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OBIIASA XAPAKTEPUCTUKA PABOTbBI
AKTYaJIbHOCTb MPO00JIeMbI

Bpoxnennele mnopoku wmurpanbHoro kinanaHa (MK) Berpewarorcs
OTHOCHUTEINBbHO peniko — Yy S5 poausmuxcs Ha 100 000 nacenenusi. M3oaupoBanHoe
nopaxxkenrne MK nabmogaercs y 1,2—2,8% manueHTOB cpeid BCEX BPOXKICHHBIX
nopokoB cepaua (BIIC), a B coueranuu ¢ apyrumu BIIC Bctpeuaercs y 7-32%
(Nadas A.S., 1972; benokons H.A., 1991, Jonas R.A., 2004, Cheul L., 2009).

[IpobGnema BpIOOpa ONTHUMAIIBHOTO METOJIa KOPPEKIIMU MUTPATbHOU
HEJIOCTATOYHOCTH OCTaeTCsl KpalHE aKTyaJbHOM, IOCKOJIbBKY IIpU
nporesupoBann MK W 1Ipu  BBIIOMHEHWH  KJIAAHOCOXPAHSIOIIEH
Olepalli CYLIECTBYIOT KakK IIOJIOKUTEIIbHbBIE, TaK W OTPULATEIIbHBIC
CTOPOHBI. PEKOHCTpPYKTHMBHBIEC ONEpaluyd CIEeayeT paccMaTpuBaTh Kak
npoIeaypy BbIOOpa OCOOEHHO Yy MAaIMEHTOB JETCKOro Bo3pacta. llenbio
mwiactuki MK y nanHoOW kareropuu OOJIBHBIX SIBJISIETCS COXPaHEHHE
GyHKIMM KJallaHa U TEOMETPUU JIEBOTO JKeIyAouka. PexkoHCTpyKIus
KJIallaHa MOXKET ObITh HE MJEAbHOM, a caMa KOpPPEKIHUS HEpPEIKO He
MIPEIOTBPAIIAET ITOBTOPHYIO IUIACTUKY WM IPOTE3UPOBAHME KIIAIlaHA.
Kpowme Toro, npore3upoBanne MK y nanueHTOoB neauaTpui4ecKou rpymniibl
HEPEJKO CBS3aHO C OTPAHMYECHHBIM BBIOOPOM TMpOTE3a aJEKBATHOTO
pazmepa, HEOOXOUMOCThIO AHTUKOATYJISHTHOW Tepanuu U CBS3aHHBIMU C
HEel OCIOXXKHEHUsIMH. B  OONBIIMHCTBE CilydyaeB C pOCTOM peOeHkKa
BO3HHMKAET MOTPEOHOCTh B MOBTOPHBIX BMemiarenbcTBax (Beierlein W. et
al., 2007; Ackermann K., et al., 2013; Tierney E.S., 2014, del Nido P.J.,
2016).

[To gaHHBIM BeEAYIIMX KapAUOXUPYPTHUUYECKUX LIEHTPOB, HACTOTA
BBITIOJIHEHUS PEKOHCTPYKTUBHBIX omnepanuii Ha MK cocraBiser okono

30% (ACC/AHA guidelines, 2017), npuuéMm npu BpOKICHHON MAaTOJIOTHH



MK  KOomMuecTBO  KJIAMaHOCOXPAHSIOUIMX  ONEpPAlUil  MPEBBIIACT
KoJu4ecTBo mnpotesnpoBaHuii MK, ocoOeHHO B JETCKOH BO3pacTHOMN
rpynne. JlaHHas TeHIEHUUS OOYCIOBJIEHA CTPEMJICHUEM XHUPYpProB
COXPAaHUTh 3aMBIKaTeNbHYI0 (PYHKIHMIO COOCTBEHHOTO KJalaHa Ha
JuiTenabHoe BpeMs. Ha cerogusniamii 1eHb omyOJIMKOBaHO MHOTO pador,
MOCBSIIIEHHBIX JTaHHOW MpoOJieMe, B KOTOPBIX MPEJCTABICHBI XOPOIINE
OTIaJICHHBIC PE3yJbTaThl KiamaHnocoxpanstomux omneparuii (Hoashi T.,
Bove E.L., Devaney E.J., 2010).

[Ipu BceM pazHoobOpaszuu Metouk koppekunu HMK npuBeneHHbIX B
JUTEpAType, pe3yJbTaThl ONEpPAlUi HOCAT HEOAHOPOIHBIM XapakTep.
AKTyaJIbHOCTh MPOOJIEMBI 3aKJIFOYAETCSI B TOM, YTO O CETOJIHSIIHUI JICHb
HE pEIICHbl BOMPOCH BHIOOpPAa ONTHUMAJIBHBIX CPOKOB YCTpPaHEHUS
perypruTanuu, HEPEUIEHHBIM OCTAETCA BOIPOC O TOM, IIPU KaKOW CTENICHU
HEJOCTAaTOYHOCTU KjamaHa TpeOyercs ero koppekuus. HM3yueHue
xapaktepa HapyumieHud ctpoenuss MK, npuumH  pazBuTHd  H
nporpeccupoBanuss HMK, n3yuenne pe3yabTaToB KOPPEKLMU BPOXKIACHHOU
HMK mo3BonsieT HaJesaTbCsl HAa MPOrPecC B PEIICHUH 3TOW CIIOXKHOU
POOJIEMBI.

Cno>XHOCTh U BapualeIbHOCTh AaHATOMHUU BPOXKIACHHOW MATOJOTHUU
MK, npuBojsdiie K HEIOCTATOYHOCTH TIOCIEIHETO W HApPYUICHUIO
F€MOJIMHAMUKHY, BBIHYXKJAET XUPYPTrOB IMOCTOSHHO COBEPLICHCTBOBATH
UMEIOIIHNECS] METOIbI PEKOHCTPYKTHUBHBIX ONEpaIHil TMOO UCKATh HOBBIC.

Heab ucciaenoBanust — M3yunTh HEMOCPEACTBEHHBIE U OTHATIEHHBIE
pe3yJbTaTbl  PEKOHCTPYKTHUBHBIX  ONEpallMii  OPU  BPOKIACHHOU

HCIOCTAaTOYHOCTH MUTPAJIbHOI'O KJIdIlaHa.



3aga4M HCCIACAOBAHNA:

1. PazpaboTaTh IUAarHOCTUYECKHM alroput™M Mpell- U MOCTONEPAIMOHHON

OLCHKM aHAaTOMHHU H CI)YHKI_[I/II/I MUTPAJIBHOIO KJIallaHa Yy ITaOUCHTOB C

BPOXJICHHOM HeocTaTouHOCThI0 MK.

2. Ol'[peI[eJII/ITB IMOKa3aHuA W KPHUTCPUHU 0T6opa OOJILHBIX K BBIITOJHEHUIO

PEeKOHCTPYKTUBHBIX onepanui Ha MK ¢ BpoxnenHon HegocrarouHocThio MK.

3. OnpenenuTh ONTHUMAJIBHBIA METOJ PEKOHCTPYKTUBHOW OMEpanuu IMpu

BPOXKJIEHHOM HenoctatouHocTn MK.

4. I3yunTh HENOCPEACTBEHHBIE PE3YIbTAThl PEKOHCTPYKTHMBHBIX ONEPALUI

pu BpOKIeHHOU HepocTatouHocTn MK.

5. 3yunTh OTHAIEHHBIE PE3YJIBTATHI IIOCIE PEKOHCTPYKTUBHBIX OIEPALUi IPU

BPOXKJIEHHOUM HegocTarouHocT MK.
HayuyHast HOBU3HA UCCJIeIOBAHMS

BrniepBble B Hallleil cTpaHe coOpaH UM MpOaHATU3UPOBAH KIMHUYECKUN
MaTepuall N0 PEKOHCTPYKTUBHBIM omnepanusaM Ha MK y nereil u B3pocibix
¢ BIIC. Pa3pabortan nmpotokosn DXO—KI' obcnenoBanus maiueHToB 10 U
IIOCJIE BBINIOJIHEHUSI PEKOHCTPYKTMBHOM omnepanuu npu BMH, a Ttaxxke
M3YUYEHO COCTOSTHUE KJIaraHa MOCje BBIMOJIHEHHOU onepanuu. OnpeaeneHsbl
MOKa3aHUs M TMPOTUBOMOKA3aHUSI K BBINOJHEHUIO PEKOHCTPYKTUBHOMU
oneparuu  npu BMH, a Ttaxke Hambonee onTUMaabHbIE METOMIBI

BBITIOJIHEHUS BMEIIATEIbCTBA.

