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uensix. He gonyckaetcss KOMMep4eckoe WUCMOMb30BaHWE codepXaHus pekomeHgauun. PekomeHpgauun ESC He
MOryT ObITb NepeBedeHbl Ha Apyrne A3blkn MO0 BOCMPOM3BEAEHbI, MOSTHOCTBLIO UMK YacTUYHO, 6€3 MMCbMEHHOTO
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OTtKa3z oT oTBeTCTBEHHOCTU. PexomeHpaumn ESC otpaxatoTr B3rnggbl ESC u OCHOBaHbl Ha TWaTeslbHOM
aHanu3e HaydHbIX [aHHbIX, AOCTYMHbIX BO BpPEMS MOArOTOBKM [AaHHbIX pekomeHgauun. ESC He Hecert
OTBETCTBEHHOCTM B Cllyd4ae MNpPOTUBOPEYNA, PaCXOXOEHUA WUnNM HeOOHO3HAYHbIX MOMEHTOB Mexay ESC
PekomeHgaumsmmn mn nobbiMu OpyruMm  ouumanbHbIMU PEKOMEHAALMSAMU WUIN PYKOBOACTBAMM, M3OaHHbIMU
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n noneuntenen. ESC PekomeHpaumm He ocBOOOXOalT MEAULMHCKMX PabOTHMKOB OT OTBETCTBEHHOCTM 3a
TWwaTenbHOe O3HAKOMIIEHME C COOTBETCTBYHOLUMMU OduLManbHbiMM OOHOBIIEHHBIMW PEKOMEHOAUMSMU UMK
PYKOBOAALLMMM MPUHLMNAMMK, NOArOTOBIEHHBIMU KOMMNETEHTHLIMU OpPraHoOB 34pPaBOOXPaHEHUs], AN MPUMEHEHUS
nepcoHnULMPOBAHHOIO Moaxoda MNpwW JeYeHWM Kakaoro nauMeHTa B CBeTe Hay4yHO MNPUHATLIX OaHHbIX B
COOTBETCTBMM C 3TUYECKMMU U MpodieccnoHanbHbiMn 0bsi3atensctBaMmi. MeguunHckne paboTHUKM Takke HecyT
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HasHaYeHNEeM NeKapCTBEHHbIX CPEACTB U NCMOMNb30BaHWEM MEOULMHCKOro 060pyaoBaHus.
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Al — apTepuarnbHas runepTeH3us
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AP — aopTanbHas peryprutayus

AC — aopTanbHbIli CTEHO3

BPA — 6riokaTtopbl peLenTopoB aHrMOTeH3nHa |l
BAJIKA — aopTo-neroyHble KonnarteparbHble apTepumn
BlNB — BepxHAsa nonasi BeHa

BIMC — BpoxaeHHbI NOPOK cepaua

BCC — BHe3anHaga cepaeyvHasl cCMepTb

BTJTXK — BbIHOCALWMIA TpaKT NEBOro Xenygodka
BTIMX — BbIHOCALWMIA TpaKT NpaBoro xenyaoyka
DK — runepTpodus neBoro xenyao4ka

OMXT — nedekT Mexkenyno4KoBOM Neperopoaku
OMTIM — pedekT mexnpencepaHon neperopoakm
EXXC — eguHCTBEHHbIN Xenygodek cepaua

EOK, ESC — EBponelickoe 06LECTBO Kapauosioros
KT — xenygoukoBas Taxukapaus

WATM® — NHrMBOUTOPbLI aHIMOTEH3MHNpPEeBpaLLatoLero epmeHTa
MBC — nwemnyeckasa 6onesHb cepaua

VKO — umnnaHTupyemblin kapguosepTtep-aedunbpunnnsarop
N3 — MHEKUMOHHBIV SHOOKapAUT

KA — kopoHapHas apTepus

KMNP — KomuTeT no npakTU4ecknm pekoMeHgaumsim
KPT — kapavopecnnpaTopHbI Harpy304HbIA TECT
KC[ — KOHE4YHO-CUCTONNYECKUIN onameTp

KT — KomnbloTepHasa Tomorpadgus

J1A — neroyHas apTepus

JIAl — neroyHas apTepuanbHas rmnepTeH3uns

JIA[] — apTepmanbHoe gaBrieHve B fIero4HOM apTepumn
JII — neroyHaqa rmnepTeH3na

JDK — neBbInt )xenygoyek

JIM — neBoe npegcepave

JICC — neroyHoe cocyamcTtoe ConpoTUBIIEHNE
MHO — mexgyHapogHoe HopManu3oBaHHOE OTHOLUEHME
MHYT1 — Mmo3roBon HaTpuypeTuyeckuin nentug
MPT — mMarHMTHO-pe3oHaHCcHasa Tomorpadus

MC — MuTpanbHbIi CTEHO3

HOAK — oparnbHble aHTUKOoarynsHThbl

HBI — HuxHAs nonas BeHa

OAI1 — oTKpbITbIN apTepuarnbHbIA NPOTOK

MK — npaBbI xenyao4ek

MK — nynbMoOHarnbHbIN KNnanaH,

M — npasoe npeacepavs

MNP — nynbMoHanbHasa peryprutaums

MPT — npeacepaHas pe-eHTpu Taxukapams

MNMC — nynbMOHarnbHbIN CTEHO3

MNT — npeacepaHas Taxmkapams

M3C — nporpaMMmnpoBaHHas 3MNekTpoKapAMOCTUMYALUS
CBT - cynpaBeHTpuKynspHas Taxvkapaus

CH - ceppeyHas He4OCTaTOYHOCTb

TK — TpukycnngansHeln KnanaH

TMA — TpaHCno3nums MarnctparnbHbIX apTepui

TN — TpeneTaHue npeacepanmn

TP — TpukycnngansHas peryprutawums

To — teTpaga Panno

TLWX — TecT ¢ 6-TM MUHYTHOW X0AbL6ON

®B — dpakuma Beibpoca

®X — pnbpunnnaums xenygodkos

®I1 — bmbpunnsauma npegcepamn

OKI™ — anekTpokapanorpamma

OKC — anekTpokapamocTMMynsaTop

OPU — anekTpodmanonornieckoe nccrnenoBaHme



OxoKI” — axokapauorpacus
3D — TpexmepHbIn

1. NMpeambyna

PekomeHgauum cymMmMupytoT M OLEHMBAKOT CyLLEeCTBYKOLME AaHHble ONs Toro, 4ToObl
noMoYyb crneunanuctam B obnactv 34paBOOXpaHEeHUs BbIOpaTb HaWUNyYLWyK CTpaTernto
nevyeHns Ons Kaxaoro nauueHTa C KOHKpPeTHbIM 3aboneBaHveMm. PekomeHaauuun AOSMKHbI
nomoraTtb Bpayam B MPUHATUN peLLEHUM B UX NOBCEAHEBHOM npakTuke. OgHaKo OKOHYaTenNbHOe
pelueHne, Kacawleecss KOHKPETHOro naumMeHTa, AOSMKHO ObiTb MPUMHATO NevallMm BpavyoMm B
npouecce obcyxaeHus ero ¢ 60nbHbIM.

B nocnegHue rogbl EBponenckum obwecteom kapanonoros (EOK, ESC), a takke psagom
Apyrmx obwects n opraHmsaumn 6bino onybnukoBaHo OOMbLUOE KOMMYECTBO pPeEKOMEHOALUN.
[MOCKOMbKY OHM OKa3bIBAOT BAMSIHUE HAa KIIMHUYECKYIO NPaKTUKy, Obinv paspaboTaHbl Kputepum
KayectBa And pas3paboTkm pekoMeHaauun, 4Tobbl caoenatb BCE peLUeHUs MNOHATHbIMU
nonb3oBaTensm. TpeboBaHus, NpeabaBnsemMble K CO34aHUI0 1 ony6nnMKoBaHUIO pekomMeHaaunn
EOK, npeactaeneHbl Ha WHTepHeT-cante EOK (http://www.escardio.org/Guidelines/Clinical-
Practice-Guidelines/Guidelines-development/Writing-ESC-Guidelines). Pekomenpaumn EOK
npeacTasnaoT ouumansHyto nosuumto EOK no gaHHon Teme u perynsapHo o6GHOBNAOTCS.

Momumo wm3gaHma  KnumHumyeckmx  pekomeHgaumn, EOK peanusyeT nporpammy
MexayHapoaHbix pernctpoB EurObservational Research Programme no cepae4Ho-cocyancTbim
3aboneBaHuaAMM WM BMeLlaTeNbCTBaM, KOTOpble Heobxoaumbl AnA TOro, 4Tobbl OUEHUTb
npouecchl ANarHOCTUKM U NIeYEHNS, UCNONb30BaHUSA LOCTYMHbIX PECYPCOB N NPUBEPKEHHOCTU K
PekomeHgaumam. Llenb pernctpoB — obecrneynTb TOYHYHO OLIEHKY COCTOSIHUA MeAWMLMUHCKOWM
npakTnkn B EBpone M BO BCEM MUPE HA OCHOBAHWW KayecTBEHHOro cbopa AaHHbIX B Xo4e
PYTUHHOW KIMUHWUYECKOMW MPaKTUKMU.

Kpome Toro, EOK paspabotano n ncnonb3oBasno B JaHHOM LOKYMEHTE psg UHOUKATOPOB
kadyecTtBa (QIl), KoTOopble crnyaT nokasaTenem CTeneHn BHeapeHus PekomeHgauui u moryT
ObITb Mcnonb3oBaHbl EOK, cTtaumoHapamu u cneumanuctamm B 065actn 3gpaBoOXpaHEHNs C
Lenbio OLEHKN KIMHUYECKOM MNPaKTUKW, a TakkKe MOryT NpUMEHATbCS B 0OpasoBaTenbHbIX
nporpaMmax BMECTE C KMOYEBLIMWN MOMNOXEHUSAMU PEKOMEHAaUM AN NOBbIWEHUS KavecTBa
OKa3aHus NOMOLLM U Yry4dLIEHNA NpOorHo3a.

UneHbl gaHHon Paboyen rpynnbl 661 n3bpadel EOK, B TOM vncne, 3 COOTBETCTBYHOLLMNX
crneumanmsvpoBaHHbIX rpynn, 4ToObl nNpeacTtaBnsaTb MNpPOeCcCUOHAnoB, BOBMEYEHHbIX B
npoLecc OKasaHUs MeAMLMHCKOM MOMOLLM NaumeHTaMm C KOHKpPEeTHOW natonorven. N3bpaHHble
3KCNepTbl OCYLECTBUIN BCECTOPOHHIOW OLEHKY OMNyOnMKOBAHHbBIX [aHHbIX, Kacarolmxcs

BedeHMA MauMeHTOB C JaHHOM naTonorMm B COOTBETCTBMM C nonutukonm KomuteTa no



npakTudecknm pekomengaumam (KrP) EOK. NpoeeaeHa kputndeckasa oueHka AnarHOCTUYECKUX
N TepaneBTUYECKNX METOAOB, B TOM YuUCNe, onpeaeneHo COOTHOLLIEHNE PUCK-MOSb3a. YPOBEHb
AokasaTenbHOCTM M cuna peKkoMeHaauum AOnst Kakaow onumm  Obinn B3BELWWEHbl U
KnaccuguumpoBaHbl B COOTBETCTBUM C CYLLIECTBYHOLLMMU LLKANIaMn, Kak yKasaHO HUXeE.

pynnbl 9KCNEPTOB, Yy4YacTBOBABLUMX B HanMuMCaHUM W pPELEH3MPOBaHMM [OOKYMEHTA,
npenoCcTaBUIM OaHHble O NHOObLIX OTHOLUEHUAX, KOTOpble MOrMM Obl ObiTb BOCMPUHATHI B
Ka4yecTBe pearnbHOro uUnm noTeHUManbHOro KOHNMKTa MHTEPECOB. AT PopMbl BbINN OLEHEHDI
B cooTBeTCcTBMM ¢ npaBunamu EOK, kacarowmmmncs geknapmpoBaHnsa KOHOINKTa MHTEPECOB, U
X MOXHO HanTn Ha UHTepHeT-canTe EOK (http://www.escardio.org/guidelines). 3ToT npouecc
rapaHTMpyeT npo3pavyHOCTb W npefynpexgaetr npeaB3sToCTb B XOAE HanMCaHusa  unu
peueH3npoBaHna. O nobblX WM3MEHEHUAX B [OeKknapauum O KOHQMUKTE UWHTEPECOoB,
BO3HMKABLUMX B npouecce paboTbl Hag OOKYMEHTOM, Heobxoammo 6bino coobuwats B EOK.
Paboyasa rpynna nonyyana WHAHCOBYK NOAAEpPXKKY wucknoumtensHo oT EOK 6es
npueneYeHus npeacrasutenen busHeca B 34paBoOOXpPaHEHNN.

KMP EOK ocywectBnseTr HabnwogeHne n KoopauHauumio npouecca noaroToBKM HOBbIX
pekoMmeHaauun pabounmMm  rpynnamu, IKCNEPTHbIMW  rpynnamMuM WM cornacuTenbHbIMK
Komuccmsmn. KomuTeT Takke HeceT OTBETCTBEHHOCTb 3a NOoA4EPXKKY peKoMeHAaunn.
PekomeHgaunn EOK nogsepratoTca BCECTOPOHHEMY peLieH3MPOBaHUI0 CO CTOPOHbI KomuTeTa u
BHELLHUX 3kcnepToB. [locne cOOTBETCTBYKOLWIErO peleH3MpoBaHus PekomeHaaumm AOOSKHbI
OblITb 0000peHbl Bcemun akcneptamu Pabouen rpynnbl. OKOHYaTenbHas pedakuns OKYMeHTa
opobpsietcs KMNP n HanpaBngaetca ans nyénukauum B European Heart Journal. PekomeHgauum
nyGrMKyoTCS Nocne TWaTenbHOro aHanm3a Hay4YHbIX U MeAULMHCKUX AaHHbIX U AOKa3aTerbHON
6a3bl, 4OCTYMHbIX HA MOMEHT CO34aHUA JOKYMEHTA.

3apava paspaboTkm PekomeHOaumin He TONbKO BKIIOYAET MHTErpaumio CamblX CBEXUX
uccnegoBaHmn, HO W co3gaHne obpasoBaTesfibHbIX CPeacTB M NporpaMm  BHEAPEHUS
pekomeHgauun. YTtobbl BHEApPUTb WX B MPaKTUKy, CO30AKTCHA COKPALEHHbIE KapMaHHble
Bepcun, cnangpl, OykneTtbl, KAPTOYKM NS HECMELMANUCTOB, ANEKTPOHHbIE BEPCUM (MpOrpamMmbl
Ans cMapTgoHOB M Ap.). DTN BEPCUN COKpaLLeHbl M MOTOMY MNpU HEOBXOAMMOCTU HYXKHO
obpaluaTbca K NOSHOM Bepcumn, KoTopasa cBoboaHO gocTtynHa Ha cantax EOK u European Heart
Journal. HaumoHanbHble obuwectBa, Bxoaswme B EOK, gomkHbl cnocobctBoBaTh nepesoay,
pacnpocTtpaHeHuio u BHegpeHuto Pekomengauun EOK. [llporpammbl no  BHeOpPEHWUIO
HeobXxoauMbl, NOCKOMbKY ObINO MOKasaHO, YTO UCxoabl 3aboneBaHUM MOryT B 3HAYUTENBHOW
Mepe yrnyylaTbCs npu TwaTenbHOM CrieAoBaHUM KNMHUYECKUM peEKOMEHAALMNSAM.

MeanumHcknm paboTHMKaM pekoMeHAyeTCs MOMHOCTbI yunTbiBaTb PekomeHgaumm EOK

npun BblHECEHUN KITMHUYECKNX 3aKNYeHnn, a TakKxke npu nnaHnpoBaHM wn peann3aumnm



NPodUNAaKTUYECKUX, ANArHOCTUYECKNX NN TepaneBTUYECKUX MEeAULIMHCKUX cTpaTerni. Tem He
mMeHee, PekxomeHgauum EOK Hukomm o06pa3oMm He  OTMEHSAT  WHAMBUAYalbHYIO
OTBETCTBEHHOCTb MEAMLUMHCKMX pPabOTHMKOB 3a MPUHATME COOTBETCTBYHOLUMX pPELUEeHUA C
Y4ETOM COCTOSIHUSA 3[10POBbSA KaX4oro naumeHTa n nocne KoHCynstauum ¢ 3TUM naumeHTom nunm
NMLOM, OCYLLECTBNSAIWUM YXOA4 3a HUM, [Ae 3TO YMEeCTHO u/unum Heobxoammo. Takxe
MeanumnHCKMN paboTHMK 06593aH NMPOBEPUTb COOTBETCTBME NEKapCTB U YCTPOMUCTB HA MOMEHT

BbINMNCbIBaHNA peuenToB npaBuniiaM, YyCTaHOBJ1IEHHbIM 3aKOHOOATE IbCTBOM CBOEN CTpaHbl.

Tabnwuua 1

Knaccbl pekomeHgaumim

Knacc Onpepenexne Mpepnaraemas

pekomMeHaauunn dopMynunpoBka

Knacc | [okasaHo n/unu obenpmsHaHo, YTO AaHHbI MeToq nedeHnsa nnu | NMokasaHo/
BMeLLAaTeNbCTBO NOmne3Hbl, 3PEKTUBHLI U UMEIOT NPENMYLLECTBA | PEKOMEHLOBAHO

Knacc Il [MpoTuBOpeUuBbIe AaHHbIE U/UMNKN pacxoXaeHne MHEHUN O Nonb3e/adPEKTUBHOCTU KOHKPETHOMO
MeTo[a fleYeHNs UM BMelLlaTenbCcTBa

Knacc lla BonbLUIMHCTBO AaHHbLIX/MHEHWI CBMAETENLCTBYET o none3e/ | [lomkHo 6biTb 06CYXAEHO
3PP eKTUBHOCTH

Knacc llb [aHHble/MHeHUs 0 Nonb3e/adPHEKTUBHOCTN MeHee yoeanTenbHbI MoxeT 6bITb 06CYyXaeHO

Knacc llI [okasaHo n/unu obenpnusHaHo, YTO AaHHbLIA MeTog nedenunsa nnu | He pekomeHgoBaHo
BMeLLaTeNbCTBO HE NOore3Hbl/adpekTnBHbl, a B psae cnydaes
MOTYT ObITb ONacHbI

Tab6nuua 2

YpOBHU goKa3aTenNbHOCTH

YpoBeHb fokasaTenbHoCcTn A [laHHbIe MHOroYMCReHHbIX PaHOOMU3NPOBAHHBIX KIMHUYECKUX WCCreaoBaHumn
nnn metTaaHasnmn3oB

YpoBeHb gokasaTenbHoCcTU B | [laHHble OOHOrO paHOOMU3NPOBAHHOIO  KMMHWYECKOro WCCreaoBaHus  Unin
KPYMNHbIX HepaHAOMU3NPOBaHHbIX UCCNeoBaHuM

YpoBeHb gokasatenbHocTn C | CornacoBaHHOE MHEHME  3KCMepToB  WU/Mnn  HebormbluvMe  WCCreaoBaHus,
PEeTPOCNEKTUBHbBIE UCCNef0BaHUs, PETUCTPbI

2. BBeoeHue

2.1.3a4eM HyXHbl HOoBble PekomMeHOgauMu No BeAeHUIOD B3POCHNbIX MaLUMEHTOB C
BPOXAEHHbIMX NOpPOKaMu cepaua?

MockonbKy nNpeaplaywasn sepcusi PekomeHgaunnm no BegeHUI0 B3POCHbIX C BPOXKAEHHBIMM
nopokamun cepgua (BMNC) ©bina onybnukoBaHa B 2010r, NOABMAUCL HOBbIE AaHHbIE,
Kacawowmecs 3TOM Trpynnbl MNauMEeHTOB, OCOBEHHO B OTHOLUEHUUM TEXHUKN YPECKOXHbIX
BMELWIATENBbCTB M CTpaTUduUKauumM pucka MNPUMEHUTENTBHO KO BPEMEHU BbIMOSIHEHUS
XUPYPrMYeCcKUX WM KaTeTepHbiX npoueayp, a Takke MeauMKaMeHTO3HOro nedvexHus. Bce aTo
caenano HeobxoanMbIM NEPECMOTP PpeKoMeHaauun.

2.2. CopepxaHue AaHHbIX PekomeHaaumm




MpuHATHE peleHns 0 BegeHun B3pochnbl ¢ BIC BknoYaeT TOYHYH OWMArHOCTUKY, BpeMs
XMPYPruyeckoro BMellaTenbCTBa, OLEHKY pUCKOB M BbibOp Haubonee agekBaTHOro BapuaHTta
WHBasMBHOM  npoueaypbl. Kpome  Toro, obcyxpalTcs  cneunduveckne — acnekTbl
MeONKAMEHTO3HOIO JleYeHUs TaKMX COCTOSIHAM Kak cepaedHas HepgoctatoyHocTb (CH),
nerovHas runepteHsuna (J1N) u npMMeHeHns aHTUKoarynsaHToB.

[aHHble pekomeHOaunm cpoKkycMpoBaHbl Ha fevyeHun B3pochnblx naumeHtoB ¢ BIC, ans
bonee getanbHOM MHMOPMaUMK, Kacalowencsa MHHPEKUMOHHOIO 3HAOKapAuTa, N30MpPOBaHHbLIX
KnanaHHbIX MOPOKOB W 3aboneBaHun aopTbl, crnefyet obpawaTtbCs K COOTBETCTBYHOLLMM
pekomMmeHgaumsm, onyonmnkosaHHbim EOK.

2.3. HoBbin popmaTt PekomeHpaumm

HoBble PekomeHgaumm Obinv aganTMpoBaHbl Anst ObnerdyeHns Mx MCMNonb30BaHUA B
KIMHMYECKOM NPaKTUKe, a TakKe C Lenblo YAOBNEeTBOPEHUS NOTPEOHOCTN YynTaTens B CxXaTbiX U
YeTKMX pekomMeHaaumsax. A KOHLEe AOKYMeHTa pasgen 5 npegnaraet TeMbl AN AanbHenwero
n3ydeHnsi, a B pasgene 6 CyMMMpPOBaHbl KhtouyeBble MNonoxenus. OAna nonydeHuss Gonee
LMpoKon mHdopmaumm cnegyet obpatutecs k PykoBogctesy EOK no cepaedHo-cocygmcTbiMm
3aboneBaHuam [1].

2.4. Kak nonb3oBaTtbcsi PekoMmeHpaumamm

UneHbl KomuTeTa nogyepkmBalrT, 4YTO Ha MNPUHATME OKOHYaTENbHOro pelleHus
OTHOCUTENbHO BbiOOpa aAeKBaATHOrO IeYEeHUs1 AN KOHKPETHOro nauvMeHta B OnpeaerieHHOM
permoHe OKasbiBalT BMUAHWE MHOrMe akTopbl. JATU aKTopbl BKNHOYAKT AOCTYMHOCTb
AanarHoctnyeckoro obopygoBaHue, KBanuduKaumioo KapauvonoroB M Xupypros, 0Cob6eHHO B
obnactn xmpyprum BpOXAEHHbIX 3aboneBaHnn cepaua U YPECKOXHbIX BMELLATENbCTB, WU, YTO
0COBEHHO BaXKHO, MPEeAnOYTEHUS XOPOLO UMHPOPMUPOBAHHBLIX NauneHToB. Kpome Toro, m3-3a
OTCYTCTBMS foKasaTernbHon 6a3bl B obnactu BINC y B3pocnbix, 60MbLWNHCTBO pekoMeHaauunm
SABMAIOTCA pPe3ynbTaTOM MHEHUSI 3KCMEePTOB, OCHOBAHHOMO Ha [AaHHbIX PEeTPOCMEKTUBHLIX W
NPOCMNEKTMBHbLIX 06CepBaLMOHHBLIX UCCNeaoBaHU N perncTpoB. Taknm obpas3om, OTKIOHEHUSA
OT 9Tux PekomeHgauum MoxeT OblTb ONpaBgaHO B HEKOTOPbLIX KIMMHUYECKUX CUTYaLMSAX.

2.5. YTto HoBOro B PekomeHgauumax 2020 roga?

[MepecMOTpEeHHbIE peKkoMeHOauun, HOBble pPeKkoMeHAauMMm W HOBble  KOHUenuum

CyMMUpOBaHbI B Tabnuue 3.

Ta6bnuua 3
HekoTopble nepecMoTpeHHble pekomeHgauum (R), HoBble pekomeHgaumm (N) u HoOBble

KOHUenumm

Aputmnn

N | B nsgaHum 2010r He 6bino dopManbHbIX PEKOMEHAALMiA, KAcaloMXCA HapyLUEHWA pUTMa,




KOTOpble Tenepb BKMOYEHbl B OOKyMeHT. [nsg gertanbHOro O3HakommneHusi cMm. Tabnuvubl B
pasgenax 3.4.2 n 4.10. Hanbonee cyLecTBEHHbIE NO3NLINN;

- MNop4yepknBaeTca BaXXHOCTb MOHUMAHWUS MPUYMHbI, MEXaHu3Ma BO3HUKHOBEHWUS apuTMuu, a
Takke aHaToMmn4yeckux ocobeHHocTen BI1C

- TNogvepknBaeTcsi BaXHOCTb MyINbTUAUCLMIIIMHAPHOIO Mnoaxoda K BbIOOPY OMTMMAarbHOro
MeToga JleYeHus aputMuM LO WIN OOHOBPEMEHHO C UPECKOXHBIM WM XUPYPrUYECKUM
BMELLATENTbCTBOM

- UenecoobpasHocTb npoBeneHust paHHEW KaTeTepHoW abnauum B KadecTBe anbTepHaTuBbl
OANUTENbHOMY MeAVKaMeHTO3HOMY nedeHutio cumntomHon CBT wnm KT, npm ycnosuu, 4To
npoueaypa BbINONHAETCH OMNbITHbIMU CReLanMcTamm

- Y naumentoB ¢ Tetpagon danno u ycronumson XKT uenecoobpasHO NpoOBECTU KOPPEKLUIO
aHaTomuyecknx cybctpatoB KT OO BbIMOMHEHUST  YPECKOXHOMO  WUNU - XUPYPrU4eCcKoro
BMeLwlaTensctBa Ha BTIK, nockonbky Takve BMelLaTernbCTBa MOryT caenatb HEAOCTYMHbIM
cybcTpat XKT

- BoisBneHa accouunaumsa mexay bpagukapamen n BHyTpUNpeacepaHon Taxukapanen pe-eHTpuy, a
TakKke BO3MOXHasi nonib3a uMmnnadHtaumm K.

CuHgpom dnseHmeHrepa/l1Al

N MaumeHTtkam ¢ BIC v noateepxaeHHoM npekanunnspHon JIIT pekoMeHAoBaTb BO3AEPXKMBATLCSA
OT 6epeMeHHOCTH

N Bcem 6onbHbIM ¢ JIAT-BIC pekomeHO0BaHO NPOBOAUTL OLIEHKY pUCKa

N lMaumeHTaM C HU3KMM M MPOMEXYTOYHbIM PUCKOM Mocne Koppekuun npoctbix BIIC, vmetowmm
npekanunnspHyto JII, pekomeHgoBaHa nepoparbHasi KOMOMHMPOBaHHAs Tepanus, a nauneHTam ¢
BbICOKUM  PWUCKOM  criefyeT  HauuMHaTb  KOMOWHMPOBAHHYK  Tepanuio,  BKIHOYaIOLLYHO
napeHTeparbHble NPoCTaHoMabI.

R Mog4vepknBaeTca BaXXHOCTb | MauneHTam Cc cMHOPOMOM  OWN3EHMeHrepa W
nocnegoBaTenbHON CTpaTErM4YecKom | CHKEHHOM TOSIEPAHTHOCTLIO K  duandeckon
Tepanuu JIAI npu cuHgpome | Harpyske (TLUX <450 m), cnegyeT HaunHaTb neyeHne

OnseHmeHrepa u ucnonb3oBaHne TLWIX | ¢  MOHOTepanuu aHTarOHUCTOM pPELENnTopoB K
ONa  NPUHATUS  pelleHus O Hadvane | SHOOTenuHYy ¢ nocnenyoLmm Ha3Ha4YeHneMm
neyeHus. KOMOMHMPOBAHHOW Tepanun, ecnn He OOCTUTHYTO
ynyJLieHme.

BINC ¢ wyHTMpOBaHMEM KPOBU

N MaumeHTtam ¢ BINC ¢ WwWyHTMpPOBaHMEM KPOBWU, UMEIOLLUM NMPU3HAKM MOBbILWEHNA aaBneHust B JIA
no AaHHbLIM HEMHBA3MBHOIo 0bcnenoBaHnsi, HE06X0AMMO NMPOBECTU MHBA3UBHYHO oueHKy JICC.
N/R M3MeHeHbl pekoMeHZaumm no 3akpbiTUio WYHTOB (Npu Qp:Qs >1,5) B 3aBUCUMOCTHM OT pacyeTHOro
JICC.
<3 ep. Byga: knacc | gns MM, OAMXIT n OAT
3-5 ea. Byga: knacc lla gns MM, AMXKIT n OAT
>5 en. Byga npu ycnoBum cHmxeHus oo <5 Ha ¢poHe TapreTtHon Tepanum JIAT: knacc llb gns
OMII (Tonbko beHecTpupoBaHHbIE 3annaTthbl)
=5 epn. Byga ana OMXKIT n OAIN (NpuHATUE NHAMBMAYANBHOIO peLIeHns Ans KaXxaoro naumeHTa, B
LleHTpax 3KcnepTHOro knacca); knacc llb
25 en.Byna, HecmoTps Ha nposefeHue TapretHon Tepanum JIAT: knacc Il gna MMM
N Mauventam c¢ OMIMM un  gucdyHkumen JIXK pexkomeHayeTcss npoBedeHME WHBa3MBHOIO
obcnepoBaHusa, a Takke crnegyeT TLATenbHO B3BECUTb BEPOSATHOCTb GraronpusiTHOro mcxopa
npyu yCTpaHeHWW LUYHTa CrieBa-HamnpaBo, NMOCKOSIbKY BO3MOXHO HEeraTUBHOE BRMSHUE 3aKpbiTUA
OMIIM Ha nporHO3 3a cyeT NOBbILLEHWUS [aBneHUs HanonHeHus (crnegyeT pewmnTb: MNOMHoe
3aKkpblTve gedeKTa, MCnonb3oBaHne PeHeCTPUPOBAHHONM 3ansaThl UMM OTKa3 OT BMeLLaTENbLCTBA)
N YuutbiBaeTtcs cTapLuni BO3pacT | Y MNOXWmMbiX MaUMEHTOB, KOTOPbIM HEBO3MOXHO
NaumMeHToOB MNpU MPUHATUN peLleHMst O | NPOBEeCTUM 3akpbiTve Aedekta 3HO0BACKYNSAPHO,
Xupypruyeckon koppekummn OMIM cnepyert TWaTtensHo npoaHanuManpoBaTb
COOTHOLLEHME XUPYPru4eckoro pucka n
noTeHunanbHOM Nonb3bl OT 3akpbiTna OMIMM
R TpaHckaTteTepHoe  3akpbitve  OMXKIT | TpaHckaTeTepHoe 3aKpbITHe OMXKT crano
CTano anbTEepHATMBOW XWPYPrUYECKoW | anbTepHATMBOW, OCOBGEHHO nNpu  pes3uayarbHOM
KOpPPEKUUN y  HEKOTOpbIX  OOnbHbIX, | AedeKTe, NPy HanU4Mn TEXHWYECKMX CITOXHOCTEN
ocobeHHo npwu pesunayansHom OMXKT XUPYPrMyeckon Koppekumn, a Takke npyu MblLUEYHOM
TMne paedhekrta, PacnosioKeHHOM LeHTpanbHO B
MEXOKENYA04KOBOW Neperopoke
R OnpepneneHo TpeboBaHue K BbINONHEHUO | Xupypruyeckoe 3akpbiTve pekoMeHa0BaHO
npoweaypsb! XUPYproMm, | naumMeHTam co 3HauMmon OB6bLEMHON neperpyskon

cneunanmsanpyrLinmca B obnactu | DK, BMewaTenbCTBO MOXET OblTb BbINONHEHO




nedenna BIIC, npu HenonHoh dopme
ABK

TONbKO XMPYProm, creunanusmpyrolmmMmes B obnactu
neyexusa BIMNC

Hannune &I wnm JII onpepeneHo B
KayecTBe MoOKasaHus Ans  NnacTuku
knanaHa npu ABK

B otcyrctBMe cMMNTOMOB y  NauuMeHToB C
BblpakeHHon AB  knamaHHOW  peryprutaumen,
coxpaHHon dyHkumen JDK (KCL JDK <45 mm w/vinn
®B K >60%), BbICOKON BEPOATHOCTBIO YCMELUHON
NNacTVKM KnanaHa v HU3KUM XUPYPTUYECKNUM PUCKOM,
cnepyet OLEHUTb LuenecoobpasHoCTb
BMeLwlatenbcTea npuv Hanmumm O mnm  ypoBHS
cuctonunyeckoro aasnexus B J1IA >50 mm pT.CT.

OnpepgeneHbl  BO3MOXHOCTU  3aKpblTUSA
OMIIM ¢ nomoLlbio heHeCcTpMpoBaHHOM
3annatbl

Y nauueHtoB c¢ JICC 25 en. Byoa MoxHO
ucnonb3oBaTb 3akpbiTve Aedekta C  NOMOLLbIO
deHecTpupoBaHHon 3annathbl, ecnu JICC cHuxaeTtcs
<5 en. Byna Ha ¢oHe TapreTHown Tepanuu JIAI un
HanUuMM 3Ha4YUMMOro LIyHTa cnesa-Hanpaso (Qp:Qs
>1,5).

Hanuwune  pgecatypauum Ha  (oHe
(PM3NYEeCKOM  Harpysku  BKIOYEHO B
nepeyveHb NPOTMBOMOKA3aHUM K 3aKpbITUIO
OMIM, AMXKN n OAI.

3akpbiTve LWyHTa He pekomMeHayeTcsl GOonbHbIM C
Tsokenon JIAI (JICC 25 eqn. Byga), nposisnstowlencs
pecartypaumen Ha boHe hrn3n4ecKomn Harpysku.

O6cTpykumst BTIDK n aoptonatum

R

[NoBbiWeHWe knacca pekomeHgauumn ¢ lla
no | ona nHBasMBHOrO BMeLLAaTeNbCTBa
NpU HU3KOMOTOKOBOM HUW3KOrpagueHTHOM
AC.

VHBa3nBHOE BMeELLATENbCTBO MOKa3aHO MauMeHTam
C TSHKENbIM HU3KOMOTOKOBbLIM HMU3KorpaaneHTHbIM AC
(cpegHun rpagneHT <40 MM pT. CT.) CO CHUXEHHOW
®B ¥ Hanuumem cokpaTUTENbHOro pes3epBa, 3a
ncknoveHmem ncesgotsikenoro AC.

CHWXeH nopor cpedHero rpagueHTa
JaBneHus ans BbIMOMHEHUS
BMeLUaTenbCcTBa Mo noBogy OOCTpyKUmMn
BTJDK ¢ 50 go 40 mm pT. CT.

npl/l CUMMTOMHOM Te4YeHUn KrnanaHHoro,
nogknanaHHoro unu HagknanaHHoro AC un cpegHeM
rpaaneHTe pgaBlieHnd >40 MM PT.CT. NOKa3aHO
XUpypru4yeckoe nevyeHue.

YpoBeHb MHYT1 1 noBbiweHne gaBneHns
B JIA BKIOYEHbl B nepedeHb nokasaHun
ONs BMelwlaTenbCcTBa npu knanaHHom AC.

HeobxooumocTb BMellaTenbcTBa [OMMKHA  ObiTb
obcyxgeHa 'y  GecCMMNTOMHBIX — MAUUEHTOB  C
HopMansHo ®B 1 Npyn OTCYTCTBUM OTKIOHEHUA BO
BpeMsi TecTa C pmsmyeckon Harpyskom (CM. pasgen
4.5.1), ecnn XUPYpPruveckmi puck HU3KUA N UMeeTCs
OQVH M3 CneayLWwux NpU3HaKoB:

- CywectBeHHoe noBbiweHne yposHs MHYT1 (6onee
YyeM B Tpu pasa Anis COOTBETCTBYHOLLEro nona u
BO3pacTa), MNOATBEPXAEHHOe Mpu  MOBTOPHbIX
ornpeneneHnsax B OTCYTCTBUE APYrMX NPUYMH.

- Tskenaa JII' (cuctonuueckoe pasnexHve B JIA B
nokoe >60 MM pT.CT., NOATBEPKAEHHOE NHBA3VBHLIM
N3MepeHnemM) B OTCYTCTBME APYIMX NPUYUH.

MoaTBepxaeHNe Hamuyne rpaaveHToB
OaBMEHUST C  MOMOLLbD  WHBA3MBHbIX
MeToHOoB " npeanoyTUTesibHoe
UCMOMb30BaHNEe  CTEHTUPOBAHUS  MpwU
KoapkTauumM WM pekoapKkTauuu - npu
HanM4YUn TEXHUYECKOW BO3MOXHOCTMU.

lMnacTuka No NoBoOAy KoapKTauMu Unu pekoapKTaumm
(xupypruyeckass vnmM 3SHOOBACKyIsipHas ) MnokasaHa
nauneHTam ¢ Al 1 noBbILWEHNEM FpagMeHTa Mexny
BEPXHUMWN N HWKHUMWN KOHEYHOCTSIMU, U3MEPEHHbIM
HEMHBA3NMBHO W MOATBEPXAEHHbIM  MHBA3UBHOM
OLIEHKOW (pa3Huua MUKOBbLIX FPagMeHTOB AaBrieHUs
220 MM pT.CT.), NpegnoyvteHue crnenyeTt otAaBaTb
3HO0BACKyNApHOMW npoueaype (CTEHTMPOBAHMUIO) Npwu
HanM4Ynunm TEXHNYECKON BO3MOXHOCTH.

Cne,u,yeT npoBOAUTb 3HOOBACKYINAPHYKO npouenypy (CTGHTI/IpOBaHI/Ie) naumeHTamMm ¢ HopMalibHbIM
YypOBHEM AL npn yeenuyeHun rpagunmeHta wmexay BepXHMMn U HUWKHUMU KOHEYHOCTAMMU,
M3MEepeHHbIM HEWHBaA3MBHO W nNoATBEpPXOEHHbIM WHBA3NBHOW OLEHKON (paSHI/ILl,a MUKOBbIX
rpagneHToB gaBlieHnAa 220 mm pT.CT.), €CIMn "MeeTCAa TeEXHN4YEeCKaa BO3MOXHOCTb.

Mpu aopTonaTn MonoAdbiM nauueHTaMm ¢ cuHapomom MapdbaHa unm OpyruMm HacneacTBEeHHbIMU
3aborneBaHMsIMM  TPYAHOM  a@opTbl, COMPOBOXAAMLWMMUCA pPacLUMPEHUMEM KOPHS  aopThl,
peKoMeHAyeTCs BbIMOJIHATb PEVMMMIaHTaLMIO UMM aHHYINONACTUKY, NPY YCIOBUM UX BbINONHEHUS]

OMbITHBIM XMPYPIOM.

Xvipyprnyeckoe BMeLLaTeNbCTBO [OIMKHO ObiTb PEKOMEHOOBaHO nauuMeHTam ¢ MyTauusiMu
TGFBR1 v TGFBR2 (Bkntoyas cuHgpom Jloeca-Auntua) npu HanuyumMm y HUX MOPaKeHUs KOpHS




adopThbl C MakCMMalbHbIM AMaMeTpoM Ha YpOBHE CMHYCOB 245 mm.

N Mpn cuHopome TepHepa HeobXoOMMOCTb MNPOBEOEHUS XUPYpPrudeckoro BMellaTenscTBa Mo
noBoAdy aHEBPU3Mbl KOPHS aopThbl M/UNN BOCXOAsLEN aopTbl JOIMKHA ObiTb 0OCYKOEHAa Y KEHLLMH
ctapwe 16 net, ecnim UPA >25 MM/MI U unmerTca akTopbl puUcka accounmpoBaHHble C
OVCCEKL MU aopThl.

N Mpu cuHgpome TepHepa XxMpypruyeckoe BMeLlaTenbCTBO MO MOBOAY aHEBPWU3Mbl KOPHSI aopThbl

n/vnn BocxoasiLen aopTbl MOXET ObITb BbINOMHEHO XeHWMHaM cTapwe 16 net, ecnu UPA >25
MM/MI npu OTCYTCTBUMN (PaKTOPOB PUCKa acCOLMMPOBAHHBIX C OUCCEKLMEN aopThl.

O6cTpykums BTITDK/ Ttetpaga ®anno/ aHomanusa Q6wtenHa

R M3meHeHVe pekomeHdauui B oTHoweHne | Ecnn  xmpyprudeckass 3ameHa kranaHa siBNgeTcs
XVPYPruyeckoro  BmellaTenbCTBa MpU | eQUHCTBEHHO BO3MOXHbIM METOOOM JiedeHus, OHa
obetpykummn BTIK B 3aBMCMMOCTM OT | MOKasaHa CUMMNTOMHbIM MNauMeHTaM C  TsXKenbiM
CYMMNTOMOB. CTEHO30M.

Ecnn xupyprnyeckas 3ameHa knanaHa sBRsieTcst
€OVHCTBEHHO BO3MOXHbIM METOAOM IieyeHus Yy
NauMeHToB C TSXKENbIM CTEHO30M W  Hannunem
KNMHUYECKUX NPOSIBMIEHUN, OHA NoKa3aHa B cry4asx:
-  OOBEeKTMBHOIO CHWXEHUS TONepaHTHOCTU K
bm3nyeckom Harpyske

- HapyweHnus dyHkumm MK n/vunmn nporpeccupyoLuen
TP po, Kak MUHUMYM, YMEPEHHOW CTENEHN

- YpoBeHb cuctonnyeckoro gasnenus B MK >80 mm
pT.CT.

- Hannuua wyHTMpOBaHUA KpoBWM crpaBa-Haneso
yepe3 MM nnn OMXT1.

R BkntoueHune NonoxeHnsi 0 | lNpun oTCYTCTBMU €CTECTBEHHOIO BbIHOCSILLIErO TpakTa
npeanoyYTUTENBHOM BbINONHEHUN | cneayeT oTAaBaTb  NpeanodyTeHWe  KaTeTepHou
KaTeTepHoro BMeLLaTenbLCTBa ansa | npoueaype (TpaHckaTeTepHas uMnnaHTauuns
umnnaHtTauum knanada J1A npu TeTpage | knanaHa  J1A) npu HaNUMuMM  TEXHUYECKON
danno BO3MOXHOCTW.

R Onpepenenne  gunatauum DK B | HeobxogumocTb 3amensl MK cnegyet paccMmoTpeTb y
ycnoBusax 3ameHbl MK npu TeTpage | nauMeHToB C OECCMMMTOMHbIM  TEYEHMEM Mpu
danno unu npu npotesnpoBaHnn BTITK. | Hanuyun Tskenon nynbMOHaNbLHOW peryprutaumnm

n/vnn obCTpyKLUMM BTIMXK Ha doHe
nporpeccupytoLLem avnarauuu MK c
nHgekcupoBaHHbiMm  KCO DK =80 MJ'I/M‘ w/vinn
nHgekcnpoBaHHbiM KOO DK 2160 mn/Mg  w/unu
nporpeccupoBaHusa TP 40 yMepeHHOW CTeneHu.

R Mpn Hanuuum OMIIM y nauyweHToB C | B cnyvyae noaTBepXAEHHbIX CUCTEMHbIX 3MBonui,
aHomanuen  ObwTenHa  Heobxoaumo | 0OyCroBMEHHbIX MapagokcanbHoOW ambonusauunen,
Yy4nTbIBaTb pucku BO3MOXHOrO | cregyeT MNpOBECTM  M30MMpPOBAHHOE  3akpbiTue
nosbiweHns gasneHus B MM n cHmxkenuna | AMMM/O0O0, 4yTOo Tpebyet TWwaTenbHOro
cepaeyHoro Bbibpoca.. obcnepoBaHvMa  nepen  BMellaTtensCTBOM — ANs

UCKMIOYEHMsT noBblweHus pfasneHus B [ w
CHWXKEHMS cepaeyHoro Beibpoca..

Ecnu umaHo3s (catypauust kucnopoga B nokoe >90%)
SIBNSAETCA OCHOBHOW npobnemon, MoXeT ObiTb
obcyxaeHa HeobxoauMoCTb N30JTMPOBAHHOTO
3akpbitua OMMIM/O00, 4yto TpebyeT TLATENbHOrO
obcrnegoBaHuA  nmepes  BMellaTenbCTBOM AN
UCKNIOYeHMs nosblweHns pasnednss B [ u
CHWXeHUs cepaedHoro Bblbpoca.

