMKaeT Ha poHe CMHApPOMA YO IMHEH-
Horo nHTepeana QT. ®akTopamu pucka BCC y naumeHToB
¢ NMK aBnsatoTcs Hann4me BoblpaxeHHo MP n cuctonnye-
ckon gucohyHkumm JK [214].

3.1.11. MNporHoz

B cooTBeTcTBUM C 0OLIENPU3HAHHBIMK NOAX0AaMMU,
ctpatndmrkaums pucka npu NMMK 0CHOBbIBAETCS HA OLEH-
Ke CTeneHu BelpaxxeHHOCTV MP 1 onpeneneHn ToNWHbI
cteopok MK [1].
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Tabsmuya 10
CTaavv nepBUYHO MUTPaNbHON peryprutauum
Mapame- A- B - 6 C- D -
Tpbl eCCUMMNTOMHas CUMMTOMHas
OLEeHKM puck MP nporpeccupytoutas MP Tshxenas MP Tshxenas MP
AHa- e [Mponanc MK/ eMponanc MK Tsixenon ctenenu | e Mponanc MK Tsxenov crenexu | e Mponanc MK Tsxenoi creneHn
TOMUS NErkon cTeneHu € | C HopManbHOW KoanTaumen C HapyLeHneM KoanTauum C HapyLeHneM KoanTtauum
KfanaHa |HopMasbHOM KO- |e PeBMaTMyeckMe W3MeHeHWs | e PeBMaTUYECKME U3MEHEHUS Ka- [ e PeBMaTUYecKMe  WU3MeHEeHus
anTauven CTBO- | KnamaHa C OrpaHWYyeHueM [BW- | NaHa C OrpaHWMYeHMeM ABWXKEHUS | KnamnaHa C OorpaHuyeHveMm ABu-
poK XEHWS CTBOPOK W HapyLIEeHMEM | CTBOPOK W  HApYLUEHMEM LEH- | XXEHUS CTBOPOK W HapyLlleHWeM
o YTonweHne MK | ueHTpanbHOW KoanTauum TpanbHOM KoanTaumm LieHTpasibHOM KoanTaumm
NErkon crteneHu | o lNepeHeceHHbIi WHMEKLUMOH- | o MepeHeceHHbIn MHMEKLMOHHBIN | o MepeHeceHHbIn  MHMbEKLMOH-
W OrpaHWYeHue | Hblii 3HAOKApANT SHAOKapAUT HbI 3HAOKAPANT
LNBWXEHWNA  CTBO- ¢ YTONLIEHNE CTBOPOK NpKU pasuna- | e YTONLWEHWE CTBOPOK NpU paan-
poK LIMOHHOM NOpaxeHun cepaua ALMOHHOM MopaxeHun cepaua
TpaHc- e OTcyTcTBME MP | e MOTOK LEHTpanbHOW perypru-|e MOTOK LeHTpanbHOW perypruta-|e MOTOK LeHTpanbHOW perypru-
Kna- U Hebonbloi | Taummn 20-40 % oteepctust JIM | umm >40 % otepctus JIM nnu ro- | Taumm >40 % otBepctus JIM nnn
MaHHas | MOTOK LeHTpanb- |MAWM MNO3AHWIA  CUCTONIMYECKMWIA | TOCUCTONMYECKUIA SKCLEHTPUYHBIN | FONOCUCTONNYECKNIA 3KCLEH-
reMofun- | HOW peryprutaumm | 3KCLEHTPUYHbIA NOTOK MP noTok MP TPWYHbIA NoTok MP
Hammka | <20 % oTBepctus | e Vena contracta <0,7 cm e VVena contracta 20,7 cm ¢ Vena contracta 20,7 cm
JIN no paHHbIM | e O6beM peryprutaumnm <60 mn | e O6beM peryprutauum 260 mn * O6bem peryprutaumm 260 mMn
ponnnep-oxoKlr | e ®pakuus peryprutaumnm <50 % | e ®pakuus peryprutauumn 250 % | e ®pakuusa peryprutauum =50 %
e Vena contracta|e3MNP0O<0,40 cmM? * «3MP0O=0,40 cm2 * «3MNP0O>0,40 cM? *
(nepeleek peryp- | e CTeneHb No AaHHbIM aHrnorpa- | ¢ CteneHb No AaHHbIM aHrnorpa- | e CTeneHb No AaHHbIM aHruorpa-
rutaumm) <0,3 cm | pumn 1-2+ dun 3-4+ $un 3-4+
Cnegn- Het e Hebonblwoe ysenunyeHnve JIMM, | e YMEPEHHO BbIpaXXe€HHOE UMK 3Ha- | ¢ YMEPEHHO BbIpaXEHHOe Wn
CcTBUE OTCyTCTBME yBenmyeHus JIXK ynTensbHoe ysenuyeHune JM 3HauuTenbHoe ysennuenune JiMn
¢ HopManbHOe AaBneHuwe B fe- | e YBenuyeHue JIX ¢ YBenmyenune JHK
rOYHOV apTepun ¢ [10BbILWEHHOE AaBNeHMe B Neroy- | ¢ [oBbILEHHOE AaB/eHWE B Ne-
HOW apTepun MOXET 6bITb BblsiB/Ie- | FOYHOW apTepum
HO B NMOKOE UK Mpu Harpyske
¢ Cl: ®B JIXK>60 % n KCP<40 MM
¢ C2: OB JIXX<60 % n KCP=40 MM
CumnTo- | Het Het Het o CHMXEHME TONEepPaHTHOCTN K
Mbl PU3MYECKMM Harpyskam
o OAbIlKa Npu GU3NYECKUX Ha-
rpy3kax

* 3 PekTMBHAS NNOLWAaL PErypruTaLMoHHOro 0TBEPCTUS, CM2, pacCHUTaHHas No NAoLLAan MPOKCUMasbHOM PaBHOCKOPOCTHO

nosepxHocTu (PISA).

CokpatyeHusi: KCP — koHe4YHO-CUCTONIMYeCcKnin pa3amep eBoro xenynouka; JIXK — newblii xenynouek; JIN — nesoe npencepamve;
MK - muTpanbHbIin knanaH; MP — mutpanbHas peryprutauus; @B — dpakuus Beibpoca; IMNPO — adpdekTuBHas nnowwans perypru-

TaUMOHHOIo OTBEPCTUA.

Mpw TONWMHE CTBOPKM 5 MM 1 Bonee AO0CTOBEPHO MNo-
BbILLAeTCs cyMMapHas BeposiTHocTb BCC, aHpokapauTa
1 uepebpasnbHbiX 3MO0NNIA, BEPOATHOCTb PasBUTUS MU-
TpanbHOM HEAOCTATOYHOCTU (26 % npoTne 3,1 %), paspsbl-
Ba XOPA, Xenyao4yKOBbIX HAPYLLUEHUA pUTMA, 1 Takue na-
LIMEHTbI MOTyT OblTb OTHECEHbI K Fpyrnne BbICOKOro prcka.

Mpn norpaHn4HOM nponance (nNporvbe) MUTPasbHO-
ro KjanaHa He BbISIBIEHO CBSA3U C YTOJLLEHNEM CTBOPOK,
MP, ysennyeHnem JIIN, knanaHHbIMU OCAOXHEHUSAMU W
hanbHenwen nporpeccuenn 3abonesaHnsa [205]. OpHa-
KO CYLLECTBYIOT yKa3aHus Ha BO3MOXHOCTb M/, knanaHa
naxe npuv nponabupoBaHun B 1-2 MM C NporpeccrpoBa-
Huem MJ, ¢ TeyeHnem Bpemenun [202], 4To noakpenneHo
pekomeHpaumamu AHA/ACC (2006) no AvHaMn4eckomy
HabNoAEHMIO 32 9TOW rpynnon kaxaple 3 roga.

BonblnHcTBo NnaumeHToB ¢ NMMK, 6e3 npusHakos M/,
cTBOpPOK U MP meHee Il cteneHun, MoryT GbiTb OTHECEHBI
K rpynne HU3KOro pucka ¢ 6naronpusaTHbIM NPOrHO30M
[225, 226].

HebnaronpuatHoe TedeHue NMK 3akniovyaeTcs B Ha-
pactaHun MP, npuBogswen k gunataumm JDOK v JIM,
pasBuTMIO GUOPUNNALMN Npencepamnin, CUCTONMYECKON
ancdyHkumm JIK n XCH. Bo3H1KHOBEHME 1 BbICTPOE Npo-
rpeccupoBaHne MP MoxeT ObiTb 00YC/IOBNIEHO Pa3pbiBOM
MWKCOMATO3HO N3MEHEHHbIX Xopa, [227].

CpenHas NpoaoIXUTENBHOCTb XU3HU MY>XYMH U XKEH-
wmH ¢ NMMK He oTnmnyaeTcs OT TakoBOW B MONynsumn B
LLesIOM, 4TO CBUAETENbCTBYET O XOPOLUEM MPOrHo3e y
nogaensollero 6onblMHCTBA NauneHTos [228]. OgHako
BO3pacTHast 1 0COBEHHO CepAeyYHO-COoCYyaAMCTas BblXXnBa-

emMocCTb naumneHToB ¢ MK HaxoomTcs B 3aBUCMMOCTU OT
conyTcTByOLWMX HakTOpoB pucka [229]:

BonbLline (NepBUYHbIE):

B MuTpanbHas peryprutauus > Il cteneHu;

B MMKCOMAaTO3 =5 MM;

B ppakums Bbibpoca <50 %.

Marnble (BTOPUYHbIE):

B MuTpanbHasa peryprutauus | ctenenu;

B MpkcoMaTos <5 Mm (T. e. 3—4 Mm);

® feBoe npeacepane <40 mwm;

B «MONOTALLAS CTBOPKA»;

m go3pacT >50 ner;

B bnbpunnaums npeacepanii.

Puck 0OCnoxHeHun pacueHnBaeTCs Kak HU3KWUA, ecnun
MMKCOMATO3 OTCYTCTBYET (TOMLLMHA CTBOPKN <5 MM) n/unm
MP 0-I cTeneHun; cpegHuii — Npy HaNMYMKU OLHOrO BOJbLUIO-
ro unu AByx Manbix GakTOPOB PUCKA; BbICOKUIA — MPU OBYX
GonbLMX UK Tpex 1 6onee manbix GakTopax pucka; 04eHb
BbICOKMIA PUCK — Npu ABYX 60nblUMX dakTopax pucka y nuy,
cTtapuwe 50 net Ha GoHe paspbiBa XOp4, UK Kapanomerannm
nnn npusHakax XCH.

B nnaHe HeGnaronpusiTHOro NPOrHo3a cepaeyHo-Ccocy-
OUCTbIX COOLITMIA MOTYT TakXe Yy4UTbIBATLCS ayCKynbTaTuB-
Hble OaHHble 1 rnybuHa nponadbupoBaHus cTeopkm(ok) MK
[230, 231], Hanuune 1 BbIPAXEHHOCTb ANCPYHKLMM SHAOTE-
ma [211, 212].

3.1.12. TakTuka BegeHus, noaxoabl K Tepanum

Moaxonbl Kk nevyeHnto 6osbHbIX ¢ NMK cornacoBaHbl 1
V3/I0XEHbI B HEABHO OMYyO/MKOBaHHbIX PEKOMEHAALMAX
AHA/ACC n POK [7, 14, 190]. JleyeHne MoxeT ObITb Me-
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OVKAMEHTO3HbIM 1 XUPYPrn4eCKMM B 3aBUCUMOCTM OT Ha-
JINYUS N TSXKECTU PErypruTaummn.

BonbwuHcTey naumeHTos ¢ NMK npu oTcyTCcTBUM KIN-
HNYECKOM CUMMTOMATUKLN MOXET OblTb PEKOMEHOOBAH
0ObIYHBIM 06Pa3 XN3HU 1 perynsapHele Gusnyeckne Tpe-
HMpoBku. MNpn nzonnposaHHomM NMK npoTneonokaszaHms
nnst 6epeMeHHOCTU OTCYTCTBYIOT.

BeccumnTomMHbiM nauymeHtam ¢ NMMK n nayyeHtam ¢
MMK 6e3 MP moxeT 6bITb peKOMEHA0BAHO KIIMHUYECKOoe
obcnepoBaHue kaxnable 3-5 net. lNoBTopHOE 3XOKT -
obcnefoBaHne BbINOJIHAETCS TOMBbKO MPU  BbISIBEHUN
NPM3HAKOB BbICOKOrO pucka npu nepBuyHoM IxoKI-o6-
cnefoBaHUK, a TakkKe B Clyvyae MosiBIEHUS CUMMTOMOB,
NO3BOMNAOLLINX NPEANOSIOKNTb BO3HUKHOBEHME 3HA4YMMOM
MP nnn nHoro cepae4Ho-cocyancToro 3abonesaHus.

MaumeHtol ¢ NMMK n xano6amu, 0OYyCNOBAEHHbIMU
MOBbILLEHNEM TOHYCa WM PEaKTUBHOCTU CUMMaTu4e-
CKOW HepBHOW cucTeMbl (cepauebueHve, kapavanrum,
ofplLlKa), 4acTo MOJNIOXUTENBbHO pearvpyioT Ha Tepanuio
B-appeHobnokatopamu. B paae cnyyaeB GbiBaeT gocTa-
TOYHbIM OTKa3 OT TakMX CTUMYNIATOPOB, Kak KOdDewnH, anko-
rofib U KypeHue. HapylweHus putma Moryt notpeboBartb
OOMOJSTHUTENBHOMO NIeYeHUs.

HecmoTps Ha HeQOCTaTOYHbIM YPOBEHb AOKa3aTesb-
HocTn (C u D), B nuTepaType umeroTcs Becbma ybeau-
TenbHble AaHHble 00 3hEdEKTMBHOCTM opoTaTa MarHus
ona nederHns NMK v conyTcTBYOWMX €My BEreTaTuBHbIX
HapyLUeHW.

MegnkameHTO3Has Tepanus CUCTONIMYECKOW Ouc-
dyHKUMM Heobxoguma naumeHTam ¢ Tskenor MH npum
dpakumm Boibpoca meHee 60 %, ecnu UM He NnaHnpyeT-
CSl BbINOJIHEHME XMPYPruyeckoro Bmellatensctea. OHa
[OJIKHA BKtoYaTbh 6eTa-aapeHob10KkaTopbl, MHIMOUTOPLI
Al® nnm capTaHbl 1, BO3MOXHO, aHTaroHNUCTbI anbAoCcTe-
poHa (lla knacc nokadaHuin ¢ ypoOBHEM O0Ka3aTesibHOCTU
C). Ucnonb3oBaHme Ba3oannaTaTopoB HE NOKa3aHO HOP-
MOTEH3VBHbLIM OECCUMMNTOMHbLIM MALMEHTAM C TSXENOMN

MH 1 coxpaHHo dppakumein Bbibpoca JIXK (Il knacc noka-
3aHUI C YPOBHEM AgoKasaTtefnbHocTn B) [7].