IIpakTHyeckasi 3HAYMMOCTH UCCJIEIOBAHUS

B npoBeneHHoM aBTOpPOM HCCIIeIOBAaHUU, 0OOCHOBAHBI M BHEPECHBI
B IMpPaKkTUKy npea— U mnocieonepaunoHubli  OXO-KI'  mpotokon,
ONPEAEIEHBl IIOKa3aHUsd K XUPYPrUU4E€CKOW KOPPEKLMHU, ONPEACICHbI
OCOOCHHOCTH  BBINIOJHEHUS  BMEIIATENbCTBA. AHAJIW3  OTJIAJCHHOU
JETAIIBHOCTH, PAHHUX W TMO3JHUX TMOCJICONEPANNOHHBIX OCJIOKHEHUM

ITO3BOJIMJI BEIIBUTH OCOOCHHOCTH TEUCHHS IMMOCJICOIICPAIMOHHOIO IICpHuoaa,



ONPENENUTh MPUUYUHBI OCIOKHEHUM W HPHUHLMIBI UX JICUYECHUS, a TaKKe
MPUYUHBI JIETAIBHBIX HMCXOJIOB B OTHAJ€HHOM mnepuojne. IIpoBeneHHOE
UCCJIETOBAaHUE TIO3BOJMIIO BHIPAOOTATh ONTHUMAJIBHYIO TAKTHKY JICUCHHS
JAHHOM KaTeropuu O0JIbHBIX.

IHo10keHus1, BLIHOCHUMbIE HA 3ALIUTY:

1. PexOHCTPYKTMBHBIE = BMEIIATEILCTBA NPU  MHUTPAIBHOU
HegocTaTouHocTH 'y mnanueHtoB ¢ BIIC compoBoxkaaroTcss xopoiien
BBDKMBAEMOCTBIO M (DYHKIIMOHAJIBHBIM COCTOSIHUEM B OTAAQJICHHBIE CPOKU
no 19 ner: rocnuTanbHAs JIETaJbHOCTH OTCYTCTBYET, OTMEUYaETCsA
OTHOCHUTEJIbHO HM3Kas 4acTOTa HEJETAJIbHBIX OCIOXHEHUH B OnmxkaiiiieM
nocieoneparmonHom nepuoae (13,8%). OtnaneHHass BbDKUBAEMOCTH B
NeTcKou rpyrmme coctaBiger — 98%, a Bo B3pocnoit 100% (p=0,285);
noAaBJsitoIIee KoaudecTBo mnanueHToB (97%) ortHocsarcs k [-II ®K mo
NYHA u BeayT akTUBHBIN 00pa3 )KU3HU.

2. IlokazanueM Kk BMemarenscTBY Ha MK sBiIsIeTCSl M30IMpOBaHHAs
HegoctatouHocTh MK 3-4 creneHu (BbIpak€HHas peryprutagusi) y
naiueHToB co [[-IV ®K nmo NYHA, a rakxxe HMK 2 u 6onee crenenu npu
Hajguuuu conytcTByromei BIIC, TpeOyrorieit Xupypruaeckoi KOppPEeKIIHH.

3. CBoOoga OT MPOTE3UPOBAHUS B OTAAICHHOM MEPUOJAE B JACTCKOU
rpynne cocraBiasier 90%, Bo B3pocimor — 100% (p=0,963). Puck
nporesupoBannss MK B oTmaneHHele cpoku B 5.4 pasa BbIIE, €CIIH
PEKOHCTPYKTUBHOE BMEIIATENIHCTBO OBLIO BBIMOJIHEHO Y AETEH 110 5 JIET, 1o
CPAaBHEHUIO C MAalUEHTaMH, KOTOphIM Koppekuus MH BbimosHsuiach B
Bo3pacte ctapiie 5 jget (p=0,050). Puck npotesupoBanuss MK y mariueHToB
c 1116 turmom ctpoenuss MK mo kmaccudukamuu A. Carpentier (aToyiorus
XOpAanbHO—TMAMWJUISIPHOTO  ammapaTta) B 54,5 pasza Bbllle, 4YeM [pHU

ocTtabHBIX TUMAX (p=0,0007).



Peann3anus pe3yJbTaToB HCCIAEA0BAHUS

[TomydyeHHble pe3yNbTaThl HCCICAOBAaHUS, Hay4HbIE BBIBOJBI U
MPAKTUYECKUE PEKOMEHJAIUM BHEJIPEHbI B KIMHUYECKYIO MPAKTUKY H
MPUMEHSIOTCS B OTACJICHUU XUPYPruu jAeteut crapuiero Bo3pacta ¢ BIIC
«HMUIL] CCX um. A. H. bakyneBa» M3 P®, a taxxke MOrytr OBITH
WCIIOJIB30BaHbI B IPYTUX KAPAUOXUPYPTHUECKUX IIEHTPAX CTPAHBL.

AnpobGanusi padoThl

OcHOBHBIE TIOJIOKEHHS PaOOTHI OBLIM JOJOKEHBI U 0OCYXKIEHBI Ha:
XXIV Bceepoccuiickom Che3Jie cepIeuHO—COCYIUCTHIX XUPYPTroB (Mocksaa,
20182.); coBMECTHOM HayYHO-TIPAKTHUYECKOW KOH(MEpEeHIIUU OTIeICHUMN
BIIC y pneret crapmiero BO3pacTa, yJIbTPa3BYKOBOM JIMAarHOCTHKH,
PEHTTEHOUAarHOCTUYECKOTO oTxena, Hay4YHO—KOHCYJIbTATUBHOTO
ornenenuss «HMUILL CCX um. A. H. bakynea» M3 P® (Mocksa, 20202.).

Hyoaukauuu

[Io Teme nuccepranuu onyoJMKOBaHO 6 HaydHbIX paboT (3 B
IEHTPAJIbHBIX OTEYECTBEHHBIX KypHAJIaX), TMOJHOCTBIO OTpa)X)arolnx
comepxkanne auccepraiuu. CoaepkaHue€ U OCHOBHBIE  ITOJIOKEHUS
HcclieIoBaHusl OBLTH JOJIOKEHBI U o0cyxaeHsl Ha XXIV Bcepoccuiickom
Coesze cepAeUHO—COCYIUCThIX XUpyproB 25—27 Hosiops 2018r. Mockaa,
68 International congress of the European Society of Cardiovascular and
Endovascular Surgery (Groningen): 2019, XXV Bcepoccuiickom Cnesfie
CEPACYHO—COCYAUCTBIX XUpyproB 4—8 nexadps 2020r.

CtpykTypa U 00beM JUCCEPTAIIUU

HuccepranmonHas  pabota  u3jiokeHa Ha 138  crpaHmiax
MAIlIMHONIUCHOTO TEKCTa, COCTOUT W3 BBEACHUSA, 5 TJIaB, 3aKIIOUYECHUS,
BBIBOJIOB, TMPAKTHMUYECKUX PEKOMEHJAIMM H  CIOHCKAa  JIUTEpaTypshl,
BKJIIOYAIONIETo 36 OTEYECTBEHHBIX U 91 MHOCTpaHHBIX MCTOYHUKOB. PaboTta

wurocTpupoBana — 40 Tabnaunax, 2 cxeMamu u 35 pUCyHKaMH.



OCHOBHOE COAEPXXAHUE PABOTHBI

B ornenenun xupyprum netreil crapuie 3-X JET C BPOKICHHBIMH
nopokamu cepaua PI'bY «<HMULl CCX um. A. H. bakyneBa» M3 PD 3a
nepuoa ¢ 1998 mo 2019 roxg y 115 G0OnabHBIX ¢ BPOXKIECHHOW MUTpPabHOU
HenoctaTouHocThio (BMH) BeImonHeHa pexkoncTpykums MK.