TMA

R M3meHeH knacc pekomeHaauumi ¢ | oo lla, | Y nauMeHTOB C BbIpaXEHHOW peryprutaumen Ha
Kacatowmxca nnactmkn AB knanaHa npu | cuctemHom AB TK 6e3 3HauMmonm cucTonmyeckomn
TMA/nepekntoyeHus npeacepavn y | ancyHkumm xenygodka (PB >40%) nnactuky wnu
6eCcCUMNTOMHbIX NaLUEeHTOB. 3amMeHy knamaHa cnegyet  obcyxgatb  8HE

3asucumMocmu om Haau4usi CUMIIIMOMOS.

R Y naumeHtoB ¢ TMA/nepeknioyeHnem | Y naumeHToB C cOpocoMm KpoBM B 3annatax

npencepoun, KOTOPbIM TpebyeTtcs
umnnantauuas 3KC/MKL: Heobxogumo
YYUTbIBaTb Hanuyne cbpoca KpoBU B

(oedexTbl), OPMUPYIOLLNIA  BHYTPUNPELACEPOHbIN
TOHHENb, KOTOpPbIM  TpebyeTcs  MMNnaHTauus
OKC/MK[M, cnepyeT BLINONHUTL 3akpbiTe gedekta




npn  Hanmyunm TEXHUYECKON  BO3MOXHOCTU
BBeJeHNA TPAaHCBEHO3HbIX 3J1EKTPOAO0B.

3annarax, dopmMupyoLLMni
BHYTpUNpeacepaHbl TOHHeNb3annaTbl.

o

N Mpn koppurmpoBaHHbix TMA u npu Hanmumm nonHom AB Onokagbl wnu notpedbHoOCTM B
ctumynsauun xenypodkoB >40%, pomkHa ObiTb OOCyXgeHa Heob6XoAMMOCTb WMMNIIaHTauum
GumBeHTpuKynsipHoro AKC

R MepecmoTpeHbl nokasaHus kK 3ameHe TK | Mpu Hanuuum cMMNTOMOB naumeHTam ¢ Tskenon TP
npu KOPPUrMPOBaHHbIX TMA B | M HE3HAYNTENBHO CHWKEHHON (PYHKUMEN CUCTEMHOIO
3aBNCUMOCTU oT knuHudeckux | MK (PB>40%) nokasaHa 3ameHa TK.

NPOosiIBNEHNA W  (PYHKUMU CUCTEMHOrO | Y GeccUMMNTOMHbIX MauuMeHToB ¢ Tshkenon TP un
Xenygoyka (ypoBeHb  pekoMeHAauui, | nporpeccupyloLlen avnarauuen n/vnn
KacaloMXca CUMMNTOMHbLIX MaLMUEeHTOB C | HE3HAYUTENbHO CHWKEHHOW (YHKLMEN CUCTEMHOrO
koppuruposaHHbiMn TMA, nsmeHeH c¢ lla | MK (®B>40%) MoxeT OblTb paccMOTpeHa 3ameHa
Ha I). TK.
Mpwn Hanu4uu cuMAMOMO8 Yy NMaUNEHTOB C TSXKENown
TP n cHuwxeHHon dyHKumnen cuctemHoro MXK (OB
<40%) moxeT BbITb paccMoTpeHa 3ameHa TK.

R YpaneHo nonoxeHue o6 aHaTOMUYECKOM
BOCCTaHOBMEHMUM (npeocepaHoe +
apTepuanbHOe  MepeknyeHne)  npu
KoppurnpoaHHbix TMA.

EXXC

N B3pocnbiM nauueHTam, KOTopbiM He Obina BbinonHeHa onepaums no nosogy EXKC, wnn 6bino

MPOBEAEHO MannuaTUBHOE JleyeHne, PeKoMeHOyeTCs MpoxoauTh TllaTenbHoe obcriefqoBaHve B
creuvanuanpoBaHHbIX LieHTpax, BKIoYaLlee MynbTUMOAANbHYIO BU3yanu3aumio U UHBa3MBHbIE
nccrnefoBaHusl, C Lernbio onpeaesieHnsi BePOSTHOCTY MOMNOXUTENbHOTO adhdekTa XMpyprumieckux
BMELUATENbCTB UMW MHTePBEHLMOHHbBIX NpoLeayp.

KposoobpalleHue (umpkynsaums) PoHTeHa

N YcTtonuuBass npencepaHass aputMus C¢ Bbicokum AB  npoBefeHuem npenctaBnsier cobomn
HEOTNOXHOE COCTosiHME U TpebyeT BbICTPOro NPoBeAEHUsI ANEKTPUYECKON KapanoBEPCUN.

N Tepanusa aHTukoarynsHTaMmu nokasaHa npu Hanu4inm Nnm aHamHeCTUYEeCKOM yKasdaHUn Ha TPOMObI
B NpeAcepausix, NnpeacepaHble apuTMumn Unm anusonbl Tpomb6oambonui.

N XKeHwuHam ¢ kpoBoobOpawieHnem DoHTEHa M Npu  HanuuMM MOBbIX OCNOXHEHWA He
pekomeHgoBaHa 6epeMeHHOCTb.

N MpoBeneHne kaTeTepmsaumm nONOCTEN cepALa peKkoMeHayeTcsa B Chnyyasx nosiBNeHus
HEOBOBbACHUMBIX OTEKOB, CHWXEHUSI TONMEPAHTHOCTU K (PM3UYECKOW Harpyske, MOsIBIEHUN HOBbIX
HapyLIEeHW pUTMa, UMaHo3a U KpOBOXapKaHbS.

N Y nauneHToB ¢ apUTMUSMN AOMKHA BbITb 06CyXaeHa HeOBX0AUMOCTb aNeKTPOU3MONIornieckoro
ncenegoBaHusa n abnauum (Npu HaNU4YMM NOKasaHun).

N CnegyeT MpoBOAMTb PErynspHY0 OLEHKY COCTOSIHMS neyeHu (ynbTpa3ByKOBOE KCCrnefoBaHue,
KOMMbloTepHasi Tomorpadusi, MPT).

N AHTaroHUCTbl pPeLIEenTOPOB K SHAOTENWMHY M MHIMbuTopbl docdoamnactepasbl-5 Moryt ObiTb
HasHayeHbl HEKOTOpbIM MauueHTam C MoBblWweHHbIM gdaBneHvem B JIA/JICC B oTtcyTcTBue
MOBbILUIEHHOIO KOHEYHOIO ANacTONMYECKOro 4aBMNEeHUs B XXenygodke.

N HekoTopbiM MaumeHTaM C BblpaXXEHHbIM LUAHO30M MOXET ObiTb MOKa3aHO 3aKpbITMe LUyHTa C

MOMOLLbLIO KaTeTepHbIX YCTPOWCTB, OAHaKO 3TO BMewaTenbCcTBO TpebyeT TwaTenbHoro
npeasapuTenbHoro obcrnefoBaHna C LEeNbio UCKMYEeHUS BEPOSTHOCTM MHAYKLMMW MOBbILIEHNS
CMCTEMHOro BEHO3HOIO JaBIeHUst UMM CHUXKEHUS! cepaie4Horo Bbibpoca.

AHomanuun KA

N

MauneHtam ¢ aHomanuamm KA  pekomMeHOOBaHO  BbIMOSIHEHWE  HedapMaKoNormy4eckux
YHKUMOHANbHbLIX TECTOB (HanpuMmep, paguomn3OoTONHOE UCCNeaoBaHusl, axokapauorpadua unu
MPT cepaua c ¢u3n4eckor Harpyskon) Ans UCKMIOYEHUA/MOATBEPXKAEHUA Hanuuns uemum
MuoKapaa.

A) AHomanbHoe oTxoxgeHue KA ot J1A

N MauveHTam c aHoManbHbIX oTxoxaeHuem nesonm KA ot JIA pekomeHOOBaHO Xupypruyeckoe
neveHue.

N Xvpypruyeckoe rneyeHve pekoMeHOOBaHO NaumeHTaM C aHOMarbHbIM OTXOxAeHueM npason KA
ot J1A npu Hann4Mm cMMNTOMOB, 06yCNoBMNEHHbIX aHoManven KA.

N HeobxoauMocCTb XMPYPruyecKkoro neyeHnst 4ormkHa 6biTb 06CyxaeHa y acCMMMTOMHBIX MaLMEeHTOB

C aHoMarnbHbIM OoTXOXAeHueM npason KA oT JIA, npu Hannumm OUCKYHKLUKW XXEeNyaovKoB Win
neMnn Mmokapaa, obycnoBneHHbIX aHomanven KA.

B) AHomanbHoe oTxoxaeHue KA ot aopThl

N

|meyprmqecr<oe nevyeHne pekoMeHAOBaHO Mpu aHomanbHOM oTxoxaeHun KA oT aopTtbl npu




HanUuMu y naumMeHTa TUNMYHON CTeHOKapaAuu, NOATBEPXKAEHHOW BbIABNEHMEM MPU3HAKOB ULLIEMUN
MUOKap4a B COOTBETCTBYIOLWEN 30HE C MOMOLWBI TecTa C (pm3n4ecKkom Harpyskom wunm npu
HanM4YnM aHaToOMMYECKUX 0COBEHHOCTEN BbICOKOrO pUCKa.

N Xvpyprnyeckoe redeHve [OMKHO ObiTb 00CyXaeHo Yy 6eccumMmmoMHbLIX [auyueHmos c
aHoMarnbHbIM oTxXOoXaeHnem KA (npaBoi vy neBoK) OT aopTbl U NOATBEPXKAEHHOW MWLLIEMUK
MUoKapgaa.

N BbINnonHeEHWE XMPYPruyecKoro neveHnst A0MKHO ObiTb 06CYyXaeHO y BeccuMnmoMHbIX MayuUeHmos

C aHoMarnbHbIM OTXOXAeHueM neson KA OT aopTbl C He AOKa3aHHOW ulemMuen muokapga, Ho
MMERLLINX aHAaTOMUYECKME OCODEHHOCTU BbICOKOIO puckKa.

N BbINOSNHEHME XMPYPIUMYECKOTO JieYeHnst MOoXeT obCyxaaTbCA Yy MauMeHTOB C aHOMaslbHbIM
oTxoxaeHnem KA oT aopTbl Mpy HanMMuMM CUMMNTOMOB, Aa)e €CNN Y HUX He JoKasaHa uliemus
MMUOKapAa UM OTCYTCTBYIOT aHaTOMMYeCKMe 0COGEHHOCTH BbICOKOTO pUCKa.

N BbinonHeHne xupypruveckoe nevyeHusi MoxeT obcyxpaTbCsa y 6eccuMmmoMHbIX MayueHmos c
aHoMmarnbHbIM oTxoxaeHnem neson KA oT aopTbl, 6€3 gokasaHHOM UwemMMM MuUokapda wn 6es
aHaTOMM4YeCcKux OCOOEHHOCTEN BbLICOKOrO pucka, ecnu 3aboneBaHWe BbISBIEHO B MOJSIOAOM
BospacTte (< 35 ner).

N XI/IpprI/ILIeCKOG ne4yeHne He pekomeHgoBaHO naunmeHTam C aHOMalrlbHbIM OTXOXAEHUEM KA ot
aopTbl rpu beccuMnmoMHOM meYeHuU W OTCYTCTBMM NPU3HAKOB uUWIEMUN MUOKapOda wnu
aHaTOMMYECKNX 0COBEHHOCTEN BLICOKOTO PUCKa.

HoBble koHUEenuumn

HanmeHoBaHue (BINC y B3pocnbix)

Knaccudmkaums no cnoxHocTn 3aboneBaHus

TpeboBaHus K COTPYAHMKAM Creumanu3MpoBaHHbiX Ha nevyeHun BIMC akcnepTHbIX LEHTPOB

MoBbllLEeHNEe 3Ha4YeHNs BomMapkepoB Npy HabnAeHUM 3a B3pocnbiMu naymeHTamm ¢ BIC

[eTanbHble cneungnyHble pekoMeHgaumm no nevyeHno HapyLeHnn putma

bonee cneynduyHble N OTKOPPEKTUPOBAHHBIE pekoMeHgaunm no nedeHunto JIAI

PekomeHgaumm no HasHa4YeHU0 aHTUKOAarynsaHToB

[MpnHATNE BO BHMMaHWE NOXMIOro Bo3pacTa npu niaHMpoBaHum neveHns

KaTeropuu BbICOKOro pycka Te4eHus GepeMeHHOCTM B COOTBETCTBMM C peKOMeHZauusiMy no 6epeMeHHOCTH

Paspen, nocesilweHHbIN cuHapomy MapdaHa, pacluvpeH, B HEM NpeACTaBfeHbl aopTonatuu (BKNovarowme
HacrnefCTBeHHble 3aboneBaHnsi TPYAHOM aopThl, CUHAPOM TepHepa u ABYXCTBOPYATbIN aopTasbHbIN KranaH)

MoBbllEeHNEe 3HaYeHUs KaTeTepHbIX MHTepBeHUMI Npu BIN1C y B3pocnbIX.

CokpaweHusn: AB — atpuoBeHTpukynsapHbil, ABK — aTpuoBeHTpukynsipHbin kaHan, Al — apTepuanbHas
rmnepTonusa, ALl — apTepuanbHoe aaerieHne, AC — aopTanbHbIi cTeHo3, BIC — BpoxaeHHbI MOPOK cepaua,
BTJDK — BbIHOCALWMI TpaKT NeBoro xenyaoyka, BTIK — BeIHOCALWMIA TpakT npaBoro xenygodka, OMXI — gedekt
MexokenyaovkoBon neperopogku, OMIM — gedekt mexnpeacepgHon neperopogkn, EXXC — eOguHCTBEHHbIN
xenygouek cepaua, XXT — xenygoykoBas Taxukapaus, VKO — umnnaHTupyemblin kapanosepTtep-aedpmnbpunnarop,
UPA — nHgekc pasmepa Bocxogsilen aoptbl, KA — kopoHapHas aptepusi, KOO — KOHeUYHO-AMacTonnyeckun oobem,
KCO - koHe4Ho-cuctonnvecku obvem, KCI — koHeuHo-cuctonuyeckun guametp, JIA — neroyHas aptepus, JIAI —
neroyHasa aprtepuanbHas runepTeHsus, JII — neroyHas runepteHsus, K — nesbin xenygnodek, JICC — neroyHoe
cocyanctoe conpoTtuereHne, MHYIT — mosroson Hatpunypetudeckun nentua, MPT — mMarHWTHO-pe3oHaHcHas
Tomorpadgusi, OAll — oTKpbIThIN apTepuanbHbii Npotok, OO0 — oTkpbIToe oBanbHoe OkHo, MK — npaBbii
xenygouek, MK — nynbMoHanbHbI knanaHx, MM — npaBoe npeacepane, CBT — cynpaBeHTpUKyNsipHasa Taxukapauns,
TMA — TpaHcnosuuus maructpanbHbix aptepui, TK — TpukycnvganbHbli knanaH, TP — TpukycnuganbHas
peryprutaums, TLLUX —tecT ¢ 6-T1 MUHYTHOM xoabbon, ®B — dpakuyus Beidpoca, Pl — dubpunnaumnsa npeacepaun,
OKC - anektpokapauoctumynsaTop, TGFBR — peuenTop k TpaHcdhopmupytoemy daktopy pocta beta.

3. OOwme acnekTbl

3.1. PacnpocTpaHeHHOCTb BPOXAEHHbIX MOPOKOB cepAua cpeaun B3pOChbiX

B HacTosillee BpeMmsi pacnpocTpaHeHHocTb BMC B Mmupe coctasnsieT B9 Ha 1000
HOBOPOXXAEHHbIX, MPU 3TOM UMEKTCHA 3HaYMMble KonebaHnsa B 3aBUCMMOCTM OT permoHa [2, 3].
XOTS pacnpoCTpPaHEHHOCTb TSXKENbIX BPOXAEHHbLIX NATONOrMA cepaua CHUXaeTcsi BO MHOMMX
3anagHbix/pa3BuTbix CTpaHax, ©Onarogapa BO3MOXHOCTSAM  (PeTanbHOro  CKPUHWHIA M
npepbiBaHna GepemeHHoCcTH, obuiaa yactoTa B mMupe pactet [4]. Bnarogaps nporpeccy B

obnactn MeguMKkameHTO3HOro NneYveHus, Xnpyprmm n TexHornormn, AoCTUurHytomy 3a nocnegHume



pecatunetus, >90% nauneHTOB, nosaABMBLUMXCA Ha cBeT ¢ BIC, poxuBaioT A0 3penoro
Bo3pacta [5]. B pesynbrate pacnpoctpaHeHHocTb BIC B obwecTtBe yBenuuunacb u B
HacTosLLee BpeMS YNCO B3POCIbIX 3HAYNTENbHO MpeBblaeTca KonmyecTBo geten ¢ BI1C [6].
BIMNC moryT GbiTb KnaccuuumpoBaHbl NO CTEMEHN TSHXKECTU Ha Nerkne, cpefHen CTeneHu u
Tshkenole (Tabn. 4).

3.2. OpraH1Msauusa MmeguLMHCKOW NOMOLLMU

Korga naumeHTbl ¢ BlMC gocturaloT coBepLUEHHONETUS, OHU OOIMKHbI ObiTb NepefaHbl B
CUCTEMY OKa3aHMs MNOMOLLM B3pOCNbIM. Takon nepefadve [OMMKEH nNpefwecTBoBaTb
NnoaroTOBUTENbHbLIA NEepuod, KOTOpbIM OyaeT npoao/mkaTbCss BO B3pPOCHAOM nepuoge B
cooTBeTCTBMM C noTpebHocTaAMM naumeHTa. Heobxogmma chneumanbHas opraHu3auus
MEAMLMHCKOM nomMowm n oby4arowme nporpammbl Ans 9TOM Kateropum 60nbHbIX [7]. BaxHo,
YTO OKasaHuve MomoLn B3pocrbiM nauneHTam ¢ BINC gomkHO ocywecTBAATbCA MOXU3HEHHO,
4yTO TpebyeT cTpaTternyeckoro nnaHuposaHusa (puc. 1). Pabouas rpynna EOK no BIIC y
B3pOCnbIX onybnukoBana mMemMopaHaym MO OpraHvM3auuMuM MNOMOLWM M OOYYeHUIO B3POCHbIX
nauneHToB ¢ BINC B EBponencknx ctpaHax [8]. OTOT OOKYMEHT CCblflaeTca Ha npeblaylime
PekomeHngaumm EOK [9] u cTpatuduumpyeT naunmeHToB Ha Tpu ypoBHS: (1) naumeHThl,
HyXgalowmueca B HabnogeHUn TONbKO B CREUManm3vpoBaHHbIX LeHTpax, (2) naumeHTbl,
KOoTopble MOryT HabniogatbCss C yyacTMEM COOTBETCTBYHOLWMM 006pa3oM aganTMpoBaHHOM
CNyXObl OKa3aHWA MOMOLM B3poCnbiM M (3) NaumeHTbl, KOTOpble MOryT Habniogatbca B
HecneumnanmampoBaHHbIX KNUHUKaX (npwn yCrnoBumu BO3MOXXHOCTU nosny4yeHus
cneunanuMsaMpoBaHHOM  noMown npu  HeobxogumocTtu). TpeboBaHma K  nepcoHany
crneumanm3vpoBaHHbIX LIEHTPOB npuBeaeHbl B Tabnuue 5. CnoXHOCTb NOpoka He AoImKHA ObITh
€0VHCTBEHHbIM KpUTEPMEM, MO3BONSAIOWMM OTHECTM MauMeHTa K TOMY WM WHOMY YPOBHIO
oKasaHus nomowm. He cmoTpsa Ha TO, NAaLMEHTbl CO CNOXHbIMW MOPOKaMKU Nierko Moryt ObiTb
OTHECEHbI K YPOBHIO MOBbLILEHHONO BHUMAaHUA, AaXe aHaTOMUYECKM NpocThle AedeKkTbl MOryT
notpeboBaTb OKasaHUsA CneunanuM3MpoBaHHOM MOMOLLM B HEKOTOPbLIX crnydasax (Hanpumep,
aedekt mexnpencepaHon neperopogku (OMMM) B coyeTaHun € nerodyHow apTepuanbHOMU
rmnepTeHaunen (J1AlN)). B cBaAsm ¢ atmm, BCcem B3pocnbiM nauueHtam ¢ BIC pekomeHgyetcsa
OAHOKpaTHasa KOHCYNbTauusa B CneLmann3mpoBaHHOM LEeHTpe Afis Toro, YTodbl cneynanmcTbl No
BIMC onpegenunu Hanbonee agekBaTHbI YPOBEHb OKa3aHWs MOMOLUM U NEePUOSUYHOCTb
HabnogeHns  ans KoHKpeTHoro  6onbHoro  [8]. Heobxogumo  onpegoenntb  CeTb
cneumnanmsanpoBaHHbIX LIEHTPOB [Ans OKasaHus obwen MeauuMHCKOW MNOMOLLWM B3POCHbIM
naumMeHTam gns Kaxaow tepputopun. B oencrteBmutenbHOCTU, Ha OOHE yBENNYEHUSA KONM4ecTBa
B3pocnbix naumeHtoB ¢ BIIC, Bce 6Gonbwe naumeHTOoB OyayT Bnepsble obpawaTtbCs K

Kapauorory B CBSI3W C pas3BUTMEM OCTPbIX COCTOSIHWUIA, TaKMX Kak HapylleHus putma, CH unu



aHpokapamt. B Takmx cnyyaax kapauvonor He MOXeT OTKnagbiBaTb OKasaHWe MOMOLM
reMoAnHaMMYEeCKNn HecTabunbHbIM MNauueHTaMm, OH [JOOJDKEeH no4depXuBaTb CBA3b CO
crneumanmsMpoBaHHbIM LeHTpoM no nedvenuto BIC y B3pocnbix, YTOObl MMETb BO3MOXHOCTb
HeMeOsnieHHO o0CyauMTb COOTBETCTBYIOLWLYH TakTUKy BeAeHusi OONnbHOro unm nepesecTu
nauyneHta B uUeHTp. Ocoboro BHMMaHuA TpebytoT OonbHbIX nocrne onepauum PoHTEHa C
BO3HUKLLUMMUM  HapyLWEHUAMU pUTMa, MOCKOSMbKY [Aaxe CynpaBeHTPUKYNSPHbIE apuTMuu
nepeHocaTca MMmu nnoxo. [etanbHoe obCyKaeHMe BOMPOCOB OKa3aHUSA HEOTIOXHOM MOMOLLM
B3pocsbiM naumneHTam ¢ BINC cTtaHeT TeMon OTAENbHbLIX peKOMeHAaUNN.

[MepeBog MOOPOCTKOB B CUCTEMY OKas3aHUA MeOULMHCKOW MOMOLLWM B3POCHbIX KpanHe
BaXKEH, MOCKONbKY HEe AOSMKHO BO3HWKHYTb MEPEPbLIBOB B MEAMLMHCKOM HabnogeHun no
OOCTMXXEHUN VMU COBEpPLLEHHONEeTUs, U 3TOMY AOSDKEH MNpeflecTBoBaTb NOArOTOBUTENbHbIN
npouecc M OONOoNHMTENbHAs NoaaepXkka, oTeevawwme notpedbHoctam 6onbHoro [10]. Takon
nepesof TpebyeT cneynanbHOM opraHmM3aunm meguumnHckon cnyxoel [10, 11]. PekomeHnagyeTcs,
4yTOObl B LIEHTPaXx, CneuManm3vpyoLwmMxca Ha oKka3aHuy NoMoLwm B3pocnbiM naumeHtam ¢ BIC,
UMENNCb KOMaHAbl, BKAOYaKLWMEe MeOULMHCKUX CecTep, MCUXOMOroB M couunanbHbIX
pabOTHMKOB, MOCKONbKY XOPOLUO W3BECTHO, YTO Yy B3pocnbix nauueHtoB ¢ BIIC Hepegko
BO3HMKAIOT TpeBOra, [Oenpeccusi, KOTopble MeLwakwT UM ChnpaeBnsaTbCa C npobnemamum,
obycnoBneHHbiMn nMx 3abonesaHvem [12]. OTn cneumanncTbl Takke UrpalT OYEeHb BaXKHYHO
pornb B npouecce nepexoga Mexay MeOUUMHCKMMU CUCTEMaMM, MOCKOMNbKY MNPUHUMAOT
yyacTue B OkKasaHuMM nomolum 60fbHbIM MOcre nepexoda MX M3 neamaTpuydeckon CUCTEMBI.
KomaHgbl cneunanucToB LOSMKHbI NPUHMMAaTb yyYacTve B pelleHun npobnem, CBA3aHHbIX C
NCUXMYECKUM 300POBbEM, PU3NYECKMM BrarononyynemMm u kadectsom xusuu [12, 13]. B xope
BCEro nepuwoga HabnwogeHns 3a B3pocnbiMn  6onbHbiMM BIC  akcnepTHas noaaepkka
HeobxoauMa Takke NS NNaHMPOBaHUS BeAeHUs NaumeHToB B oTAaneHHoM byayuiem, a Takke

cTpaTerni, OTHOCSALLMXCS K UX YXO4Y U3 XKMU3HW.

Tabnuua 4

Knaccudmkauma BIMNC no nx cnoxHocTtu

NErKMUE:

. N3onupoBaHHble BpoxaeHHble nopokn AK 1 BukycnvaanbHbii AK

) M3onupoBaHHble BpOXAEHHbIE MOPOKU MUTPANbHOMO KnanaHa (3a UCKMYeHeM NapalltoTHOro Kranaa,
pacLuenneHms CTBOPKM)

. Jlerkuin nsonmpoBaHHbIn cTeHo3 J1A (MHDYHANBYNAPHBIRA, KranaHHbIA, HaaKmanaHHbIN)

. KoppurnpoBaHHbele BTOpuyHbI MMM, aedekt BeHo3Horo cuHyca, OMXKIT nnn OAIl 6e3 ocTaTouvHbIX
NM3MEHEHWIN, TaKNX KaK pacLunmpeHune kamep, AMcyHKUNA KenygodkoB nnm nosblweHmne JIAL

YMEPEHHDbIE (koppurupoBaHHble U HEKOPPUIrMpPOBaHHbIe, B anaBUTHOM nopsgke):

. AneBpuama/ucTtyna cuHyca Banbcanbsbl

. AHomanus O6wTenHa

. AHOMarnbHOE OTXOXAeHNEe KOpoHapHoW apTepun oT JIA

o AHOManbHOE OTXOXAEHWE KOPOHAPHOW apTepun OT MPOTUBOMOMOXKHOIO CUHYCa




AHOManbHbLIV ApeHaXx NerovHbIX BeH (MOMHbIN UK YaCTUYHBIN)

AopTarbHbI CTEHO3 — NOAKNanaHHbIA UMW HagKnanaHHbIN

[1ByxKamepHbIN npasbli Xenygoyek

HedekT BEHO3HOro CUHYCa

OMIIM BTOPWYHBIA, YMEPEHHbIX pPasMepoB WM OOMbLIOW, HEKOPPUrMPOBaHHBLIA (33 WCKIIOYEHUEM
NEro4yHoON BacKynsapHom 6onesHm)

. OMXKTIT ¢ accoummpoBaHHbIMU HapPYyLIEHUAMM (3a UCKIMIOYEHNEM JIErOYHOW BacKynsipHOM 6onesHn) mn/unm
yMepeHHbIM Unu 6onee TSXernbiM LUYHTOM

o Koapkrauus aopThl

. OAIl, ymepeHHbIn 1M 60nbLUOW, HEKOPPUTMPOBAHHbLIA (3@ WCKITHOYEHWEM JIErovHOM BaCKYIsipHOWM
6onesHn)

. ATp1OBEHTPUKYNSPHbIN kKaHan (ABK) nonHass unn HenonHas dopma, Bkrtovasi nepuyHbin OMIM (3a

NCKMIOYEHMEM NErOYHON BaCKynsipHoW BonesHu)

Cungpom MapdpaHa 1 accoumnmpoBaHHbie BpOXAeHHbIe 3aboneBaHus rpyaHon aopTel, CMHAPOM TepHepa
CT1eHo3 JIA (MHpYHONOYNSPHBINA, KnanaHHbIA, HagKnanaHHbIN), YMEPEHHbIA UK TSXKENbIN

CTteHos J1A nepudepuyeckui

Tetpaga ®anno, KoppurnposaHHas

TpaHcnosnumsa MarucTpanbHbIvi COCyA0B NOCNe apTepuanbHOro NepeknioveHnst

TAXEJIDIE: (koppurupoBaHHble U HEKOPPUrMpoBaHHbIe, B andaBUTHOM nopsigke):

. ATtpesus J1A (Bce popmbl)

. BINC nto6oli (koppurmpoBaHHbIA UM HEKOPPUTMPOBAHHBIN), aCCOLMUPOBAHHbIN C FIEFOYHOW BaCKYIISIPHOWM
BGonesHblo (BKMOYasa CUHOPOM On3eHMeHrepa)

. EouHcTBEHHBIN  Xenygoodek  cepaua  (OBYNPUTOYHLIA  NpaBbIM/NEBbIA  Xenyaoyek,  aTpesusi

TpVIKyCI'IVlﬂaJ'IbHOI'O/MVITpaJ'IbHOFO KnanaHa, cuMHApOM runonna3nn neBbiXx OTAeslIoB cepaua, nobble apyrue
aHaToMun4yeckme aHomasnumm ¢ (*)yHKLI,VIOHaJ'IbHO €0UNHbIM )KeJ'Iy,CLO‘-IKOM)

. KpoBooGpalleHne doHTeHa

. O6Lwmn apTepmanbHbIn CTBOM

o MepepbiB A4yrv aopThbl

o CnoxHble aHOManuu npeacepaHo-Xenyao4KOBOro M Kenyao4koBo-apTepuanbHOro cCoeguHeHus (Kpucc-
Kpocc cepALue, CUHOAPOM reTepoTakCum, UHBEPCHUS XKeNy404KOB)

o TpaHCcno3numsa MarmcTpanbHbIX apTepun (3a UCKITIOYEHUEM NauneHTOB Mocne onepauun apTepyanbHOro
nepeknoyeHns)

o Y[BO€eHWe BbIXxoda M3 Xenygoyka

° Linanotumdeckmii BINC nobon (HEKOPPUrMpPOBaHHLIA UITM NOCIE NanMaTUBHOM KOPPEKLMM)

CokpaweHus: AK — aoptaneHbin knanaH, OMXKI — gedekt mexokenynoykosomn neperopogku, OMII — gedekr
MexnpeacepaHon neperopogku, JIALL — nerovyHoe apTtepuanbHoe Aaenenue, JIA — nerovHas aptepusi, OAI —
OTKPbITbIN apTepuarnbHbIi NPOTOK.

3.3. OuarHocTtnyeckuu nopgxon

MomMMMO TLLATENBHOWN KIMHUYECKOW OLEHKN, ncTopmna B6onesHu, Brknovarowas nogpoodHyto
WHOPMAUUIO O nNanMaTUBHBLIX WAN  PEKOHCTPYKTUBHBIX XUPYPrUHECKUX WU  KaTeTepHbIX
BMELLATENbCTBAX, MMEET BaXHewnlee 3HadeHne B obcnepoBaHum B3pocnbix ¢ BIC. Lensto
aHanmsa nctopum 6onesHn SBNAETCA BbISBNEHNE N OLLEHKA CUMMTOMOB, MMEBLLMXCS pPaHbLUE U
NOSIBMBLUMXCS B HACTOSILLLEEe BpPEMs, a TaKkKe MOUCK COMyTCTBYKOLWNX COObITUA M NobbIX
nameHeHun B Tepanun. Hambonee uyacto naumeHTbl ¢ BIIC xanywTcs Ha yxygweHue
NepeHoCUMoCT (U3NYECKNX Harpy3ok u cepauebueHunsa. CamooueHka nepeHOCMMOCTH
Harpy3oK MJfIOX0 KOppenupyeTt C pesynbTaTtamn obbekTnBHoro obcnenosaHus [14]. B cBasm ¢
3TUM BO3pacTaeT HeobXoAMMOCTb NPOBEAEHUA KapAMOPecnMpaToOpHOro Harpy3oyHoOro TtecTta
(KPT) c uenbto obbekTnBu3aunm CTeneHn CHMWXEHUS TONEepPaHTHOCTM K (PU3MYEeCKON Harpysku

KaK Yy 6eCCMMNTOMHBLIX MNaUMEHTOB, TaK W y nauueHTtoB C CUMNTOMaMMW. Momnmo aToro,



naumMeHTa HeobXoOMMO paccrnpoCcuUTb OTHOCUTENbLHO ero/ee obpasa KM3HW, YTOOblI BbISIBUTb
HanuMyne nocCTEeNeHHbIX W3MEHEHWA MNOBCEeOHEBHOM aKTUBHOCTM C LUeNbl  YCTPaHeHUs
cybbeKkTMBHOrO noaxoga npu aHanuse cumntomoB. [Mpy HannuuMmM CUMNTOMOB HEOBXO0AMMO
NOMHUTb U NPU HEOBXOAMMOCTWN UCKMOYaTb anbTepHaTMBHbIE NPUYNHBI YXYOLEHUS, Takue Kak
aHeMus, genpeccus, yBenuvyeHue maccbl Tena, (ousanyveckyro OeTpPeHMPOBaHHOCTb, MOMUMO
Hanu4nst CO6CTBEHHO BPOXXAEHHOM NATONOMMN U ee NOCNEeACTBUIA UMM OCTaTOYHbIX SABNEHNNA.

O6LeknmMHMYeckoe nccnegoBaHMe UrpaeT BaKHENLIYIO POSib U BKIOYAET OLEHKY NoOblx
N3MEHEHNIN ayCKyNbTaTUBHbBIX JaHHbIX, YPOBHS apTepuanbHoro aasnexus (AL) nnu npusHakos
pa3sutua CH. Kak npaBuno, B PYyTUHHOW KIIMHMYECKOW MNPaKTUKe napaniesisHo C OCMOTPOM
BbIMNOMNHAT anekTpokapguorpadguio (SKIN) u nynbcokcumeTputo. PeHTreHorpadusa rpyaHown
KNeTkn Mno3BOSISET BbIABUTb U3MEHEHUS pa3MepoB U KOHduUrypauuu cepgua, a Takke
COCTOSIHME JIErovYHOro KpoBOTOKAa. HewHBaszaBHas Bu3yanusaums OObIMHO — BKNOYaeT
TpaHCTOpaKarnbHY0 U YpecnuLeBOAHYO axokapauorpaduio (3xoKIl), MarHUTHO-pe3oHaHCcHas
Tomorpadus (MPT) cepgua npu Hanuuumu nokasaHwn. B cBAsm ¢ atum, naumeHTam ¢ BI1C
XenartenbHO UMNNaHTUPOBaTb cUcTeMbI (anekTpokapaguocTumynaTop (AKC)/ umnnaHtTupyemblin
kapguosepTep-gecdunbpunnsatop (UKO)), coemectumbie ¢ MPT.

OxoKI™ nmeeT npemmyectea nepeg MPT B OTHOLLEHMM OLEHKM rPaaneHTOB AaBlEHUS U
AasneHuss B rneroyHou aptepun (J1A), a Takke BbISBIIEHUS MENKUX BbICOKOMOOBMKHbIX
obpasoBaHun, Takmx kak Beretaumn. MPT cepagua woeanbHO noaxoauT Anst TOYHOM
KONIMYECTBEHHOM OLIEHKN 06BHEMOB XKenyao4vkoB, dopakumm Bbibpoca, KranaHHOW peryprutaumm
[15], pacyeTa Nero4yHoro n CUCTEMHOIro KPOBOTOKA, BbidBNeHna pubposa mmokapaa. CepaeyHo-
cocyamuctasi komnbroTepHaa Tomorpadgua (KT) ¢ ncnonb3oBaHnMeM COBPEMEHHbIX CKaHEPOB C
OOHUM UnN OABYMSI UCTOYHWKAMU MOXET BbIMOMHATLECA C NMPOTOKOSIOM 3KOHOMWUW [03bl MOXET
OblTb HEOOXOAMMA NMPU HaNUMYUKU crneumarnbHbIX NoKa3aHUM — Kak ykasaHo B Tabnuue 6. BaxeH
MYNbTUONCUUNIIMHAPHBIA KOMaHAHbIA NOAX04: 3Kcneptam B obnactyu Bu3yanu3aumm MoXeT
notpeboBatbCa MHOPMaUMs OT XUPYPros, crneuvanuctoB B obnactm MHBA3UBHOM
KapOuonormm  Wnu  3nekTpouUsnoNoroB C  Uenbd  ONnTUMM3auuu  npouecca  OUEHKH
N300pakeHnn, MM TakkKe npuaeTcs B3auMMOLEWCTBOBaATb APYr C LPYroM Afis MOBbILEHUSA
KayecTBa MynbTUMOAANbHOW Bu3yanusauun. CRoXHYH BuU3yanusauuio nyylle BbINOSHATb
HenocpeacTBEHHO B Cneunanm3npoBaHHbIX LLEHTPax, a He NOBTOPSATb UCCrefoBaHme.

Anga seinonHeHns 3xoKl, MPT u KT tpebyeTcsa cneunanuctbl, Metowme onbIT kak B BIC,
Tak U B BM3yanuaauumn, creumanbHyo NOAroTOBKY M COOTBETCTBYOLWEee obopyaosaHue. B EOK
3TO noaTBepXpaeTcs cepTudukaumoHHbIM  dk3ameHoM EBponewnckon Accoumaumm o

cep,u,equ-cocynMCToﬁ BuU3yann3auum, OTJINYHbIM oT CTaHOapTHOro OK3aMeHa no



TpaHcTopakanbHon K 4pecnuwesogHon O3xoKl wnu MPT cepgua, wn  49BnslOWMMCS

cneumduyHbiM ans BIC.

Tabnuua 5

TpeboBaHus K nepcoHany LeHTPOoB, CNeunanm3npyroLmMxcs Ha BI'ICl

O6nacTtb Tpebyemoe
KONMM4ecTBO

B3apocnbin/geTcknin kapguonor ¢ ceptudmkatom B obnactu BINC B3pocnbix 22

Crneunanuct B obnactm Busyanusaumm BIC y B3pocnbix (cepTudukat B obnactu | 22

TpaHCcTopakaneHoW/ TpaHcnmwesogHon axokapauorpadpuu, MPT cepgua, KT cepaua)

Cneunannct B 0611acT MHTEPBEHLIMOHHOMO NeYeHUs1 BPOXAEHHbIX aHOMarnum 22

Xupypr, cneumanusvpyowmmncs B obnactu nevexus BrNC 22

AHecTesnonor, uMeruMn onsiT B obnactu BegeHns nauneHtos ¢ BI1C 22

MeguumnHckas cecTpa C  COOTBETCTBYHWOLLENW  CheuManbHOCTbO  (ECnM  HauuoHanbHoe | =2

3aKoHOAAaTeNbCTBO NpeanonaraeT cneynanmsaguio)

OnekTpoduanonor, cneunannnpyoLnicsa B obnactv neyeHns B3pocnbix nauneHTos ¢ BM1C 21

OkcnepT B 06nacTu nerovHbIX BackynsipHbix 3abonesaHui >

KrMHUYeckni reHeTnk >

Mcuxonor 21

CoumanbHbin paboTHUK >1

KomaHnpga, obecneymBatoLlas nannmaTtMeHy NOMOLLb >1

CokpaweHus: BIIC — BpoxaeHHbIn nopok cepgua, KT — komnbioTepHaa Tomorpadus, MPT — marHuTHO-
pe3oHaHcHas Tomorpagus.

Tao6nuua 6

lNMokasaHusa k nposegeHnto MPT cepgua y B3pocnbix nauyneHTos ¢ BIN1C

e KonunyectBeHHas oueHka obbemoB DK, ®B (Bkntovas nogneroydnbin MK, cuctemubin MK n eguHCTBEHHbIN
Xenyaoyek)

o OueHka obctpykuun BTITXK n kongyuTos IMXK-JTA

¢ KonunyecTtBeHHas oueHKa MyrnbMOHaNbHOW perypruraumnm

e OueHka JIA (cTeHO3bl, aHeBpu3Mbl) M aopTbl (aHeBpuama, auccekums, koapktauus (KT MoxeT umeTb
NPenmyLLEeCTBO))

e OueHKa CUCTEMHbBIX U NeroYHbIX BeH (aHOManbHoe BnageHune, o6CTpykuus, aHaToMns KOPOHapHbIX BEH nepes
BMELLATENbLCTBOM U T.M.)

e Konnartepanu n aptepnoBeHo3Hble Manbgopmaummn (KT MoXeT MMeTb NPenMyLLLECTBO)

e AHOManuu kopoHapHbix cocyaoB n BC (KT nveeT npeMmMyLLectBo Npy MHTpaMypanbHOM xoAe, WeneBuaHOM
YCTbE, OTXOXAEHUW MOA OCTPbIM YrNOM, HanMyMu MUOKapAuarnbHOro «MOCTUKa» W ANs OUEHKM COCTOSHUSA
BnALwKm)

e BbifiBNeHMe 1 KONMYeCTBEHHasi OLeHKa mMwemun muokapaa ¢ nomoubio MPT Harpy3o4Horo tecta C OLEeHKON
nepgyaunu

¢ BbiABneHue BHYTpY- 1 3KCTpakapauanbHbix 0Opa3oBaHui

e KonunyecTtBeHHas oueHka Mmacchl Muokapaa (JIK n MXK)

e BbiBneHMe wn KonuyecTBeHHas oueHka ¢ubposa muokapaa/pybuoBori TKaHM (No3gHee HakomnneHve
ragonuHmng, T1 KapTupoBaHuWeE), XapakTepucTmka TkaHu (bmbpoas, Kup, xeneso u 1.M.)

¢ KonunyecTtBeHHas oLleHKa CUCTEMHOIO M NIEFOYHOr0 KPOBOTOKa Ans pacyeTa Qp:Qs

e KonunyecTtBeHHas oueHka nepdysmm NpaBoro/neBoro nerkoro

e l3mepeHne neroyHoro KpoOBOTOKA Y MNALUEHTOB C MHOXECTBEHHbIMW WUCTOYHMKaAMM KPOBOOOpaLleHus
(Hanpumep, Npy1 HanNn4Mn GONbLLMX a0PTO-NEroYHbIX KonnaTtepanbHbIX apTepui)

CokpaweHusa: BTIMK — BbiHOcAwmn TpakT npaBoro xenygovka, MBC — vwemuyeckas 6onesHb cepgua, KT —
KomnbtoTepHaa Tomorpadus, JIA — nerodHaa aptepus, JDK — nesbin xenygoyek, MPT — MarHMTHO-pe3oHaHCHas
Tomorpadms, MK — npaebin xenygoudek, PB — ppakumsi Bbibpoca.



BpoxxaeHHbI NOpoK cepua l XpoHunyeckon 3aboneBaHue, NpoAoHKatoLLEeCs BCHO XXNU3Hb
JleBag 4yacTb PUCYHKa, CBEPXY BHU3 noap4an:

[ocnuTtanusauumn

HacnepncteeHHasi nepegayva BINC

OcnoxHeHnst 6epeMeHHOCTH

MaTepuHCckas CMepTHOCTb

OcnoxHeHnst HeoHaTanbHOro Nnepuoaa

ApTepvanbHas runepTeH3us

HapyweHusa putma

OcnoxHeHWsi CO CTOPOHbI KOPOHAPHbLIX apTepuUn
CuHapom nopaxeHus aopThbl

JleBas yacTb puUCyHKa, CBEPXY BHM3 Noapsaa;
MoTpebHOCTL B NOBTOPHbLIX ONEPALMSIX M MHBA3MBHbIX BMELLATENbCTBAX
OKCTpEHHbIe rocnuTanmaaLlmm

CHWXeHMe TONepPaHTHOCTU K (PU3NYECKMM Harpyskam
Henpeccun

YXypLeHne Ka4yecTBa XU3HU

MHMEKUNOHHBIV 3HAOKapANT

MepgukameHTO3Hasa Tepanus B TeYEHE BCEWN XXU3HU
BHe3anHas cepaeyvHas cMepTb

UHeynbT

HeBpornoruyeckme oCcnoxHeHus

YMeHbLUEeHNE 06LLEen NPoaOIMKUTENbHOCTU XU3HU
CokpauweHue: BINC — BpoXxaeHHbIN NOPOK cepaua.

Puc. 1. KniwouyeBon pucyHok. BIIC — xpoHuyeckoe 3abonesaHue, CcylleCcTBylOLlEE Ha

NPOTSXKEHUN BCEMN KUSHW.

3.3.1. OxoKI

OxoKI™ ocTaeTcs mMeTogoM Bu3yanuaaumm nepson nuHum [16]. Ncnonbaytotca M-pexnm,
OBYXMEPHbIN U TpexmepHble pexumbl (3D), a TkaHeBas pgonnneporpadouss U oueHka
Aecdopmauun Mmnokapga, ocobeHHO npoaonbHas Aedopmauusi, U CKOPOCTb Aedopmaumm
CTaHOBSATCSA HEOTHLEMIIEMOM YaCTbIO (PYHKLMOHANbHOM OuUeHKu [17].