AHTMGaKTepmnanbHas Tepanus ana npodunaktukm M9
npu MMK (npomMexyTouHbIl puck) He npoBoauTcs [223].
Mpepnonaraetca Hecneumduyeckas nNpodunakTmka,
BKJIIOHAIOLLAS PEKOMEHAALIMN MO eXEroHON rmrmeHe no-
N0CTU pTa 1 Koxu. NposoauTtca aesvHdekunsa paH, caHa-
uns (ycTpaHeHWe) XPOHUYECKMX o4aroB GakTepuanbHOM
MHOEKUMM (KOXa, YPOreHUTasNIbHbIN TPaKT) C MPUMEHEHN-
€M 3TMOTPONMHbIX aHTUONOTUKOB. 3anpeLLaoTCs MUPCUHT
MU TaTyMPOBKW, CamMoJfiedeHne aHTubuotukamu. Mo BO3-
MO>XHOCTW OrPaHNYMBAIOT UCMOb30BaHNE NHPY3NOHHBIX
KaTeTepoB 1 MHBA3MBHbIX Npoueayp. OTaaoT npeanoyTe-
HVe nepndeprnyecknM kateTepam nepes LeHTpaabHbIMU
C MX CUCTEMATNYECKON 3aMeHON Yepea Kaxable 3—4 OHs.
JomKeH BbINOMHATLCS CTPOrvin yxo4 3a LLEHTPaNbHOW U
nepudepmnyeckon KaHNaMN.

BbinonHeHve no6oro XxvMpypruyeckoro BMeLlaTesb-
CTBa Ha MUTPAJIbHOM KJlanaHe aBTOMaTUYeCKn NepeBoanT
nauyeHTa B KaTeropuio BbICOKOro pucka 3. Hapaay ¢ He-
cneunduryeckon (NpeacTaBneHa Bollle) npegycmaTpmsa-
€TCsl CTaHAapTHasi CxemMa aHTUOMOTMKOMPOPUIAKTUKNA.
3aksoyaeTca B Ha3Ha4YeHUM aMOKCULMIMHA B Jo3e 2 T
BHYTPb 32 1 4 4O NpeanonaraemMoro BMeLaTenbCcTea, npu
HEBO3MOXHOCTW MpmMemMa BHYTPb Ty Xe 03y npenapaTa
cnepyeT BBECTU BHYTPUMbILEYHO 32 30 M1H [0 npoLueay-
pbl. B cnydae HenepeHOCMMOCTY NEHULIMAIMHOBOIO psga
anbTepHaTMBOM CAYXUT KNMHAaMUUUH 600 mr.

Y monoabix niogen Jawe Bbigsnsercsa Tsxenas M, ¢
60/1bLLION N3OLITOYHOCTBIO Kak nepeaHen, Tak 1 3agHewn
CTBOPKM U xopA (cuHapom Bapnoy). Y noxunbix npeob-
napaet ®IOH, cnencTBMeEM KOTOPOWN SBASIIOTCS paspbiBbl
xopa. AuddepeHumaums aTux aByx NpudmH nmeet 60sb-
LLIOe 3HaYeHMe NMpu ONepaTMBHOM BMELLATENLCTBE.

CoBpeMEHHbIE pekoMeHJauum Mo XUPYypruyeckomy
BEAEHMIO MALMEHTOB C MEPBMYHON MUTPAsIbHOW HEeJO0CTa-
TOYHOCTbIO NpeacTaBneHsl B Tabnuue 11 [7].

Tabanuya 11
PekomeHAaumnm no xmpypruieckomy sie4eHuio NepBuYHON MuTpanbHou HepgoctaTtouHocTu AHA/ACC (2014)
Knacc YpoBeHb
PexomeHaaLma nokasa- | [okasa-
HWR TENbHOCTH
XWpypruyeckoe BMeLLATENbCTBO PEKOMEHA0BAHO CUMMNTOMHbLIM MaLMeHTaM C XPOHWYECKOW Tskenon nepsuyHon MP (ctagms I B
D) 1 ®B JIX>30 %
Onepauns Ha MWTPAsbHOM KranaHe PekOMEeHAOBaHa 6eCCUMNTOMHbIM MALUMEHTaM C XPOHMYECKOW TAXEsoN nepeuyHon MP I B
n ancdyHkumen JDK (OB JIK 30-60 % n/wunn KCP JIK>40 MM, ctagus C2)
Mnactuka MK 6onee npesnoutuTesnbHa no cpasHenmio ¢ MpMK y naumeHToB C XpOHUYECKOW TAXENO0H nepeuyHoin MP, orpaHu- I B
YeHHON 3a4HeN CTBOPKOW, KOTOPbLIM NOKa3aHo XWUpYpryeckoe neyeHue
Mnactuka MK 6onee npesnoututesbHa no cpasHeHuio ¢ MpMK y naumeHToB ¢ XpOHMYECKON TAXeNoit nepuyHoi MP, ¢ Bo-
B/IEYEHWNEM NepefHeli CTBOPKM WK 06enX CTBOPOK, KOTOPbIM MOKA3aHO XMPYPruYecKoe feyeHune, B CNyyae, Koraa ycnewHas I B
1 HaZeXHas NIacTuka MOXET bbiTb BbINOMHEHA
Mnactuka MK unm NMpMK nokasaHbl NaLuMeHTaM C XpOHUYECKOI TSHKENo nepBuYHoit MP, KOTOpLIM NPOBOAWTCS ONepauus Ha I B
CepALe No ApYrM npuyMHaMm
BoinonHexue nnactvku MK uenecoobpasHo y 6ecCMMITOMHbIX MALMEHTOB C XPOHUYECKO Tsxenon nepeudHoi MP (craans C1) ]
C coxpaHeHHo! dyHkumer JDK (OB JIX>60 % n KCP JIX<40 MM), y KOTOPbIX BEPOATHOCTb YCMELWIHON U HAAEXHOW MAACTUKK lia B
6e3 pesugyansHon MP >95 % npu oxnaaeMoit cMepTHOCTU <1 %
BbinonHexue nnactiku MK LenecoobpasHo y 6eCCUMNTOMHbIX NALMEHTOB C XPOHUYECKOA TAXENOA HEPEBMATUYECKOA NepBMY-
Hoi MP (ctagua C1) ¢ coxpaHeHHoR dyHKuuelt JIK, KOTOpbIe MMEIOT BBICOKYI0 BEPOATHOCTL YCMELWHOM 1 HAAEKHOM NiacTukv lia B
1 1) BHOBb BO3HMKLIYIO HUOPUANALMIO NPEACEPANIA U 2) MOBBILIEHHOE AABNIEHWE B JIEFOYHOM apTEPUK B NOKOE (CUCTONMYE-
CKO€ apTepuanbHOe AaBNeHNe B IETOYHON apTepuu >50 MM pT. CT.)
BbinonHerne nnactukm MK LenecoobpasHo y naumneHToB C XpOHUYECKoii nepsuyHon MP cpeaHeit Taxectn (cTagus B), koto- lia C
pbIM NPOBOANUTCA ONEPaLMs Ha CEpALE NO APYTVM NPUYUHAM
Onepauns Ha MK moxeT 6bITb paccCMOTPEHa Y CUMMTOMHbIX MALMEHTOB C XPOHMYECKOI TAxenon nepenyHoit MP n ®B JIK<30 % Tib C
(cTagus D)
BeinonHeHue nnactuku MK MOXET BbiTb PaCCMOTPEHO Y MAUMEHTOB C PEBMATUYECKUM nopaxeHueM MK, KOTOpbIM MoKasaHo )
XMPYPry4ECKOe SIe4eHNE, EC/I HAAEXHOCTb U YCMEWHOCTb NNACTUKW BEPOSITHA MW BO3MOXHOCTb ANUTENBHOM @HTUKOAryNAHT- Iib B
HOW Tepanun COMHUTENbHA
BbinonHeHne TpaHckaTeTepHoi niactuky MK MOXET 6biTb PACCMOTPEHO Y TAXEbIX CUMATOMHbIX nauyeqTos (CH III/IV knacca )
no NYHA) ¢ xpoHudeckoit Tshkesnoi nepeudHoit MP (cTaguma D), y KOTOPbIX OXMAAeMas NpOAO/IXKXMUTENbHOCTb KU3HU ABNSETCS Iib B
LienecoobpasHoi, HO ONepaLMOHHBIA PUCK BCIEACTBUE TSHKENON CONYTCTBYHOLWEN NaTONOrUN O4EHb BLICOKUI
MpMK He JO/MKHO BbINONHATLCS C LE/bI0 IEUEHMS U30IMPOBAHHON TSXKENOW NepBUYHOM MP, OrpaHUYeHHOI MeHee YeM OHOM
MOMIOBMHON 3aAHei CTBOPKM, 33 UCKMIOUEHMEM CyYaeB, KOrAa Aenanach MombiTka BbiMoAHeHUs nnactukn MK, u oHa bbina 111 B
6esycneLHoit

CokpatyeHusi: KCP — KOHEYHO-CUCTONNYECKINIA pa3Mep NeBOro xenynouka; JK — nesbin xenynoyek; MK — MuTpanbHbI KnanaH;

MP — mutpansHas peryprutauus; lMpMK — npoTesnpoBaHue MuTpanbHOro knanaHa; ®B — ¢ppakuus Bbibpoca.
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B oTnmume oT npenbiaylumx pekoMeHgaumi He noa-
TBEPXAEH BbICOKMIA YPOBEHb [10KA3aTE/IbHOCTM B OTHOLLIE-
HUN 3P DEKTUBHOCTU XMPYPIrN4ECKOm pekoHCTPyKumm MK
ONs NauMeHTOB C COXpaHeHHbIMU DB 1 KOHEYHbIM CUCTO-
nnyecknm oobemom JIK.

PekomeHpaumm no BegeHmio NaumeHToB C NepBUYHON
MP cymmumnpoBaHbl B pucyHke 36 [7].

® OCHOBHbIM MeTogoM auarHocTtukm MNMMK, HesaBu-
CMMO OT ero aTmonartoreHesa, asnsetcs 9xoKIl, npu Bbl-
NMOSIHEHUW KOTOPOW cneayeT y4uTbiBaTb aHAaTOMUYECKUE
ocobeHHocTM MK 1 1Mcnonb3oBaTb COBPEMEHHbIE MO/-
X04bl WHCTPYMEHTaNbHOM anarHoctukn. OnpepeneHsbl
OxoKr-kputepun NMMK ¢ no3unumii cteneHn nponabdwu-
POBaHUSA, TAXECTU Peryprutauum, Hanmymusa/oTcyTCTBUS

MutpanbHas peryprutauus

MepBuyHaa MP

Tsaxenas MP
Vena contracta >0,7 cm
OP>60 mn / ®P>50% /

3MP0O>0,40 cm®
Ounataumsa JK

N v

‘ CumnToMHas }[ BeccumnTomHas

Mporpeccupytowas MP (ctagus B)
Vena contracta <0,7 cm
OP<60 mMn / ®P<50% / AMPO<0,40 cM®

(ctapgusa D) (ctapus C)

L

BHoBb Bo3HUKwWwas O unu
CONA>50 mm pT. cT. (cTagusa C1)

B ®B JIK 30-60% OB JK>60% BeposiTHOCTb ycneLuHow
TDK>30% wnu KCP u KCP K nnactuku >95%
IDK240 MM <40 MM AL
CMepTHOCTb <1%
HeT na
v aa HeT

Onepauus Ha MK*
(KP — Ilb)

MNepuoaunyeckoe

HabnogeHve

A4
Onepauus Ha MK*
(KP=1)

Mnactuka MK?
(KP — lla)

|

Puc. 36. lokaszaHns K Xmpypruyeckomy IeHeHnIo Npy NePBUYHON
HEeJ0CTaTOYHOCTU MUTPANbHOro knanaHa
lNpumeyanne: @ — nnactuka MK npegnoytutensHee npoteanposanus; CAJIA — cuctonuye-
ckoe JaBneHwue B neroyHoi aptepun; KCP — KOHEYHO-CUCTONMYECKWI pa3mep NIEBOr0 Xeny-
nouka; JIK — nesbinn xenynouek; JIMN - nesoe npeacepane; MK — MUTpanbHbIi knanaH;
MP — muTtpansHas peryprutaums; OP — o6bem peryprutaumnm; CH — cepaeyHas Heno-
cTatouHocTb; B - dpakums Beibpoca; O — bubpunnaums npeacepanii; P — dpakums

peryprutaumn; IMPO - addekTnBHas NnoLanb peryprutaumoHHoro oteepctust; KP — knacc

peKomer,au,mM; * - npuv BO3SMOXHOCTW, NiiaCcTuka npegnoyvTutTesibHee NnpoTe3npoBaHns

YTOJILLLEHMS CTBOPOK.

B CoBpeMeHHblE pekoMeHaaumm
AHA/ACC 2014 [7] He noaoTBEPXAAIOT
BbICOKOrO YPOBHS [10Ka3aTesIbHOCTU
B OTHOWEHUN 3PPEKTUBHOCTU XU-
pypruyeckor pekoHcTpykumm MK ong
NaumMeHToB C COXpaHeHHbiMu DB n
KOHEYHbIM CUCTOINYECKUM O06BLEMOM
JIK.

3.2.
KjanaHa

3.2.1. 9tnonaroreHes

Bepyluasn npmynHa nponanca aop-
TanbHoro knanaHa (MAK) — HHCT.
MponabuposaHne cteopok AoK yacTto
Habnopaetca npu OAK c 6onbluen
BEPOSATHOCTbIO NPV BEPTUKANBLHO OpU-
E€HTMPOBAHHbIX KOMUccypax [232] nnn
MOXeT OblTb 00yCcnoBneHO fedeKToM
MENOKENYA,04KOBOM neperopoaku,
NPVBOASALLMM K HEQOCTATOYHOW NOA-
nepxke AK [233, 234]. CneayeT yuu-
TbiBaTb BO3MOXHOCTb passutus MNMAK
BCNEACTBME TPaBMbl FPYOHONM KNETKN.