Bo3spact mammentoB konebancs ot 3 mo 67 ner (B cpemneM—16+10
net). Bec maruenToB B cpenHeM—40+2 1kr Haxoausics B Auanazone (ot 14
10 92 Kr), cpeqHee 3HaueHUE TII01aau noBepxHoctu tena (BSA) paBusioch
1,24+0,78 (ot 0,66 10 2,1 M°).

o omepaumn Bo II ®K mo NYHA mnaxomunmoces 59 (51,3%)
nauueHToB, B Il ®K — 51 (44,3%) mnamuent u B IV OK — 5 (4,4%)
MalUEeHTOB.

B 3aBucumoctu ot creneHu peryprutrauuu Ha MK OonbHBIE ObUIH
pacnpenenenbl ciaeayrmmuM oopazom: y 37 (32%) OOJNbHBIX OTMeYanach
yMEpeHHas HemocTaTouHoCTh (2 cremeHb), y 60 (52%) ompenensiachk
BBIpaKEHHAs peryprutanus (3 cTerneHb) U TOTaIbHAsI HEJOCTATOYHOCTH (4
cTernieHb) BeisiBIeHa Y 18 (16%) GoNbHBIX.

VY 54 namuenTtoB Obuta u3onupoBanHas MH, y 61 ona coueranach ¢
npyrumu BIIC. ConytctBytouue BIIC Obutn npeacTaBiaeHsl CleyOIMMU
nuarno3zamu: JIMIIIL, JIMOKII, HTK, HAK, aHomalbHOE€ OTXO0XICHUE
neBoi koponapHo# aptepuii (CbYT'), KC dpuctyna, KoA, OAII.

[Tocne pagukansHoM kKoppekuuu BIIC ¢ BpoxaeHHON maTosioruei
MK u pa3BuBLIENCS CO BPEMEHEM BBIPAKEHHOW PETypruTalveld Ha HEM
o0 2 O6ompHBIX: Tocne PK Terpamer ®@amio — 1 GonpHOM W mocie
oneparuu arterial switch mpuy TMC — 1 OGonpHOl. Y 4 manueHTOB B
aHaMHe3e ObLI TepeHeCeHHBbIM HH(EKIHOHHbIN sHAokapaur MK. YV 14

OoNMbHBIX 70 BMemarenabcTBa Ha MK Obuto BeIONHEHO 19 omeparuii

(Tabm.Nel).



VYV 47 nauueHToB ycrpaHeHue comytcTtByromux BIIC BeimonHsnach
OJTHOBPEMEHHO C Koppekuuern MH.

Taoauna Nel. [IpenmectByromue onepanuu

Onepayusn Kon-60 nayuenmog

3axperrue JIMIIII (ymuBaHue/miacTuka) 4
3axpertue JIMXKII (ymmBanue/miacTuka) 6
IlepeBs3ka OTKpEITOTO apTepuaabHOro npotoka (OAIT) 1
PamnkansHas koppekiws Terpags @ammio (PK TO) 1
IIporesuposanne aopranpHoro kinamnasa (ITAK) 2
TpancimroMuHaMBHAS OayUTOHAsI aHTHOIIIACTHKA KiIarmaHHOTO cTeHo3a AK 1
(TJIBAII)

TJIBAII Koapkranuu aoptsl (KoA) 1
Omneparus apTepHaIbHOTO MepekitoueHus (Switch) mpu TpaHCcIo3UIHN 1
MarucTpanbHbIX aprepuii (TMC)

PannodacrotHas abmsnus (PUA) 2
HUTOIro 19

B cooTtBercTBUM € aHAaTOMO-(YHKIIMOHAJIBHOW KiIacCUpUKAIIUEH
BMH 1o A. Carpentier, y4uThIBaIOIell aHATOMUIO M HapyLIeHUE (PYHKIIUU
KJIalaHa, y BCeX MalMeHToB onpezaeneH T natoiorud MK (ta6i.Ne 2).

Tab6auma Ne2. Pacnpeznenenune OONBHBIX B COOTBETCTBHU C KiacCH(HKAIIUCH
BPOKJICHHOM HEJOCTATOYHOCTH MUTpaibHOTO Kianana A. Carpentier (1976).

Tun I — HopmasibHOe IBUKeHHE CTBOPOK 78 (67,8%)
o A: Imnaranusa ®K 1A-20
e B: Pacmensienue CTBOPKH 1B -55
e C: JleeKT CTBOPKH 1IC-3
Tun II — ITpoJaanc cTBOPoK 34 (29,6%)
e A: YaiuneHue xopj 2A-31
e B: YaanHeHue nanu/uUIAPHBIX MbIIIIY 2B -1
e C: OtcyTcTBHE XOPA / OTPBIB XOP 2C-1
Tun III — OrpanuyeHue B NOJABHKHOCTH CTBOPOK 3 (2,6%)
e A: HopmaabHoe cTpoeHHe NANWIISPHBIX MbIIIL 3A-1
e B: AHoMaJbHOE CTPOCHHE NANMJISPHBIX MBI 3B-2

B 3aBucumoctu or anatomun MK mnanueHTaMm  BBINOJHSIUCH
pa3lInyHbIE BApUAHTHI PEKOHCTPYKTUBHBIX BMEIIATENIbCTB:
BanbBYysomnactuka y 51 (44,5%) 6onpHOTro, anHynomiactuka y 22 (19,1%)
O6ompHBIX Uy 42 (36,4%) OOJBHBIX BBHIMOJHEHA MHOTOKOMIIOHEHTHAS
mactuka MK (1a61.Ne3). MHOroKkOMnoOHEHTHOW IUIACTUKOM CUMTAIOCh
BMeENIaTeIbCTBO Ha 2 u Oozee crpykrypax MK (pubpo3HoM Komblie,

CTBOpKax, XopAax, NanuJUISIPHBIX MbIIIIaX).




Tabauua Ne 3. Bunsl onepatuBHbIX BMemarenbcTB Ha MK.

Buo nnacmuxu

Konuuecmeo nayuenmoe

BaabByaomjiacTuka* 51
e  Ymusanue pacmemienus [IMC 39
e  VYmuBanue pacuemienus 3MC 4
e KomuccypanbHas BabBYJIOIIIACTHKA 4
e Ilo Anduepu 2
e  Peseknus ctBopku 3MC 1
o  VYcrpanenue nedekra B [IMC (ymuBanue) ** 1
AHHYJIOIIACTHKHA 22
e IlloBHas 6e3 onopHoro koibia (Kay—Wooler—Reed) 10
e Ha onoprom konbue/nonykonsie (Carpentier/ PTFE) 12
MHoroxkoMnoHeHTHas *** 42
AHHyIIOTIIACTHKA
e  Ha konbue (Carpentier/PTFE), 31
e IllopHas (Kay—Wooler—Reed) 11
BansBynonmactuka
o [lo Anduepu 2
e  Pesexuus [IMC 1
e  Pezexnus 3MC 15
e  VmmBanue pacmermienus [IMC 15
e  VYmuBanue pacuemienus 3MC ;
e  VYcrpanenue nedekra B [IMC (ymuBanue/3amnara) **

BwMmemaTenscTBa Ha OIKIIAITAHHOM arrapare

YkopoueHue Xop/ pe3eKuus
ITanunoromus
Heoxopna

6
5
2

C uenpro mpoBenCHUS aHaIM3a pe3yiabTaToB Koppekunu BMH Bce

IHannrcCHTbI ObLIN Pa3aCICHBI Ha 3 I'PYIIIIBI:

18 met;

['pynma 1-mo Bo3pacty: 88 manuenToB muaaue 18 ner u 27 - crapiie

['pynna 2-no Hamuuuio comyrcrByromero BIIC: 56 mamueHTOB ¢

m3onupoBanHot BMH u 59 nanmentos - BMH ¢ conyrcrBytommmu BIIC;

(44,5%) manueHT ¢ BanmbByJoMmIacTukoi, 22 (19,1%) ¢ aHHyIOTIIACTHKON U

['pynna 3—B 3aBUCHUMOCTH OT BHJA BbINONIHEHHOH miactuku MK: 51

42 (36,4%) nanuenTa ¢ MHOTOKOMIIOHEHTHOM pekoHCcTpykiueit MK.