OxoKI™ npegocTtaBnseT nHgopmauuio o6 aHaTtoMum cepaua, ero noroXeHun (BKroYas
OpPMEHTALMIO U TMOMOXEHWEe cepaua), CoeauHeHue npeacepavn n KenyaoudkoB, KranaHoB
cepgua, u coeMHeHNe Xenyao4koB C MarucTpasbHbiMK apTepuamMn. [na oueHku mopdonoruu
M (PyHKUMM KnanaHoB cepaua TpaHcTopakanbHad O3xoKlh wn, npu HeobxogumocTw,
ypecnumweogHaa 3xoKI (4acto coyetaemoe ¢ 3D OxoKI) saBnserca npeanoyTUTENbHbIM

MeToaO0OM BU3yalnn3auunn. 9T0 TaKke crnpasegnneo Ansa obcnenoBaHus npn HamM4ynn LLIYHTOB,



Takux Kak gedekt mexnpeacepgHon neperopogkn (AMIM) nnu aedekT MexkenyaovkoBoun
neperopogku (OMXTI): 3D 3xoKl no3BonseT pekoHCTpyupoBaTb OedekT B ero «Buae
cnepeau», 4TOObl OUEHUTb pasMepbl, OPMYy W B3aMMOOTHOLLUEHME C OKpYXaroLwmmm
CTPYKTYpamu cepaua.

Paamep, dopma, o6bem n dpakums Boibpoca (PB) xenygoykoB MOryT ObiTb OLEHEHbI U
paccynTaHbl C MOMOLLbIO TpaHcTopakanbHon 3xoKI. [Npu3Hakn neperpyskn obbemom npu
HanmMuuu LWyHTa WKW KNanaHHOM peryprutauuMm, WUnu neperpyskv AaBfeHMeM B Criyvasix
yBENnMYEeHNsa MOCTHAarpy3ku, Takke BbIABMASIOTCHA MPU XOPOLUEM KayecTBe TpaHCTopakarbHOro
nccneposarus. [Oaxe 6onee crapble MeTOOUKM C ucnornb3oBaHve M-pexuma Ons OUeHKU
CUCTONUYECKOro ABWMXeHus TpukycnugansHoro (TK) n mutpansHoro krnanaHoB Bce ele MoryTt
ncnonb3oBaTbCs, OCOBGEHHO npu anutenbHoMm HabnwogeHun. 3D OxoKI, gonnneposckoe
nuccneposaHve U ABYXMepHoe uccrnefosaHve gedopMaumm Muokapgaa npoaeMOHCTpupoBanu
CBOK BbICOKYH0 MH(OPMATUBHOCTb MPWU OLEHKE CUCTONUYECKOM (PYHKLMM NEBOro Xenyaoyka
(JTK), n 3acnyxualoT TOro, 4tobbl MHTErPMPOBAHHBIMW B KIMHUYECKYID NpakTuky. [axe c
y4eTOM Hanuunsa HOBbIX METOA0B uccrnegoBaHus, AXoKl coxpaHseT CBOK KIHYEBYHO porib Afs
OLIEHKM CUCTONMYECKOn yHKUMM npaBoro xenyaouka (MK) vmnn eguHCTBEHHOrO >xenygoyka
cepgua (EXC), xota ons ocywectBrneHns 6onee TOYHbIX M3MEPEHUN MOXET noTpeboBaTbCs
aononHutenoHoe nposegeHne MPT cepaua.

3.3.2. MPT cepaua

MPT cTtana BakHbIM nogpasgeneHvemM B crneunann3mpoBaHHoM LeHTpe. OHa nossonsdeT
BbINOSTHUTL 3D PEKOHCTPYKUMIO, Ha KOTOPYK He OKa3blBalT BMWSHME HU pa3Mepbl Tena, Hu
aKyCTMYeckoe OKHO, a MpOCTPaHCTBEHHOE W BPEMEHHOEe paspelleHne metoga 6bICTpo
ynyqywaetca [18]. Ona ontumanbHon Budyanusauum MPT cepgua TpebyeT Hanuuus
NpaBUbHOIO CepaeyHoro puTMa, OAHaKo AWAarHOCTUYECKMEe UCCredoBaHUs Hepeako MOXHO
BbINOSTHUTL Aaxe Yy NauMeHTOB C HernpaBuibHbIM PUTMOM (C YaCTOW 3KCTPACUCTONWEN WNU
dunbpunnaumen npegcepaunn (Pr)) n metannuuecknmn aptecpakramm. MPT cepgua ssnsertca
«30M0TbIM CTaHOAPTOM» AN KONMYECTBEHHOW OueHKM 06bemoB. OHa MOXET ChyXuTb
anbTepHaTneon IXoKI npu OTCYyTCTBUN BO3MOXHOCTM MOMYyYEHUS KA4ECTBEHHOIO M300paXxkeHns
NN UCNONb30BaTbCA B KAYeCTBE BTOPOro MeTtona, Koraa pesynbTtatbl U3MepeHun, caenaHHbIX
npu IxoKl, nMeloT norpaHnYHbIe 3HAYEHUS UM COMHUTESNbHbLI. Kpome TOro, HU3KUM ypOBEHb
Ny4eBON Harpy3ku genaet 3T0T MeTo4 He3aMeHUMbIM B Crnydae Heo6Xo4MMOCTU BbINOSTHEHUSA
CEPUNHBIX UCCrneaoBaHUn (Hanpumep, Ans MOHUTOPMPOBaHUA pasmepoB aopTbl). MPT cepaua
Nno3BOnsieT MNPOU3BECTU OLEHKY CUCTEMHOMO W JEroyHoro KpoBOTOKa Yy MauUMEHTOB C
HECKOSbKMMWN MCTOYHUKaAMWN KPOBOCHAOXeHMS, a B KOMOMHaUMM ¢ MHBa3MBHOWN KaTeTepusaumemn

— neroyHoro cocyguctoro conpoTtusneHus (JICC). BoO3MOXHOCTb BbisiBNeHus ¢ubposa



Muokapga — yHukanbHoe csonctBo MPT. losgHee HakonneHue ragofsivHuAa Ons BblSBNEHUS
dunbposa muokapga u T1 KapTupoBaHue Ana  maeHTUdMKaumm  NoKanbHOro Mu
NMHTepCcTUUManbHoro pmbposa Bce valle NpMMEHSIOTCS y B3pocrbix naumeHToB ¢ BINC n3-3a nx
NnoTeHUNanbHON OMarHOCTUYECKOM N MPOrHOCTUYECKOW LEHHOCTU. [ns Toro 4tobbl BbIACHUTD,
BNUSAIOT NN BbISIBNIEHHbIE M3MEHEHUS HA BbDKMBAEMOCTb, B HacTosllee BpeMs NPOBOASATCHA
KpYnHble KIMHUYECKMe nccnenoBaHns y nauymMeHToB ¢ pasnmyHbiMy oopmamu BI1C.

[na cHWxeHus pucka HedpOreHHoro CUCTEMHOro ubpo3a MCNonb3oBaHWE ragoSNIMHUSA
cnegyet usberaTtb y NaUMEHTOB C HU3KOW CKOPOCTbIO KryboudkoBon cunbtpauumn (<30
Mn/Mun/1,72 MI). B cBs3M C 3TMM pekoMeHOyeTcs onpeaensaTb YPOBEHb KpeaTUHWHA nepen
BbinoniHeHnem MPT cepgua. XoTa KAMHMYeckMe MOoCneAacTBUs MNoka He HabnoparoTes,
BO3MOXHOCTb OT/IOXXEHUSA rafoSfIMHUA B FONIOBHOM MO3re — BHE 3aBUCMMOCTH OT hnbpo3a noyek
— BbI3bIBAET OMaceHnsi B OTHOLLEHUM KYMYNATUBHBIX 403 Yy naumeHToB ¢ BIC, kotopbim MPT-
nccnenoBaHns BbIMOMHAKTCA MHOMOKPATHO B TEYEHUE XU3HU, HauYnHas ¢ MOogoro Bo3pacra.
B cBs3u € 3TUM, NpeanoyTUTENbHO NCNOMb30BaTb rafofIMHUKN B Cneumanu3npoBaHHbIX LieHTpax
B BUOE MaKpPOLMKINYECKOro, a He NIMHENHOro XenaTMpoBaHHOIO raofIMHNEBOrO KOHTpacTa, 4YTo
CHMXaeT PUCK NpyY MMHMMAarbHOW A03€e NS yNyylleHus KadecTsa nsobpaxenus [19].

Bapocnbim naumentam ¢ BINC n obbluHbiMu OKC unn UKL moxHO BbinonHATe MPT B
COOTBETCTBUUN C pEKOMeHOaunaMm1, ecriv umeeTcss MecTHas nogaepxka [20].

HaHHble 3D MPT Busyanusauun MoryT ObiTb MHTENPUPOBAHbI B 3MeKTpou3nonormyeckme
CUCTEMbl MNpU BbIMNONHEHUN BMewaTenbCcTB. 3D pekoHCcTpykuun ¢ nomowbio MPT- u KT-
n3obpakeHNMn Takke MOXHO MWCMNONb3oBaTb ANA peneTuuum BMELIATeNnbCTB B pexume
BUPTYyarnbHOW peanbHOCTU UNU ANs NnaHupoBaHUs Ha ocHoBe 3D neyaty AN KOHKPETHOro
nauueHTa.

MokasaHna k MPT cepgua cymmunpoBaHbl B Tabnuue 6.

3.3.3. KT cepgeyHo-cocygmcTon cuctemsl

KT nmeeT BbiCOKOE NPOCTPAHCTBEHHOE paspeLleHne N KOPoTKoe BPEMS BbINOSTHEHUS; OHa
0cOBeHHO nornesHa Ana BM3yanusauun marmctparnbHbIX COCya0B, KOPOHapHbIX apTepuin (KA) n
KonnarteparnbHbIX apTepUi, a Takke Npu NnapeHxXnMaTo3HbIX 3aboneBaHusax nerkmx (tabn. 6). Bo
MHOrMX ydpexgeHusax KT aBngetca npeanoyTUTeNnbHbIM MEeToAOM  Bu3yanusauum npu
NnnaHMpPOBaHUM TpaHCKaTeTEPHOW WMMMaHTauuu knanaHoB. MeTog nos3BonseT MnpounsBecTu
OLEHKY pasMepoB U (YHKLUMOHANbHOIO COCTOSIHUS XENydo4KoB, NpU 3TOM BpPEMEHHOEe
paspeweHue yctynaet MPT, Takke KT accoummpoBaHa ¢ 60nblUen Ny4eBOW Harpys3kow, B
CBSI3M C YEM CEpPUIMHO C ATOW Lenblo 0bbIYHO He ucnonb3yeTcd. bbicTpoe pasButne metoda B
nocrnegHee BpeMsi MNMPUBENO K CYLECTBEHHOMY CHWXEHUIO YPOBHS Ny4eBOW Harpysku, npu

ogHoBpemeHHOM nposefeHun KT-aHrnorpadgpum KA mn JIA n aopTbl ee ypoBeHb cocTaBngeTt <5



m3B. [Onsa B3pocnbix naumeHToB ¢ BIMC 310 caenano Bo3MoOXHbIM npoBeaeHue KT no psgy
nokasaHun, Takux kak natonorna KA, a Takke aons getanbHOW oLeHKM KonnaTtepanen [21].

KT ocobGeHHO LieHHa B YCrOBUAX HEOTMOXHbLIX COCTOSIHUI, BKNOYAst ANCCEKLUMIO, AMBONNIO
JNIA, napaknanaHHbin abcuecc nNpu WHAPEKUMOHHOM JHAOKApAUTE, TrOe OHa umeeT
npeunmywiectea nepeg OxoKI n MPT, nockonbky MeHee 4yBCTBUTENbHA K apTtedaktawm,
06yCnNoBNEHHbIM HANNYNEM UCKYCCTBEHHbIX KIanaHoB.

Y nauueHToB C WMNMIAHTUPOBAHHLIMU WCKYCCTBEHHbIMW KnanaHamu (>3 mec. Hasapj)
NO3UTPOHHO-IMUCCNOHHas Tomorpadpusa/KT ¢ 18-pTopaes3okcurnitoko3on  MoOXeT  ObiTb
nucnonb3oBaHa Afsi paHHEro BbISIBIIEHUS MPU3HAKOB BocMnaneHus u uHdekumn B obnactu
KnanaHa, a Takke A58 BbIABNEHUS BTOPUYHbBIX 04aroB MHgekuun [22].

3.3.4. KPT

MpoBeaeHne Harpy3odHbIX TECTOB MUrpaeT BaXHYK ponb Ans naumeHTtoB ¢ BIIC, y
KOTOPbIX KayeCTBO >KM3HU U  (PYHKUMOHAmNbHbIE BO3MOXHOCTU SBASKOTCA  KMOYEBbLIMU
nokasatensamMmu, onpegensrwuMmn ycnex nposeaeHHoro BMewatensctsa. KPT, Bknwoyvas
OOBEKTMBHYIO  OUeHKy  paboTtocnocobHocTn  (nukoBoe  notpebneHne  kucnopopa),
3(PPEKTUBHOCTM BEHTUNAUMN (OTHOLLEHME BEHTUNSALUUN K YPOBHIO BblAENSAEMOro YrreKUcrioro
rasa), peakuum 4actoTbl cepaeyHbIX cokpalleHi n ALl, a TaKkke BblSiBieHWE HapyLUEeHUN puTMma
n pecatypaumm Ha doHe U3NYecKonW Harpysku, NO3BOMSET MNPOBECTU MHOMOCTOPOHHIOH
OLEHKY (PYHKLMOHaNbLHOro crartyca n (pu3nyeckorn TPEHUPOBAHHOCTM MaumeHTa, KpoMe TOoro,
pesynbTaTtbl TecTa KOPPENUpYyT C YypoBHEM 3aboneBaeMoCTM U CMEPTHOCTU B3POCHbIX
nauueHToB ¢ BINC [23]. B cBs3M C 3TMM NOBTOPHbIE HArpy304Hble TECTbI JOMMKHbI CTaTb YacTbio
NPOTOKOMOB ANUTENBHOrO HabngeHus 3a 3TUMM NaumeHTamn. VIX pesynbTaTtbl BaXKHbl ANS
onpegeneHns BpeMeHN WMHBA3WBHbLIX BMELLATENbCTB M MOBTOPHbLIX onepauui. Ha ocHoBaHuu
pesynbtatoB KPT MOXHO onpefenutb pPekoMeHOOBaHHbIN  ypOBEHb  WHTEHCUMBHOCTU
PU3MYECKMX Harpy3oK ANA KOHKPETHbIX OonbHbix [24]. Ewe ogHMM npocTbiM  METOAOM
KONMNYECTBEHHON OLIEHKN (DYHKLMOHANbHbBIX BO3MOXHOCTEMN SBMSIETCA TeCT ¢ 6-MuH xoabbon
(TLWX); ero pesynbTaTbl KOPpeNMpYT C ucxogamm y 6onbHbix ¢ JIAT.

3.3.5. KaTeTtepusauus nonocten cepgua

KaTeTepusauuio nonocten cepgua BbIMOMHAT, rnaBHbiM 06pa3oM, C Lenblo peLleHus
OTAENbHbIX BOMPOCOB, KaCalOLWMXCA aHAaTOMUYECKUX WM PU3NONOTMYECKNX OCOBEHHOCTEN,
UM Npu MnaHMpPoOBaHUM MHBA3WBHOIO BMelLaTenbCcTBa. [lokasaHusa BKMYalT onpegeneHus
JICC, amactonuyeckonm yHKLMM XKenyaoouykoB (BKMOYaAsi KOHCTPUKTUBHBIA U PECTPUKTUBHLIN
TWMbl), TPAOVEHTOB  AaBMNEHUsl, KOMMYECTBEHHYHD OLEHKY C LWyHTa, MpoBeaeHue

KopoHapoaHruorpadum, a Takke OLEHKY BHECEPAEYHbIX COCYyOOB, TakuMX Kak, aopTO-NeroyHble



konnatepanbHble aptepun (BAJIKA) B Tex cny4yasix, Korga HewHBa3uBHble MeTOAbI
nccrnegoBaHna He JatoT MOMHON KapTUHBI.

Mpn BIMNC ¢ wyHTMpoBaHMeM, B cnyyae Hanuuus npusHakoB JIA[ no pgaHHbIM
ponnneposckoro 3AxoKl, kaTeTepusauusa (BKMYasi uWCCrnegoBaHME Ba30pPeakTMBHOCTM)
HeobxooMMa Ons MPUHATUA pelleHns O 3akpbiTuM WwyHTa. [Ana aTton uenu Hambonee 4yacto
ncnonb3yk MHranaumio okenaa asota. Onpegenexuve JICC npu BINC ¢ wyHTOM TpebyeT TOYHOM
OLIeHKM JIerO4HOro KpoBOTOKa C MCMNOSib3oBaHWe npuHuuna duka. 3TOoT MeToq C n3mMepeHnem
notpebneHna kucnopoga noO3BOMSET OCYLWECTBUTb Hauboree TOYHYH OUEHKY CepaeyHOro
BblOpoOCa.

Mepea xuvpypruyeckum BMeLLaTENbCTBO Heobxoammo nposecTy Busyanusauuto KA (c
nomoLubto KT-aHrnorpadum mnm MHBa3MBHOW KOpOHaporpaduun) y MyxdmH ctapwe 40 nert, y
XXEHLLUH B NOCTMEHOoMNay3e 1 y NaunmeHToB C Npu3Hakamu nwemmdeckon donesnun cepgua (MBC)
nnn nmerwmx donee ogHoro dakropa pucka VIbBC [25].

3.3.6. buomapkepbl

CywecTtByloT pfaHHble 06 accounaumm pasnuuHbix ©OuMoMapkepoB C  pasBUTMEM
HexenaTenbHbIX sBRneHun Yy nauyueHtoB ¢ BIC, Bknw4yass HENPOropMOHbl U MapKepbl
noBpexaeHns  Muokapga  (BbICOKOYYBCTBUTESbHbIE  TPOMOHWHbLI)  MAW  BOCMNaneHus
(BbicOKOYYBCTBUTENBHBIN C-peakTBHbIN 6enok. Cpean HerporopMoHOB Yy nauweHToB ¢ BI1C
Hanbonee XOpoLLO U3yyYeHbl HAaTpUMypeTuyeckue nentuabl (HaTpuUnypeTudeckni nentug B-tuna
n N-koHuesown nponentua B-tvna). OHM BaxHbl Npu onpefeneHuuM MporHosa, HO MeHee
MHdopMaTuBHbI Ans anarHoctukn CH cpegun y 6onbHbIX ¢ BIMC BCcneacteme HeOQHOPOLHOCTU
NMOPOroBbIX 3HAYEHUW Y MauUMEeHTOB C pasnuYHbiMKM dopMamMu MNOPOKOB U BapuaHTamu
Koppurmpytowwmx onepaumm [26]. OHn 6onee MHPOPMATMBHbBI NPU HANU4YMK OBYXKENYA04KOBOW
MOAENN KpOBOOOpaLLUEHNSs U MeHee NPUrogHbl Yy MaumMeHToB C uupkynauuen doHteHa [27].
OnpepeneHve ypoBHEN HaTpUAypeTUYecKMX NenTuaoB B AUHAMUKE WMENT 3HayeHue ans
BbISIBNEHNA MALMEHTOB C PUCKOM Pa3BUTUS HexenaTernbHbIX COObITUA. BaxHO, 4TO ypOBHU
HaTpUNypeTU4ECKUX NENTUAOB MOXET ObiTb NOBbIWEHbI Y 6OMNbHLIX C «CUHUMMU» MOPOKaMK 3a

cyeT CTUMYNAUMK NPOAYKUMN NenTUO0B Ha poHe rmnokcmn [28].

3.4. Tepanus

3.4.1. CH

Passutne CH gBnsetca u4acton npobnemon, BosHukawowen y 20-50% B3pocnbix
nauneHToB ¢ BINC, CH Takxke aBndetca BeayLwien npuyinHonm cmepTun [29]. Yactota passutus
CH yBenuuuBaeTcs W, BO3MOXHO, OHa HedooueHeHa. [lockonbKy Hepeako pas3BMBaKOTCS

NNaTeHTHble CUMMNTOMbI U MPU3HaAKU CH, naumeHTbl C BbICOKUM pnckom ee BO3HUKHOBEHUA



HYXXOalTCA B CUCTEMATMYECKOM HabnwaeHun u ckpuHuHroBom obceneposaHun [30]. JTobble
HapyLeHUss reMOANHaMMUKN, BKIOYas apuTMuuK, cnocobHble CnpoBouMpoBaTh BO3HWKHOBEHME
CH, KoTopble MOXHO KOHTPONMPOBaTb C MOMOLLbIO MHBA3UBHbLIX BMELLATENbCTB, HEOH6X04MMO
BbISIBASATb U, NO BO3MOXHOCTW, NeYnTb B NepByld odvepenb. B oTcytcTBMe oOTAENbHbIX
pekomMeHaaumn cneumanuctol B obnactn neveHnsa 6onbHbix ¢ BI1C cnefyoT cywecTByrOLWMM
pekoMeHJauusMm Mo MeaukameHTo3HoMy JedeHuto CH u  conyTtcTBylowen natonoruu,
Hanpumep, caxapHoro guabeta, ®[l1, UeHTpanbHOrO COHHOro anHod3, AeduumTta xenesa wu
kaxekcun [31]. OgHako, MOCKONbKY NaTOU3MONOrMa KapauMopecnupaTopHOM AUCYHKUUK Y
©onbHbIX ¢ BINC 4yacto otnnyaeTcd oT NaunmeHToB ¢ NpMobpeTeHHbIMK 3aboneBaHnamm cepgua,
aKCcTpanonaumsa pesynbTatoB wuccnegosaHmn CH Ha naumeHtoB c BIIC moxeT 6bITb
HEKOPPEKTHO, 0COBEHHO Yy BONbHbIX C cucTeMHbIM DK, HapylweHnemMm yHKUMM NOANEroYHOro
xenygouka n gusmonornen EXXC. Matoduanonorns CH npu BINC ¢ pa3sutnem cMCcTonmyeckomn
ANCKOYHKUMKN  BKITHOMAET LUMPOKMIA CNekTp NpuynH. Kak cuUCTeMHble, Tak M nogneroyHble
Xernyaodkn, Mopdoriormyeckn nesbl Unn Npasbiv, BKNOYAA €AUHCTBEHHbIE Xeryaoykn, MoryT
OblTb  XPOHMYECKM NeperpyXeHbol gasneHvem u/vnnm obbemMoMm, 4YTO NpMBOAUT K
nporpeccupyoen XenyaodkoBon ANCHYHKUMW. HapylleHne apXUTEKTOHMKM MuoKapaa
(HEKOMNaKTHbIN) W B3aMMO3aBUCMMOCTb  XKENyJOYKOB MOFYT TMPUMBECTU K  CHUDKEHWIO
cucTonuyeckon yHkumu. Y naumeHTtoB ¢ BlI1C mMoxeT pasBuTbCs NOBpexaeHue Muokapaa
(HeapekBaTHaa 3awmTa MuOKapa BO BpPEMS MCKYCCTBEHHOrO KpoBOOOpalleHusi, nocne
BEHTPUKYNOTOMMM MM NMOCIEe XpoHn4yeckon rmnokcun). Kpome toro, MBC — Ha doHe cTapeHus
unu BpoXxaeHHon aHomanum KA — n nepcuctupyowme TaxmaputMmm MoryT ObiTb NPUYMHON
HapylweHUss PYHKUUN CUCTEMHOro 1 noarierodHoro xenynoydkos [30]. Umerowmecsa aaHHble O
neyerumn CH y B3pocnbix nauneHToB ¢ BI1C yacto HeybeauTenbHbl 1 NOMyYeHbl Ha HeBoNbLINX
KoropTax. B pesynbrate, pekomeHgauun gnsi B3pochnblXx nauueHToB ¢ BIC ocHoBaHbl Ha
KIMHWUYECKMX AaHHbIX U MHeHUN akcnepToB [30]. NaumeHTbl ¢ GBUBEHTPUKYNSPHON LIMPKYNSUMEN
n ¢ ancyHkumen cuctemHoro JIK o6bIMHO nony4vatoT TpaguumMoHHyo Tepanuio no nosogy CH;
aHanorn4Hble Mepbl NPegnpPUHMMAaKTCA U Yy NaLMeHTOB C CUMMITOMaMu NMpu HegOCTaTOYHOCTU
cuctemHoro K. HasHayeHne anypeTnkoB NO3BOMSIET KOHTPONMPOBATb CUMMTOMbI; BAUSET NN
ANVTENbHOE NPUMEHEHNe 6noKaToOpoOB PEHUH-aHIMOTEH3UH-anbA0CTEPOHOBON CUCTEMbI UIK
GeTa-6nokatopoB  Ha  KIIMHUYECKMA  UCXOA, HEM3BECTHO. Takke He  yaanocb
NPOLAEMOHCTPUPOBATL MOMIOXKUTENBbHOINO BIIUSHUS  ANUTENbHOWM CTaHO4apTHOW Tepanuu no
nosogy CH y nauvMeHTOoB C AUCKYHKUMEN NOANEroYHOro enygodka, XoTs MNpUMeEHeHue
ANYPETUKOB  CMNOCOOHO YMEHbLUMTL CUMNTOMBbI. JledeHne OBOmnbHbIX C  KIIMHUYECKUMU
nposierneHmamm CH Ha ¢oHe dyHkumoHanbHo EXXC npu kpoBooGpaweHun doHTeHa unu B

crnyyae [ONUTENbHO CyLLECTBYIOLWEro LWyHTa ChnpaBa-HaneBo [AOIMKHO HauYMHaTbCS KpawiHe



OCTOPOXHO, C Y4YeTOM O4YeHb HEeYCTOMYMBOrO pPaBHOBECUS MeXAy >Kenygo4vKOBOW
npeaHarpy3kom M CUCTEMHOW MocTHarpy3kon. CyLlecTBYIOT OaHHble HEeCKOSbKMX HebOomnbLumx
nccrnegosaHnn y B3pocnblx naumveHtoB ¢ BIMNC un CH, kacawowueca npuMeHEeHWs HOBOro
npenapaTa cakybuTtpuna/sancapTaHa, NPUMEHEHNE KOTOPOro, Kak BbIs10 YCTaHOBMAEHO, CHUXKaeT
3aboneBaeMocTb 1 CMEPTHOCTb, M KOTOPbLINA Obin BHECEH B nocrnegHme pekomeHgauum EOK no
xpoHudeckon CH [31], ogHako B HacTosillee BpeMs Mbl HE MOXEM cAeniaTb 3akftoyeHue no
aTomy nosoay. Passutne CH c coxpaHeHHon ®B Takke HepeOko BCTpevaeTcsl y B3POChbIX
OonbHbIX ¢ BIC. JleueHne gomkHO cooTBeTCTBOBATb 06LWMM pekomeHgauuam no CH. Nomumo
MeANKAMEHTO3HOIO feYeHns BO3MOXHOCTb MPUMEHEHUS CepAeYHON PECUMHXPOHU3UPYIOLLEN
Tepanun (CPT) y B3pocnbix naumeHtoB ¢ BINC un 3actonHon CH, Bbi3biBaeT Bce 6GonbLuni
WHTEpPEeC, XOTA B HacTosllee Bpems CyLecTBYeT nuwb Hebonblioe KONMYECTBO AaHHbIX,
KacaloLwmxcs nokasaHun un pesynbtatoB. OddektnsHocte CPT npu BI1C moxeT 3aBucetb OT
COOTBETCTBYHOLLMX aHATOMUYECKNX N (DYHKLMOHANbHbLIX OCOBEHHOCTEN CUCTEMHOIO Xenyaoyka
(MpaBbIK, NeBbIN NN PYHKLMOHANBHO €ANHCTBEHHbIN), HanNn4na u cTeneHn peryprurauum Ha
cuctemHoM AB-knanaHe, NepBUYHOrO MOPaXeHUs MWOKapaa unu Hanmyus pybuoB, a Takke
TUNa 3afepXxku nposeaeHus [32].

OxunpgaeTtcsa Takke pocT 4acToTbl criydyaeB pas3Butua octpon CH y B3pocnbiX G6OMbHbIX C
BIMC 3a cyeT yBenunyeHus Bo3pacta K Gonee CroXHbIX MOPOKOB. 3HAHWS O KOPPEKTHOM
Ha3HaYeHUN MWHOTPOMHbLIX MpenapaToB, [OOCTYMHOCTb 3JKCTpaKoprnopanbHON MemMbpaHHOM
OKCUreHauun W paclUMpPeHHbIX TEXHONMOrMi «MOCTa» K TpaHChnaHTauuu, SBNATCS
MUHUManbHbIMK TpeboBaHMAMM ANs agekBaTHOM nogaepxkm naumeHtoB ¢ BINC n octpon CH;
pekoMeHayeTCcHa nepeBo NaLuMeHTOB B 3KCNepTHbIe LeHTpbl [33].

Mpn TepmnHansbHon CH TepaneBTMYECKOoM onumnen MoXeT CTaTb TpaHCcnnaHTauusa cepaua.
PesynbTatbl onepaumin No TpaHcnnaTHauum NpogosmkatT yryylaTbCcsl, OCOOEHHO Yy NauneHToB
¢ BINC, ogHako nepuonepaumoHHasa netTanbHOCTbL BCe eLle ocTaeTcsi 6bonee BbICOKOW, YeM Npu
Apyrnx 3aboneBaHuAx. 3TO CBA3AHO C paHee BbIMNOMHABLUMMUCA KapANOXUPYPrmyecKnmm
onepaumsamu, CroXHOM aHaTOMMEN U NaToU3NOIorMen, a TaKke Hanmimem COornyTCTBYHOLLMX
3aboneBaHn (MHOrOCUCTEMHOCTb MopaxkeHus). bonee WMpPoOKoe NpUMeHeHne Xenyao4vkoBbIX
BCNOMOraTesibHbIX YCTPOMUCTB MOXET ObITb MOCTOM K TPaHCMfaHTauuu, a y psaga naumeHToB —
CaMOCTOATENbHLIM METOAOM feyeHusi. Hekotopble 60MbHbIE MOrYT UMETb OYEHb CITOXHYHO
aHaTOMUIO USIM BLICOKMW YPOBEHb aHTUTEN MPOTUB NENKOUMTAPHbLIX aHTUreHoB, 4YTO AenaeT
TpaHCnaHTaumo HEBO3MOXHOWN.

HekoTopbiM nauneHTam TpebyeTcss MynbTUOPraHHas TpaHcnnaHTauusa. TpaHcnnaHTauus
cepaua u nerkux sbinonHseTcs y naumeHtoB ¢ BMC n Heobpatumon JIIT, Takon kak CMHAPOM

SﬁseHmeHrepa, OOHaKO HeOoCTaTOK OOHOPCKUX OpraHoB ABNAETCA rMaBHbIM OrpaHM4YeHueMm.



OpHoBpeMeHHasi TpaHcnnaHTauusa cepgua v nedYeHn BbINOMHAETCA pedko Mpu  Hanmmuum
ne4YeHOYHOM HeJoCTaTOYHOCTU nocne onepauun PoHTeHa MNu y nNaumMeHToB C ANUTENbHOW
npaBoXenygo4YKOBOW HEeAOCTaTOYHOCTbIO (Hanpumep, Npy HeaMarHOCTMPOBaHHOW aHoManuu
ObwTenHa TK); onbIT Taknx onepaunn HeBenuK.

Bo Bcex cnydasax pekomeHOyeTCs CBOEBPEMEHHOE OLEHKa creuuanuctamun rno fievyeHnio
CH vy B3pocnbix ¢ BlNC, B ueHTpax TpaHcnnaHTaumm c onbITOM neveHnsa B3pocnbix ¢ BI1C.
Takke Bcem ©O6onbHbiM C nporpeccupyowenn CH cnegyeT npegnarate nnaHMpoBaHue
MeaMLUMHCKOro HabnwaeHnsa n yxoaa, BkNovaroLLee nannmaTmBHyo NOMOLLb.

3.4.2. HapyweHna putma 1 BHe3anHas cepaeyHas cMepTb

3.4.2.1. Cybcmpamsi apummuu

Y naumeHToB ¢ BIC MOXHO BCTPeTUTb BECb CYLLECTBYIOLLNA CMEKTP HapyLleHUn putMma.
OpHako HekoTopble cybcTtpatbl aputmui npu BI1C cBA3aHbl HEMOCPELCTBEHHO C MOPOKOM
(tabn. 7 wn pasgen 4). YBenNuUYeHWe nNpPOAOSDKUTENBHOCTM XWU3HM (B COYeTaHuM C
npucoegMHeHneM TpaguLUMOHHbIX )aKTOPOB pUCKka apuTMoreHesa) cnocobCcTByeT yBeNUYEHMIO
pacrnpoCTPaHEHHOCTN HapyLleHUW PpUTMa, CBA3aHHbIX CO CTPYKTYPHbIM pPeEMOAENUPOBAHUEM,
KOTOpble MOryT BOo3HMKaTb B Bonee mnaglwem Bo3pacrte, 4em B oOLwen nonynauum, Hanpumep,
®rl.

Apyrne bopmbl apuTMUIA CBA3aHbI C TUMOM U BPEMEHEM BbINOSTHEHUSA PEKOHCTPYKTUBHbBIX
onepauun no nosogy BIC. lNMocneonepaunoHHble pybubl Ha npasom npegcepaun (M) B
coyeTaHMM C MpPOLECCOM  peMOoAenupoBaHusi, OOYCIOBMEHHbIM  reMoANHaAMUYECKON
neperpyskon, cnocobCTBYIOT BbICOKOM YacToTe npeacepaHblX Taxuvkapauvni npu pasfnygHbiX
dopmax BIC. Haubonee w4acto BcTpedaroTca no3gHue npeacepaHble pe-eHTtpy  (MPT)
Taxukapguu, B YaCTHOCTU KaBOTPUKYCNnAanbHbIA UCTMYC-3aBUCMMOE TpeneTaHue npencepaum
(TT1). YactoTa cokpaweHun npeagcepaun 150-250 B 1 MUHYTY MOXET npuBecTn K ObicTpomy AB
NPOBEAEHMNIO, HapyLUEHUSIM TreMoAMHaMWKM W BHe3anHou cepaevHon cmeptn (BCC).
Bo3HuKHOBEHME MOHOMOPMHON xenyaoykoBon Taxukapamm (XKT) Takke 3aBUCUT OT MOpokKa
pa3BuTus (Tabn. 7) n Tuna koppekuumn [34, 35], Npm 3TOM KpuUTMYECKasa YacTb Kpyra Makpo-pe-
eHTpKU, OObl4HO pacnofnioXeHa B aHATOMWYECKM YeTKO OnpederneHHbIX nepeLuenkax,
OrpaHNYEHHbIX XMpypruyeckumn pybuamm u matepmanom 3annaTt. HanpoTtus, y nauneHToB C
nporpeccupyowen HeaoCTaTOYHOCTbID CUCTEMHOTO UMW MOANEroYHOro XesyaodkoB MOryT
BO3HMKHYTb 60fee CroxHble 3aneKTPoOU3N0ONornieckme N3MeHeHNs. AT N3MEHEHNS BKNOYAIOT
pemMoaennpoBaHMe MOHHbIX KaHarnoB, HapyLleHue NOCTYNMEHUs Kanbums U pemogenupoBaHue
BHEKMETOYHOr0 MaTpuKca, 4YTO BedeT K pasfMyHbiM TUMaMm apuTMUA, BKIOYas MeHee

ynopsgoYeHHyo 6bIcTpyto nonmmopdHyto XKT n ombpunnaumio xenyaoukos (PXK) [36].



Tabnuua 7

dakTopbl prcka pasBUTUS HapYyLLUEHWUIA puTMa 1 aNM3o4oB bpagmkapaun y B3pocrblX NaumeHToB

c BlrC

CynpaBeHTpukynsp | XenygoukoBble | Bpagukapgmm

Hble apUTMUK apuTMmnm "

BCC
Twn BINC ABPT | MPT/ | ® | Yctonun | BC | OCY AB 6nokaga
OMT | M | Baga XT Cc BpoxneH | MNpunobpeteH | BpoxaeH | MNpuobpeteH
Has Has Has Has
BTopuyHbIN ++ ++ (+) + (+)
OMn
BepxHun pedext ++ + +
BEHO3HOTO
CUHyca
ABK/ nepBuYHbIN ++ ++ | (4) (+) (+) ++
OMn
LIMDKTT G ) +
)

AHomanusa +++ ++ + (+) ++I ++
ObwTernHa
TeTtpaga ®anno ++ ++ | ++ ++ + +
TMA
MpencepaHoe +++ |+ | ++] ++ F++ +
nepekmnoyeHe |
ApTepuarnbHoe + +§ (+) (+)
nepeknyeHne
KTMA ++ + + | () ++f + ++
Onepauus
PoHTEHa
ATpuonynbMoHan | | ++
bHOE
coeguHeHune
BHyTpunpeacepa ++ + +| ++
HbI
nareparnbHbI
TOHHEIb
SkcTpakapavans + + | +
HbI KOHOYWT
Cungpom ++ ++ ++I
On3eHmMeHrepa
MannuatneHoe
neyexve BINC

MpumeuaHue: l— C y4eTOM BbICOKOW pacnpoctpaHeHHocTu OMXIT; obwmi puck y naumeHToB ¢ JMXKIT HeBbICOK; r
— BCC MoxeT 6biTb CNeCTBAEM CyNpaBEHTPUKYMSPHON apuTMUM C HYacTbiM MPOBEAEHMEM Ha xenyaouku; f —
6onee Bbicokui puck XXT npu crnioxHon TMA; |— He apuUTMOreHHas.

CokpaweHus: AB — atpnoBeHTpukynsapHeinn, ABK —aTpnoBeHTpukynsapHelii kaHan, ABPT — aTpnoBeHTpukynapHas
peunnpokHasa Taxukapgus, BINC — BpoxaeHHbIn nopok cepaua, BCC — BHe3anHasa cepaeyvHas cmeptb, OMXKI —
aedekt mexckenyaovkoson neperopogku, AMIIM — aedekt mexnpencepaHon neperopogku, OCY — ancdyHkumns
cuHycoBoro yana, XXT — xenygoukoBas Taxukapaus, KTMA — koppurmpoBaHHasi TpaHCNoO3ULUSA MarnctpanbHbIX
aptepun, NPT — npeacepaHas pe-eHTpu Taxukapausi, TMA — TpaHcnosuumsi MaructparnbHbix apTepuin, O —
dubpunnauma npeacepaun. AMNT — akToNnMYeckas npeacepaHas Taxukapams.

3.4.2.2. ObcrnedosaHue nayueHmMos ¢ rnodo3peHUeM UnuU C 8bIS8/1EHHbIMU HapyuweHUsMU

pumma u rie4eHue apumMUlj



Y naumMeHToB C CMMNTOMamMu B OTCYTCTBUW AOKYMEHTANbHOro MOATBEPXAEHUS apUTMUN,
xapaktep obcrnenoBaHUsa 3aBUCUT OT 4acTOThbl (XONTEPOBCKOE MOHUTOPUPOBAHWE, MonyYyeHne
MHOPMaUUN C UMMNAAHTUPOBAHHLIX YCTPOMUCTB (MPY HanMyuun), UMNNaHTaums permctpaTtopos)
n obctoaTenbCcTB (Npoba ¢ pn3n4eckon Harpyskom) NosBIEHNSE CUMATOMOB.

HeobxoanmocTb nepuogundeckoro obcnegoBaHusi nomummo peructpauum 3K B 12
oTBedeHNaxX (Hanpumep, nepuoauyeckoe CyTOYHOEe MOHUTOPUPOBAHWE) MNpU  OTCYTCTBUM
CMMMNTOMOB apuTMuMM He p[okasaHa. M3BecTHO, 4TOo 6ecCMMNTOMHbIE HapylleHust puTMma
BbISBNAKOTCSA C OONbLLON YaCTOTOM, YTO PEeAKO BNUSET Ha npoBoaumMoe nedenue [37].

Bcex naumeHTOB Heobxoaumo obcnepoBaTb ANA  BbISBNEHUA 0OpaTUMbIX MNPUYMH
HapyLleHu puTMma (HanpumMmep, TUPeOTOKCUKO3a, BOCNanuTemNbHbIX NPOLIECCOB), a TakKe HOBbIX
nUnun pesnayarnbHbIX reMogUHAMMUYECKNX HapyLEeH. APpUTMIMK, Bbi3biBaloLLMe HECTAOUTbHOCTb
reMmoavHaMuku, TpebylT HeMeONeHHOro KyrnvpoBaHUA BHE 3aBUCUMOCTWU OT ANUTENbHOCTW/
npoBeaeHUss aHTUKOArynaHTHOMW Tepanuu B COOTBETCTBMM C AENCTBYIOLUMMUN pekoMeHaaumsamMm
[32]. Y nmauneHTOB C pUCKOM AUCKYHKUUM CUMHYCOBOroO y3na (Tabn. 7) nocne kapauvosepcun
MOXeT BO3HMKHYTb OCTaHOBKa CWHYCOBOro Yy3ana/bpagukapgus, 4to TpebyeT [OCTYMHOCTM
obopygoBaHus ana  kapguoctumynaumn. Ecnmn TIPT/®IM xopowo nepeHocatca UM UX
AnuTenbHoCcTb 248 4, HeobXoOUMO WUCKIIYUTL Hanuyve TPOMOOB B MOMOCTAX cepaua
(ypecnuwesogHasa IxoKI) n/unm nposecTn ageKkBaTHYO aHTUKOArynsHTHYy0 Tepanuio (>3 Hef.),
Takke TpebyeTca HasHavyeHue (apMaKoNorm4yeckorm KOppPEeKUUM 4YacTOoTbl pUTMa C MOMOLLBHO
OeTa-bnokatopoB mnu 6G1OKAaTOPOB KanbUMEBbLIX KaHanoB (y MNauMeHTOB C HOpMaribHOM
PYHKUMEN CUCTEMHOrO >Xemnygoyka npu OTCYTCTBMM NpenBo30yXAeHusa >kenynodkos) [32, 37,
38]. lNMopaepxaHne CUHYCOBOro putma — 3ajada BefeHus Bcex nauyuweHtoB ¢ BIC [32, 37].
KaTteTepHas abnauusa saBnsetca Tepanuen NepBOW NIMHUKM B Cliyvae Hanmuus nognexatiiero
NEYeHUI0 OorpaHuMYeHHoro cybcTparta, MOCKOMNbKY aHTUapuTMudeckne npenapatbl 4acTo
obnapatoT oTpuuatenbHbIM MHOTPOMHBIM UM APOMOTPONHbLIM addektom [32]. HekoTopble
aHTHapuTMu4eckne npenapaTtbl, Hanpumep, npenapatbl knacca 1C, cnocobHbl 3amennsTb
vyacTtoTy NPT 6e3 6noknpoBaHmsa AB npoBeaeHusi, YUTO MOXET NPUBECTU K npoBeaeHuio 1:1 ¢
yxyauweHunem remoauHamukn [32]. Ons npegynpexaenna peumamsos [NT/®I y nauymeHTOB C
BIMNC npu Hannumm gucyHKLUMM CUCTEMHOTO Xenyaoudka, rmnepTpodum CUCTEMHOIO Xenyao4dka
unn npu Hanudnm NBC n HeadHEeKTUBHOCTU UM HEBO3MOXHOCTU MNPOBEAEHUS] KaTeTepHON
abnaumn, MoOXeT paccmaTpuBaTbCs Ha3HavYeHMe ammogapoHa. HasHayeHne ammogapoHa 4acTo
COMPOBOXAAeTCA BO3HMKHOBEHMEM MOBOYHBIX 3PGEKTOB, MOITOMY Heobxoaumo cobntogatb
OCTOPOXHOCTb Y MauMeHTOB C UWAHOTUYECKMMW MOpOKaMu, HU3KOW Maccon Tena,
3aboneBaHNAMM NeYeHn, LWMTOBUOHON Xenesdbl UNKU Nerknx, unu yanuHeHnn nHtepsana QT.

[AnuTenbHas Tepanna amMmmogapoHOM He pekomeHayeTcs monoabim naumeHtam ¢ BI1C [32].



Ana onTManbHOro mneyYeHus XPOHUYECKUX apuTMuKr, pekomeHayetca o6s3aTenbHo
HanpaBuTb NauMeHTa B creunanm3MpoBaHHble LEeHTPbl C MynbTUANLUCUUNIIMHAPHOW KOMaHO0N
N OMNbITOM JledeHus apuTMnin ceasaHHbix ¢ BINC [32, 37]. AHTUKoarynaHTHaa Tepannsa onvcaHa
B pasgene 3.4.7.