MwukcomaTo3HOe M3MEHeHWe Mo-
nynyHui AoK ¢ yonnHeHnem cBob6oa-
HbIX KPaeB M YyBENNYEHMEM MOBEPX-
HocTu Habnopaetca npu CM [235].
MponabuposaHne AoK moxeT conyT-
CTBOBATb MPOLLECCY MUKCOMATO3HOM
nereHepaunu MK [236].

Mponanc aopTtanbHOro

Heobxoammo nmeTb B BUAY, 4To 60sbHble ¢ [TMK, co-
yeTawowmmes ¢ npmusHakamm CBCT 1 remognHaMmmnyecku
3Haummoin MP, kak npaBusio, CKJIOHHbI K GbICTPOMY Mpo-
rpeccMpoBaHni0 CepaeyHONn HeaoCTaTOYHOCTU, Pa3Bu-
TUIO NNEFOYHON rMnepTeH3nmn, Gubpunnauum npeacepaunin
1 NMeIOT BbICOKM pnck BCC. Y naumeHToB C BbipaXKEHHbI-
My npu3Hakamu CBCT, gaxe npun ycnoBuu agekBaTHO Bbl-
MOJIHEHHOr O NMNEPBUYHOIO ONepaTUBHONO BMELIATENbLCTBA,
CYLLLECTBYET BbICOKMI PUCK MOBTOPHOIO XMPYPruieckoro
BMeLLaTeNbCTBA B pe3yfnbTate nporpeccMpoBaHns OC-
HOBHOro 3a6oneBaHus.

KJIKOYEBbIE MOJIOXKEHUSA

B C TOYKN 3PEHUS COBPEMEHHBLIX MPEACTABAEHUN U
ManiofgoCTYNMHOCTU KJIAaCCUYECKMX MOJIEKYNSIPHO-TEHETU-
4yeckux MeToA0B UccnenoBaHus ans sepudunkaummn 3abo-
neBaHusa noctaHoBka anarHosa NMMK saBngeTca cMHTE30M
ayCKyNbTaTMBHbIX, KIMHMYecknx n IxoKr-nposeneHunii ¢
ougeHkor npmnaHakos CBCT.

® BapuaTMBHOCTb pacrnpocTpaHeHHocTn MMK oby-
cnosfneHa nogxogamu u nameHenmamm B OxoKr-guarHo-
CTUMIKE C Y4eTOM 3BOJIIOLUUN NPEACTaBIEHNI O TPEXMEPHOMN
CTpykTYype konbua MK.

® EANMHBIX NOOX0A0B B TEPMMHONIOMMN 1 Knaccudurka-
umm NMMK HeT. OnpeneneHHbIM NPeacTaBNgeTCs MHEHNE
0 geneHnn NMMK Ha NepBUYHLIA U BTOPUYHbLIN, MOHATUE
«cmHgpoma MMK» n MMK kak CTpykTypHOW aHomanuu
cepaua unu nneiotponHoro nposisneHns HHCT. O6ocHo-
BAHHOCTb TEPMUHOB «BePOATHbIN MMK>», «1M30nmpoBaH-
HbI MTMK>» 1 gpyrux TpebyeT AanbHENLWEero n3y4eHns ans
BepudumKaunum CTEMEHU puUcka 3HAYUMbIX KITMHUYECKNX
MPOSIBAEHNI U OCNOXHEHUI.

3.2.2. PacnpocTpaHeHHOCTb

PacnpocTtpaHeHHocTb MAK B 06LLLEel NONynsumMm okono
1,2 % [2837] c yacToi accoupnaumelt npu opyrow KnanaH-
How u cocyamcTon natonoruun: JAK, NMMK (B 10-20 % cny-
yaeB), annataumen KA npmu CM [236, 238].

3.2.3. 9xoKIr-guarHocruka

Mponanc ctBopok AoK npeacraBngeT vx OAnacTonu-
yeckunin Nnpornd B CTOPOHY BbIXoAHOro TpakTa JIXX 6onee
1 MM OT NnHUK PMBPO3HOro KosbLia [85].

B uenom nio6oii OuMacTonmnyeckmin npornd CTBOPKU
Huxe GpurbposHoro konbua AoK B CTOPOHY BbIHOCALLErO
TpakTa JIXK, npn ycnosun KOPPEKTHO BbIBEAEHHOM MO3K-
UMM, MOXET pacueHnBaTbCcs kak nponanc. OgHako npo-
nabuposaHne meHee 1 MM gaeT 60bLUYO onepaTop-3a-
BUCUMYIO MOMPELUHOCTb U3MEPEHUS 3a CYET TONLUMHbI
CTBOPKU U HE YYNTbIBAET aHAaTOMUYECKME Bapuauum Hop-
MasnbHOro ctpoeHuns AoK B nonynsauum [239].

CTtaHOapTHO MCMNoNb3yeTCcs napacTepHanbHas npo-
[ONbHAasa No31LUMs, KOTopas MOXET ObITb AOMOSHEHA UC-
cnefoBaHMEM B CEYEHUM MO KOPOTKOW OCKM Ha ypOBHE
BblHOCSLLLEro TpakTa JI’K HenocpeaCTBEHHO HMXKE YPOBHS
knanaHa. Mpn aToM onpenenseTcsa kpyrnas uin oBab-
Hasi CTPyKTypa B NPOEKLMM OOHOI0 nnm 6onee nonynyHuin
[240, 241].

Mponanc AoK MOXeT 6biTb MOJIHBIM UV HACTUYHbBIM
(puc. 37). Mpun yactnyHom MAK B BbIHOCALWMI TpakT JIXK
nponabupyeT TONbKO AUCTaNIbHAs YacTb NonynyHus (A),
npuv aTom GOpMMUPYyeTCs ero narnd, XopoLlo BU3yanu-
3MPYIOLWMACA B MPOAOJSbHOM NO3ULUN U/UAN NO3ULUK
no kopoTkoi ocu. Mpu nonHom MAK nponabupyeT BCS
cTeBopka (B).

Mpu nponabrupoBaHMN O4HOW CTBOPKM OLLEHKA NpPo-
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BOAUTCSHA MO OTHOLUEHUIO K HOPMabHbIM CTBOPKaM 1 B
60/NbLUMHCTBE Cly4a€eB HE BbI3bIBAET ANArHOCTUYECKMX
3aTpyaHeHuin. MNMponabupoBaHne HECKOJbKUX CTBOPOK
MOXHO 3anogo3puTb N0 CMELLEHUIO 30HbI KoanTauumn
CTBOPOK B CTOPOHY ¢punbpo3Horo konbua AoK. Mpwu
3TOM CJieflyeT y4YuUTbIBaTb, YTO N HOPMaJibHble CTBOP-
KN MOTYyT ObITb He3Ha4ynTesibHO, paBHOMEPHO N CUM-
METPUYHO CMELLEHbI HMXE (GUOPO3HOro Kosbla, He
M3MeHdad CBOK koanTtauuio. Npn paBHOMEPHOM MNpo-
nabupoBaHUN TPEex CTBOPOK 3HAYMMOW aopTasibHOWN
peryprutauum BpEMEHHO MOXET He ObiTb, OAHAKO 30Ha
KoanTauMu npu 3TOM CMELeHa, a ajmHa koantauuun

Puc. 37. YpecnuwesoaHasa IxoKI npu yactniHom (A) n nonHom (B) MAK [242]

yMeHblLUeHa.

ns codetaHua nponanca AoK ¢ nponabupoBaHuem
ctBopok MK mnnun TKK xapaktepHo nponabuposaHune obe-
NX CTBOPOK MUTPaNbHOrO 1 HE MEHEE ABYX CTBOPOK TpU-
KycnunaanbHOro knanaHa [237].

MpoeepneHne HM3AxoKr (puc. 38 A, B) no3sonset 60-
Jlee TOYHO OLUEHUTb TONLLUMHY NONYNYHUIA, YPOBEHb U ONN-
HY UX KOanTauum, oKanm3aumio 30Hbl NPosabnpoBaHns,
aHatomuio KA (B ceyeHnn No 4JIMHHOW OCK), a TakxXe CUM-
MeTpuio KA 1 Hanuume n3ObITOYHOWM TKaHWU MONYNyHUIA
(B Ce4EHNM NO KOPOTKOW OCK).

Puc. 38. MaumeHT . — yaCcTUYHbIA Npofanc HekopoHapHo cTBopkn AoK (A) 1 aKCLEeHTpUYHas cTpys peryprutauum (B)
ctBopkun AoK npwm HMN3xoKr

B otnunume ot NMMK gna nponanca Aok, a Takxe gpy-
rMx KnanaHos He padpaboTaHbl HOPMATUBLI TONLLMHBI U
OJIMHbI CTBOPOK, KOTOPbIE NO3BONMAN Obl KOIMYECTBEHHO
CyOuTb O HaNN4ynu UK OTCYTCTBUM MMKCOMATO3a CTBO-
pOK.

LisetoBasg ponnneporpadus: Hanmyme 9KCLEHTPUY-
HOWM CTPyu peryprutaumm B BbiHOCALLLEM TpakTe JIK cBu-
[eTenbCTBYET O Nposiance 04HOro nunu 6onee NonynyHuini
[240]. OKCUEHTPUYHOCTb CTPYM peryprutaumm MoxeT
orpaHn4mMBaTtb KOJIMYECTBEHHYIO OoueHKy AOP C ucnonb-
30BaHMeM «vena contracta» n PISA. BudyanbHas oueHka
cTpyun AoP B BblHOCSsILLEM TpakTe JIK MOXeT BBeCTU B 3a-
OnyxaeHve mnccnegoBaTens M NPUMBECTU K HEOOOLEHKe
CTeneHn aopTanbHOM HEAOCTAaTO4HOCTU U3-3a «pacnio-
LWnBaHUS» CTpyu peryprutaumm o cteHky JIDK. OkoHua-
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TenbHas konnyectBeHHas oueHka MAK nposoamTcs npu
XMpyprmuyeckom BmeLuatenscraee [239].

3.2.4. KnuHnuyeckoe Te4eHne, OCJI0XKHEHUs

Cneundunyeckon KIMHUYECKO CUMMNTOMATUKN HET.
CnenyeT obpalwiatb BHMMaHWE Ha BbISIBIEHNE KOCTHbIX
NPU3HaKOB, XapakKTepHbIX ans mapdaHonogobHoro ¢e-
HOTUNa 1 MapdaHOUAHOM BHELWHOCTY [243].

MAK (npwn otcyTcTBun gunataunm KA) asnseTcsa ogHom
13 Hambonee 4acTbiX MPUYMH PA3BUTUSA N30JIMPOBAHHOMN
aopTasibHOM HEeLOCTATOYHOCTM (Yawe He >1-i cTenexHu),
KoTopas Jonro 6biBaeT kKomneHcupoBaHa [85, 240]. Yee-
nunyeHune crtenerHn MNMAK v peryprutaumm accounmpoBaHo
C MpOrpeccupoBaHNEM MWUKCOMATO3HOW AereHepauumu,
dnbposa, kanbLmHosa AoK. B Tabnuue 12 npeacrtasneHbl
OxoKl-kpuTepum cTaanimHOCTN XpoHmndeckon AoP [7].
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Tabnuuya 12
CTaauv XpOHUYECKOW aopTasibHOW peryprutrauuv
A- B- C- D-
naopfemfv?b' pucK nporpeccupyoLas 6eccumnToMHas CUMNTOMHas
AoP AoP Taxenas AoP Taxenas AoP
TaxecTb AoP Het unn
HesHauu- Nerkas YMepeHHas Tsxenas Tsaxenas
TenbHas
[emoaunHamuka o llnpuHa notoka | e lnpuHa no- | e LnpuHa notoka 265 % BT JIXK | e LUnpuHa notoka 265 % BT JIX
<25 % BT NIX ToKa 25-64 % | evena contracta >0,6 cm evena contracta >0,6 cm
e vena contracta BT /X * FO/I0AMACTONINYECKOE PEBEPCU- | o FON0ANACTONNYECKOE peBepCH-
(nepeleek peryp- |evena contracta | poBaHWe NOTOKa B NPOKCMMarb- | pOBaHWE NOTOKA B MPOKCUMaNb-
rutaummn) <0,3cm | 0,3-0,6 cm HOM abAOMWMHANBHON YacTu aopThl | HO abAOMUHANBHOM YacTy aopThl
¢ OP <30 mn/ya. ¢ OP 30-59 mn/ | OP 260 mn/ya. ¢ OP 260 mn/ya.
e OP <30 % yA. e OP 250 % e OP >50 %
+3MPO <0,10 cM2 [ e OP 30-49 % |« 3MPO >0,3 cm? *3MPO >0,3 cm?
¢ CTeneHb no « 3P0 0,10- o CTeneHb No faHHbIM aHrMorpa- | e cTeneHb NoO AaHHbIM aHruorpa-
AaHHbIM aHruorpa- | 0,29 cm? dumn 3+, 4+ bumn 3+, 4+
dwmn 1+ o CTeneHb no  [lONONHUTENbHBIN KPUTEPUI — ¢ [lONONHWUTENbHBIA KPUTEPUI —
AaHHbIM aHrno- | avnataums JIK Aunatauns JK
rpacdumn 2+
Cnencrsue Het * HopManbHas cuctonnueckas ¢yHk- | e Cl: HopmanbHas ®B JDK * CumnToMHas Tshxenas AoP Mo-
umns JIXK (250 %) v ymepeHHas aunatauums | KeT npoTekaTb C HOpMasbHOW
» HopManbHbli 06bem JIXK unu nerkas | JDK (KCP <50 mm) cucTonuyeckoit dyHkumein (OB
Aavnataums JDK o C2: HapyweHue cuctonuueckon |JIXK =50 %), ymepeHHol auc-
dyHKuMmn JIXK co cHuxennem ®B | dyHkumeir JK (OB J1XK 40-50 %)
(<50 %) nnu BblpaxeHHas au- Unv TSHKENON AncdyHkumen JIK
nataums JK (KCP >50 mm nnu (®B JIX <40 %)
MHAEKCMpOBaHHbI KCP JIXK e Habntopaetca amnataums JIX ot
>25 MM/M2) YMEPEHHOI CTENEHU A0 THKENON
CuMNTOMBI Het o Het o Het OgabilwKa npy GU3nYecKoir Ha-
* o6kl ¢ (husnyeckoi HarpysKoii | FPY3Ke unu cTeHokapans uiv 6o-
uenecoo6pa3Hb| NS NOATBEpXAe- J1e€ BbIpaXX€HHbIE CUMNTOMbI CH
HWS CUMNTOMHOrO CTaTyca

CokpatyeHusi: AK — aopTanbHblil knanaH; AoP — aopTtanbHas peryprutauuns; BT JIK — BbIHOCALLMIA TPaKT NIEBOr0 Xenynouka;
N3 — nHdeKUNoHHbIN aHaokapanT; KCP — KoHeuYHbIn cuctonndeckunii paamep; JIK — nesbiit xenynouek; OP — o6beM peryprutaumnu;
®B - dpakuus Beibpoca; PP — dppakuus peryprutaumm; IMPO - adpdekTnBHas nnowanb peryprutaumoHHoro oresepctus; CH —

cepaoevHada HegoCTaTO4YHOCTb.