Henocpedcm B6CHHbIE pe3Yibmantbl Xupyp2uiecKolo jieienun

8P0IHCOCHHOU HEO00CMAMOYHOCMU MUMPAIbHO20 K1ANnAHd

PexoHncTpykTrBHYI0O onepanuio Ha MK ocyliecTBisiiii B yCIOBUAX

UK, runotepmun u hapmMako—xoJI0A0BON KapIUOTICTHH.
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B 3aBucumocTtu oT ompeneneHHoro tumna HapyueHus ¢ynkiun MK

no Carpentier

(mo nmanHbiM  OXO-KI') BBINOTHSINCH pa3IUYHbIC

BapuaHThl peKoHCcTpykuun MK, koTtopble ipescraBiieHbl B Tabymne Ned.

Tun no Carpentier Anamomuueckue Buo onepamuenozo emewiamenscmea
U3MEHEHUA KIanand

Tun I - HopmaibHoe 1BH:KEHHE W3omupoBanHOE

cTBOpPOK (n=78) pacumpenne K MK AHHYIIOIIACTHKA:

o Tunarauus @K (n=20)
¢ Pacimiennenue ctBopku (n=55)
o JlegekT cTBOpKHU (n= 3)

Pacmenenue nepeaxei
wim 3aaHei ctBopku MK
Hedexr B nepeaneil uiu
3a/iHel CTBOpKE

o Ha markom/5xecTkoM OOPHOM KOJIbIIE
KapmanTtee — y TOAPOCTKOB U CTapIIe
o IlloBHast komHcCypaibHas
VYmmBanue pacuiernyieHus
VYcrpanenue nedekra CTBOPKH € IOMOIIBIO YIIMBaHH
WU 3aIUIaTh

Tun II - Iponanc cTBopok
(n=34)
e Yajaunenue xopa (n=32)
e YUIMHEeHU e NANMJUIAPHBIX MBILII
(n=1)
e OTcyTcTBHE XOP/ / OTPHIB XOPA
(n=1)

[Iponanc oxgno¥ min
o6enx cTBopok MK
IIponanc oxnoi mepenneit
WK 3alHEN CTBOPKU
MHTPAJIBHOTO KJIallaHa
OTpbIB /yUIMHEHHE XOPJ

[Inactuka kpaii—B—Kpail, KBaApHUAHTyISIPHAS HITH
TPHAHTYJISIPHAS PE3EKIHsI CTBOPKH, JOTIOJHEHHAS
aHHYJIOIIIACTHKON

YxopoueHue unu GopMUpOBaHUE HEOXOP/L, IUIACTUKA
Kpail B Kpaid, aHHYJIOTUIACTHKA

®DopmupoBaHHE HEOXOP, TPAHCIOKAIUS XOP.T

Tun III — OrpannyeHne NOABH:KHOCTH
c¢TBOpOK (n=13)
e HopmanbHoe cTpoenne
NanUASPHBIX MbIL (n= 1)
e AHOMAJIbHOE CTPOeHHE
NANWLISIPHBIX MbII (n= 2)

Creno3 MK 3a cuer
CIastHUSL KOMUCCYD,
Orpannuenue
MOOUJIBHOCTH 3a CUET
YKOPOYEHHBIX BTOPUIHBIX
xopx, I'unonnazus/
areHe3usl ManuUISIPHBIX
MBIIIII]

MoOGunu3anus 3aHei CTBOPKH, YKOPOUCHHE XOP/I,
IInacTuxa kpaii B kpai,

AHHYyIIOTIIACTHKA

KomuccypoTtomusi, yBeaudeHHe CTBOPOK IIEPUKAPIIOM,
Pe3eKLusI BTOPUIHBIX XOPJI, MaHITIOTOMHUS

JlocTyn K ceplilly OCYIIECTBIISIICA YePe3 CPEAUHHYIO0 CTEPHOTOMMIO.
B 97 (84%) cnydasx moctynm k MK 0w wepes MIIIL, y 17 (15%)
oonpHbIX — yepe3 JIII u B 1(1%) cnyuae — yepez MIIII u JIII. Cpennsis

nponospkuTensHocTh MK mpu pekoHCTpykTHBHBIX onepanusx Ha MK

coctaBuiia 98,6+65,5 MuH.,

59,8436,6 MuH.,

BpeMs

nepekatusd aopTbl COCTABUIIO

npu pekTalbHOW Temmeparype 29+1,8. 3ammura

MHOKapZda BbIIOJHAIACh IIYTCM BBCIACHHA B KOPCHBb aAOPTHI PacTBOpPA

«Custodiol .

B panHeMm mocieomnepanmoHHOM TMEpPUOE JIETATbHOCTH HE ObUIO U

BbDKHBaeMOCTh cocTtaBuiia 100%.

4! 115

MMalMeHTOB,

MEPEHECIINX

omepamuio,  rjaajaKoe

nocJieonepaloHHoe TedeHue Haomopanock y 98 (85,2%) OonbHBIX,
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KoTopble Haxoauiuch B otneneHuu OPUT He Oonee oHUX CYTOK Mocie
XUPYPruyecKoro JICUCHHUs.

Y 17 (13,8%) mnaunueHToB B OJIMKaWIIEM MOCJIEONEPAIMOHHOM
nepuo/ie HaOMIOAAINCH HeNleTaIbHbIE OCIOXKHEHHUS: U3 HUX Yy 15 manueHToB
OTMEYEHBbI HApyIIEeHUs pUTMa M npoBogumoctu, B 1 cmyuae - JIH, B 1
cinyyae — OCH u oTe€K roJIOBHOTO MO3ra.

N3 15 OGonbHBIX € HapylIeHHWEM pUTMAa U MPOBOAMMOCTH y 14
NAlMEHTOB B pPaHHEM TOCIEONEPAllMOHHOM TMEpPHOJIe  OTMEYAIHCh
napokcusmbl ®II, y 1 manuenrta (0,8% cnydaeB) 7 JieT BO3HUKIIA MMOJTHAsS
nonepeuyHass AB  Onokama, 4TOo  mOTpeOOBa0O  MMIUIAHTAIIMU
ANEKTPOKAPAUOCTUMYIISATOPA.

OXO-KI' xapakrepucThKa IIOKa3aTelIed IME€pel BBIMUCKON U3
CTallMoHapa mpeacTaBiieHa B Tadyuiie No5.

[Tocne koppekumm HenmocratouHocTh Ha MK ormeuanachk
nojoxkutenbHas nuHamuka y 102 (88,6%) manueHToB peryprutainus Ha
MK orcyrcTBOBana nubo Obuta MuHuManbHOM, y 12 (10,4%) nanueHToB —
ymepenHas, u B 1 (0,8%) ciyuae — omnpenensuiach BbIpaXKEHHas
HEJI0OCTaTOYHOCTh. B OonbpimHCTBE ciayyaeB (76 60mbpHBIX) cTenenb HMK
npu uHTpaonepaunoHHo YIIDXO-KI' cooTBercTBOBaja JaHHBIM IMpPH
BBITIHCKE.

Taboauma NeS5. DXO-KI' xapaktepuctrka mokaszaTesiei il MalueHTOB 00IIei
TPYIIIHI IEPE BHIMUCKOM.

Hokazamenu 3XO-KI (n=115)

Mo onepayuu Ilocne onepayuu p - value
UKJIP JIK, cv/m? 4,2+1,14 (2,1 —7,4) 2,7£1,4 (2,8 —4,4) p= 0,004
HUKJIO JIK, ma/m’ 101,5+ 35,5 (44,1 — 96,5+ 30,4 (44,1 — 165,7) | p=0,067
198,7)
@B JIK (%) 65,5+5,8 (51 — 80) 61+4 (55 - 70)
Z — score ®PK MK 1,4440,95 (0,09 — 3,85) 1,01+1 (= 0,53 — 1,95) p= 0,034
CpenHsisi cTeneHb 3,04+0,9 (0 —3,0) 1,1£0,9 (0 —3,0) p= 0,003

peryprutanuu

0 (oTCYTCTBYET) CTENEHb - 9 (7,8%) —
1 (MUHNMaJIbHAA) CTeNEeHb - 93 (80,8%) —
2 (ymepeHHasi) cTeNEeHb 37 (32%) 12 (10,6%) —
3 (3HaunTebHAasl) CTeNeHb 60 (52%) 1 (0,8%) —

4 (ToTanbHAas1) cTEeNeHb

18 (16%)
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[TomyyeHHble JaHHBIE CBUACTENIBCTBYIOT O cHmbkeHuu KJIP JDK
nocJje onepanuu U 00 OTCYTCTBUU 3HAYMMOW JTMHAMUKH COKPATUTEIIHLHOU
GyHKIMKA cepAma MO CPaBHEHUIO C JOOIEPAIMOHHBIMU ITOKa3aTeIISIMH.
beuio nmomyyeHo nocroBepHoe ymeHblieHue 3HadeHue Z—score @K MK u
CpPEOHEW CTENEHUW PErypruTalvu IO CPABHEHUIO C JIOONEPALMOHHBIMHU
JTAaHHBIMHU.