3.4.2.3. [ucyHKyus cuHycoeozo y3na, AB briokala u HapyuweHue rnpoeedeHus ro rnyyKky
[uca

Llenecoobpa3Ho nepuoaMyeckm nNpoBOAUTb CYTOYHOE MoHuTOopupoBaHme OKIM 'y
6eccuMNTOMHbIX MaUMEHTOB C PUCKOM PasBUTUSA AUCHYHKLUN CMHYCOBOro y3na n AB 6nokagpl.
XpoHuyeckaa OUChYHKUMA CUHycoBOro ysna/bpagukapausi ¢ HeadhdeKTUBHON npeacepaHon
reMmogMHaMMKOM MOXET crnocobCTBOBaTb peMoaenupoBaHuio npegcepann u passutuo NPT .
Cuutaetcs, 4TO MauMeHTbl C nocreonepaunoHHon AB 6rokagon MMEKT NOBbIWEHHbIA PUCK
BCC. B cBsa3n ¢ aTvmMm, NpeanoxeHol bonee wmpokue nokasanust kK mmnnaHtauum 3KC no
CpaBHEHMIO C NaLMeHTaMn CO CTPYKTYPHO HOpManbHbIM cepguem [20, 32].

Y B3pocnbix nauneHtoB ¢ BIC npn gByxxkenygoykoBOM KpoBOOOpaLLEHUN U CUCTEMHOM
JDK nokaszaHusa k CPT coOTBeTCTBYHOT cCTaHAapTHbIM KpuTepusmMm. Cnegyet OTMETUTb, 4TO
NPUYMHON AUCHPYHKUMM CUCTEMHOrO >Keryaoyka 4aile saBnseTcs o6bldHag CTUMynaumns
XenyaodkoB, a He 6nokaga Hoxkum nyydka [uca. CootBetctBeHHO, CPT pekomeHayeTcs
nauveHtam ¢ BIC c¢ cuctemHon ®B <35% wn y3kom komnnekce QRS, B cny4vae
npegnonaraemMon 3HaYUTENbHOM MOTPEOHOCTM B KapAMOCTUMYNSAUMM U NPU  MMMAaHTaumm
HOBbIX YCTPOUCTB. B kayecTBe anbTepHaTuBbl MOXeT OblTb pacCMOTPeHa CTUMYNAUMS nydka
Mmca. OppektnBHocTb CPT y B3pocnbix nauyneHToB ¢ BINC BapbupyeT B 3aBUCMMOCTM OT TuNa
nopoka W MOXeT 3aBuCeTb OT WHOMBUAYaNbHOM aHaTOMUM W MNPUYUHBI  OUCCUHXPOHUN
(Hanpumep, cuctemHbin MX/EXC, AB knanaHHasa peryprutaums, Hanvyune pybuos). B obwem,
wnpuHa komnnekca QRS cama no cebe He ABNSETCA 3HAYMMbIM NPEOVKTOPOM, a AaHHble
AnuTenbHoro HabnogeHns HemMHorouncneHHsl. Kpome Toro, Hepeako TpebyeTcsa BbIMNOMHEHWE
TOpakoTOMUN U TMbpmnaHas MMNaHTauusa 3MNEeKTPOAOB UM OAHHbIX O ANMTENbHO NPOBOAMMOWN
CPT HepocTaTouYHO.

3.4.2.4. BCC u cmpamugukayus pucka

BCC, cBsizaHHasa C >Xernygo4ykoBbIMW HapyLUeHUAMU pUTMa, NpeacTaBnseT CepbesHyro
npobnemy (7-26% Bcex cnyyaeB cmepTu cpeaun B3pocnbix) [29, 39, 40]. XoTta B uenowm, B
nonynsaumn BINC, ee 4vactota oTHocuTenbHo HeBenvka (<0,1% B rog), y nauveHToB C
HEKOTOPbIMM MOPOKaMW PUCK MOBbLILEH MPU COYEeTaHUM cneuuduyeckoro Ans 3abonesaHus
cybeTpaTa n daktopoB pucka (Tabn. 7). CnoxHon 3agaden octaeTcsl BbiBIIEHNE NALMEHTOB C

BblcOkuM puckom BCC.



MokazaHma k wmnnaHTauum WKL ¢ uenbio BTOpUYHOM npodunaktnkm BCC wn gnsa
NepBMYHON MPOOUNAKTUKA Y MNaAUMEHTOB C OBYXKENyO4OYKOBbIM KpOBOOOpaLleHMEM W
cucteMHbIM JIXK coOTBETCTBYIOT CTaHOapTHbIM Kputepuam [37, 41]. B gononHenune k KO moryT
Ha3Ha4YaTbCA aHTUapUTMUYECKMEe npenapaTbl C LESNbI YMEHbLUEHUS 4Yucna KenygoyKoBbIX
aputmuin [32]. MonoxuteneHbin acpdpekt VKO ona nepsuyHon npodunaktukm npu EXXC mnu
cucteMHoM X aBnseTca meHee N3ydYeHHbIM.

CooTBeTCTBEHHO, 3a ucknodeHnem Tetpagsl ®anno (TP), cneuynanbHble pekoMeHaauuu,
kacatowmecs nmnnantaummn UKL ans nepsuyHon npodunaktuku npm BI1C octatoTca HesACHbIMU
[32, 37]. Ucnonb3ytoTca TpaHcBeHO3Hble VKL cuctembl, 0gHaKo y NauneHToB C OrpaHNUYeHHbIM
BEHO3HbIM [JOCTYNOM K >XenygoykaMm unv npu Hanuyauu BHYTPUCEPAEYHbIX LUYHTOB, MOXHO
NPUMEHSATb NOAKOXHble ycTponcTBa. O4HAKO, He BCe NaumeHTbl COOTBETCTBYIOT KPUTEPUSM U3-
3a puCKa HeadeKkBaTHOrO  CEHCMHra U OTCYTCTBMS  a@HTUTaxXMKapauTU4Yeckon U
aHTMBOpaguKapaANTUYECKON CTUMYNSALINNA.

MNMonb3a nporpammupyemont anektpoctumynsaumm (M3C) y 6eCcCMMNTOMHBIX NauneHToB C
BINC HesacHa. Ona, no-eugnmomy, 060CHOBaHa y NaunmeHToB C nocrneonepaumoHHbIMu pybuamm
Ha Xenygoykax w/vnn Hanmumem cybcTpata Ans BO3HMKHOBEHUSI KPYroB pe-eHTU B
Xenygodkax, YTo XapakTepHo, (HO He WCKMYUTENbHO) Ans koppurmpoBaHHon T®. BaxHo
BbIABNATL Apyrme npuumHbl BCC Bcnegcteue 6pagukapaum/nonHon AB  Gnokagbl
XEenygoyKoBble apuTMUX, UHAYLMPOBaHHble Bpagnkapaven, npy HanuuumM unn B OTCYTCTBME

yanvHeHHoro nHtepsana QT, a Takxke NPT/®I1 ¢ 6bICTpbIM NPOBEAEHNEM HaA XKEMYLOUKMN.

PekomeHaaumm no nevYeHUo HapyLweHUn puTMa y B3pocnbix naumeHTos ¢ BIC

PekomeHaaLum Knaccl YpOBeHb[

MaureHToB ¢ yMepeHHbIMU U TxensiMu oopmamu BIC (Tabn. 4), n 4OKYMEHTMPOBaHHbIMK | | C
apuTMUSIMKU, PEKOMEHAYeTCs HanpaBuUTb B LIEHTPbl C MyNbTUAUCUUMNNUHAPHOW KOMaHAOoW,
nmetoLLen onbIT paboTel co B3pocnbiMu ¢ BINC n cesasaHHbIMK ¢ BINC aputMuamu.

MauventoB ¢ BMC u” [OOKYMEHTMPOBAHHLIMW apUTMUSMU  WNWU  C  BbICOKUM  puUcK | | C
BO3HMKHOBEHUS HapyLLUeHU puTMa nocre BMellaTensCcTB (Hanpumep, 3akpbitue OMIIM B
cTapllemM BO3pacTe), KOTOpbIM  MNaHUPYyeTCs  YPEeCKOXHOe WUMNn  Xupypruyeckoe
BMELUATENbCTBO (MM NMOBTOPHOE BMELLATENBbCTBO), AOIMKHbI ObITb HanpaBneHbl B LLEHTPbI C
MYMbTUAVNCLUMNIIMHAPHOW KOMaHAOW UMELWMIA OMbIT Taknx BMELIaTeNnbCTB M MHBA3MBHOIO
nevYeHns apuTMun.

Mpn npoctbix BIMC pekomeHOyeTcsl BbIMNOMHEHME KaTeTepHon abnauus, B cBs3n c ee | | C
NpeumyLLEeCTBOM nepef ANUTENbHOW MeAVKaMEHTO3HOW Tepanuen no noBody CUMMTOMHbIX
peungusmpytowmx CBT (ABYPT, ABPT, TI1, NPT) nnn ecnn CBT noTeHumnansHO cBsA3aHa C
puckom BCC (tabn. 7).

Mpn ymepeHHbIX U Tsxkenbix dopmax BIMNC pgomkHo ObiITb 06CyXaeHO BbinonHeHue | lla C
KaTeTepHoW abnauum npu CUMNTOMHbLIX, YCTOWYMBLIX, peumavsupylowmx CBT (ABYPT,
ABPT, T, MNPT), unn ecnu CBT noteHumanbHO cBsA3daHa ¢ puckom BCC (tabn. 7), npwu
YCNOBUU, YTO BMELLATENBCTBO NPOBOAUTCH B 9KCNEPTHOM LIEHTPE.

KatetepHasa abnauua nokasaHa B kadectBe pononHeHua k WKO y naumeHtoB cC | | C
peungusmpytoLiern MoHoMopdHon XKT, NOCTOAHHO peuunausmpytolen/Hekynupytowenca KT
WUNU 9MNEeKTPU4YEeCKMM LUTOPMOM, He noAAalLIUMUCA MeAMKAMEHTO3HOW Tepanuu unu
nepenporpammupoanuo UK.

BbinonHeHe kaTteTepHon abnauuio [OMMKHO OblTb  0OCY)XAeHo npu  cumnTomMHon | lla C




MOHOMOpdHOM ycTonumBor KT , y nauneHToB, KOTOPbIM NpoBeAeHVMe MeOUKaMEHTO3HOM
Tepanuun HexxenatenbHO, NPV YCNIOBUK BbIMOMTHEHWS BMELIATENbCTBa B 9KCNEPTHOM LiEHTPE.

KO

Umnnantaums WKL nokasaHa B3pocnbim ¢ BIIC, nepexmBwmm ocTaHOBKY cepgua | | C
Bcneacteue OX mnu XT ¢ HecTabunbHOW reMoAnHaMUKONW, nocre obcrnenoBaHns ¢ Lienbio
onpegeneHunst NpUYnHbl COBLITUS Y NCKIMIOYEHUS 06paTUMbIX MPUYKH.

Umnnantaums WKL nokasaHa B3pocrnbiMm ¢ BIMC u yctonmumeBom XXT nocne oueHku | | C
reMmoguHaMMKM UM KOPPEKLMU, NMpU Hanmuum nokasaHun. [NpoBegeHne 3PU nokasaHo c
Lenblo BbISBMIEHUS MAUMEHTOB, Y KOTOPbIX KaTeTepHas unm xupyprudeckas abnaums moryt
ObITb NONE3HbI B KA4YeCTBE AOMOMHMTENBHOIO METOAa JIEYEHUS UMK Yy KOFO OHM MOTYT CTaTb
agekBaTHou anbTtepHaTuson UK.

Umnnavtauma WKL pomkHa 6biTb 0BcyxaeHa y B3pocnbix ¢ BIMC npu Hanumyuwm | lla C
OByxkenyaodkoon  cusmonormm  um - cuctemHoro JDK, ¢ cumntomamu  CH  (1I/1
dyHKUuMoHanbHoro kracca) u ®B <35% He cmMOTps Ha NPOBOAMMYIO =3 MeC. ONTUMAanbHYO
MeaMKaMEeHTO3HY0 Tepanuio, Npu YCROBUU OXMAAEMOW NPOAOIMKUTENBHOCTM XN3HK >1 roga
C XOpOoLUIUM PYHKLMOHANbHbIM CTaTyCOMf.

Umnnavtauma UKO pomkHa 6biTb 06cyxaeHa y naumeHtoB ¢ BIMC ¢ HeobbsaAcHuMbIMK | lla C
CUHKOManbHbIMW COCTOSIHUSIMW C MOAO3PEHWEM HA apUTMOreHHble 0OMOpoKM U nmMbo ¢
MPOrpeccupyoLLIen XenyaoykoBor ancdyHkumen, nubo c XKT/PXK, vHayumpyemon npwu
npoeegeHun MNAC.

mnnarntauma UKL gomkHa 6biTb 06CcyxaeHa y HEKOTOPbIX NaumeHToB ¢ TeTpagon ®anno, | lla C
UMEILWNX MHOXECTBEHHble dakTopbl pucka BCC, Bkmoyaa gucdyHkumio  JDK,
HeyCTONYMBYO CUMNTOMHYIO XKT, NpoaomKkUTeNnbHOCTL koMnekca QRS 2180 mc, o6LmnpHbie
py6ubl MK Ha MPT nnn nHaykumio XKT npum MN3C.

Umnnantaums WKL wmoxeT ObiTb 00CyxaeHa Yy nMauvMeHToB C nporpeccupytowen | lib C
ancyHKUMen eduHCTBEHHOro unm cuctemHoro XK (®B cuctemHoro MK <35%) npwm
Han14MM JOMOHMTENbHBIX hakTopos puckal.

3KC

MmnnaHntaums OKC pomkHa 6biTb 00CcyxaeHa y B3pocrnbix nauueHtoB ¢ BIMC ¢ cungpomom | lla C
Opagukapaun-tTaxmkapoun ¢ uenbto npegynpexaeHusa [MPT, ecnu abnauusi Obina He
ycneLliHa Unn HeBo3MOXHa.

MmnnaHntaums SKC gomkHa 6biTb 00CyxaeHa y naumeHToB ¢ Tskenbimu BIC, 1 cuHycoson | lla C
unu yanosown 6pagukapaven (UCC B gHeBHOe Bpems <40 B MUHYTY nnu naysbl >3 ¢).

Umnnavtauma 3KC pomxHa 6biTb obcyxaeHa y naumeHtoB ¢ BIIC ¢ HapyweHusamu | lla C
remoavMHaMuKn BCneacTBne cCUHycoBon bpagukapanu, unu AB ANCCUHXPOHUM.

UmnnaHtauma OKC moxeT 6biTb paccMoTpeHa y naumeHtoB ¢ BMC ymepeHHon cnoxHocTu | lib C

npu HanMynmM cuHycoBomn nnu yanoson 6paaukapammn (HCC B gHeBHOe BpeMs <40 B MUHYTY
nnu nayssl >3

C).

MpumeyaHue: i — Knacc pekomeHgauum, |— ypoBeHb aokasatenbHocTy; | — ¢ yuetom wmpokoro cnektpa BMC ¢
nopaxeHuem JDK, KoTopoe MOXeT oTnnyaTbCHa OT NpuobpeTeHHbIX 3abonesaHnii, NOTEHUUabHO BbICOKUM PUCKOM
OCnoXxHeHu, obycnoeneHHbix VKO npu BIIC, a Takke HeOOMbLIMM KONMMYECTBOM AaHHbIX O nonb3e WKL gns
nepsuyHon npodmnaktukn BCC npu BIIC, pekomeHayeTcss MHAMBUAOYalbHBbIA MOAXO4 B KaXXAOM KOHKPETHOM
cnyyae; |l - naHHble HeMHOrouMcneHHb!, hakTopbl pUcka MOryT BbiTh PasHLIMKU ANS Pa3fnyHbIX OPM MOPOKOB,
Bktovasa HeyctonumByto XKT, CH 1/l doyHKLMOHANbLHOrO Knacca, BblpakeHHyto AB knanaHHyto peryprutauumio u
wupokun komnnekc QRS (2140 mc) (TKMA).

CokpaweHusn: AB — aTpuoBeHTpukynsapHbell, ABPT — aTpvoOBEHTPUKYNSApHasi peuunpokHasi Taxmkapaus,
CBsi3aHHas C HanuMyuuem [OMNOMNHUTENbHbIX MyTer npoBefeHusd, ABYPT — aTpuoBeHTpuKynsipHas y3noBas
peumnpokHasa Taxukapgus, BINC — BpoxaeHHbI nopok cepaua, BCC — BHe3anHasa cepaeyHasa cmeptb, AMIM —

aedekt MexnpencepaHon neperopogkn, KT — xenygodkoBas Taxukapaus, WKLO — wMmnnaHTupyembiv
KapauoBsepTep-gedpubpunnatop, JPK — nesbin xenygovek, MPT — marHutHO-pe3oHaHcHas Tomorpadus, MK —
npaebin  xenynoyek, [MPT — npeacepgHas pe-eHTpu  Taxukapaums, [1OC -  nporpammupyemas

anekTpokapguoctumynaumsa, CBT — cynpaBeHTpukynsapHas taxukapaus, CH — cepaeyHasa HegoctaTovHoCTb, T —
TpeneTaHue npegcepani, B — dpakuus Beibpoca, PXK — pubpunnaums xenygoyvko, YHCC — yacTtoTa cepaeyHbIx
cokpaweHuii, OKC — anekTpokapguoctumynatop, 3PU — anekTpodunsmonornieckoe nccregoBaHue.

3.4.3. JleroyHasi runepTeH3us
3.4.3.1. BeelOeHue u Knaccugukayusi
JII' saBnsieTca BaXkHbIM NPOrHoCTUYEeCKUM dhaktopoM aAnsa nauueHTos ¢ BINC [42], koTopbin

TpebyeT ocoboro BHMMaHusa npu 6epemeHHoCTU [43], nnu Npu pekoHCTPYKTUBHBLIX Onepaumnsax




Ha cepaue, a Takke Yy nauMeHTOB, HarnpasfeHHbIX Ha nboe 60nblIoe XUPYypruyeckoe
BMellaTenbcTBo. [Jo HegaBHero BpemeHn JIIT onpegensnu, Kak nosbllweHne cpegHero JIAT,
N3MEPEHHOIO0 MHBA3MBHbIM METOAOM, =25 MM PT.CT. B nokoe [44]. B HacTosiwee Bpema aT10T
Kputepun cHmxeH go >20 MM pT.CT. [45], 4TO Tenepb KnaccuuumpyeTcsa Kak npekanunnapHas
JIC (takke HasbiBaemas JIAIN) v gnsa gumarHocTuMkuM TpebyeTcs BbisiBiEHWE AOMOSNTHUTENBHO
yBennyenusa JICC =3 en. Byaa (tabn. 8) [45]. Takoe noBbieHNEe COCYANCTOrO CONPOTUBIIEHUS
y AaHHOW KaTteropun 6OMbHbIX CBSA3@HO C OOBCTPYKTMBHOW NEroYHOWM BacKyronaTuewn,
00yCrnOBNEHHON reHeTMYeCKMM (POHOM, reHamm moamukaTopamMu, a TakKe HanpsiKeHUem
casura u BHelwHUMK haktopamu [44]. BaxHo pasnuyath JIAIN, accounmnposaHHyto ¢ BIC (J1AT-
BINC, B8 rpynne 1 knaccudpukaumm J1I' [44]), n cOCTOSAHUSA, COMPOBOXAAKOLWMECH MOBbILLEHNEM
AasneHus HanosiHeHnus JIK >15 mm pT1.cT. (noctkanunnapHasa JIIT BcnegcrteBne naccvMBHOM
nepegayv gasnenus HanonHeHus JIK B rpynnax 2 n 5 knaccudukaumm J1IN) [44], nockonbKy npm
noctkanunnspHon dopme TtapreHTHasa Tepanus JIAIT HeadhdoekTuBHa. KnnHMYeckne BapuaHTbl
JNNAM-BriC sknovatot  JIAIT npy  BPOXOEHHbIX CUCTEMHO-NIENOYHbIX  LWYHTaX, CUHAPOM
On3eHMmeHrepa, koppurmpoBaHHble aedektol u JIAI, npegcraensiowyo cobon cnydamHoe
coBnageHne c¢ BIC, vacto c¢ Hebonbwumn pgedekrammn. KpoBoobpaweHne @OoHTeHa
npegcraensieT cobon elle OO4HO COCTOSAHME, COMPOBOXAAMOLLEEeCs NEerovyHoM BaCKynsipHOWM
6onesHbto M, uHorga, nosbiweHnem JICC. lMoBbiweHne nerovHoro ALl y 3TMX nNauMeHTOB,
O[HAaKO, Yalle sBnseTcA NOCTKanumnApHbIM (NOBbILEHME AaBNEeHUs HanofHEeHUsA Xenyaoyka
nvnn AB knanaHHasa peryprutaumsi). Mpun cnoxHeix BMC JIAIT MOXeT BbIABNATLCA NULWb B
HECKOSbKMX CEerMeHTax fIero4Horo cocyamcToro pycna (cermeHtapHasa J1AIN) [46]. OTo Hanbonee
4YacTo BcTpedaeTca npu croxHon atpesmn J1IA ¢ AMXKTI.

Xota JIAI-BI1C mMoxeT BO3HUKHYTb KaK Y MY>XXYMH, Tak U Y XeHLWWH B Nnobon Bo3pacTHON
rpynne, aTo 3aboneBaHne 6onee 4acTo BCTPEYAETCH Y XEHLMH, N ee 4YacToTa Bo3pacTaeT no
Mepe yBenuyeHus buorormyeckoro Bo3pacta M Bo3pacta, B KOTOPOM Obiflo npousBedeHo
3akpbiTne pedbekta [47]. lMonoBble pasnuumna Bo3HUKHOBeHUA JIAIM-BINC wncyesaT nocne
Koppekuun pgedpekta [48]. HepmaBHO pesynbTaTtbl  HaAUWOHANbHOrO  MOMYMSAUMOHHOIO
uccnegosaHna y naumeHtoB ¢ BINC npogemoHcTpupoBanu pacnpoctpaHeHHocTb JIAIM y 3,2%
©onbHbIX ¢ BINC, yto coctaensiet okono 100 Ha 1 MMNIMOH cpean BCEro B3pOCNOro HaceneHms

B uernowm [47].

Tabnuua 8

Onpepenexne BapuanToB J1I' 1 ux BbisBNeHne y B3pochnbix naumeHToB ¢ BIN1C

JII npu BIIC y B3pocnbIx

OnpeneneHue FeMoavHaMUYeckue KnuHudeckasi cutyaums
xapakTepucTukuf




Jr

CpeaHee NIA >20 mm pT.
CT.

BCe

MpekanunnapHas NI (JTIAI)

CpegHee JIAOD >20 mm
pT.CT.

O3NA <15 mm pT.cT.

JICC 23 en. Byna

Mopokn ¢ WyYHTOM OO U Mocne Koppekuun (Bkno4vas
CYHAPOM ON3eHMeHrepa)
CnoxHble BINC (Bkntovas EXXC, cermeHTapHyto JIAIN)

M3onupoBaHHas
noctkanunnapHaga J1I

CpegHee JIAOD >20 mm
pT.CT.

O3NA >15 mm pT.CT.

JICC <3 ea. Byna

[OVCYHKLNA CUCTEMHOTO Xenyao4vka
OucdyHkumna cuctemHoro AB knanaHa
OGCTpyKUMST NErOYHbIX BEH
TpexnpeacepaHoe cepaue

KombuHupoBaHHas npe- u
noctkanunnspHaa JII

CpeoHee JIAL >20 wmm
pT.CT.

O3NA >15 mm pT.CT.

JICC 23 en. Byna

Cutyauun, nepeyUcrnieHHble B  U30NMPOBAHHOM
noctkanunnsipHon J1I
Cutyauun, nepeyncrieHHble B  U30NMPOBAHHOM

noctkanunnsapHon JII, B coyeTaHuMM C nopokamu C

LWyHTOM/cnoxHeimun BINC

MpumeyaHue: | — cornacHo camomy nocriegHee onpegenenuto J1IN [45] noporoBbin ypoBeHb Obint cHkeH JIAL ¢
225 MM pT.cT. [44] oo >20 MM PT.CT., HO NpK 3TOM JononHuTeneHo TpebyeTtcs yposeHb JICC 23 ea. Byna ans
npekanunnapHon JI.

CokpaweHus: AB - artpuoBeHTpukynspHbin, BIMC — BpoxageHHbin nopok cepaua, O3JIA — paBneHue
3aKkNMHUBaHMA neroyHon aptepuun, EXXC — eguHCTBEHHLIN Xenygodek cepaua, JIAI — neroyHas apTepuanbHas
rmnepteH3usi, JIALL — neroyHoe apTtepuwanbHoe paasneHue, JII — nerovHasa runepteHsus, JICC — nerovHoe
COCYANCTOE COMPOTUBIEHME.

3.4.3.2. [JuazHocmuka

B PekomeHgauusix no aguarHoctmke u nedenuto JIIT 2015r npencraBneH anroputm
anarHoctukm J1I, B KOTOpOM 0coboe BHUMaHME yOensieTcsl 3Ha4YeHWUo KaTeTepmsaunmn npaBbixX
Kamep cepaua ¢ uensto anddepeHumaumm npe- n noctkanunnapHoro JII [44]. 3toro anroputm
HegaBHO Gbin MoanduumposaH [45], n B Tabnuue 8 npuBeaeHbl COBPEMEHHbIE onpeaeneHns
pasnuyHbix TUNoB J1I, a Takke cutyauum, B KOTOpbIX JIIT BO3HMKAET y B3POCIbIX MNauneHTOB C
BINC. CornacHo atomy onpefgenenunto npekanunnspHas JIIL anarHocTupyeTcs npu 3HayYeHusx
neroyHoro Al (J1A) >20 (a He 225) MM pT.CT. Npwu ycrosuu, 4YTo nokasatenbs JICC coctaenset
=3 en. Byna [45].

3.4.3.2.1.

[narHoctmnyeckmn

LHuacHocmuyeckut nodxo0 K JII" y e3pocrbix nayueHmos ¢ BINC

noaxoa BkN4Yaer cbop aHamHe3a, u3uKanbHbIA  OCMOTP,

PyHKUMOHANbHbIE NeroyHble npobbl, OLEHKY ra3oBOro CcocCTaBa apTepuanbHOW KpPOBW,
NpUMEHeHNe BU3yanuanpyroLmnx MeTogoBs (B nepByto ovepeab, OxoKIl), a Takke nabopaTopHbIX
METOAOB uccnefoBaHnsa (B TOM Yucne, MOMHbIN KINMHUYECKUA aHann3 KpoBU, YPOBEHb Xenesa
CbIBOPOTKW, reMaToKpuT, Mapkepbl WHMEKUMOHHbLIX 3abonesaHwun, onpeaeneHve MO3roBoro
HaTpumnypeTudeckoro nentuga (MHYI). Kak npaBuno, BbINONHEHWEe kaTeTepu3aunm npa.bix
Kamep cepgua C oKcumeTpuen, B BOMnbLMHCTBE crydaeB TpebyeTcs Ans NPUHATUA peLleHns o
Havyane W nocnegywwemM KOHTpone Tepanuu Basogunatatopamu, OGepeMeHHOCTU Wnn
XUPYPrmyeckom BMeLLaTenbCTBe. Y NaumMeHToB C CUHAPOMOM JM3eHMeHrepa nopor nokasaHun
K MHBa3uBHOMY obGcnepoBaHuto 6onee BbicOkMW. Kak npaBuno, He TpebyeTcs BbINOSHEHME

MHBaA3MBHOIo wumccregoBaHna reMmogmMHamMunukm AOnd KOHTpOJid npoBOAMMOIO JeYvYeHud. Kpome




TOro, NOCKOSMbKy 60nee BbICOKMW YpOBEHb remMaTtokpuTa npuBoauT K noBbiweHuto JICC, aTto
TaKxke cnegyet yuntoiBath [49].

3.4.3.2.2. OueHka pucka

Pesynbtatel neveHnsa naumeHtoB ¢ BIMNC wu JIAI ynyywumnmcb C NOSIBIEHMEM HOBbIX
BO3MOXHocTen Tepanum JIAI, nporpecca B 06nactm XUPYpruyeckoro rnedeHuss w
nocrneonepaumMoHHOro NevYeHus, a Takke NpUMeHeHUa KOMaHAHOro MynbTUOAMCUUNIIMHAPHOIO
noaxopa [44, 50, 51].

Mo paHHbIM nocnegHux HabnoageHwn, ucxoabl y naumeHtoB ¢ JIAM-BIMC okasanuch
nydyuwe, 4yem y nauymeHtosB ¢ uauonatudeckon J1AlN [49], ogHako 3TO 3aBuUCUT OT BapwuanTa JII.
MporHo3 npu JIAl, accoummpoBaHHOM C HebonbwuMn  gedpektamu,  aHanornveH
HebnaronpmaTHbIM NporHo3am npu  uguonatudeckon JIAI, nockonbky npu oBoux 3TUX
COCTOAHUAX pa3BMBalOTCA nponugepatnBHble u3MeHeHus B cocygax. [lpu JIA[T nocne
KoppeKuumn aedeKkToB NporHo3 eLe xyxe [48].

3.4.3.3. Tepanesmu4eckoe sedeHue 83pocsbix nauueHmos ¢ BINC u JII

3.4.3.3.1. JkcriepmHbie ueHmMpsbI

YcnewHoe neyeHune B3pocnbix naumeHtoB ¢ BIMC u JIIN TpebyeT mynbTnancumnanHapHoro
KOMaHOHOro nogxoda C Yy4vacTMeM 3KcnepTtoB B obnactv Bu3yanu3auum, Kapguonoruu,
pecnupaTopHOM  MeOUUMHbI, remMaTonorMn,  WHMEKUMOHHbIX  GonesHen, akylwepcTBa,
aHecTte3unornormm, HeoHatonoruu, JII, TopakanbHOW W CepaeYHO-COCYyaUCTON  XUpyprum,
CECTPUMHCKOro yxoaa u MeQULMHCKON reHeTUKMN.

3.4.3.3.2. Obuwue meponpusmusi

MaBHble obLime MeponpuaTUA — 3TO coumanbHasg W Ncuxorormdeckas noaaepXKka,
BakuMHaumMs wn u3beraHne u4pesMepHbiX U3NYECKMX Harpy3ok. KOHTpOnbHble BU3UTbI
nnaHupyTCs nHAMBMAYyanbHO. Bo Bcex cnyyvasix npekanunnsapHon JIIN 6epemeHHOCTM cnegyeT
nsberatb. [nutenbHas KucnopogHas noggepXka nokasaHa npu YCTOMYMBOM  CHUXKEHUU
AaBneHus Kknucrnopoga B aptepuaribHon Kposu <60 MM pT.CT. [44], 32 UCKNIOYEHNEM NaLMEeHTOB
C CMHOPOMOM OWN3eHMeHrepa, KOTOpbIM OHa PEKOMeHJO0BaHa TOSIbKO B TEX CryvasaXx, Korga oHa
NpPUBOAMT K AOKa3aHHOMY YCTOMYMBOMY M 3HAYMMOMY MOBLILEHWUIO caTypaunm Kucnopoga wu
KIMHMYECKOMY YNYYLLEHUIO.

3.4.3.3.3. AHMmukoaeyrnssHmHasi meparusi

AHTUKOArynsHTHasa Tepanusi aHTaroHuctamu ButamumHa K B OTCyTCTBME npeacepaHbixX
HapyLLEeHWU pUTMa, MEXaHUYECKUX KNnanaHHbIX NPOTE30B UM COCYAMUCTbIX MPOTE30B 0ObLIYHO He
pekomeHayetca nauueHtam c JIAM-BIMC, peweHve O ee HasHavyeHunm npuUHUMaeTcs
MHOMBMAOYaNbHO, HanpuMmep, Npu Hanuuum Gonblimx aHespusm JIA ¢ Tpombom unu B crnyvae

Tpomboambonuii B aHamHe3e. HeT p[aHHbIX, KacalwWMXCA MpUMEHEeHNs JApyrux (He



aHTaroHnctamm ButamumHa K) opanbHbix aHTukoarynsHtoB (HOAK). Takke oTcyTcTBYET
A0CTaToO4YHOE KONMMYECTBO AaHHbIX OTHOCUTESTbHO PYTUHHOIO Ha3Ha4YeHUsl aHTUKOArysisiHToB npu
CUHOpOMe JKn3eHMeHrepa, OofHaKo cnefyeT OUEHUTb BO3MOXHOCTb HasHaYeHWs oparbHbIX
aHTMKOArynsaHToB y NaumMeHToB C npeacepaHbiMU apuTMuaMn, U nNpu Hanuumm Tpombosa J1A
nnm amMOoonNun, NPN HN3KOM pUCKe KpoBOTEYEHMI. [TOCKONBbKY PUCK KPOBOTEYEHUI BO3pacTaeT y
naumeHToB C UMaHo30M, HeobxoammocTb npumeHeHna HOAK u aHTmarperaHTtoB cnepyet
TUWaTenbHO OUeHMBaTb B KaXXOOM KOHKPETHOM cry4yae.

3.4.3.3.4. Koppekuyusi wyHmMoes

[Mockonbky 3HAOoTENManbHbIN casur crnocobeTByeT pasBUTUIO Jr [52],
Xnpypruyeckas/mnHsasnBHas KoppeKuus ycrnoBum NOBbILLEHHOIO KpOBOTOKa
KOHUeNnTyanuanpyeTcsa Ang 3alnTbl Nero4yHoro cocyanctoro pycna. lNoporosslie 3HadeHus J1ICC,
NO3BOSIAOLME BbIMOMHUTL XMPYPrMyeckoe 3akpbiTUe LUyHTa creBa-HanpaBO Npu OTCYTCTBUM
npasoxenygoykoson CH, oTnuyatoTcs AN pasnnyHbiX WYHTOB (CM. pasgensl 4.1-4.4). OgHako
peLleHne O 3aKpbITUM LWIYHTA NPUHMMAETCHA Ha OCHOBaHUN BCEW NMeKoLLEeNCs MHopMaLumm N He
3aBUCUT UCKIMIOYNTESTbHO OT reMOANHAMMUYECKMX NapaMeTpoB, NOSTyHYeHHbIX Npu KaTeTepmusauum
cepaua [53, 54], Takoe pelueHne OOSMKHO NPUHUMATBLCS B LIEHTPaX 9KCNEPTHOro YPOBHS.

He cyuwiecTByeT OaHHbIX MPOCNEKTUBHOIO HabntogeHusi, NoaTBEPXKAAWMNX, YTO NOAXOA
«ne4n n onepupymn» (treat-and-repair) y nauueHtos c JIAI-BINC cnocobcTtByeT yny4lleHuto
AONrocpoyHoro pesynbTata [44, 45]. Takke HET MPOCMEKTMBHbLIX AaHHbIX O HEOOXOAMMOCTU
BbIMOSIHEHUS NPO6 Ha Ba30peaKkTUBHOCTb, TECTA HA 3aKpbITUE LUYHTA UM BMONCUKN Nerkux ans
NPUHATUA peLleHns 0 BO3MOXXHOCTM OnepaTMBHOM KOpPeEKLMn nopoka [53, 54, 56-60].

3.4.3.3.5. MedukameHmo3sHas mepanus JTAl

[MosiBNeHne HOBLIX METOOOB Tepanuu OKasarno MOSIOKUTENbHO BIUSHUE Ha nevYeHune
naynueHToB C CMHAPOMOM JOM3eHMEHrepa W1, BeposTHO, 6onbHbIX ¢ gpyrumu dpopmamm JIAI npum
BIC [61, 62]. CornacHo pekomeHnaauusm EOK/EBponerickoro obuiectBa no 3aboneBaHusam
AblXaTenbHOW cucTeMbl MO nerodHon runepteHsun 2015r [44], npekanunnspHasa JIIT (JIAD),
BKMOYas CUMHAPOM OW3eHMeHrepa, npeactaBnser cobon COCTOsiHME OT YMEPEHHOro Ao
BbICOKOro pucka n TpebyeT NpoakTMBHOrO noaxofa, ¢ UCNONb30BaHMEM HavarnbHoOro [63] nnu
nocrnegoBaTenbHOro KOMOGWHUMPOBAHHOIO JfieyeHus [64, 65], BkN4Yaa napeHTepanbHoe
BBeJeHue npocTtauuknmHoB [44]. [MpocTaunknunHbl, BBOAUMbBbIE MapeHTepasribHO, OKa3blBalT
nyywunn acpdpekT npu 6onee paHHeM HasHayveHun [66]. Hanuune LeHTpanbHOro BHYTPUBEHHOMO
KateTepa ANa NPoBeLEeHUS MNapeHTepanbHOW Tepanuu yBenuuMBaeT PUCK NapagoKcanbHbIX
aMBONUIN N NHPEKLMOHHBIX OCITOXKHEHUI Y NALNEHTOB C CMHAPOMOM ON3EHMEHrepa, 1 'y Apyrnx
NMaumMeHToB C LWYHTUPOBaAHMEM KPOBM cCripaBa-HaneBo. [103ToMy B 3TUX YCNOBUSX OObIYHO

npeanoyYTuTesibHbl NOOKOXHblEe U B MHIFaNAUMOHHbIE CbOprI BBeOEeHUA.



WcknoyeHne u3 3TOro npasuna COCTaBnslOT OOMbHble C 3aKpbITbIMUA UMW CIy4anHO
BbIIBIeHHbIMW  JedeKTaMKn, COOTBETCTBYIOLIME CTPOrMM KPUTEPUAM YYBCTBUTENBHOCTU K
BasogunataTopam (CHwxkeHue cpegHero JIAQ >10 mm pT.cT. n HwKe 40 MM pPT.CT. HA (PoHe
WHranaumm okcuga asoTa), KOTopble MOryT nony4vaTb JiedeHne Tonbko 6Onokatopamu
KanbumesbiX kaHanoB. OgHaKo TakMe nauneHTbl KpanHe peaku cpean B3pocnbix ¢ BIMC n JIAT.
O6wwme TeCTbl HA Ba30peakTUBHOCTb HE pekomeHaoBaHbl 6onbHbIM ¢ JIAM-BIC [44].

AnutenbHasa Tepanus KACIOPOAOM B AOMALUHUX YCNOBUAX MOXET YNyyluTb CUMMTOMBI,
HO He OblNI0 NPOAEMOHCTPUPOBAHO €€ MONOXUTENbHOMO BMWSHUS HA BbPKMBAEMOCTb Mpu
cnHOapomMe On3eHMeHrepa. Mcnonb3oBaHve BCNoMoraTtesibHOW Kucnopogotepanuu cnepyet
OrpaHMyYnTb TEMMU ChnyyasiMu, B KOTOPbIX OHa NPUBOAMT K [JOKa3aHHOMY YCTOWMYMBOMY WU
3Ha4YMMOMY MOBbILLEHUIO caTypauun apTepuansHOM KPOBU U yryyllaeT CUMATOMATUKY.

BTOpuYHbLIN 3pUTPOLINTO3 SABMSETCH KOMMEHCATOPHbIM MeXaHU3MOM, CroCOOCTBYHOLNM
YNy4dlWEeHNo TpaHcnopTa Kucropoda, MO3TOMY B PYTUHHOW npakTuke cnegyet wusberatb
dnebotomunin; 6onee nogpobHo cm. pasgen 3.4.8.

[MokaszaHo, 4TO nNpu cCUHOPOME JOW3eHMeHrepa aHTaroOHUCT peuenTopoB 3JHOOTENunHa
B6o3eHTaH cnocobcTByeT ynydweHuto nokasatenen TLIX m cHukeHuwo JICC yepes 16 Hen.
Tepanun y nauneHToB Il dyHKUMOHaANbLHOrO Knacca no knaccudukaumm BcemupHon
opraHuvsauun  3gpaBooxpaHeHus  [67].  XoTa  Ona  OaHHOW  rpynnbl  NauueHTOoB
NPOAEMOHCTPMPOBAH MNONOXUTENbHbIA 3dekT 6o3eHTaHa B OTHOLIEHMM NEPEHOCUMOCTM
PU3NYECKUX Harpy3oK U KavecTBa >KU3HW, €ro BMWSHWE Ha CMEepPTHOCTb MEHee XOpOoLlo
AOKYMEeHTupoBaHo. [nutenbHble  HabniogeHus  nokasanu  yCTOMYMBOE  YnyudlleHue
cumnToMatukn. ONbIT NPUMEHEHUS OpYrux aHTaroHUCTOB peuenTopoB 3HAOTENMHA WU
MHrMbmuTopoB docdoamacTepasbl 5-ro Tvna, cungeHaduna v Taganaduna, Takke nokasan
NoNoOXuTernbHOe BNUAHWE Ha (YHKUMOHAmbHbBIA CTaTyC M MokasaTenu remMoguHamukm vy
nauueHToB c¢ JIAM-BI1C n cnHgpomom 3mnseHmeHrepa, 04Hako ypoBEHb LOKa3aTEeNbHOCTU Y HUX
HecKomnbKo Hwke. OnbIT NpMMEHeHUs npenapaTtoB nocrnegHero nokoneHus ans nedenuns JIAl,
TakMX Kak MauuTeHTaH, cenekcunar unv puouuryart, y naumeHtoB ¢ JIAI-BINC orpaHuyeH [66].
XoTa naumeHTbl ¢ npocTbiMu BINC Obininv BKIIKOYEHBI B OCHOBHbIE KIMMHUYECKUEe UCCreaoBaHus
3TUX NpenapaToB, N NONOXUTENbHbIE 3PAEKTbI Y HUX aHANOMMYHbl U3MEHEHUSAM, BbISBNSEMbIM
y 60nbHbIX ¢ nanonatmnyeckon JIAlN, B HacTosLee BpemMs HELOCTAaTOYHO AaHHbIX O NauMeHTax
CUHOPOMOM  3Oun3eHMeHrepa. PesynbTaTbl HegaBHO MNPOBEOEHHON0  KOHTPONMPYeMoro
nccnenoBaHns, B KOTOPOM U3ydanu BNnAHWE MauuTeHTaHa Ha pesynbTtathl TLX y nauneHToB ¢
CUHOPOMOM  3WM3EeHMeHrepa, oOkasanucb HeuTpanbHbiMM [68]. BOMbLWKWMHCTBO LEHTPOB
npuaepXxuBaeTcs cTpaTterMn nocnegoBaTeribHOr0 W3MEHeHus Tepanuu, OCHOBAHHOW Ha

KIMNMHNYECKNX MNMPOoABIIEHUAX, KOTOpad 00bl4HO HA4MHaAEeTCs C Has3Ha4YeHus nepoparnbHbIX CbOpM



aHTaroHMCTOB pPeLenTopoB 3HAOTENUHA WU UHIMOUTOPOB docdoanacTepasbl 5-ro Tuna ¢
ycurneHnem Tepanuu npu CoXpaHeHUn CUMNTOMOB UMW B Cllydae KIMHUMYECKOro YXyALUEeHUS.
Ecnn He ypaeTca gocTuyb afekBaTHOrO YryudlweHUs CUMMTOMOB C MOMOLLLIO nepopanbHOn
Tepanun, cnegyeTt akTMBHO PacCMOTPEeTb BO3MOXHOCTb NapeHTeparbHOro BBEAEHMS.

OddekTnBHocTb Tepanum JIAI y naumeHToB ¢ cermeHTapHon JIAIT octaeTca npegmeTom
cnopoB. XoTA ecTb MHoroobellatowme pesynbTatbl HabnogeHun, CyLecTBYOT cryyam
HEenepeHOCUMOCTHM TaKoro feveHus [46].

B oTgenbHbIX criydasx npu OTCYTCTBMM OTBETaA Ha MEOMKAMEHTO3HYH Tepanuio onuunen
SABMSIETCA nepecagka KoMmnrekca cepgua-nerke unm nerknx ¢ onepaTtmBHbIM BMELLATENbCTBOM
Ha cepgue, OOHaKO BO3MOXHOCTU MPUMEHEHUS 3TOr0 MeToda OrpaHuYeHbl BCreAcTBuEe UX

XMPYPrUYECKON CIOXHOCTU M HE4OCTaTOYHOW AOCTYNHOCTN OPraHoB.

PekomeHngauum no neyeHuto JIAIN, accouumnpoBaHHom ¢ BIC

PekomeHaaLum Knaccl YpOBeHbE
Maumentam ¢ BIMNC u noaTeepxaeHHoi npekanunnspHon I He pekomeHpoaHa | | C
6epeMeHHOCTb.

Bcem naumeHnTam c JIAI-BIC pekomeHaoBaHO NpoBefeHne OLEHKU pI/ICKaI. I C
MaureHTamM HU3KOro U NPOMEXYTOUYHOrO pUCKa C KOPPUrMpoBaHHbIMM NPOCTLIMU Nopokamy, | | A

UMeloLMMK npekanunnsipHylo JIT, pekoMeHAoBaHa HauvanbHasi UMK MocreaoBaTenbHas
KOMOGMHMPOBaHHAsi Tepanusi, a nNauMeHTaM BbLICOKOTO pucka CriedyeT HasHauaTh
KOMGMHMPOBAHHYIO Tepanuio Ha HauyarbHOM 3Tare, BKMouasi napeHTepanbHoe BBefeHne
npocTaHonaosf [63-65].