Mpn nosaBneHnn 3Ha4yn-
Mo AoP Ha nepsbli nnaH
BbICTYMaloT MPU3HAKU XpPo-
HUYECKON CepaeyHOn He-
pocTaTtoyHocTn [244]. Ayc-
KyNbTaTMBHO  BbISIBNSIETCSA
KapTVHa HEeAOCTATO4YHOCTU
AoK — ocnabneHune BTOpoOro
TOHa n yOblBaOWMA Ona-
CTOJINYECKNI LLYM B NPOEK-
umm AoK [233].

Mponanc AoK wmoxeT
OCJOXHATbCA heHecTpauu-
el CTBOPOK, KoTopas npwi-
BOOAUT K HOPMUPOBAHUIO
Tsaxxenon AoP u Heobxo-
OVMOCTN  XMPYPrnM4ecKoro
BMeLLATeNbCTBA (3aKpbiTMe
nepukapamuanbHon 3annart-
ko) [245]. MonoTawas
ctBopka AoK (cnencteue
paspbiBa AMbBO  OTpbIBA
XOpAbl) SBASETCA 3aKOHO-
MEPHbIM, HO PEeaKUM OC-
NIOXXHEHNEM MUKCOMATO3HO
nameHeHHoro MNMAK [240].

3.2.5. JleueGHaga Tak-
THMKa

Mponanc AoK Tpebyet
KOPPEeKLMM TONbKO Npu no-
asneHun Taxenon AoP ¢ co-

OTBETCTBYIOLLEN CUMMNTOMA-
TUKOM WNN CUCTONINYECKON
anchyHkumen JIXK (I knacc)

(puc. 39 nTabn. 13) [7, 246]

Taxenaa AoP

(ctapum C n D)

AopTansHas peryprutauus

Mporpeccupytowan AoP

(ctapus B)

CumMnToMHas
(crapus D)

BeccumnTomHas
(ctapus C)

®B JIK <50%
(cragus C2)

Onepauus
Ha cepale
no Apyrum
npu4MHam

®B >50%
KOP XK
>65 MM
Huskuin
onepaLVoHHBbI

®B 250%
KCP DX >50 Mm
(crapumsa C2)

A 4

Onepauua cepgua no gpyrum
npuymHam

®B >50%
KCP<55 mm
KOP JIXK <65 mm

puck
aa
Y Y
MpAoK MpAoK MpAoK Mepuognyeckoe MpAoK
(KP=1) (KP - lla) (KP —1Ib) HabniogeHve (KP = lla)

Puc. 39. TakTuka BeAeHNS NaUNEHTOB C XPOHNYECKOW aopTasnbHOM peryprutaumen
CokpatyeHusi: AoP — aopTanbHas peryprutaums; KOP JIK — KOHEYHO-AnMacToNMyecknin paamep
nesoro xenyaoyka; KCP JIK — KOHEYHO-CUCTONNYECKNI pa3Mep IEBOMO XeNyao4Kka;

JIK — neBebiii xenynovek; OP — 06bem peryprutaumu; NpAoK — npotesnpoBaHne aopTasbHOro
knanaHa; B — ppakuumsa Beibpoca; PP — ppakunsa peryprutaumm; KP — knacc pekomeHgaumi
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Tabnuua 13
Moka3aHus K XMpypru4eckomy Jsie4eHuio
NpU XPOHUYECKOW aopTasibHO peryprutauum

XapakTepuctuka naumneHTos Knacc @ B)Q:{?;b
MpAoK nokasaHo CMMNTOMHbIM NaUMeHTaM I B

C Tskenon AoP He3aBMCKMMO OT COCTOSHUA
cucTonuyeckon dyHkummn JIX (ctagusa D)

MpAoK Takxe nokasaHo 6€CCMMNTOMHbLIM I B
nauneHTam c XpoHWYecKoi Tskenoin AoP
1 cuctonuyeckon amcdyHkumen JXK (OB JIXK
<50 %) B cocTostHuM nokos (ctagus C2),
€CNK APYTUX NMPUYMH TaKoN ANCHYHKLUN HeT

MpAoK pekoMeHA0BaHO MauMeHTaM C TSXenon I C
AoP (ctagus C unu D), ecnv um nnanHupyetcs
ornepaums Ha cepaLe rno ApYyruMm rnoxkasaHuam

MpAoK LenecoobpasHo BbINOAHATL Heccnm- IIa B
NTOMHbIM NauueHTam npu Tsxenon AoP

C HOpPManbHOW CUCTONIMYECKOW DyHKUMen JIK
(®B X 250 %), HO C BblpaXkeHHoOI AnnaTa-
uuen JIK (KOHEYHbIN CUCTONNYECKMin pasmep
JIK [KCP JIXX] >50 MM Mnn MHAEKCUPOBAHHbIN
KCP JIXX >25 mMM/M2) (cTagms C2)

MpAOK MoxeT 6biTb BbINOJHEHO MNaLMeHTaM IIa C
C yMepeHHoW AoP (cTtagusa B) Bo Bpems xupyp-
rMYeckoit onepauuuM Ha BOCXOAALIEN aopTe,
MUTPasibHOM KfianaHe uan npu aopToKopoHap-
HOM LUYHTUPOBaHWK

MaoK MoxeT 6bITb BbINOAHEHO Yy HeccuMnToM- IIb C
HbIX UL, Npy TsXkenoi AoP C HOpManbHOM
cucTonmyeckon gyHkumer JXK B nokoe

(®B =50 %, ctaams Cl1), Ho C nporpeccupy-
rowler Tskenon aunataunen JK (KOHeuHbIv
anacronuyeckui pasmep JXXK >65 mm), ecnm

OMnepaLoOHHbIN PUCK HU3KWUIA

MpumeyaHme: @ — knacc pekomeHjaumii; ® — yposens noka-
3aTesIbHOCTU.

CokpatyeHusi: NpAoK — npoTe3npoBaHMe aopTanbHOro Kna-
naHa, AoP - aoptanbHasa peryprutauus; KCP JIK — KOHeYHbI
gVICTOJ'IVI'-IeCKVIVI pasmep neBoro xenynoyka; ®B - ppakuns Bbl-

poca.

Onga xupypruyeckon koppekuun MAK ncnonbsyorcs
MeToAMKa niamMkKaumum CTBOPOK, TPUAHIyNsSpHasa pesekums
1 pecycrneHampoBaHmMe CTBOPOK HEMPEPbLIBHLIM LLBOM U3
roprekca. Bce oHM nokasanu xopoLune KpaTko- U cpefHe-
CPOYHblE pedysibTaTbl C MUHUMAJIbHOM MHTparocnmtasb-
HOM CMEPTHOCTbLIO U HU3KOW NOTPEOHOCTbLIO B MOBTOPHOM
onepaumn gaxe npu HaNNYMMU 3HA4YMMbIX COMYTCTBYIOLLMX
nposancoB Apyrux knanaHos cepaua [235].

KJTFOYEBBIE MOJIOXKEHU4A

® Benyuleli npuymHon nponabupoBaHms cTBopok AoK
asnsatoTca HHCT.

® OxoKIr-gmarHoctuka MAK BkoYaeT TPU OCHOBHbIX
npu3Haka: BU3yanm3aumio CTBOPOK KjlanaHa HUXe YPOBHS
KOJbLLa a0pThbl BO BPEMS ANACTOJ1bl; 9KCLEHTPUYHOCTbL CTPYU
AoP B NpoTMBOMNONIOXHOM HarnpasneHun oT nponadbupyto-
eV CTBOPKM; YMEHbLUEHME OJINHbI KoanTauum CTBOPOK AoK.

® Jina nponanca AoK He paspaboTaHbl HOpMaTKBbI
TOJILLMHBI U ANMHBI CTBOPOK, KOTOPbIE MO3BONAUAN Obl He
TONBKO C MOMOLLbIO BU3YaNbHOM OLEHKM, HO U KOnunye-
CTBEHHO CyauTb O HaNN4YnUu UnNu OTCYTCTBUM MMKCOMATO3a
CTBOPOK.

® [Mponanc AoK B otcyTtcTeme amnatauum KA asnsaet-
CSl OQHOM N3 YacTbIX NPUYMH pa3sutus AoP, HO TpebyeT
KOPPEKLMN TONBbKO NPUY NOSIBAIEHNM €€ TSXKENO0W CTENEHN C
COOTBETCTBYIOLEN CUMNTOMATUKON U CUCTONIMHECKOMN
ancoyHkumen JIXK.

3.3. Mponanc TpukycnuaanbHOro KsianaHa

3.3.1. AHaTOMUS U 3TUONATOreHe3

TpukyCcnuaanbHbI KnanaHHbIN KOMMAEKC BKKOYAET B
cebs Tpyn CTBOPKM (NepeaHIo, 3afHI0 U CenTasbHYo),
XOpAbl, NANUANSPHbIE MblLLbI, GUOPO3HOE KOMLLO N MU-
oKapz, npasBbIX OTAEN0B cepaLua.
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OcobeHHocTblo cTpoeHus konbua TKK sensetcs ero
CNIOXHasa TpexmMepHasi CTPyKTypa — annuncovaHas ¢op-
Ma ¢ 6oJiee HU3KoNexallym 3agHecenTanbHbIM (6nrxe K
BepXyLUke) n 6onee BbICOKONEXalMm rnepeaHecentaib-
HbIM y4acTKoMm (puc. 40) [247].

MM Mpasoe
6| PeAcepane

Puc. 40. TpexmepHasa mogens konbla TKK [237]: A — nepegHuii
CermMeHT Konbua; L — natepanbHbll CEFrMEHT KOMbLA;
P — 3agHMin cermMeHT KobLa; S — cenTasibHbliA CErMeHT KOoJbLia

Mpu nponance konbuo TKK pactarmBaeTtca npevmy-
LECTBEHHO B CeNTasibHO-NaTepasibHOM HanpaBieHUu u
npu aToM NpnobpeTaeT 6onee okpyrnyo dopmy. CTeneHb
avnatauym konbua TKK npu nponance BbipaxeHa gaxe
6onblle, YeM MPU JIEFOYHOW FUMNEPTEH3UN U ULLEMUYE-
CKOW TPUKYyCNMOanbHOM peryprurauum.

Mpn MNTK cTBOpKM MOryT ObiTb YAJIMHEHBI, NPU MUK-
COMaTO3HOWM [AereHepauMm — yYTOJWEHbl, N3ObITOYHbI.
Yaue HabnogaeTcs nponanc nepegHein, camoin 60s1bLLIO
CTBOPKU. pebeHyaToe CTpoeHne 3afHen CTBOPKM CMo-
coBCTBYET nponancy Aaxe npu oTCyTCTBUN MUKCOMATO3-
Horo nepepoxaenus [250, 249].

MunKCOMaTO3HO M3MEHEHHbIE CTBOPKM acCoLMNpOBa-
Hbl C YOJIMHEHVEM XOPA,, KPeneHne KOTOPbIX OYEHb Bapu-
abenbHo [248, 249]. Jo 50 % cnyvaeB xopAbl NepeaHen
MbILLLbI KPENATCS TONLKO K NepeaHeit CTBOpKe. JJononHu-
TenbHble Xxopabl K ctBopkam TKK MOryT otxoamtb OT CBO-
6oaHoi cteHkm MK n mogepatopHoro Tsxa [250].

B HacTosee BpeMsl HET JaHHbIX O POJSIN CaMOCTOS-
TeNbHbIX FEHHbIX JIOKYCOB B popmumposaHum MTK. OH mo-
XeT OblTb OAHUM M3 YacTHbIX NposiBneHnii HHCT (npexae
Bcero cuHapoma MapdaHa), conytcteoBaTh NMMK [236,
238].

3.3.2. PacnpocTpaHeHHOCTb

PacnpocTtpaHeHHocTb MTK, no gaHHbIM psaa 60bLIKX
ayTOMNCUMNHbLIX WUCCNefoBaHU, COOTBETCTBYET TaKOBOW
npwn NMMK n coctasnget ot 0,3 go 3,2 % [251, 252]. Cpe-
O NAaUMEHTOB C M30NMPOBAHHOM TPUKYCNUOAIbHOW He-
poctatoyHocTbio MTK no gaHHbIM ayToncum coctaenseT
16 % cnyyaes [253], cpean My>HnH NPU3bIBHOMO BO3pac-
Ta-7,7% [252].

Mo panHbiM IAxOKT, MTK Takxe yawe guarHocTMpyeT-
csa B accoumaumm ¢ NMMK (go 50 %) [238, 254]. Bosneue-
HMEe B Npouecc MMkcomMato3Honm aereHepaumn TKK npu
nepsuyHomMm MMK pocturaet 33-40 % [255]. Y nesyliek
MTK BCTpeyaeTcs B TpM pasa yalle, 4eM y toHoLen [254].

M3onnpoBaHHbii MTK MOXHO cymMTate OTHOCUTESIbHO
peokum IAxoKr-peHomeHoM. [laxe npu UCnosib30BaHUU
MWHUMasbHOIO AMarHOCTUYECKN 3HA4YMOro YPOBHS NPO-
nabupoBaHus no aHanorun ¢ NMMK — nporndaHns CTBOPOK
6onee 2 MM — pacnpoctpaHeHHocTb MNTK B nonynsauun
1L, MONOAOro Bo3pacTa He npesbiwaeT 1,7 % [1, 256].