Omoanennvle pe3yibmambl Xupyp2uieckozo JieueHusn

8DOHCOCHHOIU HEOOCHAMOUYHOCHU MUMPATIbHO20 K1anaHda

OtnanenHble pe3ynbTarbl xupyprudyeckoro yeuenuss HMK n3ydensl
y 87 (75,7%) n3 115 nmanueHToB, BBHIMUCABIIUXCS U3 CTAllUOHAPA B CPOKH
or 6 mecsaueB no 19 mer (cpemHee Bpems HaOmoaeHus 6,5+4,9 mer).
Bo3zpacT Bcex manMeHTOB Ha MOMEHT MOBTOPHOTO 00CIIEI0BaHUSI COCTABHII
ot 4 1o 68 net, B cpeaueM 25+16 ser. M3 87 00cie10BaHHBIX MAITUEHTOB Y
68-n omepanus BBINOJHUIACH B JETCKOM BO3pacte, U 19 —Bo B3pociom
BO3pacTe.

[Tonansroniee unciio narueHToB — 85 (97,8%) ornecens! k -1 ®K
no NYHA u BeayT akTUBHBIN 00pa3 *U3HU B OTJAJICHHOM MEPUOIE TOCIIe
pekoHcTpykTuBHOrO BMemarensctBa. B III ®K mo NYHA naxoautcs 2
(2,2%) naruenTa.

B oTnasieHHBIE CPOKM NOCJIE€ BBINOJHEHHOM IUIACTUKH OCJIOXKHEHUS
BO3HUKIIN ¥ 8 (9,2%) nauneHTos.

Hapymenus putMa 1 nmpoBOJUMOCTH B OTHAJIEHHOM MEPUOAE BO3HUKIU
y 4 (4,5%) mamuentoB. Y 2 (2,2%) nmanuentoB uepe3 3 u 14 jer ObLn
JUAarHOCTUPOBAaH MH(MEKUMOHHBIA  SHAOKApAMT: 'y OJHOTO U3  HHX
noTpeboBanock nporesupoBanne MK, B ApyromM ciiydae mpu CBOEBPEMEHHOMN
MEIMKaMEHTO3HOM Tepanuu nporpeccupoBannss HMK He ormeuanocs. B
otnaneHHsie cpoku 1 (1,1%) manueHT nepeHec BUPYCHBIM MHOKAPIUT, U EMY
yepe3 3 roga BeimosiHeHO nporesupoBaHne MK. OHMK B mocnepomoBom

nepuoze nepenecina 1 (1,1%) nanuenTka.
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Otpanennas neranbHOCTh coctaBwia 1,1% (1 mamuent). IlpuuunHoit
JeTaTbHOrO HcXoja siBujiack mnporpeccupyromas CH. BbbkuBaeMoCTb,

paccuntanHas metoom Kaplan—Meier coctaBmia — 98,077£1,905% (puc.Nel).

Survival Function
o Complete ~+ Censored

100%

90%

80%

70%

60%

50%

40%

30%

Cumulative Proportion Surviving

20%

10%

0%

5 10 15 20 25

Bpema HabnwogeHus, net

Pucynoxk Ne 1. KpuBas BepkuBaemoctu o Kaplan—Meier

B orpanenHble cpoku Tmoclie omnepauuy HaOJI0Aaloch MPOTPECCUPOBAHUE
HMK 1o 3 u 4 crenenu y 10 (11,4%) nmaurentoB. CBoO0Oa OT MPOTrpecCUPOBAHUS
HMK cocrtaBuna 82,5+0,05% (puc. Ne2).

Cso6oga ot nporpeccupoBaHus HegoctatouHoc MK

100%
90% Mﬁs—%

KonuyecTeo nauueHTos, %

0 5 10 15 20

Mepuvopn Habnoaexus, net

Pucynoxk Ne 2. CBo601a oT mporpeccupoBanusi HeoctarouHocT MK

B ornaneHHble CpoKM HaOMIOAAETCS TEHACHLMS K HapacTaHUIO
pPErypruTaluy Mo CPpaBHEHUIO C JAHHBIMU mocje onepauuu (puc. Ne 3), B
CBSI3M C 3TUM npoTe3upoBanue MK ObLIO BBITIOJIHEHO B 5 cilydasix: B CPOKH

oT 6 MecA1EB 110 3 JIET U 4 TMAMEHTOB HAXOISATCS M0 HAOJIIOJEHUEM.
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100% - . ‘

80%

uIV cr. (total)

I cr. (sever)

60% 1 52,0 ® It (mild)

80,8% L
40% - I cr. (trivial)

0 ct. (none)
20% -

0% - 7,8% ‘ 8,1%

Jlo onepaun Iocnte  Orpanenssii
onepariuH Hepuoz

Pucynoxk Ne 3. /lunaMuka HeOCTaTOYHOCTH B OTJAJIEHHOM MEpPHOJie HAOIIOJCHUS
Takum 06pa30M, CBO6OI[3. OT IIPOTC3UPOBAHHA B OTAAJICHHOM

nepuoze coctaBuia 90,9+0,34% (puc.Ne 4).

Survival Function
o Complete + Censored

100%

90% H_&_S_é
80%
0%
60%
50%

40%

Cumulative Proportion Surviving

30%

20%

10%

0%

0 5 10 15 20

Survival Time

Pucynok Ne 4. Co6oj1a ot mporezupoBanust MK

C momomipbio MHOTO(AKTOPHOTO PETPECCHOHHOrO aHanu3a (Tadu.
Ne6) Ob110 BBIsIBIIEHO, YTO ocTatouHass HMK 2-ii u Oosbliel cTeneHu npu
BBIIIUCKE  SABJISETCS  Hawbojiee  3HAYUMBIM  (akTopoM  pucKa
nporpeccupoBanusi  HMK B ormanenneie  cpoku  (p=0,0010).
OpHodakTopHBIN aHATU3 MOKa3aj, 4To (aKTOPOM PHUCKA MPOTE3UPOBAHUS
MK sBnsiercs Bo3pact 10 5 net Ha MoMeHT koppekuuu MH u 3B tun MH
no knaccudukanuu A.Carpentier.

Ta6auma Ne6. MuorogakTopHblil 1 yHU(DAKTOPHAJIbHBIN aHATIU3.

Ilpusnax om 95% U p —value
HMK Ha MOMEHT BBIITUCKH 14,45 2,94 70,74 p=0,0010
Bo3spact g0 5 ner 5,48 0,80-37,33 p=0,050

Tun 3B no Capentier 54,57 3,84-783,6 p=0,0007
Ilpumeuanue: Ol — omuowenue wancos, JH — Oosepumenvuviti unmepsanr, HMK —

HEOOCMAmo4HOCMb MUmpajiibHoco KianaHa
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Omoaniennvie pe3yivmamol peKoHcmpykmuenvix onepavuil na MK ¢

Jaeucumocmu om eo3pacma nauuernmoe

OtpanieHHblE pe3ynbTaThl PEKOHCTPYKTUBHBIX onepaunid Ha MK B

3aBUCUMOCTH OT BO3pacTa MpenacTaBiieHbl Ha puc. NeS. BbDKMBaeMOCTh B

nerckor rpymme cocraBmwia 98,07%, a Bo B3pocioir — 100% (p=0,285).

CBobona ot mporpeccupoBanuss HMK 3 u 4 crenenu B IE€TCKOHM TpyImie

cocraBuna 80,1%, a Bo B3pocimoit — 89,8% (p=0,963), cBoboma ot

pOTE3UpOBaHUs B neTckol rpynne — 90,6+4,03%, a Bo B3pocnoit — 100%

(p=0,936).