Y nauueHToB C CUHOPOMOM JOM3EHMEHrepa M CHWKEHHOW TONEPaAHTHOCTLIO K dmanyeckon | lla B
Harpy3komn (OMcTaHums Tecta ¢ 6-MUHYTHOM xoabbon <450 M) gormkHa ObiTb 0bCyXaeHa
BO3MOXHOCTb MOHOTEpanMuM aHTaroHMcCTamm peLenTopoB 3HAOTENUHAa, a NMpu OTCYTCTBUU
NoNoXnTenosHoro agoekTa, Ha3Ha4YeHne KOMOMHMPOBaHHOW Tepanun [67-69].

Mpumeyanue: f — knacc pekomeHpaunii; | — yposeHb gokasaTenbHocTH; | — puck GepeMeHHOCTM Y NaLMEHTOB C
npekanunnsapHon JIIN oueHb BbICOK. OH MOXET BbiTb HWXe Npu GepeMeHHOCTU Y NauMeHTOB C MOCTKanNUNMsipHoOn
JI, noatomy HeobxoaMMO NpoBeAeHMe KaTeTepu3auuu npaebix kKamep cepaua BceM 60nbHbIM C NOA03PEHNEM Ha
npekanunnsipHyto JIT ans nogTeepxaeHns anarHosa; i — 6onee nogpobHo cm. Pekomergauun EOK/EBponeiickoro
obuectsa no 3abonesaHnsaMm AbixatenbHon cuctemsl no JII 2015r; | — ansa 6onee nogpo6Hon uHopmauum o
BolbOpe npenapatoB W anroputma Tepanus B 3aBUCMMOCTM OT YPOBHS pucka cMm PekomeHpauuu
EOK/EBponewickoro o6ecTtsa no 3aboneBaHnsiM apixatenbHon cuctembl no JIIN 2015r.

CokpaweHusn: BIC — BpoxaeHHbIn nopok cepaua, JIAM-BIMC — neroyHas apTepumanbHas runepTeH3us,
accouMmpoBaHHas C BpOXAEeHHbIM MOPOKOM cepaua, JII — neroyHas runepTeHsuns.

3.4.4. Xupypruyeckoe rfieyeHue

Xvpyprnyeckme BMmewaTenbCcTBa y B3pocnbix naumeHtoB ¢ BINC TpebytoTr ocoboro
BHMMaHuA. [Jaxe HebornbLluMe onepaumm accoummnmpoBaHbl C BbICOKUM PUCKOM, NMOCKOMNbKY MOTyT
HapyLWNTb XPYrnKoe paBHOBECKE, KOTOPOE Yy 3TUX MaLMEHTOB YacTO YHUKanbHO. OTOT PUCK He
MOXeT ObITb paccyMTaH C MCMOMb30BaHWEM OOLLENPUHATBIX LWKan OUEHKU XUPYPrnyeckoro
pucka. Lkana gna oueHkn pucka Gbina co3gaHa Ha OCHOBaHMM basbl gaHHbIX MO XMpyprum
BIMNC O6uwecTtBa TopakanbHbIX XMPYProB, Kak Nepeas Lkana, MMetoLlias AokasaTenbHyto 6aay,

paspaboTaHHaa crneumanbHo gna xupyprim B3pocnbix ¢ BIIC [70]. lNocne anpobauun aTa



WKana pJgocturna xopowen npeackasatenbHon cnocobHoctn y B3pocnbix ¢ BINC, xota
COOTBETCTBYHOLLAA NegnaTpmyeckas Lwkana nyywe pabotaet y geten [71] cBugeTenscTByeT 0O
TOM, 4YTO Yy B3POCMbIX MALMEHTOB HEKOTOpble COnyTCTBylOWMe 3aboneBaHuss MOryT urpatb
bonee BaxHyl porb Npu onpeaeneHun mucxonos. Lkana oueHKn CMepTHOCTU Y B3POCHbIX C
BINC, akcnepTHas wkana, yyuTbiBaloWasa ConyTCTBYOWME 3aboneBaHus, Takke MOXeT ObiTb
NCcrnonb3oBaHa A5 OLEHKN pUCKa XMPYpPruyecknx BMeLLaTenbCTB Ha cepaue y B3pocnbix ¢ BlM1C
[72].

MomMmMMo HeobxooMMOCTU WMHAMBMAYANbHOW OLEHKM pUCKa, MOHUMaHMe creumdunyeckon
aHaTOMUM N reMOUHAMUKK, OMbIT NPOBeAEeHUSA NMOBTOPHbIX onepauun n ocobble TpeboBaHNS K
OTAENEHUAM NHTEHCMBHOW Tepanuu, SBRsTCa haktopamu, onpeaensiowmMmn KpaTKOCPOYHbIe
W OONrocpoyHble pesynbtathl. [lokasaHo, 4TO B Tex cnyyasx, korga nauueHta ¢ BIIC
onepupyeT Kapavoxupypr, cneumanuaupyowmmncsa Ha BlNC, pesynbTtathl nydwe [73]. [Noatomy
CTpOro pekomeHgyetcs, 4Tobbl Bcex B3pocnbix ¢ BIMC onepuposan kKapauvoxupypr,
cneunanusvpyrowmnmnca Ha BPOXAEHHbIX MOpPOKax, C MyNbTUOUCUUNIIMHAPHOW KOMaHOOoW,
UMeELoLLEeN 3KCNepTHbIN YPOBEHb B obnactn neyeHus B3pocnbix ¢ BIMNC. OT1o cnpaBeanneo gns
BCEX KapanoxXmpypruyeckux BmellaTenscTB y B3pocnbix ¢ BINC B HacToswmx pekomeHgaumsx,
32 WUCKITOYEHWEM OMNepaTUBHOMO fle4YeHMs MO MNOBOAY HEOCHOXHEHHOro 6ukycnuaanbHOro
aopTanbHoro knanaHa (AK), cny4aeB HacneacTBeHHbix 3aboneBaHuM rpygHOM aopThl,
Hanpumep, cuHgpoma MapdaHa, 1 BTOPUYHBIX AedEeKTOB MeXnpencepaHOW neperopogky B
OTCYTCTBME aHOMarbHOro BMafeHUs NEerovyHbIX BEH W/Unu NerodHon BackynsipHon 6onesHu.
BO3MOXHOCTM  MHOronpoMUbHbLIX KIAWMHUK 3KCMEPTHOMO YPOBHSA MO3BONSAOT NPOBOAUTH
rmbpunaHble BMeLaTenbCTBa, NPU KOTOPbIX KAapAMOXMPYpPru, crneuvanuspylowmecs B obnactm
BINC, cocyancTtble xvpypru, kapguornorn n anekTpodusnonorn TeCHO B3avMOAENCTBYOT Mpu
BbIMOJSTHEHUN TEXHUYECKN CIOXHBIX OnepaLmn.

3.4.5. KarteTepHble BMeLwaTesnbCTBa

KaTeTepHble BMellaTenbCTBa, KaK W30SMPOBaHHble, TaK W BbINOSIHAEMble B paMKax
rmbpunaHbIX Npouenyp, npeacrasnseT cobor npuBnekaTenbHy anbTepHaTUBY TPaaULMOHHBIM
XVPYPruyeckMMm onepaumsiM Ha OTKPbITOM cepaue, YCTpaHsas HeobXOAMMOCTb B MOBTOPHbLIX
CTEPHOTOMUSAX/TOPAKOTOMUAX U UCKYCCTBEHHOM  KpoBooOpalwieHun. Haubonee 4acto
BbIMOSTHAEMbIMU  YPECKOXHBIMWU  npoueaypaMmmn  ABNAOTCA  3aKpbiTUe  LWYHTOB (OCOBEHHO
BTOpUYHbIX OMIIM, pexe — OMXXIT n OTKpbITbIX apTepuarnbHbIX MNPOTOKOB), (PUCTYN unn
HeoObIYHbIX KonnaTtepanen; 6annoHHas gunataums knanaHa JIA 1M KnanaHHbIX rpagToB;
GannoHHas gunartaums u/unum CTeHTUpPOBaHWE MarucTpasnbHbIX COCyOO0B (Hanpumep, B Cnyvasx
pe-koapkTaumm aopTbl U cTeHo3a Jl1A); a Takke TpaHckaTeTepHas MMmnnaHtTaumsa knanaHa J1A.

AvarHoctuka, n B 0COBEHHOCTM WHBa3WBHOEe rne4vyeHve, y naumeHToB c BIC pomxkHbl



OCYLLECTBMAATbCA Bpadamu, UMeLwmMmMmn onblT paboTsl ¢ BMC 1 asngaowmMmca coTpygHUKamm
LEHTPOB, cneuvanmnsnpyrowmxcsa Ha okasaHuu nomowm B3pocrnbiM ¢ BINC, rge nogxoabl K
OTAenbHbIM  BMellaTensCcTBaM obCcyxaalTca  MyNbTUAMCUUNIMHAPHON  KOMaHgon  [74].
OcobeHHO BaxHO, 4TOObI NogpasgeneHve, B KOTOPOM BbIMOMHSAKT TpaHCKaTeTepHble
BMellaTenbcTBa nauymeHtam ¢ BINC, pacnonaranocb psaomM ¢ COOTBETCTBYOLWMNM cryx6amu no
NeYvyeHno BPOXOEHHbIX MOPOKOB, ANHA OKa3aHUs MOMOLLM MPWU BO3HUKLUMX OCHOXHEeHusX. B
HEKOTOPbIX YYpeXOEeHUsX OnNbITHble OeTCKMe WHTEPBEHUMOHHbIE KapaMonorn SBrsoTCA
Ba)XHbIMW y4YaCTHMKaMU MHTEPBEHUMOHHON cnyxbbl ansa B3pocnbix ¢ BIMC, ogHako B Aapyrux
(Hanpumep, Korga MMerTCa OTAENbHbI OETCKUA CcTauuoHap), AETCKUM WHTepBeHuManuctam
MOXeT ObiTb HeygoOHO yyacTBOBaThb B OKasaHuy nomolum B3pocnbim ¢ BIC. B cBa3u ¢ atum,
pekoMeHOyeTCa TeCHOe B3auMOAeNCTBMEe Mexay AeTCKOM W B3POCMOW KapAMoSiorMyeckumu
cnyxbamn. KoHueHTpauus cnyx6 katetepmsauum B3pocnbim ¢ BINC B orpaHn4eHHOM
KONMyecTBe LEHTPOB, MO3BOSISIET rapaHTUpoOBaTb KayecTBO MEOULMHCKOW MOMOLUM, a Takxke
COBMECTHOE pa3MeLLeHne KIMYeBbIX CepAevHO-CocyancTbix noapasgeneHnn [74]. B HegasHoO
onyGnMKOBaHHbIX pPEeKOMEeHAAUMsIX NPUBEAEHO MWHMMAribHOE KONMMYECTBO BMeELLATENbCTB Ha
LLEeHTp B TeyeHue roga [74].

3.4.6. WH(pEKUNOHHBbIN 3HQOKaAPAUT

Puck nHdekumornHoro sHookapauta (M) y B3pocnbix nauveHtoB ¢ BlNC Bbiwe, 4Yem B
obLwen nonynsumMu, ¢ 3ameTHbIMX Bapuauuammn mexay nopokamu. CornacHo pekoMeHaaumnsam
EOK no nMHMEeKUNOHHOMY 3HOOKapAUTY, COXPaHEeHbl OrpaHnYeHnss aHTUOMOTUKONPOMMNAKTUKN
nayMeHtamm C  BbICOKMM  puckom W3, KOTOpbIM  BLINOSMHAKT  CTOMAaTOMOrn4yeckmne
BMellaTenbCTBa MOBbIWEHHOrO pucka [22]. K COCTOSAHMAM BbICOKONO puUCKa OTHOCHATCSH
WCKYCCTBEHHbIE KNanaHbl, BKMOYas TpaHCKaTeTepHble, nracTuka KnanaHa ¢ MCnorb30BaHUEM
OMOPHOro kKonbua, nepeHeceHHbin WO, nwbon umaHotmyeckun BIMC wu nwbon BIIC,
KOPPUrMPOBaHHbLIN C MCMNONb30BaHMEM MPOTE3HONO MaTepuana, B TedeHue 6 mec. nocne
BMeLlaTenbCTBa UMM B TEYEHUE BCEW XU3HWU, eCrn COXpPaHSeTCA pe3uayanbHbl LUYHT UNnu
KnanaHHas peryprutauus.

Hecneundunyeckne rvrmeHn4eckne MeponpusaTuss  OOSMKHbl  BbIMNOMHATLCA  BCEMU
naumeHtammn c BIIC: kayecTBeHHad rurmeHa pPOTOBOW MOSIOCTM M KOXW, cobnogeHve mep
acenTukM npu MNonyyYeHnn MeOUUUHCKON MOMOLWM W NpoBeAeHUn JNoObIX WHBaA3MBHbIX
BMewlaTenbCTB. He pekomeHaoyeTcs penatb MUPCUHT U TaTyMPOBKU WIIM OHWU  OOSKHbI
BbIMOMHATLCA B ONTUMArbHbIX TMIMEHNYECKUX YCIOBUSAX.

Bcem naumeHTbl JOMXKHbI OblITb MHPOPMUPOBAHBbI B OTHOLWEHUM cumnTomoB W3O m

COOTBETCTBYIOLLEro noBedeHus (obpalleHne 3a MeaMUMHCKON MOMOLLbo, HeobxoaMMocTb



BbIMNOSIHEHNS NOCEBOB KPOBW O Hayana npuemMa aHTUOMOTMKOB) B Cryyae MOSIBIIEHUS TakuUX
CUMMNTOMOB.

B HepaBHMX uccnegoBaHUsX MOATBEPOUNCA OTHOCUTENbHO BbICOKMA puck NI y
nauneHToB MOCIe XUPYPrMyecknx BMeLaTenbCTB Ha KnanaHax, 0CO6eHHO npu Hanudmmn N3 B
aHamMHe3e M Npu UMNNaHTauMmM KOHOYUTOB M3 SpeMHON BeHbl Oblka [75-78]. Takke ocoboro
BHMMaHMA TpelbylT nauueHTbl NOocrne TpaHcKaTeTepHOM uMMNaHTaumm knanaHa JIA ¢
ncnosib3oBaHWe KnanaHHoro npotesa Melody [75].

3.4.7. AHTUTPpOMOOTUYECKaA Tepanus

Y B3pocnbix naumeHToB ¢ BIMC noBbiweH puck TpomMOBo3aMbonnyecknx cobbiTun, ogHaKo
AaHHbIX, KacawLwmMxca WUX NpoPUNaKTUKM, HeOoCTaTOMHO. Y B3pOCMbIX MauUeHTOB C
npnobpeteHHbiMM 3aboneBaHuamu cepgua wn MPT wunu @I pgokasaHa 3hpeKkTMBHOCTb
NPUMEHEHNS LLKan CHAlDSl-VASc n HAS-BLED [38]. OgHako NOCKONbKYy AOCTOBEPHOCTb 3TUX
WwKkan B nonynsaumn nauyueHtoB ¢ BIMC comHuTENbHA, MX MOXHO MCMONb30BaTb TOMbKO B
coyeTaHUMm C OUEHKOW WHOMBUAYanbHOro pucka. TpaguuuoHHO Ana  npeaynpexgeHus
TpoMmboambonuin HasHadvatoTca ABK, HO B HacTosiLee BpeMs B Kapauonorum pekoMeHaoBaHo
otaaBatb npegnodteHne HOAK, a He aHTaroHuctam ButamumHa K. Takke M B nonynauum
nauyneHtoB ¢ BIC, no-sngumomy, HOAK npegcraBnstTcs oavHAKoBO 6GesonacHbIMUM W
A(PPEKTUBHBIMMN  NPU  OTCYTCTBUM MEXaAHUYECKMX TMPOTE30B KranaHoB WMAN  TSXKeNoro
MuTpanbHoro crteHo3a (MC) [79, 80]. AHTMKOarynsiHTHas Tepanua pekoMeHOoBaHa npwu
napokcmamarbHbIX KU nepcuctupyowmnx gopmax Or/MPT y naumeHToB C YMEPEHHbIMU WNn
Tskenbimm  BINC, ogHako HeobxoouMm wuvHAMBMAYyanbHbIA NOAXOA4 K Takmm OonbHbIM. Y
nauneHToB ¢ nerkummn BIC cneayeT ucnonb3osaTh wkansl CHAIDSE-VASc u HAS-BLED B
cooTBeTCTBMM C obwmMKn pekomeHgaumsmm [81]. B HacTosiwee BpemMsi HESCHO, eCTb N
npeummMyulectBsa HasHa4yeHUst aHTUKOArynsiHTOB BCEM MauMeHTam C KpoBoobpalieHnem
doHTeHa. Heobxoammo Takke yy4uTbiBaTb M OLEHMBATb PUCK KPOBOTEYEHUA MO CPABHEHUIO C
puckom Tpomboambonuyecknx cobbiTun, OCOBGEHHO y nauMeHToB C uUMaHo3oM. B kadecTtBe
BTOPUYHOMN NPOdUIaKTUKN aHTUKoarynsaHTbl pekoMeHO0BaHbI nayueHTam C
TpoMb0OaMOONIMYECKMMIN CODLITUAMM B aHaMHe3e Unv npu BbiBEHMM Tpomba B MOMOCTSX
cepaua nnu B cocygax (cm Takke pekomeHgaumm EOK no knanaHHbiM nopokam cepaua 20171 um
pekomengauumn EOK no BegeHuto 6epemeHHocTn 2018r).

3.4.8. BepeHue naumMeHTOB C LLUAHO3OM

MpuumHOM UMaHO3a £BRSETCA LUYHTUPOBAHME KPOBWU CrpaBa-HaneBoO BCNeacTBue
aHaTOMNYECKON KOMMYHMKALMU MeXOy CUCTEMHbIM W JEerOYHbIM KPOBOTOKOM Ha YpPOBHE
npeacepavn, >KenygoykoB wunv  aptepun. LlnaHoTudeckune nopoku cepaua  BKMOYaoT

reTeporeHHyo rpynny nopaxeHun, ¢ pasnu4yHon aHaToMmen 1 NaTopuanonormen: HopmasbHbIn



NN OrPaHUYEHHbIV NErOYHbIA KPOBOTOK M Hanumune obCTpyKUUKU Ha NyTU OTTOKa U3 NErkux unu
YBEMUYEHHbIA NErOYHbIN KPOBOTOK B OTCYTCTBME TaKoW OOCTPyKUWMW, 4YTO, NPU HEKOTOPbIX
nopokax, MoxeT npuBecTtun K pa3sutuio JIAI n, B KOHEYHOM UTore, K CUHOPOMY OU3EeHMeHrepa
(cm. pasgenbl 3.4.3 n 4.1.5). MoryT obpaliatbCcs NauneHTbl C NanIMaTMBHbIM BMELLATENbCTBOM
B aHamHe3e unu 6e3 Hero. BegeHue 6GOMbHbIX C LMAHO30M SABNSAKOTCA CIOXHBIMW, U OHU
Hy>X4alTca B HAabnogeHnn n nevexHns cneumanmcTa no B3pocnsim ¢ BIC.

3.4.8.1. MexaHu3mbl adanmauuu

LinaHo3 cnocobCcTBYeT pasBUTUIO MEXaHM3MOB aJanTaunn, HanpasfeHHbIX Ha yryYlleHne
TpaHcrnopTa M AO0CTaBKM KUCMOPOAa: BTOPUYHBIA SPUTPOLINTO3, CMELLEHVWE BMNpPaBO KPUBOW
anccoumaumm okcuremorniobmHa u yBenuueHve ceppedHoro Bbibpoca [82, 83]. BTopu4Hbin
3TUTPOLMTO3, BO3HUKAKOLLNA B pe3ynbTaTte yBenniyeHnsa npoaykumm apuTponoaTvHa, ABnaeTcs
PU3MONOrM4YECKUM OTBETOM Ha XPOHUYECKY rUrnokcemuto. KomMmneHcupoeaHHbIU dpUTPOLNTO3
OoTpaXkaeT paBHOBecWe, a OEKOMIMEeHCUPO8aHHbIlU 3pUTPOLUTO3 YKa3blBaeT Ha HapyLleHue
paBHOBECUS (4pe3mMepHoe yBenudeHune aputpoumtoB/remornobvHa W HecTabunbHbIV
NOBbILLAKLLMACA reMaTOKPUT C OCHOBHBbIMU CUMNTOMaMU runepBaskocTun) [82, 84].

3.4.8.2. lNonuopzaHHble HapyweHus

LinaHo3 1 BTOPUYHBIN 3pUTPOLUTO3 OKa3biBalOT CYLLECTBEHHOE BIIMSIHNE HA BCE OpraHbl U
cuctemsl [82, 84, 85]:

[MoBbIWaeTca BA3KOCTb KPOBU, KOTOpas HanpsiMyto cBsidaHa C Maccom aputpounTos [84].

HapylweHua remoctasa, ABASATCA pacnpoOCTPaHEHHbIMU M CIIOXHbIMU, U CBA3AHHbI C
HapyLeHMsiMn B TpoMbouuTax (TpomMOoLMTONEHNA U TpOMBACTEHNS), KOarynsauMoHHOM Kackage
N Opyrmx MexaHuamax CUCTEMbl CBepTbiBaHUSA KpoBuU. ButamuH-K-zaBucrnmble dakTopsbl
CBEpTbIBaHMS W YypOBeHb aktopa V CHwxalTcs, UOpUHONUTUYECKass akTUBHOCTb
NoOBbILLAETCSA, a KPYMnHble MynbTUMepPbI hakTopa poH BunnebpaHaa ucrowarorcs.

YBenuyeHve CKOPOCTU  paspylleHus  apuTpouuToB/remornobmHa uW  HapylleHue
unbTpaunn ypaTtoB BeayT K runepypukemun [86]. MNoBbllweHne KOHLEHTpauun HeCBA3AaHHOMO
6unupybuHa noaBepraeT nNauueHToB C LMAHO30M, PUCKYy OOpas3oBaHWsS B KENYHOM ny3blpe
KamHen ¢ BunnpyobrnHaTom Kanbums.

Taxenaa aHooTenuanbHas OUCKYHKUMS NPOSBNAETCA SPKO BbIpaXeHHbIM HapylleHneM
https://www.easycounter.com/report/science.almazovcentre.ru 9HOO0TENNN-3aBUCUMON
Basogunatauum [85].

XpoHuyeckasa rmnokceMusi, yBenmyeHns BA3KOCTU KPOBM M SHAOTENnanbHas AMChYHKUNS
Crnoco6CTBYIOT HapyLIEHUSM MWUKPOUMPKYNAUMK, (OYHKLMM MUOKapZa W OpYyrux OpraHoB, u
cucTem.

3.4.8.3. KnuHu4eckue nposierieHus U me4vyeHue



KnnHnyeckne nposiBNeHust BKAKOYAKT LEeHTpanbHbiA LWMaHO3, ABNSAIOWNACS CreacTBUEM
MOBLILIEHHOrO COAEPXXaHNA B KPOBM BOCCTAHOBIIEHHOIO remMorsiobuHa, ytonweHne KOHLEBbIX
danaHr nanbueB («6apabaHHble NanovkM») U 4YacTo pas3BUTUE CKONMO3a. AHAaTOMMUYECKME U
naToduaunonornyeckne ocobeHHocTn obycnosneHsbl NaTonornen cepaua.

CMepTHOCTb CYyLECTBEHHO Bbile Y MaUMEHTOB C LMAHO30M, YeM Yy nauueHToB 6e3
umMaHosa [87]. Wcxom onpegensietcs aHaTOMUMYECKMMUM U NATOOM3NONOMMYECKUMU
0COBEHHOCTAMM MOpoKa, NannMaTUBHbIMKA BMELLATENLCTBAMU, OCIMOXHEHUSAMU LMaHO3a WU
Mepamu npodunaktnkm [88, 89]. Huskmn ypoBeHb TpoMOOUUTOB, TsKenasd T[UMNOKCUS,
Kapouomeranusi M yBenMYeHWe YPOBHSA remaTokpuTa B [AETCKOM BO3pacTe sBASTCA
npeaukTopammn NpexaeBpeMeHHON CMEPTU N Pa3BUTUS HEXeNaTeNbHbIX ABNEHUA Y NauneHTOB
c 6e3 neroyHowm BackynsapHon 6onesHn [90]. [ecdumumt Xenesa accouumpyeTtcs C
HebnaronpuATHbIM oTAaneHHbIM ucxogom [91, 92]; yposeHbo MHYIT moxeT 6bITb NpeguKTopoMm
ucxoga y nMauMeHToB C CUMHOPOMOM JOn3deHMeHrepa [93, 94]. OpgHako no AaHHbIM
MHOIOLIEHTPOBOro mnccnenoBaHus [89] Hanbonee OOCTOBEPHbIMM MPEOUKTOPAMU CMEPTHOCTU
ABMANUCL BO3PacT, Hanuyne npe-TpUKycnuaanbHOro LWyHTa, OTCYTCTBME CUHYCOBOIO PUTMA,
HU3Kaa caTypaumsa Kucropoga B MNOKOE M HanuMyvMe BbINOTa B MOSOCTb Nepukapaa, HO He
ypoBeHb [MHY .

3.4.8.4. No30HU€e OCNOXHEHUSs

¢ CMMNTOMbI  TMNEPBA3KOCTM  BKMNHOYAKOT  FOSMIOBHble  6onnM, NOTeEpU  CO3HaHMS,
rOSIOBOKPYXXEHUS!, MOBbILLIEHHY YTOMMASEMOCTb, LWYM B yLlaX, HApYyLLUEHNS 3pEeHUs], NapecTesnn
B nanbuax pyk u Hor, B obnactu ry6, 6onm B Mblwuax n cnaboctb (KnaccuuunpyeTcsa Kak
yMepeHHas, Korga oHa MellaeT HeKoTOopbiM BuaaM AeATerlbHOCTU U Tskenad, Korga oHa
MelwaeT 6onbLINMHCTBY BUOOB AedtenibHocTh) [82, 83]. CumnTOMbI MMNEPBA3KOCTU SIBASKOTCSA
ManoBepOATHbIMM Y NALNEHTOB C M3ObLITKOM XXenesa npu rematokpute <65%.

e BO3HMKAIOT KPOBOTEYEHUS M TPOMOOTMYECKMA AmaTes; 3TU NPOSABMEHUS MNPUBOAAT K
TepaneBTMYEeCKON aunemMme (OAHOBPEMEHHbIE PUCKM  TPOMOO30B UM KPOBOTEYEHWUN).
CnoHTaHHble KpOBOTEYEHUs] OObIMHO HEMACCMBHbI W NPEKpaLalTCcss CaMOCTOSTENbHO
(KPOBOTOUYMBOCTL  [ECeH, HOCOBble KPOBOTEYEHUs, JlerkMe CUHSKWM,  MeHopparum).
KpoBoxapkaHbe ABnseTcsi Hanbonee pacnpocTpaHeHHbIM 60MbLWNM KPOBOTEHYEHNEM, KOTOPOE
SABMSETCHA BHELLUHMM NPOSIBIIEHNEM BHYTPUIETOYHbIX KPOBOTEYEHUN, HE OTpaXKaloLWMM CTeNeHb
napaHxMmMaTo3HOro KposoTeyeHus (BcTpedaetcsa noytn y 100% nauneHToB C CUMHOPOMOM
OnseHmeHrepa) [95, 96]. Tpombo3bl ABNAOTCA CrNEeACTBMEM HapyLUEHUW Koarynaumm, crasa
KPOBM B paclUMpeHHbIX Kamepax W cocygax, aTepocknepos3a u/wvnu aHgoTenManbHon
ANCAOYHKUNKW, HanMumMss TPOMOOreHHbIX maTtepuanoB (Hanpumep, KOHAYUTOB) W HapyLUEeHWN

putMa. HapyweHuss remoctasa He 3alWMwalT  OT  TPOMOOTUYECKMX  OCMOXHEHWN.



PacnpocTtpaHéHHbiMn (8o 30%) siBnsAlOTCSA paccnavBarowmecs TpomMObl B KPYMHbIX, YaCTUYHO
KanbUWHMPOBaHHbLIX N aHeBpuaMaTnyeckn pacwmpeHHblx JIA [97-101]. XKeHckuin nos, HU3Kas
catypaumsa Kucnopoga, NoXxunon BO3pacT, OMBEHTPUKYNApHaa OUCKHYHKUMS M paclUMpPEHHble
JTA ©binu onpegenexsl, kak baktopbl pucka [97,100,101]

e LlepebGpoBackynspHble  WH(ApPKTbl  pacnpoCcTpaHeHbl, HO O HuMX coobuiaeTcs
HegocTaTouHo [97]. VX npuunHon moryT 6biTb TpoMbBoambonun (napagokcanbHble ambonuu,
amMbonun Ha oHe CynpaBEHTPUKYMSPHbBIX HapyLleHWh puTMma), peoriormyeckne haktopbl
(MukpoumnTO3), 9SHOoTenuanbHas  OUCPYHKUMS UM TpaguuuMoHHble  pakTopbl  pucka
aTepocknepo3a. BblpaXeHHOCTb BTOPUYHOrO 3pUTpOLMTO3a cama Mo cebe He sABnsAeTcs
daktopom pucka [102]. B ogHom wuccnegoBaHuMM Haubonee MOLHbIM NPeanKTopoM
uepebpoBackynsipHbix  cobbITMn  OBbIT  MUKPOLMTO3  BCneactene geduumta  xenesa,
0o0yCcnoBneHHoOro HeageksaTHbiMW KpoBonyckaHusmu [91]. Opyrumn  cbakTtopamm pucka
ABMAKOTCA TAXECTb UMaHo3a u cnoxHocTtb BIC [97].

e[lapagokcanbHbole ambonuu Moryt ObiTb CBfAA3aHbl C HanMynMem TPaHCBEHO3HbIX
3M1EeKTPOaOB U KaTeTePOB.

e[lechnunTt >kenesa Hepeako cBs3aH (M MOXeT ycyrybnatbcs) € HeagekBaTHbIMU
KpOBOMYCKaHUSIMN U BblpaXK€HHbIMWU MEHCTPYasibHbIMU KPOBOMOTEPSIMU Y XKEHLLINH.

e ApUTMUM — CYNPaBEHTPUKYNISIPHbIE U XXENYAOYKOBbLIE.

e IHPEKUMOHHBIE OCMNOXHEHMST BKIOYAKOT 340KapanT, uepebpanbHble abcueccbl U
NHEBMOHMW. JlMxopagka, accouumpoBaHHasi C MOSABIIEHMEM HEOObIYHbIX TFOMOBHbLIX Gonen,
MOXeT BbITb 06ycnoBneHa abcueccom moara.

e[loyeyHble  OMCYHKUMM  ABNAIOTCA  pacnpOCTpaHEHHbIMWM, 4YTO  CBA3aHO C
PYHKUMOHANbHBIMU U CTPYKTYPHBIMU aHOMan siMu.

e XONenutmas BCTPEYAETCA YaCTO U MOXET OCMNOXHATbLCSA  XONEUUCTUTOM UMK
X01e40X0NITUa30M.

e PeBMmaTonornyeckme OCIOXHEHNSA BKIOYaOT nogarpuyeckui apTpurT,
rmnepTpodrYEecKyo ocTeoapTponaTuio U KMgockonunos [83].

3.4.8.5. [luaecHocmu4eckue acrnekmsl

Ocoboe BHUMaHWe cnegyeT yaenatb CMMNTOMaM TUNEPBA3KOCTU U KpoBOTEYeHUAM/
UWEMMYECKMM OCIOXHEHNAM. Heobxoommo oueHmBaTb caTypaumio KMCNnopogda C MOMOLLbIO
NyfbCOKCMMETPUM B NOKOE B TE€YEHUE, KaK MUHUMYM, 5 MUH, @ TONEPaHTHOCTb K PN3NYECKUM
Harpyskam crniegyet onpenensartb perynsapHo, npeanovTuTensHO ¢ nomoLlbio TLIX.

AHanuabl KpOBM [LOSMKHbI BKMOYaTb MNOACHET (DOPMEHHbLIX 3NEMEHTOB, onpeaeneHue
cpegHero obbemMm apuUTpOUUTOB, (DEPPUTUH CbIBOPOTKM (XKENEe30 CbIBOPOTKU, HACbILEHNE

XenesoMm, TpaHCcheppuvH U HachbllleHne TpaHcdeppuHa, MoryT notpeboBatbcs ans Gonee



paHHero obHapyxeHus geduuuTta xenesa), KpeaTMHUH, MO4YeBasi KWUCroTa, Koarynorpamma,
MHYT1, cdonueBas kucnota u ButamumH B12 npu Hanmuum nNoBbIWEHMA cpegHero obbema
3pUTPOLMUTOB MMAW NPU HOPMAnbHOM 3HAYeHUU cpegHero obbema 3IPUTPoOUUTOB Ha (OHe
CHUXeHNa eppuUTUHa.

3.4.8.6. OcobeHHocmu 3abopa nabopamopHbIx 06pa3uoe u mpakmosKku pe3yibmamos

e[lapameTpbl CBepTbiBaHWA: YMeHblleHne obbema nnas3mbl BCNeAcTBUE BTOPUYHOIO
3pUTPOLNTO3a; KOMMYECTBO UMUTpaTa HaATPUS OOIMKHO OblTb M3MEHEHO afeKBaTHO YPOBHIO
reMaTokpuTa, ecrnm rematokput >55%.

e OnpegeneHne remaTokpuTa C NOMOLLbIO aBTOMaTU3NPOBAHHOIO 3NEKTPOHHOro noacyeTta
yactuy, (UeHTpPUdyYrnpoBaHnss MUKpOremaTokpuTa) npuBOAUT K FIOXKHOMY  3aBblLLUEHUIO
reMaTokpuTa n3-3a oTaesieHus nnasmbl.

¢ YpOBEHb T[IIHOKO3bl MOXET 0Ka3aTbCH 3aHWKEHHbIM (MOBbLIWEHHbIA MUKONU3 N Vitro
BCneacTeme 60MbLIOro KonmMyecTsa apuTPOLMTOB).

3.4.8.7. lNokasaHus K eMewamersibcmeam

CooTHoweHre nonb3a/puck LOSMKHO OblTb OLEHEHO O4YeHb TwaTernbHO U 3To Tpebyet
komneteHumn. [laumeHToB C umaHo3om 6e3 JIAl/cuHgpoma JunseHmeHrepa cnegyet
nepuognyveckm obcnenoBatb C LENblO NPUHATUS pelleHns O LenecoobpasHoCcTn nposedeHns
BMeLLAaTeNbCTBa, KOTOPOE MOXET YNy4LMTb Ka4eCTBO XU3HU U CHU3UTL 3aboneBaemMocTb, Unm
npuemMnemMocTb A5 M3MONOrM4eckoro BOCCTaHOBIEHUS (CM. pa3gen 4.5).

3.4.8.8. MedukameHmMo3Hass mepanusi

e Cneundomyeckas tepanus JIAlT: cm. pasgen 3.4.3.

e HapywieHus putma: npu nobon BO3MOXHOCTU cneayeT NoaaepKuBatb CUHYCOBbLIN PUTM.
AHTMapuTMmnyeckas Tepanua [JormkHa ObiTb nogobpaHa wHAMBUAYanbHO (NeKapCTBEHHbIE
npenapatbl, abnauvs, anuKapguanbHbIi MOCTOSIHHBLIN - AnekTpokapanoctumynatop/VK).
AHTMapuUTMnyeckas Tepanus sBrseTCs OYeHb CIOXHOW; MeAMKaMEHTO3HYI Tepanuio cnegyeT
Ha4MHaTb C 0COBOM OCTOPOXHOCTLIO U, Kak MpaBuIio, B cTaLMoHape.

e JleyebHble pneboTomMUM C Lenblo KPOBOMyCKaHWA criedyeT NpoOBOAWUTb TOMbKO MNpu
HanNU4yMM yMepeHHO/3HAYNTENbHO BbIPAXEHHbIX CUMMATOMOB FMNEPBA3KOCTU, 0BYCNOBNEHHOM
BTOPUYHBIM 3PUTPOLUTO3OM (remMaToKpUT No KpanHen mepe >65%), B OTCYyTCTBME MPU3HAKOB
pgermgpatauun u xenesogeduumta [82]. CnegyeT npoBOAUTb afeKBaTHOE BOCMOMIHEHME
obbema xumagkoctn (750-1000 mn mM30TOHMYEcKOro pacTteBopa npu a3Bakyaumm 400-500 mn
KpoBMW).

e [eMmoTpaHcdy3mm MoryT notpeboBaTbCA B Criydyae HeagekBaTHOrO COOTHOLLUEHUS Mexay
ypoBHEM remornobuvHa W caTypauum Kucrnopoga W He [OfMKHbl  OCHOBbIBATbCA Ha

O6LI.|,eI'IpVIH$ITbIX NOKa3aHUAX.



e[lpenapatbl Xenesa AOMKHbl ObiTb  Ha3HA4YeHbl MPU  HANMMYUK  MPU3HAKOB
xenesogeduumta (cpegHuin obvem aputpoumta <80 hn, HU3KMIN ypOBEHbL XKernesa 3anacos),
3Ta Tepanus AofKHa TWwaTenbHO KOHTPONMpoBaTbhes, YTOObI n3bexaTbs obpaTHoro addekra.

e PyTMHHOE Ha3Ha4eHWe aHTUKOarynsHToB/acnMpuHa: MMEloLMECs B HacTosiLee Bpems
AaHHble CBMAETENbCTBYIOT 06 OTCYTCTBMM NOSb3bl TAKOW Tepanuu y naunueHToB C LMaHO30M C
uenblo npegynpexaeHnss TpomboamMbonmyeckmx ocrnoXxHeHun. COOTBETCTBEHHO, UMeeTCs
NOBbILLEHHbIA PUCK KPOBOTEYEHUN.

e[lokazaHMs K aHTUKOoarynaHTHom Tepanuu: TI/®OM  (ueneBoe MexayHapoaHoe
Hopmanu3oBaHHoe oTHoweHne (MHO) 2-2,5; Gonee Bbicokoe uenesoe MHO npu Hanuuum
apyrux paktopoB pucka). CrnegyeT yunTbiBaTb OCOBGEHHOCTU nabopaTopHbIX MOKasaTenemu:
NOXHO BbIicOkM ypoBeHb MHO MoxeT onpeaensaTbCs Ha OOHE BbLICOKOrO remaTtokpuTa. Het
AaHHbIX B oTHoweHun npumeHeHnst HOAK (cm. Takke pasgen 3.4.7).

eKpoBoxapkaHbe: TpebyeT npoBegeHns KT rpygHOM KNeTkKM nNpu  BbISBNEHUU
WHUNLTPATOB Ha peHTreHorpamme. bpoHxockonusa conpsbkeHa C PUCKOM Afs naumeHTa u
penoko AdaeT BO3MOXHOCTb MOMyYUTb BaXHyl WHGopmauuio. Tepanus BKNOYaeT OTMEHY
acnvpuHa, HeCTepoMaHbIX MPOTMBOBOCNANUTENbHbLIX NPEnapaToB, OpasbHbIX aHTUKOArynsiHTOB;
KOPPEKUMIO TUMNOBONIEMUN U  AHEMWUWN; CHWXEHME (U3MYECKOM aKTUBHOCTW; NOAaBrEHME
HenpoayKTMBHOro Kawns. Mpu pedpakrepHOM Nero4HOM KpOBOTEYEHMU/KPOBOXapKaHbE MOXET
notpeboBaTbCA cenekTuBHasi ambonusauus OpoHxmanbHoOW apTepun. B HacTosiwiee Bpems
ndyyarorca  aHTupmbpuHonuTuyeckme npenapartbl  (Hanpumep, WHransumoHHas dopma
TPaHEeKCaMOBOW KUCIOTbI), KOTOPblE MOTyT ObiTb HOBbIM NMOAXOAOM K NIEYEHUIO KPOBOXapKaHbsA
[103]. Heobxoanmo npoBegeHne AONONMHUTENbHbBIX KMMHUYECKUX NCCreaoBaHNN.

e [MNepypuKeMUN: HET NOKa3aHNN ANs KOppeKumMm 6eCCMMNTOMHON rMnepypukeMum.

e OCTpbI nogarpu4eckuin apTpuT (aTunuyHble popmbl) neyaT ¢ NOMOLLBIO NepoparibHOro
WU  BHYTPMBEHHOrO Ha3Ha4yeHus1 KonxuumHa, npobeHvumaa v NpOTMBOBOCNANUTENbHbIX
npenapatoB, Npu 3TOM criegyeT yaenatb ocoboe BHUMaHME PUCKY PasBUTUS MOYEYHOW
HeLOCTaTOYHOCTM N KPOBOTEYEHNN. HasHayeHne ypukosypuyecknx (Hanpumep, npodeHnunna)
UM ypuKOCTaTMYECKMX npenapatoB (Hanpumep, annonypuHona) no3sonsetr u3bexaTb
peuvanBoB.

3.4.8.9. PexomeHOauyuu rno HabrooeHuro

Bcem naumeHTam c umaHosom TpebyeTcsa NOXM3HEHHOE HabniogeHue C perynspHbIM
nocelleHMemM cneumanu3mpoBaHHbIX LEHTPoB Ans B3pocnbix ¢ BIIC kaxable 6-12 mec. B
TECHOM COTpyAHMYEeCTBE C nevawum Bpavyom obuwen npaktuki. HabniogeHne [OOMKHO
BKMNtOYaThb:

e BbisiBneHne 1 oueHKy BO3MOXHbIX OCITOXHEHUN.



e AHanus kposu (cMm. pasgen 3.4.8.8).

e OOyueHune cTpaTerMam yMeHbLUEHUSA pUcKa OcroxHeHun (Tabn. 9).

Tab6nuua 9

CTpaTternmn CH/XeHUs pucka y naumeHToB ¢ umaHotudeckumm BIMC

[MpeBeHTNBHbIE MEPbl — OCHOBHOW MeTo NpOodounakTUkM ocnoxHeHun [83]

Cnepyert nsberatb: [pyrue ctpaterum npounakTmkmn gakTopoB pucka

e bepemeHHOCTM Yy  nauMeHTOB C  CUHOPOMOM | e Mcnonb3oBaHWe  BO3QYLUHbIX  UNBTPOB  MpU
On3eHMeHrepa n LMaHoTU4eckMuMn nopokamu 6e3 JIAl, | BHYTPMBEHHOM BBEAEHUU npenapaTos ans
HO npw caTypauum KUCIOPOAOM apTepuarnibHOM KpPOBW | MpefynpexaeHus BO34yLHOW ambonun.

<90%

e [lecbnumta xenesa n aHemun (He crnegyeTt npoBoauTb | ¢ KoHcynbTaums co Kapguonora

PYTUHHO HeageKBaTHble KpOBOMyCKaHNS ansa | cneumanuaupytowerocs B obnactu BINC y B3pocnbix

nogaepXaHmst UEeneBoro YpOBHSA remorrnobuHa) — | nepen  HasHayeHuem  noboro  npenapata  w

HeobxooMMo neunTb aecvunt Xenesa W | BbINOMHEHMEM TNIOBLIX XUPYPrrUyecKUX/MHBA3MBHbIX

xenes3oaeuunTHYIO aHeEMUIO. npoueayp.

e HeapekBaTHOM aHTUKOArynsHTHON Tepanuu. CBoeBpemMeHHas aHTuMbakTepuanbHaa Tepanus npu
MHEKLNN BEPXHUX OblXaTeNbHbIX NYTEMN.

o [lurngparauuu. e TLaTEeNbHbIN KOHTPOSIb unu n3beraHue
HasHayeHns npenapaToB, Hapywawwmx QYHKLMIO
MOYeK.

o VIH(pEeKLUMOHHbIX 3aboneBaHui:; cnepyet | o KOHCynbTMpoOBaHMe MO BOMpocaM KOHTpauenumu

pekoMeHOoBaTb BaKUMHALUMIO MPOTUB MHEBMOKOKKA W | NPMW KaOOM NoceLleHUn Bpaya.
rpunna.

e KypeHusi, neproanyeckoro ynoTpebrneHns HapKoTMKOB,
BKItoYas 31oynoTpebreHne ankoronem.

e TpaHcBeHo3HbIX anekTpogos NMAKC/UKL.

* YpeamepHbIX hn3NYECKUX Harpysok.

e BosgencTtBua BbICOKOW (cayHa, ropsymMi  Oyw) unuv
HWM3KOW TemnepaTypsl

o DCTpOreH-coaepXallmx KOHTpaLenTMBOB.

CokpaweHus: BIC — BpoxaeHHbIn nopok cepaua, VKL — umnnanTupyembin kapanoBepTep-aedomdpunnsarop,
JIAl — neroyHasi apTepmanbHas runepteHaus, NIOKC — nocTosiHHas aneKTpokapaNoCTUMYALNS.