3.3.3. 9xoKr-guarHocTuka

Mpn TTOxoKI nponanc TKK puarHOCTUMpYylOT npu
apKOBUAHOM CMeLLeHnn cTBOPOK TK Bbille ypOBHS ero
KOsbLA B TPEX MO3ULUAX: MapacTepHaNbHOM, anMkanbHOMN
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1 cybkocTanbHOW. MIcnonb3yloT YeTbipexkaMmepHble ce-
YeHVs ANa anvkanbHOM M CcyOKOCTasllbHOM MO3ULMA U1
ceydyeHuns no KopoTkor ocu AoK napacTtepHanbHOM 1 cy6-
KOCTaNbHOM MNO3UUUIA ONs BU3yanm3auum nepegHen um
cenTanbHOM CTBOPOK TK (puc. 41).
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Puc. 41. 2D- n 3D-9xoKI Busyanuzauyusa TKK:
A — napacTepHanbHas Nno3nums no ANNHHON OCK;
B — napacTtepHanbHasa no3uLms no KOPOTKOW OCK Ha YpoBHe AoK;
C — anukanbHas 4YeTbipexkamepHas no3nums;
D - cybkocTanbHbI AOCTYN. A — NnepeaHsas CTBOPKA;
S — cenTanbHag cTBOpPKA, P — 3aaHAs cTBOpKa [248]

BbiBeoeHme napacTtepHasnibHOM No3vuvm 4JIMHHOW OCKU
npuToyHoro otaena MNX gocturaetcsa HakKNOHOM Aatymnka
OT CTaHZ4APTHOro napacTtepHasbHOro CeYeHus No OJINH-
HOM ocu JIK BHM3 n meguanbHO C OOHOBPEMEHHOM poTa-
uMen patymka no yacosown ctpenke. CeyeHne npoxoauT
yepes Bbicokonexatuye Toukn TK.

Mpy MCNoNb30BaHUM YETbIPEXKAMEPHOrO BEpXyLUey-
HOro cevyeHus (puc. 42), NNOCKOCTb KOTOPOro NpOXoamT
yepes Hu3konexawye Todku konbua TK, noBbiwaeTcsa
BEPOATHOCTb JIOXKHOMONOXUTESNIbHOIO 3ak/toYeHUs O Ha-
anynm MTK.

Puc. 42. Mponanc MK n TKK. Y o6oux knanaHos
nponabupyet 6onee ogHo cTtBopkn (TTOX0KT,
anvikanbHas YeTblpexkamepHas no3nums)

PekomeHayeTcs ncnonb30BaTh BCE AOCTYMHbIE U MaK-
CUMasnbHO nepneHaukynspHole konbuy TKK ceyeHuns n3
BO3MOXHbIX OMUCaHHbIX SOCTYMNOB AN YBEINYEHUS Cne-
LUMDUYHOCTU 1 UCKIIOYEHUS runepamarHocTukm NTK [216].

Ounataumn konbua TKK cooTBeTcTBYET AnameTp 60-
nee 35 MM WM MHOEKCUPOBAHHbLIN AvaMeTp 22 MM/M2.
Y B3pPOC/bIX B HOPME €ro KOHEYHbI CUCTONNYECKU Ana-
MEeTpP HE JOMKEH NpeBblwaTth 28+5 mm [248].

[Onsa oueHkn peryprutaumm Ha TKK (B 6GonbLUMHCTBE
Cny4aeB OHa fierkas n He KOPPENNPYET C BbIPaXKEHHOCTbIO
nponanca) LUBETOBOE [JOMMJEPOBCKOE UWCCefoBaHne
cnenyet NPOBOAUTb Kak MUHMMYM B ABYX OPTOrOHAJIbHbIX
ceyveHunsx [216] ¢ nCcnonb3oBaHNEM CTaHOAPTHbIX U3Me-
peHun n pacyeTtoB. IPDEKTUBHOCTb KONNYECTBEHHBIX
METOAMK MOXET ObITb OrpaHM4yeHa BCNeACTBNE BblPaXKeH-
HOW 3KCLEHTPUYHOCTN CTpymn peryprutaumm MNTK, MHOXe-
CTBEHHOCTU 1 Pa3HOHAMNPaBNIEHHOCTM ee MOTOKOB.

MorpaHn4yHO yMepeHHass 1 Taxenas peryprutaums
Ha TKK noaTreepxpaeTcs BbISBNEHMEM pPEeTpOorpagHoro
KPOBOTOKA B CUCTOMY MPU UMMY/IbCHOM OOMMIEPOBCKOM
MCccneaoBaHMmM NeYEHOYHbIX BEH U CNYXNT ouddepeHum-
aNbHO-AMAarHOCTUYECKUM MPU3HAKOM TSXXKECTU TPUKYCMU-
OanbHOM HeaoCTaTO4YHOCTU [257].

MNMospgHecucTonuyeckas TpuKycnuaanbHas perypru-
Tauus He ABASETCS NAaTOrHOMOHUYHBIM NpmM3Hakom MNTK n
MOXeT HabnoaaTbCs y 340PO0BbIX NnL, [242].

OxoKTI-guddepeHumanbHblii guarHos npu MNTK Bkto-
YaeT cneayolme HO300rMn: Manble GopMbl aHOMaNUN
O6LwTerHa, TpaBMaTM4Yeckoe NMoBpeXAeHME KianaHHOro
annapata TK, aputmoreHHas gncnnasumsa MK [258].

Mpun MTK ¢ MmkcomMaTo3om NnpoBoanTCcs andanarHos ¢
anpokapauTom TKK (puc. 43); kapumHouaHo 60ne3HbI0
cepaLua; peBMatmnyeckoi 60ne3Hblo cepaua; NeKapCTBEH-
HO-VMHAOYLMPOBAHHOW CEPAEYHON BaNbBYIONATUEN.

Puc. 43. IHdeKUuMOoHHbIN aHpokapauT TK,
MMUTUPRYIOLWMIA «NCEBOOMMUKCOMATO3»

[Mpn HepJoCTaTOYHOM TPaHCTOpPakanibHOM BU3yanu3a-
UMM B CNOXHbIX AnddepeHumanbHO-ANarHOCTUYECKNX
cny4asx n nepep onepaTyBHbLIMU BMeLLATENbCTBAMU UC-
nonbdyetcsa 2D-YM3AxoKIm n 3D-4YMN3xoKI B pexume pe-
anbHOro BpemMeHu [257]. NocnenHas, B OTAn4mne OT opyrux
nocTtynoB n metoauk 9xoKI, no3BonseT of4HOBPEMEHHO
BN3yanu3nposaTtb BCe Tpu CTBOPKK TK.

3.3.4. KnuHnyeckue nposiBneHusa

Y naumenTtoB ¢ MNTK xanobbl NosABAAOTCSA Npu pas-
BUTUWN BbIPAXXEHHOW M30JIMPOBAHHOW TPUKYCNUAAbHOM
HEeLOCTaTOYHOCTU M HOCAT Hecrneumdurnyeckmin xapakrep —
ObICTpast yTOMJIIEMOCTb, CNabOCTb, CHUXEHME TONIePaHT-
HOCTU K pur3unyeckon Harpyske [259]. B otnnume ot na-
umeHToB ¢ NMK cumntomHasa XCH npu MNMTK passuBaetcs
nosxe, HO ¢ BOJbLLE YAaCTOTOM HEBPOJIOTMYECKON CUM-
NTOMATUKN U HAOXKENYA04KOBbIX HApYyLLEeHUn puTma [260].

AyckynbTatmBHaga kapTuHa npu MNTK TpygHooTAn4mMma
o1 TakoBol npu MNMMK. CUCTONMYECKMIA KITUK U CUCTONU-
YeCKMA LWYM CMELLAIOTCS KO BTOPOMY TOHY Cpasy nocne
rnybokoro Booxa unv npucegaHus, Torga kak npu NMK
LaHHbIEe N3MEHEHUNST NPOSIBNSIOTCS NNLLb MOCNe HECKOb-
Kux yaapos cepgua [233].

Mponanc TKK MoxeT npoTtekaTtb kak 6€3 CyLLLECTBEH-
HbIX CUCTEMHbIX MPOSIBNEHUNM, Tak U C BblPaXEHHLIMA
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npr3Hakamu BOBNEYEHUS COeAMHUTENbHON TKaHW. Takne
nauneHTbl MOryT MMeTb aCTEHMYECKOE TEeN0C/IOXEHME,
HU3KNIA VMHOEKC MacCbl Tena, HeAOCTaTO4HO Pa3BUTYHO
MycKynaTtypy. HapyLueHuns Tepmoperynsaumm 1 Beretatma-
Hast AMCHYHKLNSA HEPeaKo BeayT K NosiBAeHnio 61eaHOCTH
1N MPaMOPHOr0 PUCYHKa KoXu. Hanbonee xapakTepHbiMin
N3MEHEHUAMN CKeneTa SABASIOTCA apaxHOAAKTUAWS, ap-
KkoBMaHoe Hebo, BOPOHKOOOpAa3Hasa nnn KunesuaHasa ne-
dopmaunn rpyaHon KneTkn. HacTo BbIABAAIOTCS passnivy-
Hble HapyLLUEeHWs OCaHKK, ckonnoTuyeckas gedopmauns
NMO3BOHOYHMKA, KPbIIOBUAHBLIE NTONATKM U MNJIOCKOCTOMNME,
a TaKke CMHAPOM NPsMoi cnuHbl [260, 261].

3.3.5. TeyeHne n NPorHo3

TeyeHne HemumkcomaTo3dHoro MTK cymTaeTcs OTHO-
cuTenbHo 6naronpuaTHeIM. Mpy JaHHOK NaToONOrMmM pUckK
bOpPMNPOBaAHNA TSXENON TPUKYCNUOANbHON HepocTa-
TOYHOCTU, TPEDYIOLLEN XUPYPIrNUHEeCKON KOPPEKLUU, HUN-
30K. lNporpeccupoaHmne mmukcomatosa TKK moxeT npo-
TekaTb B pamMkax OCHOBHOro 3abofieBaHusi, Takoro kak
cuHpgpom MapdaHa, mukcomaTo3Hbin MNMTK, ¢ popmmpo-
BaHMEM 3HAYMMOWN TPUKYCNNAANbHOM HEAOCTAaTOYHOCTHU,
KoTopas 6e3 COOTBETCTBYIOLLEN KOPPEKLUN MOXET CO
BPEMEHEM MPOrpeccmpoBaTb, NMPUBOAS K YTAXKENEHUIO
CUMMTOMATUKN [262].

TaxecTb TPUKyCnMaanbHOW peryprutaumm sBnsgeTcs
MapkepoM XyZALlIen BbIXMBAEMOCTU NALWEHTOB BHE 3a-
BMCUMOCTUM OT APYrvx nokasartenen, Takmx kak, Hanpu-
Mep, dpakumnsa Beibpoca JIXK [259]. B otnnume ot NMMK
13-3a OTCYTCTBUS PETPOCMEKTUBHbLIX U MPOCMEKTUBHbIX
3NUAEMUNONOTMYECKNX NUCCNEef0BaHN He pa3paboTaHbl
KpUTEPUN, OCHOBaAHHbIE HA Mopdonornn cTteopok TKK,
KOTOpPbIE MO BObl CNYXUTb ANs cTpaTuduKaLmm pucka
npu MNTK.

BbipaxeHHbI (MukcomaTo3Hbli) MTK moxeT ObiTb
Mapkepom ©Oosiee TSXKEeNoro MnopaxeHus KianaHHOro
annaparta npu HHCT (B yacTtHOCTW, Npu cuHpgpome Map-
¢aHa) n 6onee NAOXOro NPOrHo3a Npu COMyTCTBYIOLLEM
MMK [260].

3.3.6. JleueHune

Bonpocbl Tepanun npu MTK otoensHo He pa3pabo-
TaHbl [263] (ACC/AHA, 2006). Mpun MNTK ¢ npodwunak-
TUYEeCKOr M nevyebHOl Uenbild MOryT MCMOJIb30BaThCH
npenaparbl, BAMsioWmMe Ha MeTabonnam coeguHUTENb-
HOW TKaHW. Xupyprmyeckasa Koppekumsa BO3MOXHA NnLUb
NPV HANNYUKN TIXKENON TPUKYCNMOANBHON peryprutaumm
[264] (pekomeHpaumn ESC/EACTS, 2012) B codyeTaHuu
C COOTBETCTBYyOLLEN cumnTomMaTmkon (lla knacc) n/mnm
HEOOXOAMMOCTbIO KOPPEKLMM NATONIOMMM MUTPaNIbHOIO
knanaHa (I knacc). Hanbonee 4yacto UCnosnb3yTCs pas-
NNYHbIE BapuaHTbl aHHynornnactukn TK, no3eonsiowme
YMEHbLIUTb ANAMETP KOJfbLa U TEM CaMbiM YIYYLINTb
CMblkaHne cTBoOpok TK [236].

KJIKOMEBbBIE MOJIOXKEHU4A

® Ocob6eHHOCTM aHaTomuyeckoro ctpoeHus TKK sB-
NSI0TCSH CAMOCTOSATENbHLIMY (pakTopamMu, CnocobCTBYIO-
wrmMmr GopMUPOBaHMIO €ro npoJsanca.

® [1TK B UENOM OTHOCHAT K OTHOCUTENbHO pPeakmm
OxoKI-dbeHoMeHaM, KOTOPbIN Yalle ANarHoCTUPYEeTCS B
accoumaumm c NMK.

B B HacToslLee BPeEMS OTCYTCTBYIOT KPUTEPUU MOP-
donornyecknx nameHeHnn cteopok TKK, kotopblie mor-
1 6bl CNYXUTb A1 CTpaTudUKaunm pucka npu ero Npo-
nance.

m OxoKI-gnarHoctuka MNTK 3aTpyaHeHa n3-3a HeEBO3-
MO>XHOCTW BU3yann3aumnm n3 CTaHaAapTHbIX CEYEHUIN BCEX
Tpex CTBOPOK OAHOBPEMEHHO.

® HemumkcomaTto3Hbli MTK npn OTCYTCTBMN YMEPEH-
HOM UNN TSXENOW TPUKyCnuaanbHOW peryprutaumm, no
aHanorum ¢ NMMK, MoxeT 6bITb OTHECEH K KAaTeropum HU3-
KOro pucka.
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3.4. MNponabupoBaHue KjanaHa JIero4yHou aprte-
pumn

3.4.1. OOGwue cBegeHus

B HacTosILWee BpeMs Nponanc knanaHa ero4yHom apte-
pun (MKJ1A) He NO3ULMOHMPYETCHA Kak CaMOCTosTeNbHas,
KJIMHMYECKN 3HaYMMas KianaHHas natonorus. Habnwopa-
etca MKJ1A npenMyLLEeCTBEHHO NPY MUKCOMATO3HOM aere-
Hepauuun NoNynyHUi 1 Yawe GopMUpyeTCs Kak CoOnyTCTBY-
lollee COCTosHME NMpU Kakom-mbo moHoreHHom HHCT,
Hanpumep npu CM nnbo npu cungpome NMMK [244].