Cumulative Propariion Suniving (Kaplan-Meier)

o Camplate

Consored

106%

o Survi

Cumutative Proport

98%

o%
0 o2 4 6 8 10 12 14 16 18

Bpeus HaGmionesus, M

BbIXMBaeMoCTb

100%

0%

Cumuiative Preportion Surviving

20%

10%

90%

Bpeun nabmossis, et

poTesnpoBaHue

Cumuiative Propertion Suniing (Kaptan-Meier)

© Complete

Censored

80%

0%

0%

s0%

40%

0%

— 80%

89%

Bpows oEnoaes, et

0%
6 2 4 6 8 W 1 1 6 1B 2

Bem
— Bapocre

NporpeccupoBaHue

Pucynoxk Ne 5. BeokuBaemocTs, cBo601a ot mporpeccupoBanuss HMK u
nporezupoBanus MK y nereit 1 B3pocibIX.

[IpoBeneH

MHOTO()aKTOPHBII

aHaJIu3

(bakTopoB

nporpeccupoBanus HMK B netckoit rpynme (tadm. No7).

pucKa

Ta6auma Ne7. MuorodakTopHbI aHAIM3 MAIMEHTOB B JETCKOW TpyIIe C

nporpeccupoBanneM HMK B otnaneHHom nepuoje.

Ilpusnax Beta o 95% AN p —value
aHaJIN3
Bospact 0,431 0,64 | 0,45-0,92 p=0,015
Comyrcryromuii BIIC 2,094 8,12 0,71 -92,14 p=0,090
Z—score MK no omeparnu 0,480 1,61 | 0,68 —3,83 p=0,273
HTK 0,292 1,34 | 1,13 -1,58 p=0,065
HMK Ha MOMEHT BBIITMCKH 2,192 8,97 | 1,88 —-42.74 p=0,005
Hanngue npeamecTByOMIel onepaniy B aHaMHE3¢ 1,834 6,24 | 0,68 —57,19 p=0,104

Ilpumeuanue: OIll — ommuowenue waucos,

U — oosepumenvhoviti unmepear, HTK —

Hedocmamounocms mpuxycnuoaivrozo kianaua, HMK — nedocmamoynocms MumpanibHo2o

Kiaanaxna
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®dakTopamu pucka nporpeccupoBanuss HMK B pgerckoil rpymre
ABJISIETCS BO3PAcT Ha MOMEHT onepauuu u creneib HMK 1ipu BeInncke.

Omoanennvle pe3yjibmamol PEKOHCMPYKMUBHBLIX Onepauuil Ha MK ¢

Jasucumocmu om convmemeyrouiezo BIIC

OtpaneHHblEe pe3ynbTaThl PEKOHCTPYKTUBHBIX onepaunii Ha MK B
3aBucuMocTH OoT comytcTByromero BIIC npencrasinensl Ha puc. Ne6. Eciaun
BBDKMBAEMOCTh 00JbHBIX ¢ n3oaupoBanHot HMK coctaBuna 98,07%, To B
rpynne c conyrcTtByromumu nopokamu — 100% (p=0,685); cBoboma ot
nporpeccupoBanus HepocrarouHoctd MK 3 u 4 creneHu B rpymnme ¢
n3onupoBaHHeiM mopokoM MK — 80,3% (p=0,677),a B rpymme c
COImyTCTBYIOIeH maronorueit — 78,5%; cBoOoma OT MPOTE3UPOBAHMUS
KianaHa c¢ wuzogupoBaHHo HMK cocraBuna 89%, B rpymnme c
comryrctBytonum BITC — 95% ( p=0,434).

Cumulaiive Praperiion Surding (Kaplar Meler)
Complets * Cangoma

Rl

_80%
8%

IR

Cumslative Proparton Sunaing
2
#

R
Cur

I R T N
Bpows afnogeier, ner Conprempune BNC

BhlmHBaeMonh umuiative Proportion Surdving faplan-tsier|
Ve e MporpeccupoBaHne

MNpoTe3upoBaHue
Pucynoxk Ne 6. BeokuaemocTs, cBo6o1a ot iporpeccupoBanust HMK u npotesupoBanus
MK B 3aBucumMocTH oT Hainuuus cornyTrcTByromiero BIIC.

Omoaniennvie pe3yivmamol pekoncmpykmuenoix onepauuil na MK 6
3aeucumocmuy om muna pexkoncmpykuuu MK

OtnaneHHble pe3yJbTaThl PEKOHCTPYKTUBHBIX ornepaunii Ha MK B

3aBUCHUMOCTH OT BBINOJHEHHOTO PEKOHCTPYKTUBHOIO BMEIIATEIbCTBA
npeacTaBiieHbl Ha puc. Ne7. BpDKMBaeMOCTh MOCIE KOMOWHHUPOBAHHOM
mnactukn MK cocraBuna 98,8%, a B rpynmne ¢ BajdbBYJIOIUIACTUKOW WU

annynormactukor — 100% (p=0,475); cBoOoma OT MPOTpecCHPOBAHUS
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HMK 3 u 4 cTenenu mnocie BbIOJHEHHOW BaJIbBYJIOIUIACTUKHA COCTABUIIA —
86,05%, mnocne anHynomnactuku —52,54%, a B rpymnme moclie
koMOuHupoBaHHOW Mactukn MK — 91,8% (p=0,162), cBoboma oT
NPOTE3MPOBAHUS KJallaHa IMOCJie BalbBYJIOMIACTUKU cocTaBuia 90,6%, B
Tpynmne ¢ aHHyJIoIulacTUkon — 92%, a mocie KOMOMHMpPOBAaHHBIX

rmactTuyeckux onepauuit — 94% (p=0,963).

uuuuuuuuuuuuuuuuuuuuuuuuuu (Kaplan-Meier) Gumulative Proportion Sunving (<aplan-Meier)
aaaaaaa

1 91%

ing

T 86%

s

Cumu ative Propartion Survivy

Bpews abmogenn, net  KomBmauposannie

Bpews HaGoneHms, net

BbIKWBaEMOCTb MporpeccuposaHue

© Complete Gensored

Cumtive Proporton Surviving
4

Bpems

oo Hatmorus, e
MNpoTtesnpoBaHue

Pucynoxk Ne 7. BepkuBaeMocTb, CBOOO/Ia OT IPOrPECCUPOBAHUS HEJOCTATOYHOCTH
MK wu nporeznpoBannsg MK B 3aBUCMMOCTH OT BBIIIOJIHEHHOM IIJIACTHKH.

C unenpro mOpea— W MOCTONEPALMOHHOM OLIEHKM aHaTOMUU U
¢byukiuu MK y nmanuentoB ¢ BIIC Obut pa3paboTaH AMArHOCTUYECKUMA
QITOPUTM U MPOTOKOJI, KOTOPBIA BKItOUan B cedsa 3 atana: I aman (npu
nocmyniaenuu nayuenma ¢ HKQO) — onpenenenue Hanumuusi nopoka. I
Iman (npu nocmynienuu nayuenma 6 cmayuonap).
IIpenonepaunonnoe oo6caegoBanue: mnposeaeHue TTIOXO-KIT wu
YIIDXO-KI' B 2D u 3D-pexume c pekoHcTpykuuen MK, uensro
WCCIICIOBAHUSI SIBJISIETCS BBISBJICHUE DTHOJOTHM (MMPUYMHBI 3a00JI€BaHUS ),
aHaroMuu W HapymieHus ¢yskiuu MK, mis ompegeneHus mokasaHus K
XUPYPTUUECKOMY BMEIIATEILCTBY, OCOOEHHO K KJIANMaHOCOXPAaHSIONIEH
onepaniui. HWHTpaomepammoHHo: s KOHTPoyst  3(P(HEKTUBHOCTH
BbINOJIHEHHON T1acTukn MK. IlocjieonepanuoOHHbIA NEPHOA: OICHKA

pe3ysbTara Mocje BHINOJHEHHON PEKOHCTPYKTUBHOW onepauuu. 11 sman
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(npu nocmynnenuu nawyuenma ¢ HKQO) — ouneHka pesyiapTata B
OTJIaJIEHHOM IIEPUO/IE MOCIE KOPPEKIIHH.