3.4.8.10. LononHumeribHble MoroXeHusi

eBo3aylwHble nepeneTbl: 0OblYHbIE aBuanepeneTbl nepeHocaTca xopowo [104, 105].
Ctpaternm cHUWXeHuUs pucka npegycMaTpuBaloT YMEHbLUEeHUe CcTpecca, CBA3AaHHOIO U He
CBSI3@aHHOrO C noesgkamu, npeaynpexaeHue gervaparauum, ynotpebneHms ankoronst n mepbl
no npodunakTuke TpomM6030B riyboKNX BEH.

e[lpebbiBaHMe Ha Gonblion BbiCcOTe: crneayeT wusberatb ObICTPOro MNepemelleHunss Ha
6onbLyto BbicoTy (>2500 m). MNMocTeneHHbI NOABEM Ha BbICOTY A0 2500 M JonyCTMM.

ebepemeHHOCTb: 6GepemMeHHOCTb nauueHTok C  umaHotuyeckumm BIMC  Ges JII
accounmnpyeTcst C TSXKENbIMU OCMOXHEHUSIMU CO CTOPOHbI MaTepu u pebeHka n TpebyeT
HabnogeHna kapamonora - cneumanucTa no Be4eHUI0 NaumeHTok ¢ 6epemeHHoCTbo. B ogHOM
N3 MCCredoBaHUN 3HAYUMbIMU NPEOUKTOPaMN POXAEHUS XUMBOro pebeHka Obinu caTypauns

kncrnopoga (>85%) u yposeHb remornobuna (<200 r/n) go HacTtynneHus 6epemeHHocTn [106].



Mpn cuHgpome An3eHmMeHrepa u LmaHoTudecknx nopokax 6e3 J1AlNL, HO npu ypoBHe caTypauumm
kncrnopogom <90%, 6epeMeHHOCTb HacToATeNbHO He pekoMmeHayeTcs [43] (cm. pasgen 3.5.7).
e[lpochbmnakTnka WMHMEKLUMOHHOIO 3JHOOKapAuTa: pekoMeHaoBaHa BcCeM 60SbHbIM (CM.

pasgen 3.4.6).

3.5. [NononHuTenbHbIe NOJIOXEeHUS

3.5.1. MNMonoBble pa3nuuus

B knuHnyeckne wuccnegoBaHust ObIO BKAKOYEHO [OOCTATOYHOE KOSIMYECTBO KEHLLMH,
No3TOMY AOCTYNEH aHanu3 AaHHbIX, CTPaTUULMPOBAHHLIX MO MOSIOBOMY Mpu3Haky. [aHHble,
KacatoLmecsi MofIoBbIX pas3nMymMin B OTHOLWEHUN pacnpocTpaHeHHocTn BINC, 3abonesaemoctn u
CMepTHOCTH, npoTuBopeunssbl [76, 107-110]. B nccnegosaHum CONCOR (CONgenital CORuvitia)
He ObINo BbISIBMIEHO Pa3fMynin B OTHOLLEHWUW YPOBHS CMEPTHOCTU, OAHAKO OTMEYEHbI 3HA4YMMble
pasnuuns oTHocuTenbHO 3aboneBaemocTn (6onee Bbicokuin puck JIIT y XeHwwuH, HO Gonee
HU3KMU PUCK MHIPEKLNOHHOIO 3HA4OKapAMTa, OCIIOKHEHNN CO CTOPOHbI a0PThl, TAKXE XEHLMHaAM
pexe wumnnantuposanu WKL) [111]. Ces3aHbl nn 3T pasnuuma C TFEHETUYECKUMU W
BPOXOEHHbIMW BUONOrM4eckMMn ocOBEHHOCTSAMU, MEHbLUEN MacCcon Tena wunuv C Apyrumu
dakTopamu, Noka He YCTaHOBIEHO; TpebyeTca npoBeaeHne fanbHenwmx nccnegosanHmm [112].

[MonoBble pasnuMuusa BaHbl ANA OMArHOCTUYECKOM OUEHKM W MNPUHATUS KITUHUYECKUX
peweHnn. XoTa OONbLUIMHCTBO pPEKOMEHOAUWMn, Kak MpaBuio He 3aBUCAT OT nona,
HOPManu3oBaHHbIX Ha NIoLWaan NOBEPXHOCTU Tesla pa3MepoB aopThl U KaMep cepaua, MoryT
okasaTbCsl 6onee KOHKPETHbIMU AN XKEHLUMH C MEeHbLUEN Nnowanbio noBepxHocTy Tena [113].
lMepcoHann3npoBaHHbIN NOAX0A4 OYEeHb BaXKEH ANSA XKEHLUMH, NnaHupylowmx 6epemMeHHOCTb,
NMOCKOSbKY MOKa3aHUsMM K BMeLLaTeNnbCTBaM Ha aopTe Yy 3TMX NMauMEeHTOK MOryT ctaTb bGonee
HU3Kne abCcontoTHbIE 3HAYEHU pa3mMepoB aopThbl (MPY HacnNenCTBEHHbIX aopTonaTnn nnun BII1C-
accouMmpoBaHHOW aopTonaTtuu), a Kputepum Ans 3amedsbl knanaHa J1IA npy T® moryT ctaTtb
MeHee XecTkumu [112].

CyuwiecTBylOT [f[aHHble, CBUOETENbCTBYHOLIME O Pasfnumsix B OTHOLUEHUMM TPYyOOBOW
3aHATOCTU AN MYXYMH U XeHWwMH [114], npobenax B okaszaHunm meauumHcKon nomoium [115],
douamyeckon aktnBHocTu [116]. KnuHnyeckasa oueHka, NpUHATUE peLLeHU N KOHCYNbTUpOBaHue
MoryT notpeboBaTb WHAMBMAYANbHOrO noaxoga 4ToObl NOMOYb OGecneyYnTb pPaBEHCTBO
pe3yrbTaToB.

3.5.2. BIC y noxunbix naumMeHToOB

B HacTosilwee Bpems I90% nauyneHToB ¢ nerkumun, 75% c ymepeHHbiMn U 40% c
Tsokenbimm  BIMC  pgocturarotr Bo3pacta 60 net [117]. Oxupaetcd, 4to B Onwxkanwune

AecaTuneTuss 3Tm npornopuun eule bonee yeBenuyatcsa. Takum obpasomM, Mbl UMeeM Oeno C



pacTyLMM KONIMYECTBOM MOXunbIX nauneHToB ¢ BI1C, Tpebyowmnx yHMKansHOro MeauLmMHCKoro
obcnyxmBaHna. [Onsa  3TUX MNOXWMbIX NAUWMEHTOB XapakTepHOo 6onbluoe  KONMYecTBO
COMyTCTBYKOLWMX 3aboneBaHnin, oOYCNOBMEHHbIA BO3PacToOM puUCK apuTmui (ocobeHHo DI1),
YCKOpPEHHOE  CcTapeHune, npuobpeTeHHble 3aboneBaHusi, W3MEHEHHad  peakums Ha
NeKapCTBEHHble npenapaTbl, Oonee paHHee npucoeguMHEHNE TepuaTpUyYeckux CUHAPOMOB
(Hanpumep, CHWXEHWE KOTHUTUBHBLIX (OYHKLMIKA, HENOABWXHOCTb, MaAeHUsi, HECMOCOOHOCTb K
pa3BUTUIO, CEHCOPHbIE PacCTPOMCTBA) N N3MEHEHHbIN NcnxocouunarnbHbIin npodune [118, 119].
HormkHbl ObITb pa3paboTaHbl crneumanbHble pekoMeHgaumm ans noXxunbeix naumeHtoB ¢ BIIC,
Ans Toro 4Ytobbl obecneunTb agekBaTHbIM yXO4 3TON OYEeHb YA3BMMOMW MOMNynAuMM NauMeHToB
[120]. MNpunobpeTeHHble 3aboneBaHMs MOryT pa3BMBaTbCs B paHHEM Bo3pacTe, 4To Tpebyer
NPUMEHEHNA NPEBEHTUBHBIX CTpaTerMn yxe B nNepBble OeCATUNETUS XU3HU (B OEeTCKOW
Kapamonorum).

3.5.3. lnaHnpoBaHue n npoBeaeHne yxoaa B TepMUHaNbLHON cTagum 6onesHun

BoMbWNHCTBO nNauMeHTOB, BHE 3aBUCMMOCTM OT TSXKECTU MOopoKa, npeanodnTatroT
obCcyauTb OXngaemyto NpPOOOIDKUTENBbHOCTb KU3HWU [0  Pas3BUTUS  XKU3HEYrpOXatoLLmMX
OCIoXHeHun [121]. Takne OCNOXHEHUS MOryT BO3HUMKHYTb BO BPEMS BMELLATESILCTB BbICOKOro
pucka unu oTpaxaTb HeonpeaeneHHocTb TevyeHna BonesHn. CBOeBpeMeHHoe 0obCyxaeHue
nnaHa neyYyeHns Ha No3gHen ctaguu 3aboneBaHus, npeactaBnseT coboM BaXKHbIN KOMMOHEHT
KOMMSIEKCHON NOMOLLM, OPUEHTUPOBAHHOM Ha naumeHTa [121, 122]. HayaTb 3TOT HEO6X0ANMBbIW
pas3roBop CNoXxHo. HesannaHupoBaHHas rocnutanudaumsa, nmnnadtauna VKO nnu yxyawexue
YHKUMOHANbLHOIO ctaTyca MOryT cnocobcTBoBaTb Havany Takoro pasroBopa. bonblnHCTBO
NaumMeHToOB He HayMHalT ObCyXaeHue nevYeHus Ha No3aHeN CTaauMuM CaMOCTOATENbHO U XOyT
MHUuMaTmBbl OT Bpaya. CoaepxaHue Oecenbl O neveHun 3aboneBaHWa B MO3QHEN cTaguu
3aBMCUT OT (PU3NYECKOTO M MCUXONOMMYECKOro COCTOSHWA nauMeHTa U ero npennoyTeHun.
BHavane, obcyxaeHne npoaosmKUTENbHOCTM XKU3HU U NPEANOYTEHNA OTHOCUTENbHO NeYeHns,
MOXeT OblTb BCEM, YTO XO4eT nauuneHT. o Mepe yxyaleHns COCTOsIHUSA 300pO0Bbst TpebyeTcs
LenocTHas OUEHKa >XenaHuh W LUeHHOCTeW OOonbHOro, npefBapuTeNbHble —yKasaHus,
Ha3Ha4YeHne nmua NPUHUMAaOLLEro PeLLEeHnst, U pelleHne OTHOCUTENBHO annapaTHOW Tepanuu y
naumMeHToB ¢ umniaHTuposaHHbiM K.

B npouecce neyeHus, akTMBHaa Tepanusi OCHOBHOrO 3aboneBaHusi, MOXeET MOCTENEHHO
CTaHOBUTCA MOAOEPXMBaIOLWEN U B KOHEYHOM WUTOre 3ameluaTbCs nannnuaTMBHOM MOMOLLbIO.
MoxxeT noTpeboBaTbCA MNpUBEYEHNE CneumannuctoB B oOnactv okasaHus nannaMaTtuBHOM
nomoLun. B nioboe Bpemsi BaXXHO NOAYEPKMBATL, YTO aKTUBHbIE MEPbl MOTYT NPOLOSMKUTLCSA U B
XoAe npouecca nnaHMpoBaHMS OKasaHus NOMOLLM B NO34HEN cTagum 3aboneBaHns U 4O KOHUA

XWU3HN BOonbHOrO, nogaepXmBasa oOXuagaHMA W Uenn nauueHTa. 3HadeHMe nannumaTuBHON



NMOMOLLN N NOAAEPKKN CEMbWU COXpPaHAETCA U Nocne CMepTu naumMeHTa npyu okasaHUU NMOMOLLM
nocne Taxenown ytpatbl [123].

Mpn nobor BO3MOXHOCTM UfieHbl CEMbW NauMeHTa LOMKHbl ObiTb BOBMEYEHbl BO BCE
aTansbl. [NpegnoyvteHnsa 6o5bHOr0 MOry MEHATLCS C TEYEHNEM BPEMEHN, MOITOMY NEPUOANYECKU
cnegyeT NPOBOANUTb MUX MNEPEOLIEHKY.

3.5.4. CrtpaxoBaHue U TPyaAOyCTPOUCTBO

MaumeHtam ¢ BIC Hepegko ObiBaeT TpyaAHO O0POPMUTL CTpPaxoBaHWE XXWU3HW, 300POBbS
UM NyTELWeCTBUN, a Takke NOoSy4ynMTb UNOTeYHble KpeauTbl [124-126]. Ecnu cTpaxoBka Bce xe
npegocrtaBnseTcs, OOMbHbIM HEPedKo MPUXOAUTCA MNaTUTb AOMOMHUTENbHYK nnaty, nmbo
HanuyMe mnopoka cepaua, Kak paHee cyllecTBoBaBlUero 3aboneBaHusi, aBTOMaTUYECKM
NCKMoYaeT BO3MOXHOCTb CTpaxoBaHus. B Lenom, Bonpockl 0 NpegocTaBneHnn CTPaxoBKn Unm
bonee BbicoKasa nnarta, 0ObIYHO He CBA3aHbl C TSHXKECTbI NOPOoKa, PYHKUMOHAIbHBIM CTaTyCOM
nauneHTa unu ero nporHo3om [124, 126], a ckopee 3aBUCAT OT MNOSIMTUKMA CTPaxXOBOW KOMNaHNK
M MOryT OTNUYaTbCA KaK B rnpeferiax OAHOW CTPaHbl, Takm U Mexay pasHbIMU CTpaHamu.
MauneHTaMm npuUxXoauUTCA UCKaTb CTPaxoBYK KOMMaHUIO, MpUM 9TOM KakK Bpayn, Tak W
oOLleCTBEeHHble oOpraHuMsaumMmM MoryT emMmy nomodb. CTpaxoBaHue — 3TO onpegerieHHas
npobnema, KOTopyto criegyet obcyanTb BO BPEMS KOHCYNbTUPOBaHUA nauueHTa. Kpome Toro,
HeobXxooMMO yaenATb BHUMaHWE TPyOOYCTPOUCTBY W, B 4YacTHOCTM, TpeboBaHuaM K
KOHKpeTHbIM npodheccmnam [127]. HaumHas ¢ nmogpocTkoBOro Bo3pacta, Bblbop obpasoBaHus
AOIMKeH BbITb OCHOBaH Ha BO3MOXHOCTU BbIMOMHATL TSXKENY OU3NYECKYIO Harpysky n paboTty
B HOYHOE BpeMs, a Takke Ha HeobOXOAMMOCTM MNpuema HEKOTOPbIX JlekapcTB, Harnpumep,
oparnbHbIX aHTUKOArynsHTOB.

3.5.5. ®usunyeckas akTMUBHOCTb U 3aHATUS CNOPTOM

PekomeHgaumm no omsanyeckon akTUBHOCTU N 3aHATUAM CMOPTOM 3aBUCAT OT Xapakrepa
3aboneBaHus n BO3MOXHbIX OCMNOXHEHUN, COCTOSIHMSA reMoaMHaMuKu n
ANeKTPoPM3nNONOrM4eckux napamMeTpoB, a TakKKe WUCXOOHOro YPOBHA TPEHUPOBAHHOCTU
nauneHTta [24]. KoHcynbTupoBaHME [OOMMKHO KacaTbCA BuAa criopta U ypPoBHA (PU3UYECKUX
Harpy3ok. B uenom, Bpaunm o06bl4HO ObiBalOT KpanWHe KOHCepBaTUBHbI B OTHOLUEHUM TaKuX
COBETOB, OCOBEHHO ecnuM y4yecTb UMELLMEecs AoKa3aTernbCTBa MOMOXUTENBHOrO BIIMSAHUSA
U3N4ECKOM aKTUBHOCTWN Ha OBLLNIA YPOBEHb TPEHUPOBAHHOCTU, NCUXONIOrMYEeCKoe COCTOAHME U
coumanbHbI CTaTyC, a TakKe ee NMPeBEHTUBHOE BIIUSIHNE HA PUCK NPUOBPETEHHbLIX CepAeYHO-
coCyauCTbiX 3aboneBaHUNn; HanuuMe CUMMTOMOB He WCKIYaeT BO3MOXHOCTb (PU3MYECKON
aKTMBHOCTWU. [uMHamuyeckue ynpaxHeHus 6Oornblie noaxoadtT TakuM nauueHTam, 4Yem
cTatMyeckne Harpyskn. HeobGxoammo OTMETUTb, KOrga M3BECTHO, YTO y MaumeHTa MMmeeTcs

3aboneBaHue cepaua, OCNOXHEHNA Ha hOHe hm3nyeckmx Harpysok, Bkrtovaa BCC, Bo3HMKaOT



peagko [128]. PekomeHgauun, KacawlMeECss 3aHATMA  HU3KO- WU BbICOKOMHTEHCUBHbBIMM
dusndeckumn Harpyskamm, obcyxgartca B paboTte Budts, et al. [24]. Bonpocbl 3aHaTUR
BMAaMKM crnopTa BbICOKUX AocTuwxkeHun anga nuuy ¢ BI1C obeyxaatotca B PekomeHgaumsax EOK
no cnoptmeHon kapauonorun 2020r [129]. MNpexae, YemMm gaTb pekoMeHOauuu, Kacarowmnecs
pasBriekaTenbHbIX YNPaXXHEHUN 1 3aHATUA CMOPTOM, creayeT NPOBECTU OLEHKY TONEPaHTHOCTH
K um3myeckon Harpyske, 4Tobbl m3bexaTb Ype3MepHbIX Harpysok Yy HEeTPeHUPOBAHHbIX
naumeHtoB. [Ona 6GonbwuHcTBa naumeHToB ¢ BIIC BbinonHeHue perynapHbiX YMepeHHbIX
un3nMYeckMx Harpysok sasnsetcs 6esonacHbiM. HekoTopble cuTyaumn, BKIoYas ANCEHYHKLNIO
CUCTEMHOIO >Xemnygoyka, OOCTPYKUMIO BbIHOCSILLEro TpakTa CUCTEMHOro xenygodka, JI,
reMogMHaMNYeCKn 3HaYMMble HapyLIEHMS pUTMa M paclumMpeHue aopTbl TpebyrT Gonblien
OCTOPOXXHOCTW.

3.5.6. HeceppaeuHble BMeLwwaTenbCTBa

O6cnepoBaHne n BeaeHne B3pocnbiX nauueHToB ¢ BIMNC [omkHO oOcCyllecTBnATLCA B
cootBeTCcTBUN ¢ PekomeHgaumamm EOK no Hekapguoxmpypruyeckum Bmelwatenscteam 2014r
[130] ¢ yyeTom ocobeHHocTen BINC. dakropamn, accounmnpyowimMmca ¢ NOBbILLEHHBIM PUCKOM
nepmonepaumoHHbIX OCIIOKHEHUA U CMEPTHOCTU, SABNAKOTCA UMaHo3, 3actormHad CH, nnoxoe
obuiee cocTosiHMe 340poBbsi, Monogon Bo3pact, JII, onepaTuBHbIE BMeELLUATENbCTBA Ha
opraHax [JblxaTeflbHOW W HepBHOW cuctembl, TaxKenble BIIC, a Takke 3KCTpPeHHble
xvpyprudeckme onepauuu. [laumeHtam c TsxkenbiMyu crioxHbeiMu BIIC  (kpoBoobpaleHue
doHTEHa, CUHOPOM OKN3EHMEHrepa, UMaAHOTMYECKME MOPOKU) HeKapaMoXupypruyeckue
BMeLlaTeNbCTBa AO0SMKHbI BbINOMHATLCA B LeHTpax akcnepTHoro yposHs [130, 131]. Ocoboro
BHMMaHNA TpebyloT BOMPOCbI MNPOMOUMNAKTUKN SHAOKApPAWTa, OCIOXHEHUS, CBA3aHHbIE C
0COBEHHOCTAMM reMOANHAMUKK, aHOManMM BEHO3HOM W/UNn apTepuanbHOM CUCTEM, KOTOpbIe
MOry MNOBSIMATb Ha BEHO3HbIA UMW apTepuanbHbid OOCTYMN, HanuyMe LWYHTOB, MOpPaXeHus
KnanaHoB, HapyLLUeHUA pUTMa, BKIoYas GpagnaputMmnmn, 3puTpoLMTO3, NIeroyHasi BackynspHas
6onesHb, NpomnakTMka BEHO3HbIX TPOMBO30B, MOHUTOPUPOBAHME PYHKLUKN NOYEK U NEYEHN,
aHTUKOArynsaHTHas Tepanvsi B nepuvonepaumMoHHoM nepuoge, NoTpebHOCTb B 0CO60OM pexnme
A03NPOBaHMS JlIeKapCTBEHHbIX MpenapaToB, BbICOKAd pacnpocTpaHeHHocTb renatuta C
BCrneAcTBME NpPeALleCcTBYIOLWMX BMELIATENLCTB U MEPENMBAHMIA KPOBKU, a TakkKe HapyLleHus
pasBuTUS.

3.5.7. BbepeMeHHOCTb, KOHTpaLUenuus U reHeTU4eCKoe KOHCYNbTUpPOBaHue

3.5.7.1. bepemeHHOCMb U KOHMpauenuusi

BonbwunHcTBO naumeHToB ¢ BIIC xopowo nepeHocAaT 6epeMeHHOCTb, OAHaKo Aans

XEHLUMH C TSHKenbIMU NMOPOKaMu XapaKTepeH BbICOKUA puck. MNMoapobHele PekomeHgaumm EOK



no npobnemam 6epemMeHHOCTU U CepAeYvHO-COCYAUCTLIX 3aboneBaHnin Obinn onybnukoBaHbl B
2018r [43].

KoHcynbTauma p[o HacTtynneHus 6epemeHHOCTM [ofmkHa ObiTb npoBegeHa BCeEM
XeHwwuHam c¢ BIC. CneumanuampoBaHHas NOMOLLb Haunyywum obpas3om opraHu3oBaHa B
YCNOBUSIX MHOroNpoMunbHbIX  yupexaeHun. MynbTuancumnianHapHas KoMaHga OOSbKHa
BKMOYaTb Kapguorora, cneuvanusvpyoweroca B obnactm Oka3aHUs MOMOLUM B3POCHbIM
naumeHtam c BINC, akywepa n aHecTteanonora, a npy He06xo4MMOCTN — APYrnX CrneLmManmcTos,
B TOM 4ucre, no MeauUMHCKON reHeTuke. 3TU cneuuanncTbl JOMMKHbI ObITb NpUBREYEHbl K
KOHCYNbTUPOBaHUIO Bcex nauueHTok ¢ BINC, no kpanHen mepe C yMEepeHHbIMU N TKeNbIMn
nopokamMu, Kak OO HacTynneHuss GepeMeHHOCTW, Tak U BO BpPeEMSA Hee, AN NiaHMpOBaHUA
OKasaHMs MNoMOLUM B OOPOAOBOM Mepuode, BKNOYas BedeHue poaoB M HabnwogeHve B
nocrnepooBOM Nepuoae M HeobBXoOUMOCTb MPOBEAEHUS KapAMONOrMYeCcKOro MOHUTOPUHrA.
OueHka pucka pomkHa ObITb WMHOMBMAYaNbHOM W OCHOBLIBATbCA Ha MOAUMULMPOBAHHON
knaccudmkaumm BcemmnpHom opraHmsaumm 3gpaBooxpaHeHus (tabn. 10) [43].

K nporHoctMyecknm aktopaMm OTHOCATCA TakkKe (QyHKUMOHanbHble CcTaTyc Ao
HacTynneHns 6epemMeHHOCTN, (PYHKUNA XKenyaodKoB, TSXKECTb MOpaXkeHus ceppua, Hanudme
cepaeydHo-cocyaucTbix cobbitun B aHamHese [132]. PesynbtaTr KPT, BbINOAHEHHOrO A0
3a4yaTusi, MOXEeT [MOMOYb B TMPOrHO3MPOBAHUM WUCXOLAOB Yy MaTepu U HOBOPOXOEHHOrO.
HepoctaTtouHbli OTBET 4acTOTbl CepAeudHblX COKpalleHUM Ha Harpysky accouuupyetcs C
NOBbILLEHHLIM PUCKOM HeXenaTesSlbHbIX BNIEHUI CO CTOPOHbI MaTePU 1 HOBOPOXXOEHHOIO.

MaTepuHckasi CMEPTHOCTb BO Bpemsi 6epeMeHHOCTU npu Hanuyuuu 3abonesaHuin cepaua
coctaBnset 0-1%, a CH ocnoxHsaeTr TeyeHne GepemeHHocTn B 11% cnydaeB, npu 3TOM
Hanu4yme JIAIT accoummpyeTtcsa ¢ 6onee Bbicoknmmn puckamm [133, 134]. LinaHoTmyeckne nopokm
CYLLECTBEHHO YBENMYMBAKOT PUCKM ON9 Nnoga, Npu ypoBHE caTypaumm kucrnopogom <85%
BEPOSATHOCTb POXAEHUS XMBOro pebeHka kpanHe mana (<12%) [106].

Y XeHWwMuH ¢ 3aboneBaHnaMKU cepaua Takke MOBbILEH PUCK aKyLUEPCKUX OCIOXHEHUN,
BKNOYasi NpexaeBpemMeHHble poabl, NPE3KIaMNCuio 1 KpOBOTEYEHNS B NOCNEpO40oBOM nepuoge
[135]. Bcerga Heob6xo0aMMO y4nTbIBaTb BO3MOXHOE BIIMSIHUE NEKapCTBEHHbIX MpenapaToB Ha
NMoA4; B YaCTHOCTU, Hemnb3s HasHavaTb UHMMOMTOPbLI aHMMOTEH3MHNPEBpaLLaoLwWwero depmeHTa
(MATD) n 6nokatopbl peuentopoB aHrnmoteHsmHa Il (BPA). Ocoboro BHUMaHus TpebytoT
XEHLMHBbI, HyXJawLwmecs B Ha3Ha4YeHUM nepoparbHbIX aHTUKOArynsiHTOB. AHTaroHUCTbI
ButammHa K ob6nagatlor TepaToreHHbIM OencTBneM, OCOOEHHO B BbICOKMX Ago3ax. B
PekomeHgaumsax no BegeHuto OGepemeHHocTn 2018r npegnoxeH anroputMm JevyeHus ¢

nHanBmnayanbHbiM nogdopom fo3bl [43].



PeweHne o npogormxutenbHoCcTM BGepemMeHHOCTU 1 crnocobe poaopaspelleHuss OOSMKHO
NPUHUMATBLCA YNeHaMy MyNbTUOUCLUUNIIMHAPHOW KOMaHAabl ¢ ydyeToM Taxectu BIIC.

Bonpocbl koHTpauenuun Heobxoaummo ob6CyxaaTb CBOEBPEMEHHO, obpawiasa ocoboe
BHUMaHMe Ha 3ddekTnBHOCTL M 6GesonacHocTb npenapaTtoB [136]. bapbepHble MeTOAabl
GesonacHbl 1 NpedynpexnarT BO3HWKHOBEHME 3aboneBaHuM C MOMOBbIM NyTeM nepenaydu,
Of4HaKo OHM 06nagaloT BbICOKOW KOHTpaUenTUBHOW 3((EKTUBHOCTLIO TOMBKO B Cry4vae
XOpOLUen KOMMNAeHTHOCTU napbl. [OpMOHanbHble KOHTpaLEenTuMBbl BblCOKOIIEKTUBHBLI, HO
OTCYTCTBYIOT JA@HHble OTHOCUTENBHO UX 6e3onacHocTn y naumeHToB ¢ BIN1C. KombuHnpoBaHHble
oparnbHble KOHTPALENTMBbI Takke o4YeHb addekTuBHbI (99,9%), ogHako xenaTenbHO nu3beratb
Ha3Ha4YeHUs 3TUX NpenapaToB B Criyyae HanuMyusa BbICOKOro TPOMBOTMYECKOro pucka (LmaHo3,
KpoBooOpaweHne PoHTeHa, HanuMume MexaHUMYeCcKMX KranaHoB, npealwecTByolme
TpomboTnyeckmne cobbitus, JIAN), Tem Gonee yTo ybeauTenbHbIX OaHHbIX O HUBENUPOBAHUMU
3TOr0 pucka npu COBMECTHOM Ha3HayeHUW C aHTukoarynaHtamm Het. C Opyron CTOPOHbI,
nporecTepoH-cogepXallime KOHTpauenTuBbl He YBEenuvyMBalOT CTOSb CYLLECTBEHHO pPUCK
Tpomboobpa3oBaHus, a MNOSIBUBLLUMECS HOBble npenapaTtbl Afs NepopanbHOro npuema wnm
BHYTPMMATOYHOM UMMnaHTaumMmM obnagarT  BbICOKOW  addpekTnBHoCTblO  (>95%). Puck
3HOOKapauTa nocrne YCTaHOBKM BHYTPUMAaTOYHOW cCrvpanu, MOKPbLITON MNPOrecTepoHOM,
BEPOSATHO, HM30K. OgHaKO CyLLecTBYeT pUCK BasoBararnbHou peakumn (5%) Bo BpeMsi yCTaHOBKU
n yganeHus. NauneHtam co CrOXHON («XPYyMKOW») perynsaumen kpoBoobpalleHus (Hanpumep,
nocne onepaunn OoHTeHa, npu JII, UMAHOTMYECKMX MOPOKaX, CUHOPOME JN3EeHMeEHrepa)
cnegyeT ycTaHaBnuBaTb/yganaTb BHYTPUMMATOYHYK cnvpanb B ©e3onacHbIX YCNOBUSIX
(Hanpumep, B y4ypexgeHuu, WUMelolWeM OnbIT oKa3aHus nomowm nauueHtam ¢ BlC).
Ctepunusauusa ofHOro w3 nNapTHEpPOB crnefyeT pekoMeHAoBaTb TONbKO MOCre O4YeHb
nogpobHoro obeyxaeHnsa npobnemsl, yaenmes ocoboe BHUMaHWE oTAaneHHOMY NPOrHO3y.

OKCTpakoproparibHOe OnfoAO0TBOPEHNE COMPSIKEHO C  OOMOSMHUTENBHBIMU - PUCKaMMU,
NoO3TOMY A0 MPUHATUA peLleHns HeobxoauMO MPOKOHCYNbTUPOBATLCA CO creuvanMcTtamu no
B3pocnbim ¢ BIC. CynepoBynsuus nosbiwaeT puck Tpombo3a, M MOXET OCNOXHUTBCA
CYHAPOMOM rMNepcTUMMynNAUUN SNYHMKOB, CONPOBOXAAMLWNMCS HapyLleHnemM BogHoro 6banaHca
n ewwe 6onee BbICOKMM pUCKOM Tpombo3oB [137]. PuUck cnHgpoma runepctumMynsaumm SudHUKOB
MOXET ObITb CHWXEH C MOMOLLbI TLATENbHOr0 MOHUTOPUPOBAHUSA MEHCTPYanbHOro LMKNAa,
NCNONMb30BaHMA HU3KUX [[03  QONMMKYNOCTUMYNUPYIOLWEro ropMoHa B KOMOMHauum C
aHTaroHWCTOM TOHAOOTPONWUH-PUMU3UHI  TOPMOHA, 3aMOpPaXUBaHWSA BCEX 3MOPUMOHOB M
nepeHoca eauvHCTBEHHOro amMbpuoHa. [locrnegHss pekoMmeHaaums ocobeHHO BaXHa Ans
XEHLWMH ¢ 3aboneBaHnaAMKN ceppua, NOCKONbKy MHoronnoaHas 6epemMeHHOCTb accouunpoBaHa

c Gonee CylIEeCTBEHHbIMU U3MEHEHMSAMU CEPAEYHO-COCYQNCTON CUCTEMBI U GONbLUMM YMCIIOM



OCIOXXHEHUN CO CTOopoHbl mMatepu un nnoga [138]. BepemeHHOCTL M nedeHne OGecnnogus
NPOTUBOMOKAa3aHbl XeHLWMHaM, Y KOTOPbIX MMeEEeTCs Kracc cepaevHOo-cocyauctoro pucka IV

cornacHo rpagaumsm BcemupHon opraHusauuu 3gpaBooxpaHeHus [4]. Y XeHLMH ¢ Krnaccom

CynepoBynsaumm

pucka a TakKkKe Yy nauneHToK,

O4yeHb BbICOK, B

Ka4yectBe alibTepHaTuBbI

nonyyarwwmx aHTUKOoaryndaHTHyO Tepanuio, puUcK

creayet  paccmartpusatb

BO3MOXHOCTb IN VItro doeptunmsaumm Ha goHe eCTECTBEHHOMO LIMKNa.

CeKcyaanaﬂ XMN3Hb 4BNdeTcAa BaXXHbIM J3JIEMEHTOM KadecTBa >XU3HMW.

CornacHo

HEMHOIo4ncrieHHbIM gaHHbIM, BOMNPOCHI ceKcyaanoﬁ (*)yHKLI,VIVI OecnokoaT Kak MYX4YUH, TaK U

XEHLUWH, 1 nx cnegyet obecyxxaatb Yawe [139].

Tao6nuua 10

BINC, xapakTepuayowmecst BbICOKMM U O4EHb BbICOKMM PUCKOM BepeMeHHOCTH

3HaunTeENbHO  MOBBLIWEHHBIA  PUCK  MaTEPUHCKON
CMEpPTHOCTM unun Tshkenon 3abonesaemoctn (knacc I,
BO3) (vyacTtota passutua CCC 19-27%)

Ype3mepHO BbICOKMA PUCK MaTEpPUHCKOW CMEPTHOCTU
unu Tsxenon 3aBoneeaemoctu (knacc 1V, BO3)f
(4yactoTa passutua CCC 40-100%)

HekoppvrnpoBaHHble LMaHOTUYECKME NOPOKU

JleroyHasi apTepuanbHas rmnepTeH3vst

YMepeHHoe HapylieHue pyHkumm JIXK (OB 30-45%)

Tskenoe HapyweHue dyHkumm DK (B <30% wmnm CH
II-1V doyHKLMOHANBHOro Knacca)

CuctemHbin K ¢ coxpaHEHHOM MK FIErko CHMDKEHHOWN
COKpaTuUTenbHOM (yHKLMEN

CuctemHbin XK C yMEpeHHO wunu 3HauYnUTENbHO
CHWKEHHOW COKpaTUTENBHOWN (PyHKUMEN

KpoBooOpaweHne @oHTeHa. B cnydvasx, korga
OTCYTCTBYIOT OpYrMe HapyLleHUs U HET OCIOXHEHUI CO
CTOPOHbI CEpAEYHO-COCYANCTON CUCTEMBI

KpoBooGpalleHne @PoHTeHa npy  Hanmmumm  nobbix
OCMNOXHEHUN

Tskenbin 6eccumnTomMHbi AC

Tsokenbin AC ¢ KMMHMYECKMMU NPOSIBNIEHUAMMN

YMepEHHbIN MUTPanbHbIN CTEHO3

Tspkenblin MUTpanbHbIN CTEHO3

YMepeHHaa gunatauua aoptel  (40-45 mMm  npu
cunHopome MapdaHa wnn  gpyrux  HacneacTBEeHHbIX
3aboneBaHusx rpygHon aoptbl; 45-50 MM nipu
asycteopyatom AK; 20-25 MM/MI npu cuHgpome
TepHepa)

BblpaxeHHasa pgunatauua  aoptel (>45 MM npwu
cuHgpome MapdaHa wnm gpyrux HacreacTBEHHbIX
3aboneBaHusix rpyaHouM aopthl; >50 MM npu
asyctBopyatom AK; >25 MM/MI npu cuHgpome
TepHepa)

MexaHun4yeckne npoTe3bl KnanaHoB

Tsaxenas (pe) Koapkraums

MpumeyaHue: I— XKEHLLMHbI C 3TUMW COCTOSHUSIMU OOJSMKHbI M3beraTb GepemeHHocm.

CokpaweHusa: AC — aoptanbHbll cTeHo3, AK — aopTtanbHbin knanaH, BO3 — BcemupHas opraHusauus
3apaBooxpaHeHust, JIXK — nesbii xenyaouek, MK — npaebin xxenygovek, CH — cepaeyHasa HegoctaTovHocTh, CCC
— cepaevHo-cocyancTele cobbitus, ®B — dppakuymsa BeiGpoca.

Ta6nuua 11
Uactota HacneacTtBeHHoOW nepefaynm pasnumyHblx dopm BIIC B 3aBucmmoctn OT nona
poauTensf
YacToTa peunavsa (%)
YKeHLWwmHbl | MyX4nHbl
aMnn 4-6 1,5-35
OMXI 6-10 2-35
ABK 11,5-14 1-44
OAN 3,54 2-25
KoapkTaums aopThl 4-6,5 2-3,5
Cungpom MapdaHa/ HacneacTBeHHble 3a60neBaHNs rpyaHOM aopThl 50|
O6c¢Tpykums BTIDK 8-18 | 3-4




O6cTpykuma BTTK (MC) 4-6,5 2-35
CuHgpom 31n3eHmeHrepa 6 HAO
TeTtpaga ®anno 2-2,5 1,5
ATpesunsa neroyHoun aptepun/ OMXI HO HO
TMA 2
KoppurnposaHHas TMA 3-5

EXXC 21

MpumeyaHus: | — 3a wucknoyeHveM cuHgpoma MapdpaHa, nokasatenu 4acToTbl OTHOCATCA K NauMeHTam C
N30MMPOBAHHLIM MOPaXeHNeM CepAaLa, Y KOTOPbIX reHeTUYeckne CUHAPOMBI Gbinu uckmioyeHsl; | — Pierpont et al.
[141], c n3MeHeHuaAMY; | — non-cneymdunyHble JaHHbIe HEAOCTYMHbI UM HEQOCTOBEPHDI.

CokpaweHus: ABK — OTKpbITbIN aTPUOBEHTPUKYNSAPHbIA KaHan, BTJTIXK — BbIHOCALLMI TpakT NeBOro xenyaouka,
BTIMK — BblHOCAWMA TpakT npaBoro xenygodka, OMXIM — gedekt mexckenynodkoBon neperopogku, OMIMM —
aedekt mexnpeacepaHon neperopogku, EXXC — eanHcTBeHHbIN xenygoyvek cepaua, HO — HeT ganHHbix, OAIN —
OTKPbITbIN apTepuarnbHbI NPOTOK, [C — nynbMoOHanbHbIM cTeHO3, TMA — TpaHCno3nuus marncTpanbHbIX apTepui.

3.5.7.2. [eHemMu4eCcKoe KOHCYIbMmupo8aHUe U puck HacriedcmeeHHoU nepedayu

[eHeTu4yeckoe KOHCYNbTUPOBaHME, 3a KOTOPbIM MOXET mnocrneaoBaTb reHeTudeckoe
TeCTUpoBaHWe, [OO0SDKHO OCYLUECTBATLCA ANS  Kaxaoro B3pocnoro nauveHta ¢ BIIC.
BbisiBneHne reHeTnyeckom aHomManum MoXeT ObiTb BakHO ANA AanbHEWWero neveHus
nayneHTa n, HECOMHEHHO, CyLLEeCTBEHHO 41151 NNaHNPOBaHUsS CeMbWU. YCTaHoBNeHo, 4To 10-30%
BCEX CTPYKTYpHbIX BIC wmMmeloT reHeTuyeckyto OCHOBY. OTOT nokasaTenb elle Bbile npu
acCoOLMMPOBAaHHbIX MOPaXKEHUsX APYrMx OpraHoB M B CEMEWHbIX Chnyyasix, U HuWxe — B
n3onupoBaHHblx cnydaax. C yyeTom ObICTPOro TEXHWYECKOro nporpecca M paclnpeHns
BO3MOXHOCTEN FEHETUYECKOrO TECTUPOBAHUA HAAEXHOCTb TakMX TeCToB pacTteT. PasymeeTtcs,
reHeTu4yeckoe obcrnegoBaHMeE KaxOoro nauueHTa AOSMKHO ObiTb MyMbTUAUCUMANIMHAPHBLIM, C
COYMEeTaHNEM KINUHUYECKMX OaHHbIX U KOPPEKTHOW MHTEpnpeTauun BbISBMEHHbIX reHEeTUYECKNX
HapyweHuii. HegaBHo 6bin onybnvkoBaH NOAPOBHbLIN JOKYMEHT, Kacatlowminca aTorm npobnemsl,
B KOTOPOM MNpuBELEH anropuTM reHetTmnyeckoro obcrneaoBaHnsa n 063op OCHOBHbLIX CUHOAPOMOB,
KOTOopble HeobxoaAnMo NpuHMMaTh BO BHUMaHue [140].

OAHMM 13 BaXKHbIX aCMeKkTOB reHETUYECKOro KOHCYNbTMPOBAHUA ABMSETCS OLEHKa pucka
HacneacTBEHHOM nepeaayun, KOTOpbIN HEOBXOOMMO YUYNTBIBATL KaK Y MYXUYMH, TaK U Y XKEHLLMH.
YacTtota nosieneHuss BMC y notomkoB BapbupyeT B npegenax 2-50% wu npeobnagaet y
XEHLMH. Hanbonblumin puck BbISIBMSIETCA NPU MOHOIMEHHbIX HAPYLUEHUSIX /UM XPOMOCOMHbIX
aHomanusix, Takux kKak cuHgpombl MapdaHa, HyHaHna, XonTta-Opama v cuvHOpoM Oeneuuu
xpomocombl 22g11. Cpegu nauneHToB C MU30MMPOBaHHbIMU HecemMenHbiMu ¢opmamn BI1C
YacTtoTa NOBTOPHOro nosirieHust BapbupyeT oT 1 ao 21%, B 3aBMCMMOCTM OT TUNa MOpPOKa.
O630p npueBegeH B Tabnuue 11. COOTBETCTBYOWMUM CEMENHLIM NapamM pPeKOMeHOyeTCs
BbinonHATL OXoKI nnoga Ha 19-22 Hepn. 6epemeHHoCTH, OXOKI mMoxeT ObiTb BbINOSHEHA

paHblle — Ha 15-16 Hen. recTauun.




4. OTpenbHble (hopMbl NOPOKOB

4.1. DedcdekTt MexnpeacepgHou neperopoakM M aHoManbHoOe BhageHue
JNIeroYHbIX BEeH

4.1.1. BBepeHue u obLLME NOMOXEHUA

OMII moxeT ocTaBaTbCA HeQMArHOCTUPOBaHHbLIM B AeTcTee. Tunbl Ml BkntoyatoT:

e Bropuynbii M (80% Bcex cnydaes AMII1; pacnonaraetcs B obnactu fossa ovalis).

e[lepBuyHbin - OMIIM  (15%; CUHOHUMBI: 4YacTuyHbIN  gedekT AB neperopogkm c
KOMMYHMKaLMeEN Ha ypoBHe npencepaumn, 4dactmyHbin AB kanan (ABK); obbluHO umeeTca
nopaxeHve AB KnanaHoB, YTO NPUBOAUT K peryprutauumn pasnuyHom CTEMEHU TSHKeCTU (CM.
pasgen 4.3).

eBepxHun pedekt BEHO3HOro cuHyca (5%; pacnonoxeH BOAM3M MecTa BnageHus
BepxHen nonon BeHbl (BlMNB), accoummpyeTcs ¢ YaCTUYHBbIM UIM NOSTHBIM BnageHMeEM MnpaBbIX
neroyHbIx BeH B BIB/MT).

e HxHMin fedekT BeHO3HOro cuHyca (<1%, pacnonoxeH B6nn3n mecrta BnageHns HKHeEN
nosion BeHbl (HIB)).

e OTCyTCTBUE KPbILLM KOPOHAPHOro cuHyca (<1%, NOMHOCTBIO UMW YAaCTUYHO OTCYTCTBYET
pasgeneHue ¢ nesbiM npeacepavem (J1111)).

AcCCOUMMPOBaHHbLIE MOPaXEHWUs1  BKNIOYAOT aHOManbHbIA  OPEHAX JNEroyHblX BEH,
nepcuctupyrowaa nesas BIB, crteHo3 knanaHa JIA n nponanc MuTpanbHOro KnanaHa.
BHyTpunpeacepaHble  gedekTbl  ABASAOTCA  CaMbiIMW  4acTbiMM  aCCOLMMPOBaAHHbIMM
nopaxeHnsmMn npu aHomanuu JS0wTenHa (cm. pasgen 4.9). [daHHbin pasgen MNoCBSLUEH
nsonuposaHHbiv AMIMT.