3.4.2. PacnpocTpaHEeHHOCTb

CeneHuns o pacnpoctpaHeHHocTu MKJ1A HemHorovmc-
NieHHbl. B obuwel nonynsuun nponabupoBaHne CTBOPOK
KnanaHa neroyHor aptepuun (KJ1A) He npeBbiwaeT 0,5 %
[1, 252]. YacTtoTta OxoKI-gmarHocTnkn nponanca cpeauv
MY>X4YMH MONOAOro Bo3pacTta gocturaet 4,2 % [265]. Mo
JAaHHbIM ayTOMNCUNHBIX UccnenoBaHui, npm Hanndmmn NMK
BOBJIEYEHNE B MPOLECC MWUKCOMATO3HOW AOereHepaumnn
nynbMoOHanbHoro knanaHa gocturaet 10 % (6e3 ero KnnHu-
4YeCKUM 3HAYUMON NPUXKUSHEHHON AnchyHKumn) [244, 233].

3.4.3. 9xoKl-gunarHocTtuka

TpaHcTopakanbHas oueHka KJIA 3aTpyaHeHa Bcnea-
CTBME psOa NPUYUH: MJIOXOE aKyCTMYEeCKOoe OKHO M3-3a
Y3KNX Mexpebepuin n HaCNOEHUS NEeroYHOM TKaHW; MEHb-
was, no cpaBHeHuto ¢ AoK, TonwmHa cteopok KJ1A; Bo3-
MOXHOCTb OLHOMOMEHTHOW BM3yanu3auum TOJbKO Of-
HOW UM ABYX CTBOPOK KJlanaHa u3 Tpex.

CrangaptHo OxoKI-guarHoctuky MNKJ1A BbINOAHAOT B
napacTepHasibHOM AOCTYrMe B CE4EHNN MO KOPOTKOM OCK Ha
yposHe AoK. 1nsa npaBuibHOM guarHoctmku MNKJTA nosvums
DOJIXHA ObITb MaKCUMaTbHO NPOLOAbHOM MO OTHOLUEHMIO K
JNIErOYHON apTepuun 1 BbliHOCALLEMY TpakTy DK, a agrnacto-
nmyeckuii Nnporn6 B BbIHOCALWMIA TpakT MK — cTporo nep-
neHankynsipHelM  GnbposHoMy Konblly. Cy6kocTasbHbIN
[oCTyn B ceveHnn no kopoTkor ocn AoK nnmn 3D-3xoKTI no-
3BONSET NOJYYNTb AOMOMHUTENBHYIO MHOPMaLmio [266].

Mpwn YMN3xoKI oueHka 3aTpyaHeHa OTAaneHHoCTbio KJITA
OT BbICOKOYACTOTHOrO AaTtyMka 1 PacrnofioXXeHneM KosbLa
KJ1IA napannenbHO HanpasieHWUIo YbTPa3BYKOBbIX Jy4en
[266, 258, 267]. Nlyswunmn gnsa oueHkun MKJTA asnsoTca
cneayowme no3nuun: TpaHcracTpasbHbIA AOCTYN B ceve-
HUWN BblHOCAWeEro Tpakta MK, foctyn n3 cpegHen 4actum
nuwiesoga C Bu3yanuaaumen NPUTOYHOrO U BbIHOCSILLENO
otaenos X n noctyn n3 BepxHen 4acTn NuWEeBoaa B ce-
YeHUn ayru aopTbl MO KOPOTKOWM ocu (puc. 44 A, b, B) [267].

MynemonansbHasa peryprutaumsa npu MNMKJIA xopoLo Bu-
3yann3npyeTcsl Npu TPAHCTOPaKaabHOM UCCIeA0BaHNM 32
cyeT 61M30CTU K AaT4MKY, PEAKO AOCTUraeT YMEPEHHOM
WU TSXKENOW CTENEHN. B pexxurme LBeToBOro onnaepos-
CKOr0 mnccneposaHus nerkasi HegoctatodHocTb KJ1A xa-
pakTepunadyeTtca orpaHnyeHremM ao 10 MM LWMPUHbBI NOTOKa
peryprutaumu, B peXMME HenpepbIBHOro Jonnnepa — HN3-
KO CKOpPOCTbIO 3amenjieHnss u cnaboii niaoTHOCTbIO Mo-
Toka. PyHKUMOHaNbHas, Nerkoi CTeneHn, peryprutaumus
nmMmeeTcs 'y 60/bLUMHCTBA JINL, C HemameHeHHbIM KJTA [257].

Peryprutaumsa Ha KJTA MoXeT ObITb 06yCIOBNIEHA BPOXK-
[EeHHOM aHoManmen, korga UMeIoTCS He Tpu, a BE U Ye-
Toipe cTBOpkM KJTA. B atnx cnydaax TTIOxoKI™ n HM3xoKT,
pononHeHHble 3D-39xoKI, nossonsioT anddepeHumpo-
BaTb aHOMasMM KOJIMYECTBA CTBOPOK (OMKyCnvaasbHbINA
nnu keagpukycnmpaneHbin KJTA), xapaktep nx OBUXKEHMUS
(kyrnonoobpasHoe 1nm nponanc), 0COOEHHOCTU CTPYKTYPbI
(rvnonnasuvs, gucnnasus nnm nosiHoe otcyrtctaeme KJ1A).

MukcomaTo3 cTtBOpok KJIA C nX BblpaXeHHbIM yTOs-
LWeHneM, nponabupoBaHMEM U YMEPEHHOW WU TsxKe-
non HepocTaToyHOCTLIO KJIA BO3HMKaeT KparHe penko.
B atom cnydae guddepeHumanbHblii gUarHos, Kak 1 B
cnyyae nponanca TKK, cneoyet npoBoanTb C KapUUHOWLA-
HbIM CUHOPOMOM, MHPEKUNOHHBIM SHOOKAPANTOM U PEB-
MaTtumyeckon 60se3Hblo cepaua [266].
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Peryprutaumsa Ha KJTIA BO3MOXHa Npu gunarauum ne-
ro4yHOM apTepun (Hanpumep, AMameTp cteona JIA>23 mm
y B3pOC/bIX NauneHToB) [268], koTopas yacTto Habnoaa-
etca npu CM, ogHako He nMeeT cneunduyeckoro 3Have-
HVSA N5 3TOro AnarHosa.

3.4.4. KnuHu4yeckoe Te4eHue 1 NporHos

Mponanc KJIA He BHOCUT NPakTUYECKU HUKAKNX U3-
MEHEHWI B KIIMHNYECKYIO KapTuHY Kak npy HHCT, Tak ny
NpakTUYeCcKn 300POBbIX JILL.

[MosiBNEeHme 3Ha4YMMOM NyNbMOHAIbHON peryprutauym
npwu MKJ1A yawie 06yCcnoBAEHO MHLIMU NPUYMHAMU, HANPU-
Mep gunartaumen nerodHon aptepum npyu CM [269]. Bme-
cTe c TeMm gunataums JIA He BK/IIOYEHA B CUCTEMHYIO OLEHKY
CM, nockonbky OCIOXHEHWSI CO CTOPOHbI JTA BCTpeyaloTcs
nocTaTtoyHo penko. Kpome Toro, Heobxoaumbl AanbHEN-
Line UCCnefoBaHNs oist YTOYHEHUST MOPOrOBbIX 3HAYEHWUIA
ounatauum J1A u ee gMarHOCTUYECKOW 3HAYVMOCTMW.

[axe BbIpaXeHHbIE MWKCOMATO3HblE W3MEHEeHUs1 C
rnybokmm nponabupoBaHMeEM U 3HAYMMOW HepocTaTou-
HOCTbIO MYSIbMOHAJIbHOMO KfanaHa peako NpUBOAST K Cy-
LLEeCTBEHHOMY YXY[LLIEHUIO KA4eCTBa XN3HW, 0OYCNOBNEH-
HOMY Pa3BUTMEM CEPOEYHOM HeJoCTaToO4HOCTHU [244].

AyCKyNnbTaTUBHO HenocTato4yHOCTb KJTA mMoxeT npo-
ABNATLCS OcnabieHnem BTOPOro TOHa 1 ANacTONIMYECKMM
LIYyMOM B ero npoekumn [233].

3.4.5. JleueHue

MaumeHrTsl ¢ MKJA HyxxpatoTca B npoeneHunn IxoKr -
MOHUTOPUHra 3a pasmMepom n oyHkumen MK ¢ uenbto
onpeneneHnst onTUManbHOr0 BPEMEHN BO3MOXHOIO Xu-
pypruyeckoro BmellaTesnbcTBa (npotedmpoBaHus KJ1A)
[266, 270].

KJTKOYEBbIE NMOJIOXKEHUSA

® [TponadbupoBaHune KJTA B kadectBe CAC nmeeT 6na-

Puc. 44. Busyannzauusa KJ1A npu YMN3OxoKr: A — n3 cpegHero
oTAaena nuwesoaa; b — n3 BepxHen 4acTu NMLLEBOAA B CEYEHUN

MO KOPOTKOM OCM AYr a0pThl; B — M3 TPaHCracTPanbHOro ronpuAaTHOE TeYEHME U He BAUSET Ha MPOrHO3 OCHOBHOIO

[ocTyna (CTpenkoi nokasaHa peryprutauus). LA — nesoe 3aboneBaHus, B PaMKax KOTOPOro OH pa3BMnBaeTCA.
npencepave, RA — npasoe npeacepaune, RVOT — BbIHOCALLMIA ® OxoKl-gocTtyn n Bmu3dyanmsaums ctpyktyp KJ1A 3a-

TpakT NpaBoro xenyaoyka, PA — nynbmoHanbHas apTepus, TPyAHEHbl BBUAOY OCOOEHHOCTElM ero aHaTOMUYEecKOoro

PV - knanaH nero4Homn aptepun, ATVL, PTVL - ctBopku TKK pacnonoXeHusd N CTPOEHUS.

4. ACUMMETPUA TPEXCTBOPYHATOIO AOPTAABHOTIO KAANMAHA

Aorta

BaETCH Kak MOrpaHN4HOE COCTOSIHNE MeX Ay HOPMOW, K KOTO-
pown cnegyet OTHOCUTb HOPMasbHbIN TpexcTBopyaTtbii AoK,
1 BHOW aHOMaJIMEN, NPOABAIOLWENCA OOHO-, ABYX- U Ye-
TbIPEXCTBOPYATLIM a0pTasbHbLIM KlanaHom [271-276].

4.2. HopmanbHaga aHaTtomusa AoK

HopmanbHaa aHatomua TAK npepcrtassieHa Ha
pucyHkax 45, 46.

\&

4.1. TepMmuHonorua u onpegeneHus
AcummeTpus TpexcteopyaToro AoK (ATAK) paccmartpu-
LC

-

N

Puc. 46. AopTanbHbI KnanaH B pa3BepHYTOM BUAE.
MYHKTUPHBIMW IMHUSIMU OTMEYEeHa IMHNSA CMbIKaHUS CTBOPOK.
Mexnay cBO60OAHbIM KPAaeM U MECTAMU KPEMIEHUS KaX A0
CTBOPKM BbIAENSIOT ABE NYHYNsiPHblE 06nacTu, NpeacTasnsiowme
MPOTUBOMOJIOXHbIE MOBEPXHOCTU MeXAY CMEXHbIMU

e

IMETRIC 1 2| IM ETRIC |1 2| | KfanaHamu B 3aKpblTOM COCTOSIHUM. R — npaBasi KopoHapHasi
T T { TTITTTT |I' TTT1 f;lill-i.:l TTTTTT CTBOpPKa, L — nesBasd kopoHapHasa cTtBopka, P — 3agHasa (Hekopo-
A B HapHasi) cTtBopka. Komuceyphl (*) pacnonaraloTcst Ha ypoBHe
CUHOTYBYnspHoro coeauHenus (STJ) aopTsl,
Puc. 45. Mopenb aopTanbHOro knanaHa B 3akpbIiTon (A) N — apaHumeB y3enok, LC — neBblil KOPOHAPHbIA CUHYC,
1 OTKpLITOM (B) nosuumsx. Kaxaas cTBopka NoaynyHHOro LV - neBbili xenyno4ek, RC — npasbiit KOPOHAPHbIV CUHYC,
KnanaHa uMmeeT KapMaHononoGHy0 Gpopmy. Conus — KOHYC KOPOHapPHOro CUHyca,

CTtpenkamu ykasaHbl KOMUCCYPbI [277] STJ — cnHOTYBYnapHOE COeaMHEHNE aopPThl
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Matinskyi hospital

AHaTOMMYECKAS aCUMMETPUS CTBO-
pok AK no ayToncuinHbIM NCCneaoBaHm-
aMBcTpevaeTcsaB 97,5 % cnyyaes [278].
OpgHako pgonyctumas BapuaTUBHOCTb
CTPOEHUSI HOPMasIbHO OYHKUMOHUPY-
IOLWLEero kranaHa onpeaensieTca pas-
Huuen naowaan nonynyHuin go 10 %.
Mpu npeBbiweHnn atoro npeaena ATAK
paccmaTpumBatoT B kadecTBe CAC.

Yauwe nMeeT MecTo YyBeIMYeHne
OOHOro M3 nonynyHWin (HeKopoHap-
Horo — 32 %, NpaBoro KOPOHAPHOro —
36 %, neBoro KopoHapHoro — 17,5 %
cny4daeB). Pexe BcTpe4yaeTcs yMeHb-
LeHne 0OHOro 13 NOJYJTyHUN (HEKOPO-
HapHoro — 3,5 %, NpaBoro KOPOHapPHO-
ro — 4 %, neBoro KopoHapHoro — 4,5 %
cny4yaes) [278].

4.3. PacnpocTpaHeHHOCTb

Mopdonoruyeckasn n IxoKI pacnpoctpaHeHHOCTb ATAK
coctaBnseTr ot 10 go 20 % [1, 14, 279]. Y nuu cTapumx
Bo3pacTHbix rpynn ATAK Bbissnsietcs pexe (14,7 %), 4to ¢
Oonblie BEPOATHOCTbIO 0OYCNOBNEHO TMMNOAMArHOCTUKOM
BCNeACTBME 3aTPYyOHEHU BU3yann3aumm BHYTPUCEPAEUHbBIX
CTPYKTYP Y vL, noxunoro so3pacta [1]. BeposaTHOCTb BbISB-
nerHnsa ATAK Bo3pacTaeT ¢ yBeIMYEHMEM KONNYECTBA BHELL-
Hux npu3HakoB CBCT. B kayecTBe M30AMPOBAHHOM aHOMa-
nMmn BCTpeyaeTcs He 6onee yem B 4 % cnyyaes [279, 280].