Hamu 0bu1 nnpeuioxen u npumeneH DXO—-KI' npotokon (puc.Ne8), B
KOTOPOM 32 OCHOBY OBLI B3SIT CTaHJAPTHBIN IPOTOKOJ MPHUMEHSEMbIN B
HMMUI[ CCX um. A.H. bakyneBa, coderaromuii B cebe peKoMeHIAIIUU
aMEpUKAHCKOTO W EBPOMNEHCKOro oOIIecTBa 3XOKapauorpaducToB amis
BIIC

OLICHMBAIOIIMX KOANTalUI0 M pe3epB Koanrauuu cTBOpok MK. Baknoi

nanucHToOB C u I[OHOJ'IHGHHBII\/'I HU3MCPCHHUECM HNHACKCOB,

OCOOEHHOCTBIO 3TOr0 MPOTOKOJA SIBISETCA ONpENEICHUE CTENeHH
peryprutaiyy Ha OCHOBaHUM W3MEpPEHUsS TaKUX IokazaTteneil kak, PISA
(mMpoKcHUMaJIbHOTO YCKOpeHUs KpoBoToKa), Vena Contracta (IuvpruHa ycTbs
CTpyn

pErypruTaliioOHHOTO  OTBEPCTHS),

(bpakuus perypruranum).
[Tpennoxennsiii npotokon i oneHkn HMK y Gonbhbix ¢ BIIC,

perypruTaiun), Regurgitation  Jet  Area (romaab

RVol (o6vém perypruramuu), RF

OBILT JAOIIOJIHEH HM3MCPCHUCM TaAKHX MokKasartejieli Kak FJ'IY6I/IHa n JJIHUHa
KoallTaour, a4 TAKKC HMHACKCAMU JIMHBI M PE3CPBa KoallTalluh CTBOPOK
MK.

MPOTOKOJI IXO-KI'
SHO Tara D. Huaexe A1mnbl KOANTAUME CTBOPOK
Bospact Tion Pocr Bee  BSA Hmzexc pesepsa xoanranmn creopox
Awarnoy IV. Xopjm — nep ', BTOP! ' OCHOBHbIE, KOMHCCYPAIbHBIE (yaaunenst,
YKOPOEHbI, FKBHBATCHTHRIH BAPHANT, AHOMAILHOE NPHKPEN/IEHNE XOPI1)
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VYuuTbiBasg PpPETPOCIEKTUBHBIM XapakTep, HCCIECI0BaHUS IPUMEHEHUE
JAHHOTO MPOTOKOJIA CTal0 BO3MOXHBIM ¢ 2017 rona, B moinHOM o0beMe OH ObLI
NpUMEHEH y 15 manueHToB, MoTy4YeHHbIE JaHHbIE IpeacTaBiIeHbl B Tabmune Ne§.
Hawm mpencrasisiercss Ba)KHBIM HAaKOIUIEHHE KIMHUYECKOI'O MaTepHalla ¢ y4eToM
JTAHHOT'O MPOTOKOJIA.

Tabmmma Ne8. DOXO-KI' xapakrtepuctuka IMoKa3aresne,
paclIMpEeHHBIMU NTApaMETPAMU 110 U NOCJIE ONEpaIUU.

JOINIOJTHCHHAsA

Jaunoie Kon-60 nayuenmoe 0o Kon-60 nauyuenmoe nocne p-value
onepayuu (n=15) onepayuu (n=15)

JII (cm) 3,9+1,09 (2,1 — 7,6) 3,5+1,4 (2,1 - 6,2) p=0,078
HKIO JseBoro kejay1o4ukKa 99,5+49.1 (44,1 — 128,7) 76,5+ 30,4 (54,1 — 105,7) p=0,104
HNKP JieBOro :kejry104uKka 42+1,12 (2,1 - 7,4) 3,0£1,4 (2,8 —4,1) p=0,132
DB jeBoro xkeaynouka (%) 65,1+4,56 (51 — 80) 6144 (55 —70) p=0,099
Z-score ®PK MK 1,44+0,50 (0,09 — 3,85) 1+1 (— 0,53 -1,95) p=0,032
MeKKOMHCCYPaJIbHOE PACCTOSIHUE 32,1+4,09 (23 — 39) 26,3+62,9 (22,5-31,5) p=0,098
Jomna IIC 24,54+4,55 (20 — 30) 2,2+3.9 (2-5,7) p=0,087
Jomna 3C 1,6£3,09 (13— 22) 1,2+£3,9 (2-4,2) p=0,190
Ilepenne3agnuii pazmep 18+5,09 (7 —26) 1547, 2(12-20) p=0,107
I'nyouna koanranuu 5,17¢1,03 (3 - 6) 6,2+3.3 (4-8,7) p=0,541
Jliimna koanTanuu 1,942,09 (1,4 - 1,7) 1,34+1,2 (0,6-1,4) p=0,096
Paccrosinue Mexkay rpynnamMu 24,67+3,09 (21,3 - 30) 22,7£3,03 (19,3 — 28) p=0,076
MATWLISIPHBIX MBI
EROA 0,33+1,69 (0,28 — 3,85) 0,2+0,03 (0,11-0,20) p=0,418
PISA, cm’ 0,9+1,12 (0,55-3,50) 0,3+0,5 (0,20-0,80) p=0,049
Vena Contracta, cm 0,75+3,02 (0,39 — 4,5) 0,2+0,05 (0,12-0,30) p=0,069
Regurgitation Jet Area 0,1+1,34 (0,16 —2,70) 0,15+1,24 (0,12 — 2,40) p=0,068
RVol (ma1) 45423,1 (32 -176) 30£14,5 (25 — 53) p=0,076
RF (%) 39+28,2 (26 — 78) 31+13,8 (26 — 45) p=0,051
S a3 pexTuBnoro orseperusi MK 9,1£1,45 (6,02 — 12,2) 4,15+1,88 (2,08 — 10,2) p=0,047
HNuaexce AJMHBI KOANTALIMHA 1,3£7,5 (10,1 — 17,8) 4,1+4,8 (3,7-9,8) -
HHaekc pe3epBa KOANTAIINH 7,3£2,5 (5,1 — 9,8) 4,3+1,5 (3,1 — 6,8) -

[Ipn cpaBHEHNH MOJIYYEHHBIX JAHHBIX HEMOCPEACTBEHHO JI0 U MOCIIE

oTiepaliy MO BCEM MapaMeTpaM OTMEUAEeTCs MOJIOKUTEIbHAS TCHJICHIIHS.
[Tokazatenp Z—score ®K MK no — 1,44+0,55, mocne — 1+1 (p=0,032),
PISA —go0 —0,9+1,12, nocne — 0,3+0,5 (p=0,049); RF (%) —n0 — 39+23,3%,
nocie— 31+13,8 (p=0,051); S apdextuBnoro orsepctusi MK no— 9,1+2,01;
nocie— 4,15+1,88 (p=0,047). 13 3TOro MOXKHO c/eiaTh BBIBOJ O BBICOKOM
(G (HEKTUBHOCTH PEKOHCTPYKTUBHBIX oOmepanuii y 3tux mnarueHToB. C
1eIbl0 OIEHKKM KommeTeHTHocTh MK W mporHosza IIMTENBHOCTH €To
GyHKIIMOHUPOBAHUS IPOTOKON  ObLI

MPEJI0KEHHBIN JTIOTIOJTHEH

HN3MCPCHHUCM MHACKCAMHU JJIMHBI KOAIITAalThuH MK n PE3CpBa KOAIITalluH.
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B Oynymem, npu HakoII€HUM OOJBIIEr0 KOJMYECTBA JAHHBIX,
MOKHO OyzeT mpoBecTH 00jiee TOUHBIM aHAIHM3 C YYETOM MPEII0KEHHOTO
IIPOTOKOJIA, YTO MPEACTABIISIETCS BAXKXHBIM JUIs1 OLEHKH MHJIEKCa KOanTaluun
ctBopok MK B OTHOLIEHMM MPOrHO3a JIUTEIBHOCTH €r0 KOMIIETEHTHOCTH
nocie Koppekuuu. Mcexoas u3 BBIIEU3IIOKEHHOIO, CIEAYET, YTO METOJ
OXO-KI' mo3BoisieT HaM MPOBOJUTH TIIATEIBHYIO J0ONEPALIMOHHYIO
XapakTepucTuky n3MeHeHun MK, noaydnts TONONMHUTENBHBIE CBEAEHUS O
Hanuuuu U xapakrepe apyrux BIIC, kotopeie couerarorcss ¢ BMH. Takxke
JaHHBIA METOJl MO3BOJIAET OLICHUTHh 3(P(PEKTUBHOCTh U aJEKBATHOCTH