O6bem WyHTUpOBaHMA KpoBU 3aBucuT oT nogatnusoctu MXK/IJDK, pasmepos agedekra un
pasnexus JIM/MM. Mpocton OAMII npuBoguT K cOpocy KpoBWM crneBa-HanpaBo 3a cyeT Gonee
BblCOKON pacTsbkumoctn DK no cpaBHenuio ¢ JIXK (B uenom, 3HayMmoe LUyHTUpOBaHME
BO3HMKaeT npu pasmepe pfedekrta =210 mm), 4to BegeT K neperpyske MK obbemom wu
YyBENMYEHNIO KPOBEHAMOMHEHMS NErOYHbIX COCyAoB. B criyyae ymeHbLueHusa pactskumoctn JIHK
UNN BO3HUKHOBEHUM IOOOro COCTOSHUA, MNPUBOASALLEro K noBblweHWo gasneHuna B JIIM
(apTepunanbHasa rmnepteHsusa (AlN), UBC, kapanomuonatus, nopaxeHne AK unm mmutpansbHOro
KnanaHoB), yBenuumeaeTcsi cbpoc KpoBu crieBa-Hanpaso. B pesynbtate OMIII moxeT ctatb
remogMHammyeckn 6onee 3HauMMbIM C BO3pPacTOM. YMeHblueHue pacTtskumoctn DK
(nynbmoHanbHbin cteHos (MNC), JIAI, gpyrve 3abonesaHus [DK) unu nopaxenuve TK moryTt
yMeHblWaTb 00beM LWYHTUPOBAHUS CrieBa-HanpaBo W, B KOHEYHOM WUTOre, NPUMBOAUTbL K
pa3BuTUo obpaTtHOro cbpoca KpoBU, YTO CNOCOBCTBYET NOABNEHUIO LiMaHO3a.

4.1.2. KnuHun4yeckue NposiBreHUs U TevyeHue



B geTcTBe y MauMeHTOB YacTO OTCYTCTBYHOT KIMHWYECKME NposiBrieHus. Y 6onblumMHCTBA
BGONbHBbIX CUMNTOMbI OObIYHO MOSBAAKTCA [0 HACTYNMEHUs 4YeTBEPTOW AeKadbl >KU3HW:
CHMXEHME TONMEePaHTHOCTU K PU3NYECKMM Harpy3kam, ogpblllika Npy Harpy3kax n cepauebuneHuns
(cynpaBeHTpUKYNspHble TaxMapuTMun), pexe — MHeKUMN nerkux n npasoxenygodkosas CH.
B uenom, NnpoaomKUTENbHOCTb XN3HU CHWXKEHA, HO BbIXMBAEMOCTb 3HAYUTESNbHO fyylle, Yem
npegnonaranocb paHblie [142]. JaBneHne B JIA MoXeT BbiTb HOpMarbHbIM, HO, KaK NpaBuno,
OHO YBENMYMBAETCS C BO3pacTOM. TeM He MeHee, TShKenoe feroyHo-cocygmctoe 3abonesaHne
pa3BuBaeTCcsi OveHb penko (<5%); ero nosiBneHwe TpebyeT, BEPOATHO, OOMNONHUTENbHbIX
hakTOpOB, NOCKOSbKY TeYeHne 3aboneBaHnsa noxoxe Ha nauonatudeckyto JIAIC [48]. o mepe
yBenuyeHna Bo3pacta u HapactaHuus JIAI yawe BosHukaT Taxuaputmum (TT1, OI1) [143].
CuctemMHble ambonuum Moryt ObITb cneacTeBMeM napagokcarnbHbiX ambonui  (pegko) mnm
obycnosneHbl ®I1 un TrI1.

4.1.3. [OwarHocTuKa

Cwm pasgen 3.3 OTHOCUTENBbHO OBLUX NPUHLMMNOB.

OcCHOBHble (bu3MKanbHble NMPU3HaKU BKOYAKT (PUKCUPOBAHHOE pacLiensieHne BTOPOro
TOHa n cuctonundecknn WwWym Hag J1A. Ha OKIM yacto BbIsSiBNsOTCA HenonHasa 6rnokaga npasou
HOXKM My4vka [Mca M OTKINOHEHWEe 3NeKTpUYeckon ocu Bnpaso (Npu YactmyHoMm pedbekte AB
neperopogkm — ©Onokaga nepegHe-BepPXHEro  pasBeTBNEHWA  NeBon  HOXku). [lpwm
PEHTreHoNorn4eckomM UccrefoBaHnn rpyaHoOn KNeTkn yBerMyeHne fiero4Horo KpoBoToKa 4acTo
OCTaeTCsl HeAMarHoCTUPOBAHHbIM.

¢ OxoKI aBnseTca uccnegosBaHMem nNepBov NUHUK, 0becneyvrBaloLMM KOSTMYECTBEHHbIN
aHanu3 1 nocTtaHoBKy AuarHo3a. O6bemHas neperpyska K, koTopasa MoxeT ObITb nepsown
Haxo4QKoM Yy nMauueHTOB C paHee HeawnarHoctupoBaHHbIM AMIIM, aBnsetca OCHOBHbIM
NPU3HAKoOM N Haunyywmnm obpasom xapakrepusyeT reMOANHAMUYECKY0 3HA4YMMOCTb AediekTa
(MmeeT NpenmyLLLEeCTBO Mepes COOTHOLIEHUEM LYHTUPOBaHusA). [edekTbl BEHO3HOro CuHyca
o6blMHO  TpebyloT npoBedeHus upecnuweBogHon OxoKl gns TOYHOM  OMArHOCTUKM
(anbTepHaTuBON siBNsieTca BbinonHeHne MPT/KT cepgua, a npy HWKHEM fgedekTe BEHO3HOro
CYHyca €BNSeTCA NpeanoyTUTENbHbIM MeToAoM uccredoBaHus). YpecnuwesogHas IxoKI
Takke TpebyeTca ANA TOYHOW OLEHKM BTOPUYHBLIX OedEKTOB nepen npoueaypon 3akpbiTus,
Takaa oueHka TpebyeT onpegeneHns pasMepoB, U3y4YeHUst MOPMOSOrMN HENOBPEXOEHHON
neperopoakn, COCTOSHUSA KpaeB, MUCKMYEHUSA OOMOMHUTENbHBbIX aHOManun u noaTeepXaeHns
HOopManbHOW aHaToMuK neroyHbiX BeH. 3D 3xoKI obecneunBaeT Budyanusaumo mopdonornm
AOMIMN. OononHuTenbHo TpebyeTtcs uHpopmMaumss O aaeBneHun B JIA n TpuKycnvaanbHOW

peryprutauum (TP).



e MPT cepgua Tpebyetca pegko, ogHaKO 3TOT MeToA MNO3BOMSET OUEHUTb OO6bEMHYH
neperpy3sky MK, BbIABUTb HWXHUM OedeKT BEHO3HOro CUHyca, KOSIMYECTBEHHO onpeaesnivtb
COOTHOLLEHNE JIErOYHOro N CUCTEMHOrO KpoBoTOKa (Qp:QS) M OUEeHUTb aHaTOMUIO NEroYHbIX
BEH (B KayecTBe anbTepHaTUBHOIO MeToada MOXHO ncnone3osaTb KT cepaua).

e KaTeTepusaums cepgua TpebyeTtcs B criydae Hanm4ymsi NpM3HaKoB FIEFOYHON MMNepTEH3UN
(pacyeTHoe paBneHue B JIA >40 MM PT.CT. UnM NpU HEBO3MOXHOCTU ONpeneneHnst 3Toro
nokasarerns) c uernbio oueHkn JICC.

e[laumeHtam c JIAI cnegyet npoBectn npoby C U3MYECKOW Harpy3kon, 4YTOObI
NCKMIOYUTL ecaTypauumio.

4.1.4. Xupypruyeckoe/kateTepHoe BMelLLUaTeIbCTBO

MokaszaHna K WHTEPBEHUMOHHLIM BMeLLaTenbCTBaM CyMMWUPOBaHbl B  Tabnuue
«PekomeHgauuMm no BMewaTtenbCcTBaM nNpuv gedekrax MexnpeacepaHon neperopogku
(HaTMBHbIX 1 pe3nayarbHbIX)» U Ha PUCYHKe 2.

Xvpyprmyeckas TakTuKa accoummpyeTcs C HU3KOW neTanbHOCTbio (<1% 6onbHbiX 6e3
3Ha4YMMOW COMyTCTBYIOLLEN NATOMOMMN) N XOPOLUMM OTAANEHHbIM MPOrHO30M MpPU pPaHHEM
BbIMOSIHEHUN BMelLaTenbCcTBa (B 4ETCKOM MM NOL4POCTKOBOM Bo3pacTe) u B otcyTtcteue JIIT
[144, 145]. XoTa onepaTMBHOE fe4YeHne CBA3aHO C OYE€Hb HU3KUM PUCKOM Jaxe Y MOXUNbIX
naumeHToB, HEOOXOAMMO YYUTbIBaTb HanuuMe COoMnyTCTBYHOLIMX 3aboneBaHumn, CNOCOBHbIX
NOBNUATL Ha onepaLMOHHbIA PUCK, U COOTHOLLIEHNE PUCK/NOMb3a.

PekomeHpgauum no Bmewartenscteam npu MMM (HaTMBHbIX U pe3nayanbHbIX)

Pekomengaumnu Knaccl YpOBeHb[

MauyeHTam ¢ npusHakamu o6bemHoit neperpysku MXKJ B otcytcTere NAT (HeT npusHakos | | B
JIC no AaHHBIM HEMHBA3UBHBLIX METOA0B obcnenoBaHus unu yposeHb JICC <3 ea. Byga no
OaHHBIM MHBA3MBHOIO onpegeneHns Npu Hannuumn Takux NpyusHakoB) unu nopaxexus JOK
pekomeHayeTcs 3akpbiTue MM BHe 3aBUCMMOCTM OT HanNnu4na cumnTomos [146, 147].

3akpbiTie gedekta ¢ MOMOLLBIO OKKIoAepa pekoMeHAyeTcs B KadecTBe metoda Bbibopa | | C
npw sBTopnyHom MMM B cnydae TeXHUYECKOW BO3MOXHOCTU.
Y NoXunbIX NALMEHTOB, KOTOPbIM HEBO3MOXHO BbIMOMHNUTL 3akpbiTue gedekra ¢ nomowpto | | C

OKKIogepa, pekoMeHayeTCs TLaTeNbHO B3BECUTb XMPYPIMYECKUI PUCK 1 MOTEHLUATBHYIO
nonb3y oT 3akpbiTna OMIMM.

MauneHTam C npusHakamn MOBbIWEHNA AaBneHnsa B JIA No AaHHbIM HeWHBa3WBHbLIX | | C
MeToaoB obcrnefoBaHus TpebyeTcs BbINOMHUTL MHBa3uBHOe onpeaenenne JICC.
MaurveHTam ¢ nopaxeHunem JDK pekomeHayeTcs BbINOMHUTL MHBA3UBHOE uccnenosaHve ¢ | | C

uenbi TUWATEeNbHOW OLEHKM HeOoBXOOAMMOCTM YCTpaHeHus LUyHTa creBa-HanpaBo U
noTeHunanbHoro HeratMeBHoro adpdekta 3akpbiTna [OMIIM Ha nporHos, BcneacTeue
MOBbLILLIEHUS AaBfeHUs HamnofHeHUs (3aKpbiTue, 3akpbliTue EeHECTPUPOBAHHOW 3annaTowu,
OTKa3 OT BMeLlaTenbCcTBa).

MauveHTaMm € nofo3peHWeM Ha napagokcarnbHble ambonuu (npu ucknveHun apyrux | lla C
NPUYKnH) HeobxogmmocTb 3akpbiTua AMII gomkHa ObiTb 0OCYy)KAeHa BHE 3aBMCUMOCTM OT
ero pasmepa, npu ycnosuu otcytcteusg JIAI n nopaxenus JIK.

MaumeHTtam ¢ nokasartenem JICC 3-5 ea. Byna HeobxoammocTb 3akpbitua OMIM gomkHa | lla C
ObITb 06CYXXAEHa NpY HanNnM4YuKM 3Ha4YnMMoro copoca KpoBu cneBa-Hanpaso (Qp:Qs >1,5).
MaumeHtam c nokaszatenem JICC =5 en. Byga HeobGxogmmocTb 3akpbitua OMIM c | lla C

nomolLLbio heHecTpMpoBaHHOM 3annatbl nocne cHuxeHus JICC Huxke 5 en. Bypa Ha doHe
TapreTHoM Tepanuu [OoImkHa ObiTb 0OCy)XAeHa npu Hannumm 3HavymMmoro cbpoca KpoBwu
cneBa-HanpaBo (Qp:Qs>1,5).




3akpbiTre MMM He pekomeHayeTCca nauneHTam ¢ CUHAPOMOM J1r3eHMeHrepa, 6onbHbIM € | 111 C
JIAT n JICC =5 en. Byga Ha ¢poHe TapreTHon Tepanuu, a Takke naumeHTam ¢ npusHakamm
jecartypauum Ha poHe husndeckom Harpyskufl.

Mpumeuanue: f| — knacc pekomenpaumn, | — yposeHb pokasatensHoctn; | — ysenuuenne MK ¢ noBbileHHbIM
yaapHeiM o6bemoMm; | — HeT yBeauTenbHbIX AaHHBLIX OTHOCUTENLHO TOYHOMO MOPOFOBOFO 3HAYEHWS, OJHAKO Ha
OCHOBaHMWW KIIMHUYECKOTO OMbiTa 3TO 03HAYaEeT CHIDKEHWE caTypauun KUCIIOPOAOM apTepuarnbHol kpoeu <90%.

CokpaweHus: MM — gedekt mexnpeacepaHon neperopogku, JIAIC — nerovyHas aptepuanbHag runepteHsus, N
— neroyvHas runepteHsus, JDK — neBbii xenyagoyek, JICC — neroyHoe cocyamnctoe conpoTtusnexue, MK — npasbii
Xenyagouek.

MeTogom Bbibopa npy BTOPUYHOM AedbekTe CTano 3akpbiTMe ero ¢ NoOMOLLbI OKKNogepa
npyv HannyMm TEeXHUYECKOW BO3MOXHOCTU W COOTBETCTBYKOLLEW Mopdonorum (B TOM 4uche,
anameTp <38 MM M OOCTaTOYHbIN CBOOOAHBLIM Kpan 5 MM 3a WCKNIOYEHWEM HanpaBfeHust B
CTOpOHY aopThl). ATn ycnosus cobniopatotcst y B80% naumeHToB. XOTS 9TOT mokasaTenb He
MOXET PaBHATbLCSA HyJIH0, B HECKOMbKUX HEeJaBHO MPOBEAEHHbIX MCccneaoBaHusX coobLuanoch
006 oTtcyTcTBMM cMepTHOCTU. CepbesHble OCnoxHeHna Habnoganucb y <1% ©6onbHbix [148,
149]. MNpencepaHble TaxnapuTMnn, BO3HUKaKOWME B paHHEM MOcreonepaunoHHoOM nepuoae, B
OONbLWMHCTBE CNyyaeB SBNSAIOTCA TPAH3UTOPHbIMU. JPO3UN CTEHKU Npeacepaun, nepegHen
CTBOPKM MUTPANbHOrO KnamaHa WM aopTbl, Kak W Tpomboambonuyeckne cobbITuA,
BCTpeyvalTcd, no-BMaumMomy, KpamHe pegko [150, 151]. Tpebyetca npoBeaeHue
aHTpuarperaHTHoOW Tepanuu, No KpamHen Mepe, B TeyeHue 6 mecsueB (MUHMMarbHas gosa
acnvpuHa — 75 mMr B cyT.). [oTeHumManbHass BO3MOXHOCTb BO3HUKHOBEHUS HapyLUEHUA puUTMa
UNU HexenaTenbHbIX SBNEHWA B NO34HEM nepuogde TpebyeT wu3ydeHus. [lo  AaHHbIM
nccnegoBaHWii, B KOTOPbIX CpaBHMBANM XUPYpPruyeckne U KateTepHble BMeLlaTenbCTBa,
YacTtoTa OOCTUXEHUS MOSTIOXUTENBHOIO adpdekta U ypoBeHb CMEPTHOCTU OAMHAKOB, OOHAaKO
3aboneBaeMocTb Obina HWXe, a ANUTENBHOCTb FOCMMTaNM3aumMm — MeHbLUe MpPU KaTeTepHbIX
npouenypax, XoTa Npu HUX OTMEYeHa HeCKOmbKO Borbluas YacToTa NOBTOPHbLIX BMELLATENLCTB
[148, 152].

Hauny4ywune pesynbTatbl 4OCTUrAOTCA NpU NPOBEAEHUN Npoueaypbl B Bo3pacTe <25 net
[144, 145]. 3akpbitne AOMIIM nocne 40 net, no-eMguMoMy, He BIMSET Ha 4acToTy
BO3HVMKHOBEHWSI apuTMUIA B xoAe HabnoaeHuns [146, 153]. OgHako nonoxutenbHbli addekT B
OTHOWeHMM 3aboneBaemMocTn JocTUraeTca npu 3akpbiTum Jedekta B Nobom Bo3pacTe
(TonepaHTHOCTb K oM3MYECKOM Harpyake, ogbllka, npaBoxenynodkosaa CH), ocobeHHO koraa
MMeeTCs BO3MOXHOCTb BbINONTHEHUS SHO0BACKYNAPHOro BMeLlartenscrea [146, 153].

Y 6onbHbIX C HapyweHueM yHkuun JDK (Kak CUCTONMYECKOW, Tak M OUacTONMYecKon)
3akpbiTe AMIIIT moxeT npuBecTn K yxyaweHuto TedyeHns CH. Taknx naumeHToB Heobxoammo
TwaTtensHo obcrnefoBaTb BNNOTb A0 NPOBEAEHUA WHBA3WBHOrO obcnefoBaHus nepeq

BMeLLaTenbCTBOM (3akpbiTve dedekta 6annoHoOM € nocnegyrowent OLEeHKOW remMoanHaMuKu)




ANSA TOro, YTo onpeaennTb TakTUKy (MOMNHoe 3akpbiThe AedyekTa, 3akpbliTue heHeCTPUpPOBaHHOM
3annaTton unu oTkas oT onepauun), C y4eTOM TOro, YTO MOBbILLEHNE OaBIEHUS HANOSTHEHNS Ha
doHe 3akpbiTua MM MoxeT yxyawnTb KNMHN4YecKoe TedeHne u nporHo3s [154].

MaumenTbl ¢ JIIT HyxpgatoTcs B ocobeHHO TwartenbHom obcnepoBaHun. Heobxogmmo
onpegenutb JICC. lMpogemoHcTpupoBaHo, 4to npu JICC <5 ea. Bypa 3akpbitme LOMIIM
aBnsetTca 6esonacHbIM 1 accounmnpyeTcs ¢ ymeHbleHnem JIAI n ynydweHnemMm KnmHM4eCcKoro
TeyeHus [60, 153, 155]. OgHako Aaxke BHYTPU 3TOM rpynnbl NALUEHTOB CTENEeHb YIyylleHUs
CTaHOBUTCA MeHblle no mepe Bo3pactaHus JICC. Y nauuentoB ¢ JICC =5 en. Bypa
BEPOATHOCTb yny4dweHus MuHumarnbHa [60], npn atom nonHoe 3akpbitne OMIIMT moxeT gaxe
yxXyawnTb nporHo3 [48, 156]. MNpu npuHaTuM peweHns o 3akpbitum OMIIM y naumeHTOB C
ypoBHeMm JICC =5 en. Byma He pekomeHayeTcs BbINOMNHATE Npoby Ha Ba3opeakTUBHOCTb.
MpenctaBngetca 6onee 6e3onacHbiM HavaTb Tepanuio JIAI, NpoBeCcTU NOBTOPHYK OLEHKY
reMmogMHaMMyeckmx napameTpoB B xode HabnogeHus 3a nauueHTOM U NPUHATb pelleHune o
uenecoobpasHoCcTM 3akpbiTua aedekta PeHeCTPUPOBAHHON 3ansiaTon TOMbKO MPU CHUXEHUK
NNCC <5 epn. Byoa npuv Hannuum 3HaA4YMMoOro LiyHTa crieBa-Harnpaso. Ecniv ot ycnosus He
cobnoaeHsbl, 3akpbITna gedekTa cnegyet nsberatb.

Y nauueHtoB c¢ TI/®I1 cnegyeT NpuHATL pelleHMe O LenecoodbpasHOCTM Kpuo- unim
paguodacToTHom abnaumm (MogMdULMPOBaHHOW onepaummn «NabupuHTy») BO BpeMs onepauumu.
3akpbiTne pedekta MOXeT orpaHnumTtb goctyn K JIIT npu 6Gonee nosgHemM BbINOSTHEHUK
3NeKTPOoPM3MoNorMyeckoro BMeLLaTenbcTBa.

Y noXunbiX NauueHToB, KOTOPbIM HEBO3MOXHO BbINOMHUTL BMeELIATENbCTBO C
NCronb30BaHMEM OKKIoAepa, crnefyet NPoOBECTU UHOUBUAYASbHYK OLEHKY XMPYPrnyeckoro
pucka, obycrnoBneHHOro Hanu4nmem conyTCcTByOLWMX 3aboneBaHuin, 1 B3BECUTb COOTHOLLUEHME
«Nonb3a-puck» Npu peLieHnn sornpoca o 3akpbitum AMITT.

4.1.5. Cneuuncpunyeckme acnekTbl U3OJIMPOBAHHOINO aHOMANILHOIO ApeHaxa
NeroYyHbIX BeH

AHOManbHbIV ApeHax NeroYHbIX BeH MOXeT BCTpeYvaTbCs He TOSNbKO B codeTaHuu ¢ MMM
(06blMHO Npu gedekTax BEHO3HOro CUHYCa), HO TaKKe MOXeT ObiTb M30NMPOBaHHbLIM. JTO
npuBoaMUT K OObEMHOM neperpyske npasblX OTAENOB cepaua, npu 3ToM u3nosiorndeckmne
apekTbl aHanornyHbl BO3HUKawowum npu OMMM, ogHako npu U30NMPOBAHHOM MOPOKE
OTCYTCTBYET BO3MOXHOCTb BO3HWKHOBEHMWS LWIYHTa CrpaBa-HaneBo, U BennynHa cbpoca cnesa-
HanpaBO He BO3pacTaeT Npu pasBUTUKM MpUoBpeTeHHbIX 3aboneBaHun NneBbix Kamep. Yalue
BCEro BCTpeyaeTcs BnageHue npaBon BepxXHen Nero4yHon BeHbl Bbicoko B BINB. [pyrne opmbl
aHoMarnbHOro ApeHaxka BKMo4YaloT BrnageHve npasour nerovHon BeHbl (BeH) B HINB (cuHapom

«ATaraHa», KOTOPbIN MOXEeT accouMMpoBaTbCA C CeKBEeCTpauuven HWXHeW [0onv npaBoro



NErkoro), NeBon BepxXHen Nero4yHon BeHbl (BEH) B NeBy0 6e3bIMAHHYIO BEHY 1 NPaBON BEPXHEN
nero4Houn BeHbl (BeH) B BINB. OToaneHHble nocnecTByMst aHOMarnbHOro ApeHaxa NeroyYHbiX BeH
obycnosneHbl 06bEMHOM Neperpy3kon npaBblX Kamep cepaua U aHanornyHbl U3MEHEHUSIM,
BblsiBNAeMbIM rnpu AMIIT.

Xupyprudeckad KoOppekuusi MOXeT oOKasaTbCH  CMOXHOW  3ajayen,  MNOCKOJSIbKY
HWU3KOCKOPOCTHOW BEHO3HbIN KPOBOTOK YyBENMYMBAET pPUCK Tpombo3a BeEH, MNOABEPrHyTbIX
BMeLLaTenbCTBY, OCOGEHHO NPU CUHAPOME ATaraHa, Takyt onepauuto AOSMKEH BbIMOSMHATb
UCKMIOYMUTENBHO creumanuct B obnactn xmpyprudeckoro neyvexms Bl1C.

[MokasaHnsa K XMPYypruyeckoMy fevyeHUo COOTBETCTBYIOT pekoMeHZauusaM Ans 3akpbiTua
OMIIM, Ho TexHM4Yeckas BO3MOXXHOCTb BbINOSTHEHUSI KOPPEKLMN U PUCK onepaumm O0IKHbI ObITb
COMOCTaBIEHbl C €€ noTeHuManbHoW nonib3on. Heobbl4HO, YTOObI aHOManbHbLIN ApPEHaXx
NEroYHblX BEH TOSIbKO OOHOW A0NM fEerkoro nNpMBOaun K 3Ha4YMMOW OOBbLEMHOW neperpyske,

YTOObI ObITb NOKA3aHMEM K XMPYPrUYECKOW KOPPEKLUN.

BepneHue naumeHTa ¢ MMM

O6bemHas neperpyska MK?2f

Hert Ha

Mopo3peHue Ha napagokcanbHble amM6onmMn?

Hert Oa

He TpebyeTt TpebyeT 3akpbITusi

3aKpbITUS lIb

JIAI (JICC 23 en. Byga)?

Het [a

MopaxeHue JDK? JICC <5 eq. Byna n Qp:Qs >1,5

Het Oa Het Oa

3aKprTMel BannoHHbIn TeCT . 3akpbiTne
OueHnTb OTHOLIEHNE lla

nonb3a/pyckK 0o NPUHATUS
PeLLEHUs O 3aKpbITUK

necbexrafl

JICC cHuxaeTtca <5 en. Byna nocne tepanuu JIAI n Qp:Qs >1,5
Het Oa
He 3akpbiBaTb 3akpbITne eHecTpupoBaHHON

11 3annatom llb

Puc. 2. Taktuka BeaeHus naumeHtos ¢ JMIII.



Mpumeuanme: | — ysennuenne MK ¢ nosbileHnem ynapHoro o6bema; | — npu ycnosum otcytcteus JIAT unm
natonorin JIXK; | — y noxunbix naumeHToB, KOTOPLIM HEBO3MOXHO BbLINOMHUTL 3aKPbITUE AedeKkTa C MOMOLLbIO
OKKMtogepa, HeobxoAMMO TLATENbHO OLEHUTb COOTHOLLEHME XMPYPIMYECKOro pucka v noTeHumnansHOW Nonb3bl OT
3akpbiTua OMMOMT, |— TWaTeNnbHO OLEHUTb MONb3y OT YCTPaHEHUs LWYyHTa CreBa-HanpaBoO W MNOTeHUManbHbIN
HeraTuBHbIA 3ddeKkT oT 3akpbiTns Ml BcneacTBne NOBLILWEHWS AABMEHUS HaMoNHEHUs (3akpbiTve gedbekTa,
3aKpbiTMe hEeHECTPUPOBAHHOW 3anaTon, 0TKa3 oT onepauum).

CokpaweHnusa: OMIM — gedekT mexnpeacepaHon neperopoaku, JIAI — neroyHas apTepuarnbHasi runepTeH3uns,
JDK — neBbin xenynoyek, JICC — nerovyHoe cocyauctoe conpoTtusrneHue, MK — npasbin xenynoyek, Qp:Qs —
COOTHOLLIEHMNE NIErOYHOro0 U CUCTEMHOIO KPOBOTOKA.

4.1.6. PekomeHpauum no HabnAeHUIO 3a NaumeHTaMmm

Mocnepyouwee HabngeHne OOMKHO BKMAOYaTb OLEHKY pe3nayarnbHOro wyHTa, pasmepos
n pyHkuumn MK, TP n paenenue B JIA no gaHHbIM OxOKI, a Takke HapyweHus putma no
AaHHbIM  aHamHes3a, OKI M  TONMbKO nNpuM  HanNUuMu nokasaHMW —  XONTEePOBCKOro
MOHUTOPUPOBaHUS. MaumeHTbl, KOTOPbIM OnepaTUBHOE BMeLIATeNbCTBO ObifO BbIMNOMHEHO B
Bo3pacTe <25 neT 1y KOTopbIX OTCYTCTBYIOT NOCNEACTBUSA UNKN pe3uayarnbHble U3MeHeHUs (HeT
pesvgyanbHOro wyHta, HopmarnbHoe pfasneHue B JIA, HopmanbHbi DK, oTCcyTCTBYHOT
HapylWeHss pUTMa), He HyXgalTca B perynsapHom HabnwogeHun. OgHako nauneHTbl U KX
nevawine Bpaym AOMKHbI 6bITb MIHPOPMMPOBAHBI O BO3MOXXHOM BO3HUKHOBEHUWN TaxmapuTMui B
nosgHem nepuoge.

MaumeHTbl ¢ pe3vayanbHbIMK LWWyHTaMu, NOBbILWEHHbIM AaBrieHneM B JIA n HapyLueHnamm
puTMa (OO vnNu nocne onepaTMBHOrO BMellaTeribCTBa), a Takke fnuvua, KOTOpbIM onepauus
Oblna BbINOMHEHa BO B3pocroM Bo3pacte (ocobeHHo >40 neT), AOMKHbI HabnwogaTtbes
perynspHo, B TOM 4ucre, B LUeHTpax, CneumnanuanpyroLmnxcsa Ha nevyeHnn B3pochblX nauneHToB
¢ BIIC (nepnoanyHOCTb 3aBUCUT OT CHIOXKHOCTU U TSHKECTM pesuayanbHbix npobnem). MNocne
YPECKOXHOIO 3aKpblTUA gedekTa uenecoobpasHo perynsapHoe HabnogeHne B TeHeHne nepBbixX
2 net, a 3aTeM, B 3aBMCUMOCTU OT pe3ynbTaToB BMellaTenbCTBa, Kaxable 3-5 ner.

Mo3gHMMKM  nocneonepauyoHHbIMKM - apuUTMUSMKU, NOcne onepaumMyv  BbIMOSTHEHHOW B
Bo3pacTe <40 net Hambonee yacto asnsatTcs NPT unu T, kKOTOpble MOryT YyCNELLHO NeYnTbCA
C MOMOLLbIO PagMo4acTOTHON unu Kpuoabnauuun. B oTCyTCTBME ONEPaTUBHOIO NEYEHUsa nnn B
cnyyae BMmellaTenbcTBa B Bo3pacTe >40 net yawe Bcero BcTpeyaetca OI1. Y nauyueHTos,
KOTOpbIM 3akpbiTue gedekra Obino BbINONMHEHO B Bo3pacte >40 neT, pacnpoCTPaHEHHOCTb
npegcepaHbix aputMun ao 40-60%. Joctyn Kk JIIT MOXeT OblTb OrpaHMyeH nocrne 3akpbiTus
aedekrta yCTpONCTBOM.

CteHo3 BlNB MoXeT BO3HMKHYTb MOCre KOppekumn aedekra BEHO3HOro CuHyca, Kak U
CTEHO3bl NepeHanpaBieHHbIX NEero4HbIX BEH.

4.1.7. J[JononHuTeribHble NOJIOXEeHUNA



e dusnyeckne Harpysku/3aHaTvsi CNOPTOM: HET OrpaHnyeHun y BGecCUMNTOMHbIX
nauneHToB A0 UK nocne BMmewartenbcTea B oTcyTcTaue JIT, 3HaunMMbIX HapyLLEHWUA pUTMa Unm
ancpyHkumm TDK; orpaHuyeHve [0 3aHATMIA pasBriekaTernbHbIMUM BUOAMM CnopTa HU3KOW
WHTEeHCMBHOCTU Y NnaumneHToB ¢ JIAI (cm. pasgen 3.5.5).

e bepeMeHHOCTb: HU3KNA pUCK Yy naumeHToB 6e3 J1I, XOTS BO3MOXHO YyBenu4eHne pucka
napagokcanbHblx ambonuin. [lauymeHtam ¢ npekanunnapHon JIIT GepemMeHHOCTb He
pekomeHayeTca (cMm. pasgen 3.5.7).

e [lpocbunnaktnka MN3: pekomeHgoBaHa B TeyeHne 6 Mec. Mnocne 3akpbiTus gedekra

ycTponcTBom (cM. pa3sgen 3.4.6).

4.2. OedeKkT mexkenyno4koBOM neperopoaku

4.2.1. BBepgeHue u o6LMe NONOXKEHUNA

OMMXI1 vawe Bcero guarHOCTUpPyeTCca W NpU  HanuyMM MOKasaHun, nedynTcs [o
coBeplleHHonetns. B pgetctBe 4acto HabniogaeTcs CNoOHTaAHHOE 3akpbliTwe aedoekTa.
BO3MOXHbI HECKONBKO BapvaHTOB pacnosioXeHus gedekTa B MexokenyLo4yKkoBOW rneperopoake,
3TN BapuaHTbl MOXHO pas3fennTb Ha YeTbipe rpynnbl B 3aBUCMMOCTWU OT nokanu3auum B DK
(HOMeHKnaTypbl MOTYT pa3nuyaTtbesi, N03ToMy fo6aBneHbl CMHOHUMBI) [157]:

e [lepumembpaHo3HbIi/NapameMbpaHo3HbIN/CybaopTanbHbIN/KOHOBEHTPUKYIISPHbIN
(camblit YacTblii BapuaHT, coctaensieT [80% OMXKI; nokanusyetcs B MeMBpaHO3HON YacTu
neperopoakM C BO3MOXHbIM pacnpoCTpaHEHNEM Ha NPUTOYHBIN, TPAaBEKYyNAPHbIA U OTTOYHbIV
otaenbl neperopoakun; npuneraet Kk AK n TK; Tak HasbiBaeMble aHEBPM3MblI MEMOPaHO3HOM
YacTu Neperopoku, T.e. TKaHU cenTanbHOW cTBOPkM TK yacTo BCTpeyarTcs U MOryT NpuBECTH
K MOMHOMY UITM YaCTUYHOMY 3aKpbITUIO).

e MbiweyHbln/TpabekynapHbin (00 15-20%; MOMHOCTBIO OKPYXXEH MbILWEYHOW TKaHbIO;
MOryT ObITb pacrnonoXeHbl B pasHblX OTAenax, HepeaKo MHOXeCTBEHHble; 0CODEHHO 4acTo
BCTpeYaeTCs CNOHTaHHOe 3aKpbiTue).

¢ OTTOYHLIN (CO CMELLEHMEM OTTOYHOW YacTU MEXOKeNyLOoYKOBOW neperopogku unun 6es
Hero/  HaarpebHeBbln/cybapTepmanbHbIn/cybnynbMoHanbHbIN/MHAYHANBYNAPHBIN/KOHYCHBIN,
[BYKOMMUTUPOBaHHbIN okonoaptepuanbHblii (5%; nokanunayetcs Hbke NonynyHHbIX KnanaHoB
B KOHYCHOW MMM OTTOYHOM YacTuM Neperopogkn; MoxeT OblTb CBA3@H C NPOrpeccupyloLlemn
aopTtanbHon peryprutauven (AP) BcnegctBve nponanca npaBoW aopTanbHOM CTBOPKU U
aHeBpu3Mbl CMHYyca Banbcanbsbl).

e [MputouHbIN/AB-kaHan/ABK  (nmpuytoyHas 4YacTb  MeXoKenygoykoBOW — Meperoponku

HenocpeacTBEHHO HWXe KnanaHHoro annapata AB knanaHoB, accouumpoBaH ¢ obwwmm AB



KnanaHoMm; MoXxeT ObITb accoummpoBaH co cMmelleHnem AB neperopoakm n «CMgaLwmmMm Bepxomy
TK; 06bl4HO BCTpeyaeTca npu cungpome [ayHa).

YacTto umeeTtcs oAMHOYHBIM OedeKT, HO MOryT BCTpeyaTbCcs U MHOXecTBeHHble. MK
TakKe SBMSETCA 4YacTbiM KOMMOHEHTOM CFOXHbIX aHoManuu, Takux kak TP, TMA wu
koppurnposaHHon TMA. CnoHTaHHOE 3aKpbiTMe NPOUCXOAWUT, rnMaBHbiM 0b6pa3om, B AETCTBE U
penko 6bIBaeT Npu OTTOYHbIX AedrekTax [158].

HanpaBneHne u cteneHb WyHTUpoBaHUA KpoBu onpegensetca JICC n cucteMHbIM
COCYOMUCTbIM COMpPOTUBIIEHNEM, pasMepaMn pedyekra, CUCTONIMYECKOW W  OuacTonmn4eckom
dyHkumamun JDK/TDK, a Takke Hanmunem o6CTPYKUMN BbIHOCALLIErO TpakTa NpaBoro Xenygoyka
(BTTDK) 1 o6CcTpyKUMm BoIHOCALLErO TpakTa nesoro xenygoyka (BTITXK).

4.2.2. KnuHu4yeckue NposiBJIEHNA N €CTEeCTBEHHOE TeYeHue

TUNUYHbIE KNUHUYECKME NPOSIBIIEHNS Y B3POCTIbIX BKNOYAIOT:

o [IMXKI1, onepupoBaHHbI B 4eTCKOM Bo3pacTe, 6e3 peangyansHoro JMXXI n 6e3 J1T.

e IMXKI1, onepupoBaHHbIM B [OeTCKOM Bo3pacTe, € pesuvgyanbHbiM OMXI. Paswep
pe3ngyanbHoro WyHTa onpeaensaeT creneHb 06bemHon neperpyskn JK n passutme JTI.

e Manbin AMXKI1 ¢ He3HauMTenbHbIM WYHTOM crieBa-HanpaBo 6e3 06beMHON Neperpysku
JK n 6e3 JII (pectpuktuBHbin LMXKIT), ANa 3aKkpbiTUS KOTOPOro He BbINIO NOKa3aHUn B 4ETCKOM
BO3pacTe.

¢ IMXI1 c wyHTMpOBaHMEM KpPOBW creBa-HanpaBo, ¢ JII (pas3nuyHbIX CTeneHen) u
pasnuyHon cteneHblo o6bemHon neperpy3ku JIX (peako).

e IMXI1 ¢ wyHTUpOBaHNEM KPOBM crnpaBa-HaneBo (CMHAPOM 3n3eHMeHrepa): 6ombLon
HepecTpukTnBHbIn AMXKIT ¢ ncxogHo 60nblLUIMM LYHTMPOBaHMEM CrieBa-HanpaBo M pasBUTUEM
Tsbkenon J1I, npuBoadaLwLen K o6paTHOMY LLYHTMPOBaHMIO (LUMaHOo3; cM. pasgensl 3.4.3 n 3.4.8).

Y nopaenstowero 6onbwmHcTBa nauueHtoB ¢ OMXKII, kotopble Obinv MNOMHOCTBIO
3aKpbiTbl B AETCKOM BO3pacTe (CMOHTAHHO WM XUPYPrMyecku), a Takke Yy nauMeHToB C
HeGonbwumn OMXKI1, koTopbix NMbBO HMKOrga He onepupoBanu, NMBO y KOTOPbIX UMeeTcs
pe3ngyanbHbii AedekT nocne xupypruyeckon koppekummn 6e3 neperpysku JIXK no gaHHbIM
OxoKI, kak npaBunNo, OTCYTCTBYIOT KITMHMUYECKNE NPOSABIEHNS N UM He TpebyeTcs onepaTMBHOE
neveHne B Oygyuwem [159]. OgHako y HeyCTaHOBIIEHHONO YMcra nauueHToB ¢ HebonbLUMMK
peauayansHbiMu AMXKI B oTAaneHHoM nepuoge Bo3HuMKatoT npobrnemsl [160]. BorkmBaeMocTb
B TedeHne 40 neT nocne 3akpbITUA, NO-BUAUMOMY, OCTAETCHA HECKONbKO MEHbLUEW, YeM B
o6wen nonynauum [161].

C BO3pacToM MOryT BO3HUKHYTb HECKOSBbKO Npobnem:



eC TeyeHMEM BpEeMeHM MOXeT BO3HUKHYTb AByxkamepHbin [1XK, 4awe Bcero npwu
nepumMemMopaHo3HOM aedeKkTe, 4TO, BEPOATHO, SABMSETCA CreaCTBMEM  MOBPEXAEHUSN
aHgotenua MK BbICOKOCKOPOCTHON cTpyen cbpoca kposu Yyepes AMXKIT.

e B cnyyae otTouHOro (HagrpebHesoro) OAMXI1 (pexe — nepumembpaHO3HOro) MMeeTcs
PUCK npofianca npaBoW KOPOHApHOW (uUnM HeKkopoHapHou) cTtBopkn AK, 4TO Beget K
nporpeccupyowen AP n gopmMmpoBaHuio aHeBpU3Mbl CUHYCa BanbcanbBbl.

¢ BO3MOXHO nosiBneHne aputMuin, XOTH OHW BO3HUKAKOT pexe, YyeM npu gpyrux doopmax
BINC [162].

e [lonHas nonepeyHas 6rnokaga — pegkocTb B HACTOsILLEE BPEMS — HE PEOKOCTb B paHHUE
rogbl pasBuUTUS KapAMOXMPYPrumn, Tak YTO OHA MOXET UMETb MeCTO, OCOOEHHO Yy MaumeHToB
cTapLuero Bospacrta. Taknum 605ibHbIM 00bI4HO TpebyeTcst NOXN3HEHHAA KapaMOCTUMYIIALMS.

e [Mo3gHaa gucdyHkums JIXK n CH.

e DHOOKapANT.

4.2.3. [OwarHocTtuka

B pasgene 3.3 onucaHbl obLwime npmHUmnbI.

TUNUYHbIE NPU3HAKX BKIIOYAKT FONIOCUCTONNYECKMA LWIYM B TPETbEM U 4YeTBEPTOM
mexpebepbsax crneea, Takke MOXHO OLYTUTb NpekopaManbHoe OpoXKaHue.

OxoKI™ sBnsieTcst kKNto4YEBbIM ANArHOCTUYECKMM METOLOM, KOTOpbIN 06bIYHO obecneymBaeT
NOCTAHOBKY AMarHo3a W OLEHKY TsbkecTu 3aboneBaHusi. OCHOBHbIMM NapamMeTpaMun siBASOTCA
rfioKanuaaumsi, Kofim4ecTBO U pa3mMmepbl 4eeKTOB, BblpaXeHHOCTb 06beMHon neperpy3kun JIK n
pacyeTHoe pasrneHue B JIA. Heobxogumo oueHuTb Hanuume AP B pesynbTaTe nponanca
npaBoM WNN HEKOPOHAPHOW CTBOPKW, OCOBEHHO B Cryd4ae OTTOYHOro (HagrpebHeBoro) wm
BbICOKOro nepumembpaHosHoro [OMXI. HeobxoguMmo wucknountb AByxkamepHbin MK n
aHeBpu3My CuHyca BanbcanbBbl.

Ecnu nHcopmaunn, nonydeHHom npyu IxoKI, He[oCTaToOYHO, anbTePHATUBON MOXET BbITb
MPT ceppua, ocobeHHO ans oueHkn obbemHon neperpy3km JIDK n KonmyecTBEHHOM OLIEHKM
LyHTa.

KaTeTepusauua nonocten cepgua Tpedyetcsa B criydae Hanmyus npyMsHakoB MOBbILLEHUS
pasneHus B JIA NO [OaHHbIM  HEWHBA3WBHbLIX METOAOB WUccrnegoBaHWa  (pacyeTHoe
cucronunyeckoe aasrieHve B JIA >40 MM pPT.CT. MNKU HanmuMyue HenpsMbIX NPU3HAKOB, Koraa
onpeaenuTb AasneHune B JIA HeBO3MOXHO) Ans oueHkn JICC.

Maunentam c JIAI cnefyeT BbINOMHUTE NPOBY C POU3NYECKOW HArpy3KoM ANs UCKITHYEHUs
aecartypaumn.

4.2.4. Xupypruyeckoe/kateTepHoe BMeLLaTENbCTBO



[MokaszaHna K WHBa3MBHOMY Jl€YEHMIO CYyMMUpPOBaHbI B Tabnuue «PekomeHgaumm no
BMmewwartenscty npu AMXI1 (HaTMBHBIM 1 pe3ngyarnbHbIM)» U Ha PUCYHKE 3.

Xupyprnyeckoe 3akpbiTue MOXeT ObiTb BbINOMIHEHO C HU3KMM YPOBHEM OMepaTUBHOM
netanbHocTh (1-2%) 1 xopownMn oTAaneHHbIMu pedynbtatamu [163]. AnbTepHaTUBON cTano
TpaHcKaTeTepHOE 3aKpbiTMe, OCOBeHHO npu pesungyanbHbix OMXKI, OMXI, «koTopbie
TPYOHOAOCTYMHbI AN XMPYPrnUYeCcKoro 3akpbiTUs, a Takke npu MblweyHbix AMXT, koTopble
NOKanu3yTCcsa B LIeHTparbHOM YacTu MexokenyaovkoBon neperopodku. MNpogeMoHcTpupoBaHa
Takke BO3MOXXHOCTb TpaHCKaTeTEepHbIX BMELIATeNnbCTB npu nepumembpaHosHbix OMXKI1. He
YCTAHOBIEHO, MMEKTCA NN Yy B3POCMbIX MAUMEHTOB, KOTOPbLIM BbINOIHAETCA WHBA3MBHOE
3akpbiTe nepumembpaHosHoro OMXKI, pucku passutna nonHon AB 6riokaabl n 3axBata TKaHU
TK ¢ passutnem TP, a Takke puck AP, HabntogasLuencs y aeTen.

KonnyectBo naumeHTOB, KOTOPbIM MOXHO BbINOMAHUTL 3akpbitne OMXKI1 BO B3pocrom
BO3pacTe, HeBenuko. Y OonblUMHCTBA OONbHbIX MMmetTca nubo Hebonbwume [OMXKIT c
He3HaunTerbHbIM LUYHTUPOBAHNEM KPOBU, Unn yxe passuBliasca JII. MNMocnegHun napameTtp
AOomKeH OblTb OueHeH OCOGEHHO TwaTenbHO. Y MNauMEHTOB C 3aKpbITbiM Oe(EKTOM U
coxpaHsouenca crtonkon/nporpeccupytoien JTIAIN, no-sengumomy, ocobeHHO HebnaronpuUaTHLIN
nporHo3s [48].