4.4. Natodusunonorua n natomopdonoruna

Ha maTtemaTtuyeckon mogenu p[okasaHo, 4YTO 4em
6osiblle pasnmune Mmexay naowaasaMmn aopTasnbHbIX MoJly-
JIYHWiA, TeM Boslee HEPABHOMEPHO pacnpeaesieHa Ha HUX
Harpyska, gocturawowasa kKpanHmx npegenos npu OJAK/
ATAK [281]. MNpn aTOM BblipaXeHHass aCUMMETPUS NMosy-
JIYHWN CNOCOOCTBYET reMOAMHAMMYECKOWN Meperpyske 1
MUKPOTPaBMaTn3aumm aHoMasbHO Pa3BUTON (Hanborb-
Lein) CTBOPKW 1 3arnycKy naTosiorMieckoi Luenm cobbiTuii,
BeOylWMX B utore k GOpPMUPOBAHUIO
6onee paHHero ckieposa 1 KasbLuHO-
3a AK [271, 282, 283].

Kanbumnpunkauma npu ATAK Ha-
CTynaeT mno3xe, YemM MNpu HOPMasbHO
dyHkumoHnpytowem OAK (B nocnea-
HEM cllydae K TPETbEMY N YETBEPTOMY
necarunetuam xn3uum) [229]. Bmecte
C TeM NaTOreHeTUYeCKMe MexaHU3Mbl
kanbunHo3sa npu JAK n ATAK eaunHbl,
4YTO NOATBEPXAAETCHA OOVNHAKOBOW MU-
KPOCKOMMYECKOWN KAPTUHOM NONYYHWUIA
npu kansunduumpyowem cteHode AK
1 kanbuyHo3e JAK [284, 285, 286].

4.5. AunarHocTuka

Onsa amnarHoctuku ATAK paspabo-
TaHbl 9xoKI™ 1 naTtomopdonornyeckne
KpuTepun.

B pononHeHve K MHCTPYMEHTab-
HOMY MCCneaoBaHuio LenecoobpasHo
oueHunBaTb deHoTununyeckme npmaHakm HHCT, ocobeH-
HO Ha npegMeT Map¢daHONAHON BHELLUHOCTU U CKETETHbIX
aHomanun [287].

4.5.1. 9xoKIr-gnarHoctuka

HecmoTps Ha Hanuyne KOMMNbITEPHOW MPOrpamMmbl
OxoKI-gnarHoCTVKM HapyLleHW i NponopLUMOHATIbHOCTH
aopTanbHbIX NonynyHuin (3emuoBckuii 3. B. ¢ coaBT.)
[288], B pyTUHHOW npakTuke AOCTYMNHOM OCTaeTcs MO-
ondouvumpoBaHHaa metoauka no BoiseneHuto ATAK, oc-
HOBaHHas Ha Bu3yanm3aumn AoK ¢ nsmepeHnem gname-
Tpa aopTbl HA YPOBHE a0pTanbHOro GUOPO3HOro KOMbLA
(dao) n paccTossHUS OT NepenHeEn CTEHKM a0PTbl 40 JINHUN
CMbIKaHWS NONYAyHUI (puc. 47).
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Puc. 47. OnarHoctuka ATAK: A — 3KCUEHTPUYHOCTb JIMHUM CMbIKaHUSA aopTasibHbIX
CTBOpPOK B anactony (M-pexum); b — acummeTpus nonynyHuin Aok
(napacTtepHasnibHOe ceveHune No KopoTkon ocun) [1]

Ha OCHOBaHWUM MONYYEHHbIX AAHHbIX PACCHUTbLIBAET-
ca BennymHa akcueHTpucuteta (Ex), xapaktepuadytoLlas
CMeLLEHME NIMHUN CMbIKAHUS NONYAYHUI OT LleHTpa:

Ex =0,5x1dao/B.

JdnarHocTnyeckn 3Ha4MMOM BEANHNHOWN ons Bepudun-
kauun ATAK aBnsieTcsa nokasatenb >1,2.

Mpu TTOXOKI MOXET BO3HMKATb Kak rmno-, Tak u rm-
nepanarHoctmka ATAK uvnm owmboyHas amarHocTuka
OAK. 3TO cBA3aHO C OrpaHuYyeHnem Budyannsauum m3
TpaHCTOpakasbHOro A0CTyna 1U3-3a y3KMx MexpebepHbIxX
NPOMEXYTKOB, OCOOEHHOCTEN PaCMnoOXeHUNs cepala B
FPYLHOM KNETKE WUN MJIOXOM aKyCTUY4ECKON OOCTYMNHOCTU
B aTux cnyyasx He Bcerga BO3SMOXHO NOJSy4UTb KOPPEKT-
Hoe ce4veHuns AoK nnn nsobpaxeHns HeoOXoaANMON YeT-
KOCTW. B HeKOTOopbIX Crydyaax yayyluTb BU3yann3aLlmio
AoK no KopOTKOM OoCcv nNomoraeT MUCroJib3oBaHne cyoko-
cTanbHOro goctyna. B cnydasax cnoxHowm mopdonornm
AoK v npn gnddeperumaummn ATAK n JAK npumeHseTcs
YIM3xoKT (puc. 48).

Puc. 48. YHN3xoKI: A — BapuaHT acummeTpun cteopok AoK npu JAK,

JNINHUS cpaLLeHnst Ha OAHOW U3 CTBOPOK yka3daHa ctpesnkoi (YM3xoKr,
KOpOTKas 0Cb OCHOBaHUA cepaua); b — acummetpusa cteopok AoK (HIM3AxoKT,
KOpoTKas oCb OCHOBaHus cepaua). LA — nesoe npencepamve, LCC — neBasi kKopoHapHas
ctBopka, NCC — HekopoHapHas cTBopka, RA — npaBoe npeacepave,

RCC - npaBas kopoHapHasi cTBopka, PV — knanaH nero4yHoin aptepun,

TV — TpukycnupaneHblii knanaH, RVTO — BbIHOCSLWLMIA TPaKT NPaBOro Xenynoyka

Hanbonee nepcrnekTMBHbIM METOAOM KOJIMYECTBEH-
HOWM OLEHKM BHYTPUCEPAEYHbLIX CTPYKTYpP, B TOM 4uUCIe
ctBopok AoK, sasnsaetca 3D-YMOxoKI. Mcnonb3oBaHne
aBTOMATMYECKOro anropMtMa MOAENNPOBAHUS N KOMU-
YyecTBEHHOM oueHkmn npu 3D-YM3xoKI gemMoHcTpupyet
6onee TOYHbIN KONMMYECTBEHHbIM NMOAXOM, K OLLEeHKEe pas-
Mepa KianaHoB U KOPHS a0PTbl MO CPaBHEHWIO C APYrUMU
OxoKI-metonamum [289].

PexomeHaaunn no 3xoKr-guarHoctuke ATAK

1. M-pexum TTOXOKI: 3KCLEeHTPUYHOCTb IMHUN CMbl-
KaHWs1 aopTasibHbIX CTBOPOK B amactony (Ex>1,2) (uyB-
ctButenbHocTb — 90 %, cneunduryHocTs — 97,3 %) [1].
OnTumanbHas no3muus NO3BOASET 3an0f03pUTb U Noa-



MEAULUHCKUA BECTHUK CEBEPHOTO KABKA3A
2018.T.13. N2 1.2

MEDICAL NEWS OF NORTH CAUCASUS
2018. Vol. 13. Iss. 1.2

TBEPAUTb aCUMMETPUIO CTBOPOK AoK, n3onmposaHHOE
1Mcnosnb3oBaHve He No3BonseT anddepeHumposatTe ATAK
oT JAK.

2. 2D-pexum TTIxoKI: cmelleHne xots Obl ogHOM
n3 komuccyp AoK Ha 1 yac u 6onee ycnoBHoro undgep-
6nata n3 ctBopok AoK B mapactepHasbHOM NO3UUUK MO
KOPOTKOWM ocu Ha ypoBHe AoK. Takoe CMeLLEHNE OLLEHN-
BAETCH Kak BblpaXEHHOe 1 TpebyeT NnoaTBEPXAEHMS Npn
YM3xoKr. JaHHbI pexnm no3BonseT y psga nauyueHToB
onddepeHumposatb Hopmy, ATAK n JAK.

3. 2D-pexum YMIAxoKI: xopowo anddepeHumpyet
ATAK n JAK.

4. 3D-pexum 4YIMOxoKr: aensetca onTMMasnbHbIM B
oueHke ocobeHHocTel mopdonorum Aok.

4.5.2. Natomopdonornyeckas AMarHocTuka

Mopdo-aHatommnyecknm  kputepmem ATAK npea-
naraeTcsl BenuynHa OTHOLLeHUs niowaan ctBopok AK k
nnowaam npoceeTa KA Ha ypoBHe kyianaHHoro ¢pnbposo-
HOro konbLua. BennymHa atoro otHoweHus ot 29 no 37 %
pacueHVBaeTCs Kak BapuaHT HOPMbI, paBHas unn 6onee
38 % — kak ATAK [290].

4.6. KnuHuyeckue nposiBjieHus

KnnHuyeckue nposisneHns ATAK manocneunduyHbl.
3HauYMMO Yalle BbISBASIOT Xanobbl Ha NPEeCUHKOoNasbHble
COCTOSIHUS, CHUXEHME paboTOCNOCOOHOCTH, HapyLLIEHMWS
CEepAEeYHOro puTMa, KoTopble B 60bLUIEN CTENEHU CBA3bI-
BalOT C BeretatneHom ancdyHkumen [291].

AycKkynbTaTuBHble GEHOMEHbI, XapakTepHble AN no-
paxeHus AoK, cnegyeT oxmnaaTtb Npuy NPOrpeccrupoBaHnm
dnbposa, KanbunHO3a MonynyHuin, GopMUpoBaHUN re-
MOAMHAMNYECKM 3HAYMMOWM peryprutauum.

OObeKTUBHOE UCCNeaoBaHWE MO3BONSIET BbIABUTb
BHELLHME NpU3Haku, xapaktepHole ans HHCT (cMm. npu-
3HaKM CUCTEMHOIO BOBNEYEHNSI COEANHUTENBHOM TKaHN).

YacTtoTta BbissBneHus ATAK HapacTaeT no mepe yBenu-
YeHus Ymcna BHewwHux npusHakos CBCT, 4To noaTBepx-
haeTt Hanuvyme B3ammocBsa3n atoli CAC C CUCTEMHbIM

nedekTtoMm coeauHUTENbHOW TKaHW, B OCOOEHHOCTU C
MapdaHouaHbIM peHoTmnom [271, 287].

4.7. TeyeHue n ctpatudumkKaumsa pucka

AcnmmeTpuio TpexcteopyaToro AoK cnenyet paccma-
Tpueatb kak CAC ¢ 4 MTeNbHbIM NaTEHTHLIM NEPUOAOM OT
MOMEHTA BbISIBEHNS A0 KIMHMYECKON MaHndecTauum.

TeueHne ATAK MoxHO cumutatb Gonee GnaronpusaT-
HbIM, YeM JAK, ¢ dopmMmpoBaHMEM HE3HAYNTENBHOW aop-
TaNnbHOW peryprutaumm v MenjeHHbiM pa3BUTUEM Kpae-
BOro Gp1bpo3a n kanbLmMHOo3a NonynyHuin. PopMmnpoBaHus
KanbLMHO3a, NPUBOAALLErO K cTeHO3y AoK, MOXHO OXU-
[aTb He paHee YyeM Ha 5-6 necatnnetTum xmauu [1].

Crpatndukauymio pucka npm ATAK cnepyet OCHOBbI-
BaTb Ha BbIPAXEHHOCTN aCUMMETPUN MOJTYSTYHUIA.

Mpwn passutum Kanbumdbuumpyowero creHosa AoK
nokasaHus K ornepaTtMBHOMY BMELLATENbCTBY Onpenens-
I0TCS cornacHo pekomeHaauuam AHA/ACC (2014) n ESC/
EACTS (2012) [7, 292].

KJTKOYEBbIE NMOJIOXKEHUSA

B ATAK aBnseTcsa pacnpoCTPaHEHHOM aHOManuen, no-
rpPaHMYHON MeXY HOPMOW 1 KnanaHHbIMK nopokamu AoK.

® [Ina gmarHoctnkn n gnddepeHumnanbHonm anarHo-
ctukn ATAK cnepyet ncnonb3oBaTtb TTAXOKI, npu Hanm-
YK NokasaHu aonosiHeHHyo YMN3OxoKI, n3 KoTopbix No-
cnegHsasa B 3D-pexnme aBaseTcs onTUManbHON.

B PacyeT KpUTEepUs aKCLLEHTpUCUTETa CneayeT NpoBo-
OUTb NPV BbISIBIEHUN aopTanbHOW peryprutaumm 6e3 3Ha-
YMbIX MOPGONOrMYECKNX nameHeHn Aok, ncknyas cny-
Yyau SBHO acuMMeTpun nonynyHuin AoK no gaHHeiM IxoKT .

® KnnHunyeckoe 3HadveHne ATAK onpepensetcs pu-
ckom 6osiee paHHEro pasBuUTUS CkiepoaereHepaTmBHbIX
na3meHeHmn AoK, no CpaBHEHWUIO C OTCYTCTBUEM 3Ha4YU-
MOW aCUMMETPUN CTBOPOK.

® Ctpatudukaumio pucka npu ATAK uenecoobpasHo
OCHOBbIBaTb Ha BbIPAXXEHHOCTU aCUMMETPUN NONYNYHWUMA
C JaNibHeNLen KOHKpeTn3aunen JaHHbIX B COOTBETCTBUN
C pesynbTaTaMn Hay4HbIX UICCNeA0BaHNN.