XUPYPrUYECKOro JICUEHHs BpOKIeHHOM natosioruu MK.
BbIBO/IbI:

l. PexoncrpykruBabie BMemarenscTBa npu HMK y nanuentos ¢ BIIC
COMPOBOXKJIAIOTCSA  XOpOIIEH BBDKMBAEMOCTBIO U (DYHKIMOHAJIBHBIM
COCTOSIHUEM B OTHAJIEHHBIE CPOKU 10 19 JeT: rocrnuranbHas JETalbHOCTh
OTCYTCTBYET, OTMEUYAETCS OTHOCUTEIBHO HHU3Kasg YacTOTa HEIETalbHBIX
OCJIO)KHCHMM B OmKaimieMm mocieonepanrondoM tmiepuoae (13,8%).
BeokrBaeMocTh B JETCKOW rpynme coctaBisieT — 98%, a BO B3pocioit
100% (p=0,285); mogaBisroIee KOIMISCTBO NareHToB (97%) oTHOCATCS
K [-II ®K mo NYHA u BenyT akTuBHBIN 00pa3 KU3HH.

2. [Ipennoxennsit auarHoctuyeckui DXO-KI' anroputm npen— u
MOCTONEPAIMOHHOW OLIEHKM aHatomMuu W (yHknuu MK, mnos3Bosser
KOJIMYECTBEHHO OLICHUTh CTEMEeHb PETrypruTaiuu, ONpeaeTuTh YPOBEHb
MOpaXeHUsl CTPYKTYp, HapylieHue ux (PYHKIUHU, 4TO B CBOIO OUepelb
CIIOCOOCTBYET IUJITAHMPOBAHUIO ONTHUMAJIBHOTO crocoba u  oObema
MPEACTOSIIETO BMeEIIIATEJILCTBA Ha MK. Bri6op METOJa
KJIATTAHOCOXPAHSIOIIEH OTepaIiuu OMpeaesaeTCs XapakTepoM TUCYHKITUU
CTpyKTyp, cocrtaBmsaommx MK (cooTBeTcTBeHHO Kiaccuukammu A.
Carpentier).

3. Ilokazanuem k BMemarenbcTBY Ha MK sBisercss u30aMpOBaHHAS

HegoctatouHocth MK 3—4  crenenu (BblpakeHHasi peryprutanus) y
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nanueHToB co [[-1V ®K nmo NYHA, a taxxke HMK 2 u 6onee crenenu npu
Hanuuuu conytcTByomeit BIIC, TpeOyronieit Xupypruueckoi KOppeKIuu.

4. BrimosHeHne — KiamaHOCOXpaHAIMX — omepaumid npu  BMH
ABIAIOTCA  A(P(QEKTUBHBIM BMEIIATEIHCTBOM, IO3BOJISIONIEM JOCTUYD
OTCYTCTBHUS WJIM MUHUMAJIBHON PErypruTaliy Ha KJlalaHe B OOJIbIIMHCTBE
(88%) ciyuaes.

5. B otnanennsle cpoku mocne omepanuu nporpeccupoBanne HMK
Haomopaercs B 11,4% cinydaeB. CBob6oaa ot nporpeccuposanuss HMK 3—4
CTEIEHH B JneTckoil rpymme cocrtaBisier 80%, BO B3pocnon — 89,8%
(p=0,936). MmHorodakTopHblii aHalW3 TMOKA3bIBAE€T, YTO OCTATOYHAS
HepoctatoyHocTh MK 2 u Oonbliedt cTeneHH HpU BBIUCKE, SBISETCA
HaumOoJsiee 3HAYUMBIM (pakTopoM pucka mporpeccupoBanuss HMK B
otnanennsie cpoku (p=0,0010, OllI=14,4, 111-70%).

6. CBobopa ot npotesupoBanusi MK B oTianeHHOM nepuo/ie B AETCKOM
rpynme cocraBisier 90%, Bo B3pocimoit — 100% (p=0,963). Puck
nporesupoBanuss MK B ormanenHsle cpoku B 5,4 pa3 BbIIE, €CIU
PEKOHCTPYKTUBHOE BMEIIATEIBCTBO OBLIO BBIIOJHEHO y AETEH A0 5 jer
(p=0,050). Puck nporesupoanust MK y nauuenrtos c¢ 1116 Tunom crpoenus
MK no «naccupukammu A. Carpentier (marojgorusi XopJadbHO—
NanwuIsipHOTO anmnapara) B 54,5 pa3a Bblllle, YEM MPHU OCTaJbHBIX THUIAX
(p=0,0007).

7. [Ipyu aHamu3e BMeWIATENbCTB MpU UH30JupoBaHHoM MH wu vy
nanueHToB npu coueranun MH ¢ npyrumu BIIC, a Takxke npu cpaBHEHUH
Mexay coOol pa3nuuHbiX MeToauk ycrpaHeHuss HMK  3Haunmbix

pa3Inunid HE MOJIY4YEHO.

HNPAKTUYECKHUE PEKOMEHJIAIINHN

1. B cinyuae BreisiBienuss HMK HeoO6xoauMo mpoBeieHre THIATEILHOTO
oOcJieToBaHMs C II€JIbI0 BBISIBJICHUS MPUYMHBI 3a00JI€BaHUs, aHATOMUU U
HapymeHus: pynkiuu MK ¢ npumenennem TTOXO-KI' u UIIDXO-KI B
2D u 3D—pexume.
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2. Onenka crenean HMK ¢ nomompro DOXO-KIT  nmomxHa
OCYILECTBIISITECA HE TOJBKO MOJYKOJIUYECTBEHHBIMU METOJJAMU U3MEPECHUS
(m3MepsieTcss B «+»), HO 0053aT€TLHO C HM3MEPEHHEM COBPEMEHHBIX
MoKa3aTeyiel, XapaKTepU3yIOIIUX €€ TsbKecTh (vena contracta, PISA,
EROA, FR, RVol).

3. IIpu mr060it pekoHcTpykTMBHOM onepanud Ha MK npu BHM
00s13aTeNbHBIM SBJIACTCS WHTpaomnepalnnoHHoe ucnoiszoBanue YIIIXO-
KI" uccnenoBanus B kadecTBe KOHTPOJS 3(P(HEKTUBHOCTH BBINOIHEHHOTO
BMEIIATENBCTBA.

4. YuuteiBass TO, 4TO MALMEHTHI C OCTATOYHOW pETyprUTAUEd MpHU
BBITIUCKE 2 U OOJIBIIEH CTeNeHH, a Takxke nanueHTsl ¢ 1116 Tunom crpoenus
MK no «naccupukammu A. Carpentier (marojorusi XopJadbHO—
NaMWUIIPHOTO  anmapara)  SBJIAIOTCA B TpPYyINE  pHUCKa MO
nporpeccupoBannio  HMK B oTnaneHHsle CpOKHM, JaHHAs KaTEropus
MalMEHTOB HYXJAETCS B €XErOJHOM TMOJUKIMHUYECKOM HAOIIOJEHUH,
BKJIIOUarOIUM obsi3arenbHoe npoBeaenue DX O—-KI™ uccnenopanusl.

5. [Tocne mnactmyeckux BMmemarenscTB Ha MK ¢ wmcnosb3oBaHnem
cuHTeTH4YecKkux MarepuaioB (konbplo Carpentier u mnojocka u3 PTFE)
MOKa3aH NMPUEM aHTUKOATYJISIHTOB B TEUEHHE 6 MECSIEB C MOCIEAYIOLIEH
X OTMEHOM.

6. [Ipodunaktuka OakTepuaIbHOTO SHIOKApAWTA IOKa3aHa BCEM
nanueHTam ¢ Imiactukoi MK kak 10 — Tak W IOCJIE ONEPaTHBHOTO

BMCIIATCJIBCTBA.
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