5. BBAMUMOCBSA3U CTPYKTYPHbIX AHOMAAUN CEPALLA

M X KAUHUYECKOE 3HAYEHUE

C yyetom TOro, 4yto CAC aBnfOTCA MNPOSABIEHUEM
CBCT npu HHCT, BO3MOXHOCTb COYETaHMUS Yy OAHOro
yenoeeka Heckosibkux CAC aBnseTcsl 3aKOHOMEPHOMW.
C KIMHUYECKMX MO3ULMIA BAXHO UMETb NPEACTaBfEHUS
0 BO3MOXHbIX OTPMLATENbHbLIX CUHEPrNYEeCKUX BUSHUSX
pa3nuyHbix CAC.

EBctaxveB knanaH, cetb Kuapu, AMIIM, «asngscb
OM3KMMKM N0 3MOPUOHASIBHOMY MPOUCXOXOEHWNIO, 4YacTo
coyeTatotcs ¢ OO0 v B paae cnyvyaeB OTArOLWAIOT ero Kim-
HUYECKOE TeYEeHMe.

M3onnposaHHoe OO0 BCTpevaeTcsa pexe, YemM B CO-
yeTaHum ¢ AMINM [104]. B 70 % cny4aeB OO0 coyeTaeT-
ca ¢ EK[150] n B 83 % — ¢ ceTbio Knapu [120]. banskne
paHHble no covetaHmio OO0, EK, cetn Knapm nonyyeHol B
rpynne nauneHToB, OTOBPaHHbIX AN 3HO0BACKYISIPHOIO
3akpbiTnss OO0 - 82 % [113].

MmeloTcs v NpoTUBOPEYMBLIE AaHHbIE (MCCeaoBaHme
«PEMJIMKA») 0 penkoii covetaeMocTu ykadaHHbIx CAC ¢
DaHHbIMKN 3apybexHbIX nccneposateneil. Camu aBTopbl
3TO CBA3bIBAIOT C MCMNONb30BaHMEM AaHHbIX TTAxoKI, ko-
TOpOe He siBnsieTcs MeToaoM Beibopa amarHoctuku OO0
B oTanuyme ot YlMOxoKr [1]. B cBA3M C 3TMM YMECTHbIM
ABNSIeTCS NpencTaBfeHne pekoMeHaaunii LeneBoro Ha-
3Ha4veHns YIMOxoKI, npeanoxeHHbix A. Merante ¢ coaBrT.
[293].

B nccneposannmn «PEMJINKA» y nuy, Monogoro Bos-
pacTa ¢ aHeBpPU3MaTUYHOM unu mobunsHom MMM Habnto-
Janacb Bblcokas 4yactoTta BcTpedyaemoctu NMK, 6a3anb-

HbIX 1 MHOXECTBEHHbIX @HOMasIbHO PACMONIOXEHHbIX XOPL,
(APX), a npu yonimHeHHom EK — no6aBoyHble nanunnsp-
Hble MblLLpBI 1 Te e 6a3anbHblie APX [1].

BaxHbIM 1 fOKa3aHHbIM ABASETCA TOT GakT, 4TO Co4ve-
TaHne OO0 n AMIM aBnsieTcs HE3aBUCUMbIM MPEeANKTO-
POM 3MOOINYECKNX ANMN30L0B U CYLLLECTBEHHO MOBbLILLIAET
puck pasButus nHcynbtoB [40, 101]. MaumeHTbl ¢ co4e-
TaHMEM 3TUX OBYX MOPPOSIOrMyeckmx aHoManuii uMetoT
MaKCVIManibHOE COOTHOLLIEHME PUCKOB, Onepexas nauu-
€HTOB C nzonuposaHHo AMII n nsonmposaHHbiM OO0.

M3onuposaHHas AMIMIM n mobunbHas MMM coBmecT-
HO ¢ pasmepoMm OO0 Takxke ABNATCA HE3aBMCUMbIMU
npeamkTopaMm NOBTOPHOrO uHcyneTa [112, 294]. MNpea-
MOCbLINIKOA MOBbLILLUEHHOrO0 pucka TPOMOO3MOOINYECKNX
OCJIOXXHEHUA MOTYT CNYXUTb 3HAYUTESIbHbIE pPa3Mepbl
AHEBPU3MbI U U3OLITOYHOCTb aMMIUTYAbl €€ ABUKEHUI
[295]. Kpome Toro, noasuxHas aHeBpuama MMM moxeT
cnocobcTBoBaTh 6onee Wmnpokomy oTkpbiTnio OO0 1 Tem
camMblM — MapagokcanbHon ambonun. MNogobHbI Mexa-
HMU3M paccMaTpmBaeTcs 1 B oTHoweHnn EK n cetu Kuapwm.
Cuutaetcs, 4to 3T CAC, COXpaHasiCb B MOCTHATAIbHOM
nepvoe, NPoAO0IKAT HANPaBASaTb MOTOK KPOBU N3 HNX-
Hen nonow BeHbl K MMM, mewas TeM camMbiM 3aKPbITUIO
0OO0OQO, 4To B CBOW O4Yepeap npeppacnonaraet kK Gopmu-
poBaHuio aHeBpu3mMbl MMM 1 napagokcanbHoOM amboamn
[120]. Takke paccmaTpuBaeTcsl BO3MOXHOCTb BUSIHUSA
Mo6unbHOM MIIM Ha BHYTpUNpeacepaHbIi KDOBOTOK C €ro
3amensieHnemMm n GopmMrnpoBaHneM (GpeHOMeHa CNOHTaH-
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HOro KOHTPaACTUPOBAHWUS, MOBbLILLAIOLWEro PUCK TPOMOO-
obpaszoBaHus B J1M [296].

Mpn obcnemoBaHuM NOArpynn NauneHToB, NepeHec-
LINX MHCYNBbT U UMEIOLLMX HOPMasibHble KOPOHApHbIe ap-
Tepumn, yaanochb BbIABUTb Hanu4mne cea3m mexay AMIII n
MMK, n npexae Bceroy monoapix [101]. MNpu aToM B nute-
paType TakXke 4acTo NpMBOANINCE AaHHbIe 06 yka3aHHOM
B3anmoceasn — AMIIM n NMMK, HO cnegyeT OTMEeTUTb, A0
n3mMeHeHus kputepume IxoKr-gnarHoctukm NMMK [106-
110]. ®pemuHremckoe mnccnepoBaHne Takol B3aMMOC-
Bs3n He noaTeepanso [111]. OkoHYaTeNbHbIN BbIBOS, HE
NMo3BOJISIET ONPELENUTL BO3PACTHON KpuTepuin obcneno-
BaHHbIX, KOTOPbIA COCTaBW/ 0KOS10 55 nerT.

MoXHO yTBepXxaaTb, 4TO MpPOsanchbl aopTasbHOrO,
TPUKYCMUOANLHOTO N MY/IbMOHAILHOIO KflanaHoB pPeako
BbICTYMNalOT B KQYECTBE CaMOCTOSTENbHOM NaTonorum v B
60/IbLUNMHCTBE Cy4aeB COMPOBOXAAT NEPBUYHbINA (CUH-
apom) NMMK.

Cpean naumenToB ¢ NMMK nponanc AoK BcTpevaeTcs
c yactoTon 10-20 % [238, 236]. Mo paHHbIM C. L. Ribeiro
C coaBrT. [236], y nauyeHToB ¢ nponancom AK 4acTo Bbl-
asnaetca NMK ¢ BoBnedeHnem obeunx ctBopok u MTK ¢
nopaxxeHnem no MeHbllel Mepe OBYX U3 TPex CTBOPOK.
B nccnepgosaHum «PEMJIMKA» n3onnpoBaHHOIO TeYEHUs
MAK He Habnopanock 1 gaHHaa CAC Bcerga coyeTtanach
¢ knaccudeckum NMMK [1].

OToenbHO cnenoyet OCTAHOBUTLCS Ha BOBJIEYEHUM
nponabupyowmx knanaHoB B MPOLLECC MUKCOMaTO3HOM
nereHepaumun. MNpu Hannumm NMMK mmukcomaTto3Hoe no-
paxeHue MK coctaBnset 10 % (6e3 ero KNMHNYECKM 3Ha-
YAMOWM NPUXKU3HEHHON aucoyHkumm) [233], a TKK (no
OaHHbIM ayToncum) mMoxeT gocturate 33-40 % [297].
CoyeTaHne MMKCOMAaTO3HbIX MPOANCOB HECKOJbKINX Kiia-
naHoB NMO3BOSIET FOBOPUTbL O «MUKCOMATO3HOM 60nesHn
cepaua» [178, 298], 0CHOBHbIM MPOSBIEHNEM KOTOPOM
aBnseTcsa nepBuYHbIN (cuHgpom) NMMK [299].

Haun6onee nonHas nidpopmaums o6 accoumaumm ATAK
¢ npoynmu CAC nonydeHa B uccneposanunm «PEMJTNKA».
Y o6¢cnepoBaHHbIx ¢ ATAK LOCTOBEPHO Yalle BbISBASIMCH
MTK, MK, aHomanbHble Tpabekynbl JIK 1 xopaanbHbie
cetn B Bepxywke JDK [1]. Mo gaHHbiM E. ®. OHMLEHKO
[3001], y nnu, ¢ ATAK 4yacTo BbISBASIOTCS AMnataumns CUHy-
coB Banbcanbsbl 1 nponabupoBaHne cteopok AoK.

Pap CAC moryT 6bITb 06beAMHEHbI HE TONILKO C aHAaTOMM-
4eCKUX MO3ULNIA, HO U C TOYKN 3PEHMS OAHOTUMHBLIX KITMHU-
YecKuMx NposiBNIeHNn, 06yCNOBAEHHbIX 0OLLMM NaToreHeTn-
4YEeCKMM MEXaHU3MOM UX BO3HUKHOBEHUS. [py yANIMHEHHOM
EK, AMIM n OO0 3Ha4yMMO 4valle OTMEeYeHbl NUMoTUMMYE-
CKMe COCTOSIHUS U TEHAEHUMS K LedanrmieckoMy CUHAPO-
My [1]. MopoBHbIe Xanobbl TPAKTYOTCS Kak CNeacTBue C
NOTEHUMANBHOM BO3MOXHOCTbIO MOMNagaHus Ba30aKTMB-
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HbIX CYOCTaHLMI Yepes MeXNPEeLCEPAHYIO KOMMYHMKALLMIO
B MOS3roBOI KPOBOTOK, MMWHYSl Masblii Kpyr kKpoBooOpa-
LWeHns, roe B HOpPMe OOMmkHbl paspywatscsa [301, 302].

C no3vumii KIAMHWUYECKOW MPaKTUKXM BaXHO MOHU-
MaTb, 4TO paccmaTtpuBaemMble CAC MOryT coyeTtaTbCs C
npyrumu 6onee cepbe3HbiMU CepaevHO-COCYANCTbIMU
NPOSIBNEHNAMMN, OOYCNOBNEHHLIMY MIENOTPONNER MY-
TaHTHbIX TEHOB, OTBETCTBEHHbIX 3a Pa3BUTME MEHAENN-
pytowmx HHCT. B 4acTHOCTU, B HEKOTOPbIX KIIMHUYECKMX
cuTyaumsix Lenecoobpa3Ho MNpPOSBASTb HACTOPOXEH-
HOCTb Ha NnpegMeT accoumaunm otenbHbix CAC ¢ Hacne-
OyeMbIMU CUHAPOMHBLIMU U HECUHOPOMHbIMU CEMEN-
HbIMW aHEeBpU3Mamu 1 paccnoeHnammn aoptbl (Familial
Thoracic Aortic Aneurysms and Dissections, fTAAD),
aHEBPU3MaMM KOPOHAPHbIX apTePUn N Nx paccevyeHns-
Mu. B aTOM crny4yae puck oCTpOro aopTanbHOro CUHAPO-
Ma Mpu HacnenCcTBEHHbIX aopTonaTuax nepeBeLllnBaeT
OTAENbHO B3ATble pucky conyTeTaytowmx CAC. AcnekTbl
reHeTnyeckn oOyCnoBNEHHbLIX aopTonaTuii nanararTcs
B OTOE/IbHbIX PYKOBOACTBAX.

KJIKOYEBbIE MOJIOXKEHU4A

B CoyeTaHune pasnuyHbix CAC xapakTepHo aas nuu, ¢
HHCT.

= BrytpunpeacepaHble CAC (EK, cetb Knapu, OO0,
AMIM, mobunbHas MIMIM), nponanckl TPUKYCNWAAIBLHOMO,
aopTanbHOro 1 NysbMOHaIbHOIO KanaHoB, a Takke ATAK
yale BCTPeYatoTCs B PA3INYHbIX COYETAHUSIX, YeM U30JN-
pOBaHHO.

E [Tponanckl aopTasbHOro, TPUKYCNNAANbLHOMO U Ny b-
MOHAJIbHOIO KJlanaHOB PEeAKO BbICTYMAIOT B KA4eCTBE Ca-
MOCTOSITEJIbHOW NATON0MK 1 B 6OMBbLUMHCTBE Cly4aeB CO-
nposoxaatoT NMVK.

B C y4eTOM BbICOKOW HAaCTOTbl COYETAHUS PA3SINYHbIX
BapMaHTOB CynpaBeHTPukynsipHbix CAC BbisiBNeHWe on-
HO MOPONOrM4eckon eanHnLbl TpebyeT LeneHanpas-
JNIEHHOro noucka accouumpoBaHHbix CAC, B TOM yncne ¢
nposegeHnem TTIAxoKI .

® BrigeneHne AMIIM BneyeT 3a co60ii HEOOXOAMMOCTb
panbHelwero obcnenoBaHns Ansl BbISBIEHUS MeXnpen-
cepAHblX KOMMYHMKaLUUI, CO4ETaHNe C KOTOPbIMU CyLle-
CTBEHHO MOBLILLIAET PUCK 3MOOSMYECKUX OCNIOXHEHWNM
Jaxe y MonoAbIx MNaLUMeHTOB.

B C no3uumii co4eTaHms NponabrpoBaHns HECKOSTbKNX
KnanaHoB, B TOM YMCIIe B paMKax «MUKCOMATO3HOM 60-
Ne3Hu», y Takux NauveHToB cneayeT npeanonaratb 6onee
HebNaronpusTHbIA NPOrHO3 N0 CKOPOCTU Pa3BUTUS CEP-
[e4yHON He,OCTaTOYHOCTH.

B OTAesnbHble KIMHUYECKME MNPOSIBIEHUS (MUMPEHb,
JMNOTUMUS, CUHKOMNANbHbIE COCTOSIHMS U NP.) NO3BOASIOT
3anofo3puTb HalnumMe OnpenesieHHbIX BApUAHTOB BHY-
TpunpeacepaHbix CAC.
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