PekomeHgaumm no npoBeaeHuio Bmewatenoctea npu  [OMXIN (HaTuBHOM M

pe3nayanbHOM)
PekomeHaaLmy Knaccll | YposeHbf
MauneHTam ¢ npuaHakaMmym o6 bEMHON Neperpysku J'I)Kl B otcytcTBue JIAI (HeT npusHakos J1Al || C

Nno OaHHbIM HEUHBa3MBHbIX MeTofoB obcnepoBaHus unm JICC <3 ea. Byga npu nHBasmBHoOM
oLieHKe) pekomeHayeTcs 3akpbiTue OMXKIT BHe 3aBMCMMOCTI OT HanM4Yns CUMMNTOMOB.

Y nauveHTOB 6€3 3HAYMMOro LIYHTUPOBaHWS KPOBWU CreBa-HanmpaBo, HO C Hanuuuem|lla C
MOBTOPHLIX 3anu3odoB N3 B aHamHese OomkHa OblTb 0BCyXOeHa BO3MOXHOCTb 3aKpbITUS
OMXKTT.

Y nauuveHTOB C npomnancoM CTBOPKM aopTanbHOro KnanaHa, accouuunpoBaHHbiM ¢ MK, |lla C
npuBoAsAWMM K nporpeccupytollein AP, nomkHa GbiTb oBCyXOeHa BO3MOXHOCTb 3aKpbITUS
OMKI.

Y nauueHTos, ¢ JIAI u JICC 3-5 en. Byna, gomkHa 6biTb 06CyKaeHa BO3MOXHOCTb 3akpbiTus | lla C
LM, ecnun y HUX coxpaHsieTcs 3Ha4YuMbI cBpoc KpoBu cnesa-Hanpaeo (Qp:Qs >1,5).

MaumeHTam, y koTopbix passunack JIAI ¢ JICC =5 en. Byga, 3akpbitve OMXKI moxeT ObiTh |1 C
pPacCMOTPEHO, ECIN Y HUX COXPAHSIETCS 3HAYMMbI cOPOC KpoBU crieBa-Hanpaeo (Qp:Qs >1,5),
ofHaKko TpebyeTcs MHOMBWAYaNU3MPOBAHHbLIA NOAXOA K MPUHATUIO pPELLEHUS B SKCMEPTHbIX
LeHTpax.

3akpbiTne OMXI1 He pekomeHayeTCca naumeHTam C CMHOPOMOM Jir3eHMeHrepa n 6onbHbIM C |l C
T;|>|<en0|7|IJ'IAF (JICC =5 en. Byana), y koTopbIX BbisIBRisieTCa gecatypaunst Ha poHe pumamyeckom
Harpyskug.

Mpumeyanme: | — knacc pekomeHpauuii, | — yposens nokasatensHocTw; | — yBennueHne JK ¢ nosbileHnem
yaapHoro o6bema; |l — HeT JocTaTouHOro KonMyecTBa AaHHbIX, YCTaHABMMBAILLMX TOYHOE MOPOrOBOE 3HAYeHMe,
O[HAaKO, COrMacHO KIIMHWYECKOMY OMbITy, 3TOT MOKasaTeNb COCTaBMSET CHWKEHUEe caTypauun KWCIOpPOAOM
apTtepuanbHou kpoBu <90%.




CokpaweHusn: AP — aoptanbHas peryprutaumsa, OMXKIT — pgedekt mexokenynodkoBon neperopoku, NO —
WMH(pEeKUNOHHBIM aHaokapauT, JIAI — nerodHas apTtepuanbHas runepteHaus, JIDK — neBbid xenygodek, JICC —
NEeroYyHoe cocyamcToe conpoTmerieHne, Qp:Qs — COOTHOLLEHME NIEFOYHONO Y CUCTEMHOIO KPOBOTOKA.

4.2.5. HabnwoaeHue

C nomoulbto OxoKI™ cnegyeT mucknoyaTb (MNK oueHuBaTb NPU Hanuyumn) passutme AP nnu
TP, cTteneHb (pe3ugyanbHoro) wyHTa, amcdyHkumio JIK, nosbiweHve pgasneHvss B JIA u
dopmupoBaHue asyxkamepHoro MxK.

BHumaHna TpebyeT BO3MOXHOE BO3HWKHOBEHME nonHon AB 6Gnokagbl (NauuneHTbl, y
KoTopbix nocne 3akpbiTua OMXKIT passmBatoTca budacuukyndapHasa 6rnokaga unv TpaH3nTopHas
TpudacumkynsapHas 6nokaga, MMelT MNOBbIWEHHbBIA PUCK Pas3BUTUA B OTAANEHHOM nepuone
NOMHON nonepeYvHon 6nokaabl).

MauneHTsbl, y KoTopbIX pasmep pesvayanbHoro OMXKI1 6onble MUHUManNbHOro, a Takke
nMetoLme remoamHammyeckme HapylweHus (ancdyHkumio JK nnn J1AIN) gomkHbl HabnogaTbea
eXerogHo, B TOM 4ucrie, B cneumanu3mpoBaHHbIX Mo nedeHuto B3pocnbix ¢ BMC yeHTpax. Ans
naumeHToB ¢ mManeHbknum OMXKI1 (HaTvBHbLIM MK pe3nayaribHbIM, C HOpManbHOW (PyHKUMEN
JDK, HopmanbHbiM gaBneHvem B JIA M He UMEKLWMUX CMMMATOMOB) M HE UMEKLWMNX OpYyrnx
HapyweHun, onpaesgaHbl 3-5-netHMe wuHTepBanbl. [locne TpaHckaTeTepHoOW npoueaypbl
3aKpbITUS gedeKkTa pauuoHanbHbIM SBNSETCA peryndpHoe HabniogeHne B TeYeHue nepBblX
ABYX neT, a 3aTeM, B 3aBMCUMOCTU OT AOCTUTHYTbIX pe3yrnbTaToB, — Kaxable 2-5 net. [locne
XUPYPrMY4eCcKOM  KOppeKuMm npu  OTCYTCTBUM  pe3nayanbHoro gedpekta  pasyMHbIMU
NpeacTaBnATCA 5-NeTHNe nHTepBanbl HAONIAEHWN.

4.2.6. J[JononHuTenbHbIe NOJIOXEHUNA

e dDnsnyeckne Harpysku/3aHAaTUA CNOPTOM: NaumeHTbl nocne 3akpbiTua MXKI He TpebytoT
orpaHuyeHun, Kak n donbHble ¢ maneHekumn OMXKIT 6e3 JIIT, 3Ha4YMMbIX HapyLLeHWUA puTMa U
ancpyHkummn JDK. MaguenTtsl ¢ JIAT OOMKHBI OrpaHnYmMBaTh CBOM HarpyskM [0 3aHATUM
pasBnekaTenbHbIMU BUAAaMM CopTa HU3KOW MHTEHCUBHOCTU (CM. pasgen 3.5.5).

ebepemeHHOCTb: nauueHTam ¢ npekanunnapHon JII (JIA) ©GepeMeHHOCTb He
pekomeHgoBaHa. [Ons GonbHbIX ¢ 6ECCMMNTOMHbIM TedeHueM 3aboneBaHusa, HOpManbHOM
dyHkumen JIK n otcytctemem JIAIT puck HU3kun (cm. pasgen 3.5.7).

e [lpocbmnaktnka N3: pekomeHOoBaHa TOMbKO MauMeHTaM BbICOKOrO pucka (CM. pasgen
3.4.6).

BepeHune nauymeHTa ¢ OMXI
O6bemHas neperpyska JDK?f

Hert Ha
AccouuunpoBaHHbIn ¢ AMXKI nponanc JlerouyHas apTtepuansHaga rmnepTeH3ng
aopTanbHOro KnanaHa, BegyLun (JICC =23 en. Bypa)?

K nporpeccupytoiien AP?
Het [a Het [a



3akpbiTne 3akpbiTne
lla I

MoBTOpHBIE 3ann3oabl U3 B aHamMHe3e JICC <5 epg. Byna n Qp:Qs >1,5
Het Ja Het [a
He TpebyeTt 3akpbiTne 3akpbiTne
3aKpbITUA lla lla
JICC =5 eq Bypa n Qp:Qs >1,5
Het Ja
He 3akpbiBaThf 3akpbiTvef
Ilb

Puc. 3. Taktuka BegeHus naumeHtoB ¢ JMXT1

Mpumeuanue: | — ysenuuenne JDK c noBbieHnem ygapHoro obbema; | — Bkniouas Bcex nauneHToB C
JecaTypauven B nokoe (cuHApOM On3eHMeHrepa) wunu npu  (U3NMYEcKoW Harpyske; | — [MpuHATUE
WHOUBMAYANU3NPOBAHHOMO PeLLUEeHNS B SKCMEPTHbIX LEeHTpax.

CokpaweHus: AP — aopTanbHas peryprutauus, AMXI — gedekt mexckenynoykoBon neperopogku, JXK — neBbin
xenygoyek, JICC — neroyHoe cocyamcTtoe conpoTtuBneHue, Qp:Qs — COOTHOLIEHWE MEerovYHoro U CUCTEMHOro
KpOBOTOKa.

4.3. OTKpbITbIN aTPUOBEHTPUKYNAPHbLINA KaHan

4.3.1. BBegeHue u obLIMe NONOXeHns

Otkpbitein  ABK (AB «kaHan, pedekt AB neperopogku, pfnedekt npeacepaHo-
XenyooyKkoBOM Meperopofkn unv gedekT aHOoKapAuvanbHbIX nogylledek) xapakrepusyeTcs
Hanuunem obwero AB coeauHeHus. pu HenonHon copme ABK o06biMHO umeeTcs gedekT
TONbKO Ha ypoBHe npegcepaun (nepsuyHbid OAMIM) wvnn, B pegknx cnyyasx, - TOMAbKO Ha
ypoOBHe >enyaoykoB. [lepefHas v 3agHAS CTBOPKM CpacTalTCa MO LUEHTPY, YTO BedeT K
dopMUPOBaHMIO OTAENbHLIX NPaBO- N NIEBOCTOPOHHEro otBepcTun. Npu nonHon doopme ABK
cpalleHue no LeHTpy OTCYTCTBYET, U MMeeTCsa TONbKO 0gHO obuee oTBepcTue. MNonHaa popma
ABK xapaktepusyeTca HannuMem UeHTparnbHOro centanbHOro gedekra B MecTe coeauvHeHUs
BCEX KaMep cepgua, KOTOpbI pacnpoCTpaHAETCA KakK Ha MexXnpeacepaHy, Tak U Ha
MEXOKENYQOoYKOBYHO — neperopoaky  (MPUTOYHbIMG  HepecTpukTuBHbin - [AMIXKIT). AB  ysen
pacnosioXXeH no3agu U HUXe KOpoHapHoro cuHyca. lNy4ok 'mca n ero nesas HoXka CMeLLEeHb!
K3agn. JTO O0OBbACHAET aHoManbHyl MOCNeAOBaTENbHOCTb  aKTUBALUKU  XKEeNyao4KkoB
(yannHeHune BpemeHu AB npoBefeHUs U OTKNOHEHUE 3MEeKTPUYECKON OCUM BNEBO), YTO BaXKHO
yuuTbiBaTb BO BpPEMS MPOBEAEHUSA 3INEKTPOU3MONOrM4eckoro uccrnegoBaHus (OPUN) wu
KaTeTepHoun abnauuw.

B 6onbwunHcTBE cnyyaeB nonHaa dopma ABK BcTpeuvaetcs y 60MnbHbIX C CUHAPOMOM
HayHa (>75%), a Gonbwasa yacTb HenonHblx opm ABK umetoT mecto y naumeHToB 6e3
cvHgpoma [ayHa (>90%). ABK moxeT codetatbes ¢ T® u gpyrummn crnoxHsimu BINC. ABK ¢
HepaBHbIM pacnornioxeHvem obuwero AB knanaHa Hag Xenygodkamm COMpPOBOXAAETCHA
pasnUYHOM CTENeHblo runonnasnm xenygodkoB (HecbanaHcupoBaHnHast opma  ABK).
HwuxenpuBeaeHHble pekoMeHaaunm oTHoCATCA k cbanaHcmpoBaHHon bopme ABK.

4.3.2. KnuHnyeckue nposiBrieHNs1 U eCTeCTBEHHOEe TeYeHue



KnuHnyeckne nposiBneHnsa 3aBUCAT OT Hanunuus n pasmepos OMIM v OMXKI, a Takke
COCTOATENBHOCTM NeBOCTOPOHHero AB knanaHa. Cumntombl He cneundunyHbl ana ABK, oHu
ABMAIOTCA CrNeAcTBUMEM BHYTPUCEPAEYHOro LWYHTMPOBaHUSA KPOBW (CneBa-HanpaBo, crpasa-
Haneeo vnNu asyHanpasneHHo), JIIN, peryprutaumm Ha AB knanaHax, ANCHYHKLUMN KenyLouKoB
unu  Hanumuua  obctpykumn  BTIDK. B0O3MOXHO Hanuume CHWXKEHHOW TONepaHTHOCTU K
dU3NYEeCKMM Harpyskam, OAbILKW, HapyweHun putmMa w umaHosa. O6ctpykuua BTIDK
(mogknanaHHas), MOXeT NPUCYTCTBOBATb UCXOOHO UIM pa3BUBaETCs C TevyeHnem BpemeHu. B
OTAaneHHoOM nepuoae MoXeT BO3HMKHYTb nonHaa AB 6nokaga.

Nctopna HeonepupoBaHHoM nonHon dopmbl ABK — 3TO uctopus passutma cuHgpoma
ON3eHMeHrepa, 3a MCKNIYEeHUeM criydaeB ¢ odeHb ManeHbkum OMXKIT (cm. pasgen 3.4.3 u
3.4.8).

HekoppurnposaHHble nepsuyHble AMIIT n HenonHaa dopma ABK) Hepeako BcTpevatoTcs
y B3pocnbiX. KnuHn4yeckne nposiBfieHust SBNAKTCA CNeacTBUMEM LUYHTUPOBAHUA KPOBU CrieBa-
HanpaBo Ha ypoBHe npeacepaun (cMm. pasgen 4.1) n/wnu peryprutauumn Ha nesom AB knanaHe
(pacwenneHne cTBOpKM). MNMopoK y naumeHToB MOXeT Jonro ObiTb 6€CCMMNTOMHbBIM, HO €ro
cMMnTOMaTMka uMeeT TeHOEHUMIO HapacTaTb C BO3pacToM, Yy OOnbLUMHCTBA MNauWEHTOB
KNUHMYEeCKMe CUMNTOMbI nNposBnsatoTcs k 40 rogam.

4.3.3. [OwarHocTtuka

O6wme npuHuunbl cMm. B pasgene 3.3.

KnvHunyeckne nposiBNeHna 3aBUCAT OT KOHKPETHOro BapuwaHTa (cM. pasgenbl 4.3.1 un
4.3.2).

e KntoueBbiM gmarHoctndeckmm metogom apnsdetca IOxoKl. OHa pgaeT BO3MOXHOCTb
OLEeHUTb Kaxablh aHaTtomuyecknun komnoHeHT ABK, AB knanaHbl N nx coeguHeHune, TAXeCTb U
KOHKPETHbIN cybCTpaT KnanaHHOW peryprutaumm, cTeneHb U HanpasfieHWe BHYTPUCEPAEYHbIX
wyHToB, doyHKumio DK n MK, JIAlN, a Takke BbISBUTB/UCKNOYMTL Hannume obctpykunmn BTITDK.

e MPT cepaua nokasaHa B cny4yasix, koraa TpebyeTcs AonofHMTENbHas KONMYeCcTBEeHHas
oLeHKa 06BbeMOB U YHKLMM XKENYAOUKOB, KNanaHHOW peryprutaumm Unun LWyHTUPOBaHWS KPOBM
ANs NPUHATUS PeLLeHUst O TakTUKe BeAEHUS.

e KaTeTepusaumsa nonocren cepaua Tpebyetcs npyu HanMyuum npu3HakoB nosbiweHns JIAL
no AaHHbIM HeMHBa3MBHbIX MeTodoB obcrnepoBaHusa (pacyeTtHoe JIAL >40 mm pT.CT. mnmn no
HenpsMbIM NpusHakam, korga JIAL onpegenvte HEBO3MOXHO) Ans oueHkn JICC.

Mpoba c hmsnyeckon Harpyskom nokasaHa naumeHtam c JIAI C uenblo UCKNYEeHUN
CHXXEHUs caTypaumm

4.3.4. Xupypruyeckue/kateTtepHble BMellaTenbLCcTBa



KatetepHoe 3akpbiTie ABK HEBO3MOXXHO, NO3TOMY BbIMNOSTHAETCH TONBbKO XUPYpPrudeckoe
BMeLLaTenbCTBO (3aKpblTve OedeKToB, NnacTuvka KranaHoB). Y NaumeHToB C pesuyarnbHbiMu
MeXnpeacepaHbIMU UMM - MEXOKENYAOYKOBbIMUA - epekTamu, Hanuvyiue B Kamepax cepaua
9NeKTpoaoB ANA 3sHAoKapAuarbHOW CTUMYNAUUW UMEETCS PUCK pas3BUTUS napafokcarbHbIX
amMbonuin. 3To HeOBXOAMMO YYNUTbIBaTL, MPU HANMMYUKU NOKa3aHUIM K 3NEKTPOKapaNOCTUMYNALNN.
B maHHOM cuTyauuu, npegnovTutenbHee nposefeHue anukapanansHon ctumynauuun. Bo Bcex
cnyyasax koppekumm ABK ¢ nnactukon gedektoB u AB knanaHoB pekoMeHOyeTCs BblMOMHEHNE
BMeLLaTenbCTB B LEeHTpax aKCNePTHOro YPOBHS, cneunanuanpyrowmnxcs Ha nedvenunn BIIC.

PekomeHgauum no npoBegeHN0 BMeLWaTenbCTB Npu oTkpbiTom ABK

PekoMeHzaLum ‘ Knacch ‘ YposeHbl

MonHasa dhopma ABK

Xvpypruyeckas KOppekuus He pekoMeHOoBaHa naumeHTam C CUMHAPOMOM JnseHmeHrepa u | i C
naumeHtam B JIAI (JICC 25 en. Byga), y KOTOpbIX BbISIBMSIETCH CHWXEHWE caTypauuu Ha
¢oHe pusmyeckon Harpyskuf.

Cwm Takke pekomeHaaumm no nposeaeHuto BMeLlatenscTs npu OMXKI1 (pasgen 4.2).

HenonHas dpopma ABK (nepsuynbin IMIIT)

@]

XVpyprmyeckoe 3akpbiTUe pPEeKOMEHOOBAHO MauMeHTaM CO  3HauuTenbHoW obbeMHoM
neperpyskon DK, BMewaTenbCTBO [AOMKHO BbINOMHATECA WCKIOYUTENBHO  XMPYProMm
creumanuaupyroemcst Ha nedexHumm BI1C.

[ns 6onee nogpobHoi MHGOPMaLUK CM. peKkoMeHAaLmMmn No nNpoeeaeHnto BMewaTenscTs npu OMIM (pasaen 4).

Peryprutaums Ha AB knanaHe

@

XI/IpprI/ILIeCKOG BMeLlaTeNnbCTBO, NpPeanoyYTUTENbHO NnacTtuka AB knanaHa, pekomMmeHaoBaHO
CMMNTOMHbIM NaLUneHTam C ymepeHHon N TSDKENOW CTENEHbIO peryprutauumm, BMmeLllaTenbCTBO
OOIMKHO ObITb BbLINOSTHATLCS UCKIOYMTENBHO XUpyprom cneumanmsmpyrulemcsa Ha neyvyeHumn
BrC.

@]

BeccuMnTOMHBIM NaumeHTaM C TSKEeNoW peryprutaumen Ha neBocTopoHHem AB knanaHe
XUpYpruyeckoe BMeELLIATenbCTBO pekoMeHaoBaHo, korga KCL JDK 245 MMI u/vnn ®©B JDK
<60%, Npu ycrioBMmM OTCYTCTBMS APYrMX Npuy4nH ancdyHkumm JK.

BeccuMNTOMHBIM MauneHTaM C TSXKEernow peryprutaunen Ha neBoctopoHHem AB knanaHe u|lla C
coxpaHeHHon yHkumeir JDK (KOO MK <45 mml wunu ®B K >60%), ¢ BbICOKOIA
BEPOSATHOCTbLIO YCNELIHOW NNacTUKKU KranaHa v HU3KUM XUPYPruyeckMuMm pmuckom AOMmKHa 6biTb
obcyxaeHa BO3MOXHOCTb BMellaTenbCTBa Mpu Hanuuum ubpunnaumm npepcepavi Mnu
ypoBHe cuctonuyeckoro JIAI >50 mm pT.CT.

O6CprKL|,I/IF| BbIHOCALLEro TpakTa JieBoro Xenyanodka

Cwm. pekoMeHZaumm nNo NpoBeAEHMIO BMELLATENbCTB Npy cybaopTanbHOM cTeHo3e (pa3gen 4.5.3).

Mpumeyanne: | — knacc pekomengaumii, | — ypoeeHb fokasatenbHocTu; | — HeT gocTaTouHoro komuuecTsa
[AaHHbIX, YCTaHaBMNMBalLWMX TOYHOE MOPOroBOe 3HayeHue, OOHAKO COrfacHO KIMHWMYECKOMY OMbITy, 3TOT
nokasaTenb COCTaBISIET CHIKEHUE CaTypaLym KUCIIOPOAOM apTepuanbHoii kposn <90%; |l — noporosble 3HaueHus
yCTaHOBIMEHbl ONs B3POCMbIX NaUMeHTOB CPedHero pocta U MoryT noTpe6oBaTb ajantauuu AN NauMeHToB C
HEeOobbIYHO ManeHbKUM UMK BOMbLINM POCTOM.

CokpaweHus: AB — atprnoBeHTpukynsapHbin, ABK — aTpnoBeHTpukynsapHeln kaHan, BMNC — BpoxaeHHble MOpoKu
cepgua, AMXIT — pedekT mexokenygodkoBon neperopogkun, OMIMIM — gedbekt mexnpeacepaHon neperopoaku,
KOO — koHeuyHbln guactonuueckmn gmameTp KCI — kOHeudHbI cuctonuyeckun puametp, JIAI — nerovHas
apTepuanbHasa runepTeHsus, JDK — nesbii xenygoyek, JICC — neroyHoe cocyguctoe conpoTtmerenue, MK —
npaebli Xenygoyek, PB — dpakums Bbibpoca.

4.3.5. HabnrwogeHue



Bcem naumeHtam ¢ ABK, Kak KoppurMpoBaHHbIM, Tak W HEKOPPUIMPOBAHHbIM,
pPEKOMEHOOBAHO MOXM3HEHHOE perynspHoe HabniogeHve, B cneunanuanpoBaHHbIX LEHTpax.
Ocoboe BHMMaHVe cnenyeTt yaenaTb cnydadm C pe3ugyarnbHbIMU LUyHTaMK, HapyLeHUSMu
dyHKummn AB knanaHoB, Hanuumem gunataumm n gucdyHkumm MK n JIK, nosbiwenuo JIAL,
Hanuuuio obcTtpykumn BTIDK n HapyweHun putma [164]. KpaTHOCTb amBynaTopHbIX BU3UTOB
3aBMCUT OT HanMuuna U BbIPAXEHHOCTU pe3uayanbHblX HapyweHun. [laumeHT nocne
xvpyprudeckon koppekumn ABK 6e3 cylwecTBeHHbIX pesvayarnbHbiX W3MEHEHUN MOXET
HabnogaTbecs kaxable 2-3 roga. B cnyvyae Hanuuma pesvayanbHbiX U3MEHEHWW MHTEepBanbl
AOIMKHbI ObITb KOpoOYe.

[MokasaHns K NOBTOPHbLIM onepauMsiM No rnoBoAy pe3nayalibHbIX HapyLeHUA aHanornyHbl
noKasaHMAMM K NepBUYHbIM BMeELLATeNbCTBaM. Y paHee onepupoBaHHbIX NauneHToB Hambonee
yacton npobrnemon sBRseTcA peryprutaums Ha nesocTtopoHHem AB knanane [165, 166].
CnepgyeT noayepkHyTb, 4TO 3TM KnanaHbl OTAMYAOTCSA OT MUTPAsibHbIX KfanaHoB, W
BMeLlaTenbCTBa Ha HUX 3HAYUTENbHO crnoxHee. KnnHu4eckn 3Hayumble CTeHO3bl nesBbix AB
KnanaHoB (4TO Yalle BCero passuBaloLiMecs B pesyrbTaTe npeawecTByLWmMX BMeLaTernbCTB)
HYXXOAKTCHA B XMPYPrnyeckon koppekunmn. JononHUTENbHbIE MOMOXEHUS.

e du3myeckne Harpysku/3aHsaTus CnopToM: 6ONbLUMHCTBY NAUMEHTOB C HEOCMOXHEHHbLIMMU
KoppurmpoBaHHbiMn ABK He TpebyeTca orpaHuyeHun dusnyeckon aktmBHoctu. OpgHako vy
MHOMMX M3 HUX NPU NPoBeAEHUN OOBEKTMBHOM OLEHKM BbISBASIOTCA MPU3HAKM CHUMXXEHHOW
TONEPaHTHOCTU K U3NYECKMM Harpy3kam. [laumMeHTam CO 3HauYuMbIMU pe3nayanbHbIMU
npobnemamu TpebytoTca nHAMBUAYanbHble pekomengauum (cm. pasgen 3.5.5).

e bepeMeHHOCTb: XOpOoLWO NepeHOCUTCH nauuMeHTamMm C MOSIHOWM KOpPEeKUMen nopoka npu
OTCYTCTBMM 3HA4YMMbIX pe3uayarnbHblX W3MEHeHWW. Y nauuMeHTOB C HeKOppUrnpoBaHHOW
HenonHon copmori ABK wunmeetca puck napagokcanbHbliXx ambonun. [MaumeHtam C
npekanunnapHon JIIT GepemMeHHOCTb nNpoTuBOMoOKaszaHa. Kak npaBuno nauyueHtbl C
pesngyanbHOM peryprutaumen Ha nesom AB knanaHe, He uMelOwWMe rMoOKasaHuUM K
XUPYPrn4yeckoMy fiedYeHunto, NnepeHocaT 6epeMeHHOCTb OTHOCUTESNIbHO XOPOLLO, XOTS BO3MOXHO
nosiBNeHne HapyLlweHnn putMma n ysenumyeHue peryprutaumm [167] (cm. pasgen 3.5.7).

e [lpochmnaktnka N3: pekomeHOoBaHa TOMbKO MauMeHTaM BbICOKOrO pucka (CM. pasgen
3.4.6).

4.4. OTKpbITbIN apTepuarnibHbIX NPOTOK

4.4.1. BBepeHue u o6LiMe NONOXEHUNA

OTtkpbITein  apTepmanbHbin - npoTok  (OAIlT) npeacTtaBnsetr cobon CcoxpaHstoLleecs

coobuieHre mexay npokcMmanbHbiM oTaenom nesou JIA n HUcxoasLwen aopTon cpasy nocne



OTXOXAEHUS OT Hee NeBOW MNOAKMYMYHOW apTepun. OH MOXET codeTaTbCs C PasfvMyHbIMU
BINC, ogHako y B3pocnbix 06bI4HO NpeacTaBnaeT cobon N3onnMpoBaHHbIN OedEKT.

OAIT nepBoHayanbHO MPMBOAMT K LUYHTMPOBAHWIO KPOBW CreBa-HanpaBo M O06beMHOM
neperpyske JIK n JIM. Mpn ymepeHHom n 6onbluom OAI nponcxoguT NoBbilLEHME OaBREHNS B
JTA. Y B3pocnbix nauyueHtoB C ymepeHHbiM OAll MoryT aomMuHMpoBaTh Kak obbemHasi
neperpyska JDK, tak n JIAlI. Y B3pocnbix nauueHtoB ¢ Gonbwwmm OAll, kak npasuno,
pasBMBaeTCs CMHAPOM ON3EeHMEHrepa.

4.4.2. KnuHnyeckue nposiBrIeHNsS1 U eCTeCTBEHHOEe TeYeHue

KnuHnyeckne nposienenus y Bapocrnbix ¢ OAlT BkovatoT:

eManbin npoTtok 6e3 obvemHonm neperpy3kn JDK (HopmanbHbii JIXK) n HOpMarnbHbIM
nasnexHue B J1A (06bl4HO BeccMMnTOMHOE TEYEHNME).

e YMepeHHbin OAl ¢ npeobnagatowen neperpyskon JDK: 6onbion JIK ¢ HopmanbHon
UIN CHUXXEHHOW (PyHKUMEN (BO3MOXHO Hanmnume nesoxenynoykoson CH).

eYMepeHHbin OAll ¢ npeobnagatowmm gasneHnem B J1A: neperpy3ka gasneHuem MK
(BO3MOXHO Hanu4umne npasoxxenynoykoson CH).

e bonbLion OAIT: cMHapom 33eHMeHrepa ¢ pasnUYHON CTENEHbI0 MNOKCEMUN U LiMaHo3a
(UMaHO3 HKHMX KOHEYHOCTEN, MHOTrAa NeBow pyku); cM. pasgen 3.4.3 n 3.4.8.

OuyeHb peaKkMM OCIOXXHEHNEM sBMsieTCs (OPMUPOBAHNE aHEBPU3MbI NPOTOKA.

4.4.3. [OwarHoctuka

O6wme npuHUmMnbl NpuBeaeHbl B pasaene 3.3.

Cneundmyeckme KNUHUYECKME TMPU3HAKM BKITHOYAKT HEMPEPbIBHbIM  LUYM, KOTOPbIN
ncyesaeT Npu pasBuUTUM CUHAPOMA JM3eHmeHrepa (ans anddepeHumansHON OMarHOCTUKK
umaHosa cMm. pasgen 4.4.2; HeobxooMmo oueHMBaTb caTypauuio KMCNopoda Ha BEPXHUX WU
HWXKHUX KOHEYHOCTSX).

e OxoKIT aABnseTCs KNHOYEBbIM AWNArHOCTUYECKMM METOAOM, KOTOpbiA  MNO3BONSET
YCTaHOBUTb AnMarHo3 (MOryT OblTb CNOXHOCTU Yy NaLMEHTOB C CUHOPOMOM JOW3EeHMeHrepa),
cteneHb o6bemHon neperpysku JDK, nasnenune B J1A, pasvep JIA n nameHeHus npaBbiX Kamep
cepaua.

e MPT cepaua nokasaHa B criyvasix, korga tpebyetca OONONHUTENbHAs KONMYEeCTBEHHAs
oueHka obbemoB JIK 1 wyHTa (Qp:Qs).

¢ MPT/KT cepaua npn Heo6xoanMocTn NoMoraeT OLueHUTb aHaTOMUIO

e KaTeTepusaums nonocten cepgua TpebyeTtca npu HanMyuum npusHakos nosbiweHnsa JTIAL
no AaHHbIM HEWHBa3MBHbIX MeToaoB obcnepoBaHus (pacyetHoe JIAL >40 mMm pT.CcT. unm no

HenpsiMbIM MNpu3Hakam, korga JIAL onpegenuTb HeEBO3MOXHO) Ans oueHkn JICC. OueHka



NEero4YHoro KpOBOTOKa B 3TUX YCIIOBUSAX SABMSAETCA CNOXHOW 3agaden. VamepeHue caTtypauuu
Kncnopoga B nesow 1 npason J1A sBnseTca ob6a3aTenbHbIM.

e[1lpoba c duanmyeckon Harpyskom nokasaHa naumeHtam c JIA[ C Lenbl UCKIYEeHUs
CHXXeHue caTypaumm Ha HUXKHUX KOHEYHOCTSX.

4.4.4. Xunpypruyeckoe/kateTepHoe BMelLLUaTeIbCTBO

lMokasaHuna K BMellaTenbCTBY CyMMUPOBaHbI B Tabnuue «Pekomengauumn no nposegeHuio
BMellaTenbcTea y naumeHToB ¢ OAl» 1 Ha pucyHke 4.

PekomeHaauuun no npoBeaeHuto BMelwlatensctea npu OAIl

PekomeHzaLum Knaccl | YposeHbf

MauneHTam ¢ npuaHakamu obbemHoit neperpysku JIXKE n 6ea NAT (HeT npusHakos JIAT no || C
AaHHbIM HEVMHBA3MBHbIX METOAOB 06CneoBaHUS UNU MPU HANUYUK ee NPU3HAKOB, NHBa3NBHAas
oueHka JICC <3 en. Byna) ) pekomeHayeTtcs 3akpbiTne OAll BHE 3aBUCUMOCTM OT Hanmnuums
CMMNTOMOB.

UpeckoxxHOe 3akpbiTMe, NpW HanmuMuMmM TEXHUYECKMX BO3MOXHOCTEN, pekomeHayetcs Bl C
KayecTBe MeToaa Bbibopa.

Y nauuenTos, ¢ JIA[ n JICC 3-5 en. Byna, nomkHa 6biTb 06CyxaeHa BO3MOXHOCTb 3aKpbITus | lla C
OAI, ecnn y HUX coxpaHsieTcsi 3HauMMbIi cbpoc kpoBu crieBa-Hanpaso (Qp:Qs >1,5).

MaumneHTam, y koTopbix passunacb JIAI ¢ JICC =5 en. Byaa, 3akpbitve OAI moxeT ObiTh |llb C
pPacCMOTPEHO, ECIN Y HUX COXPAHSIETCS 3HAYMMbI cOpOC KpoBU crieBa-Hanpaeo (Qp:Qs >1,5),
ofHako TpebyeTcs MHOMBWAYaNU3MPOBAHHbLIA NOAXOA K MPUHATUIO pPELLEHUS B SKCMEPTHbIX
LeHTpax.

3akpbiTne OAll He pekoMeHayeTCHa nauneHTam ¢ CUHAPOMOM Jn3deHmeHrepa u 6onbHbIM co |l C
CHIKEHMEM CaTYpaLnN B HUKHUX KOHEYHOCTSIX Npy comandeckon Harpyskel.

Mpumeyanme: | — knacc pekomeHpauuii, | — yposens nokasatensHocTw; | — yBennueHne JK ¢ nosbileHnem
yaapHoro o6bema; | — HeT JocTaTouHOro KonMyYecTBa AaHHbIX, YCTaHABMMBAILLMX TOYHOE MOPOroBOE 3HAaYeHue,
OfHaKo, COrnacHO KIMHUYECKOMY OMbITY, 3TOT MOKa3aTeflb COCTaBMSET CHWXEHWe caTypauuu kucrnopoga
aptepuanbHow kpoBu <90%.

CokpaweHusa: JIAI — nerovHas apTepuanbHas runepteHsus, JIK — neBwin xenygouvek, JICC — neroyHoe
cocyauctoe conpoTtueneHne, OAll — OTKpbITbIM apTepumanbHbin NpoToK, Qp:Qs — COOTHOLLUEHUE NEro4YHoro u
CUCTEMHOrO KpOBOTOKA.

Y B3pocnbix nauueHToB Kanbumdukauma OAIT moxeT cTtaTb npobnemon npu
XMPYPrM4yeCckoM 3akpbITUW. YpeckoxHoe 3akpbliTue SBNAeTcA MeToaoM Bbibopa, faxe ecnu
naumeHTy nokasaHa OTKpbiTas ornepauus no noBoAy APYrnX COMyTCTBYHOLUMX MOpPaXeHui
cepaua, 1 MOXeT ObiTb YCNELLHO BbINOSIHEHA Yy GONbLUMHCTBA B3POCHbIX MAUMEHTOB C OYEHb
HU3KOW YacTtoTon ocnoxHeHun [168-170]. Xupyprudeckas onepauns SBNSeTCH pe3epBHON
onuuen Ons pefkux nauMeHToB CO CAULIKOM BOnbLIMM NS 3aKpbITUS YCTPONCTBOM NMPOTOKOM
UNU NPU HaNUYMM aHaTOMUYECKMX OCOBEHHOCTEN, TaKKX, Kak POpMUPOBAHNE aHEBPU3MbI.

4.45. HabnwogeHue

OxoKI™ gormkHo BKNtoYaTb oueHKy pa3mepoB 1 oyHkuumn JIXK, nasneHus B J1A, octatoyHoro
LWYHTa 1 accoLUMMPOBaHHbIX AeEKTOB.

[Mpun oTCcyTCTBUM pe3nayanbHbIX WYHTOB, HopMmanbHoM JIXK 1 HopmanbHoM gasneHun B J1A

yepes 6 mec. He TpebyeTcs perynsapHoe HabnogeHue.




MaumneHTtol ¢ auccdyHkumen JDK wn pesumagyanbHon JIA[ gorkHbl Habnwogatbca C
WHTepBanamnm B 1-3 roga B 3aBUCUMOCTM OT TSDKECTW, BKIKOMas OCMOTPbl B
crneunanmsanpoBaHHbIxX Ans B3pocrbix ¢ BMNC ueHTpax.

4.4.6. [JononHuUTeribHble NOJIOXEHUNA

e dusmyeckne Harpysku/3aHATUS CNOPTOM: OrpaHMyYeHus He TpebyroTcs 6GecCUMNTOMHbBIM
nauyneHtam nocne koppekuun npu otcytcteum JIIT; npm JIAI HeoBxoouMmo orpaHuyeHue Ao
3aHATUM CNOPTOM HU3KOW MHTEHCUBHOCTW.

ebepeMeHHOCTb: HeT CyLWEeCTBEHHOrO yBEnuMYeHust pucka Yy nauyueHtoB 6e3 JII.
MauneHTam ¢ npekanunnsapHon J1IIT 6epemeHHOCTb NpoTMBONoKasaHa (cM. pasgen 3.5.7).

e [lpochmnaktnka N3: pekomeHOoBaHa TOMbKO MauMeHTaM BbICOKOrO pucka (CM. pasgen
3.4.6).

TakTuka BegeHus naumeHToB ¢ OAIl
O6bemHas neperpyska JDK?f

Hert Ha
He TpebyeTt
3akpbITus
JIAI (JICC 23 en. Byga)?
Het Oa
3akpbITne JICC =5 en. Bypa n Qp:Qs>1.5?
I
Het Ja
3akpbiTne
lla

JICC 25 ea. Byna n Qp:Qs>1.5
Het Ja
He sakpbiBaThf RETO WG |

lib

Puc. 4. Taktunka BegeHuns naumeHtoB ¢ OATT.

Mpumeuanne: | — ysenuuenne JK c nosbieHnem ygapHoro obbema; | — Bkniouas Bcex naumeHToB C
aecaTypauuen HMKHUX KOHEeYHOCTeln B nokoe (cmsmonorus Sr3eHMeHrepa) unu npu pusanyeckon Harpyske; |—
NPUHATME NHAMBUOYANN3MPOBAHHOIO PELUEHWS B 9KCNEPTHbIX LLeHTpax.

CokpaweHnusa: JIAI — nerovHas apTepuanbHas runepteHsus, JIK — neswin xenygouvek, JICC — neroyHoe
cocyancToe conpoTuerieHne, Qp:Qs — COOTHOLLIEHNE NEro4HOro U CUCTEMHOIO KPOBOTOKA.

4.5. O6CTpPYKUMA BbIHOCALLEro TpakTa JieBOro Xxenyao4ka

4.5.1. KnanaHHbIW aopTanbHbIA CTEHO3

4.5.1.1. BeeOeHue u obuwue rosoxxeHusl

Hanbonee 4acton npuuMHOM BPOXAEHHOrO aopTtanbHoro cteHo3da (AC) gasnsietcd
oukycnmganeHbin AK. Y go 80% nauuweHToB Cc aByxctBopuyatbiM AK OyaeTt pasBuBaTbhCs
pacluMpeHne BOCXoasLEN aopThl, aTO obcyxaaeTcs B pasgene 4.7.2. MNMpuHuunsl BeaeHnsa AP,
cBs3aHHOM ¢ BukycnnganbHbiM AK, obcyxpatotes B PekomeHgaumsax EOK 2017r no BeaeHuto

nauneHTOoB C KnanaHHbIMU NOpoKamu cepaua [25].



4.5.1.2. KnuHu4ecKue rposierieHuUs U ecCmecmeeHHOe medyeHue

YacTto naumeHTbl ocTarTca 6eCCMMNTOMHBLIMU B TEYEHNE MHOMMX neT. [porpeccupoBaHme
CTeHO3a BapbupyeT U 3aBUCUT OT MCXOAHOW TAXECTWU, CTeneHu Kanbuudukaumm, Bo3pacTta u
drakTopoB pucka artepockrneposa. lNpu gesyctsopyatom AK nporpeccupoBaHue npoucxoauT
ObICTpee y NaumMeHToB C Bonbllen 3KCLEHTPUYHOCTLIO NMIMHUKM 3aKpbITUS U ee nepeaHe3agHen
OpUeHTaunen.

MporHo3 6GnaronpuATHLIN, W BHE3anHas CMepTb BO3HWKAeT peako y 6eccrMMnTOMHbIX
nauneHToB C XOPOLUEN MEPEHOCMMOCTbID (PU3NYECKMX Harpy3ok, axe B Crydae TSKenoro
cTeHo3a [171].

MpnM nosiIBNEHUM CUMMMNTOMOB (CTEHOKapAMS, OAblKa WAW CUMHKOMNAsNbHblE COCTOSAHUS)
nporHo3 ObICTpO yxyAwaeTtcda. Y naumMeHToB ¢ AByxcTBop4datbiM AK CMepTHOCTb cocTaBnset
0,3% naumeHTo-neT HabnogeHud, yactota gmuccekumm aoptbl — 0,03% wn yacToTa sHOgokapauTa
—0,3%. QunaTaums aopTanbHbIX CUHYCOB W/Unn Bocxoaswen aoptbl 661 obHapyXeHbl Y 45%
naumneHToB Yepes 9 net HabnogeHus [172].

45.1.3. [HuazHocmu4eckul nodxod

O6bwwme npuHUMNbl NpuBeaeHbl B pa3gene 3.3. [uarHOCTUYECKMEe KpUTepun cTeneHen
Tskectn AC cymmumpoBaHbl B Tabnuue 12.

Cneundmyeckme KrvHUYECKNE TMPU3HAKM BKNIOYAOT TUMUYHBIA  CUCTONUYECKUA  LLYM
n3rHaHms Ha AK, npoBogsLmMNCca Ha COHHble apTepun. MoxeT ObiTb CNbIEH TOH U3rHaHUSA U
MOXHO OLWYTUTb apoxaHune. IKIT MoxeT aeMoHCTpupoBaTb NpusHaku runeptpocdun JOK (MTXK)
N ero neperpysku. ¥ nauMeHTOB C BbiSiBfiEHHbIM OukycnvaanbHbeiM AK crnefyeTt MCKNIuYUTb
KoapkTauuto aopTbl (CM. pa3gen 4.6).

OxoKl saBngeTcs «30M0TbiM CcTaHgapToMy» AuarHOCTMKM AC UM OUEeHKM CTeneHu
Kanbundukaummn, gpyHkummn JDK, TTK 1 cBsA3aHHbIX C HAMU MOPaXXeHWW, BKNOYas gunatauuio
Bocxoaswen aoptbl. C nomoLbo AONMNMIEPOBCKOrO MCCeaoBaHUA onpenensercs CTeneHb
TsokecTn AC Ha OCHOBaHMM MUKOBOM CKOPOCTU KPOBOTOKA Ha krnanaHe (Vmax), cpegHero
rpagmeHTa u nnowaam AK (AVA) paccuMTaHHOM NO ypaBHEHUKD HenpepbiBHOCTM noToka. [Ans
bonee noapobHOM WHGOPMaUUM CM. HedaBHO onybriMkoBaHHble pekomeHgauun no IxoKI
oueHke AC [173].

B HekoTopbix cnydasx upecnuweBogHas OIOxoKIT moxeT paTb 6Gonee noapobHyto
nHpopmauunio 06 aHaTOMMYECKMX OCOBEHHOCTAX AUCHYHKUMKM KnanaHa, a Takke no3sonset
npwu OTCYTCTBMM Kanbummkaumm nposecty nnaHnmeTputo oteepctus AK (AVA).

beccMMnTOMHbIM NauMeHTam pPeKOMEHOOBAHO BbINOMHEHNE Npodbl ¢  m3nyeckom
Harpy3kom OCOBEHHO MpX HanMMuYUKU y HUX YMepPeHHoro u Tskenoro AC, ona noaTeepXxaeHus

6eccMMNTOMHOrO cTaTyca WM OLUEHKM TONEpaHTHOCTU K Harpyske, peakuum ALl n Hanuuus



HapylweHuin putMa ans crpatudukaumm pucka M onpefeneHns BpeEMEHU XUPYPrnyeckoro
BMeELLaTENbCTBA.

Ctpecc-OxoKIl™ ¢ manbimu go3ammn gobytammnHa nnu ¢ omsmyeckon Harpy3kom MoxeT ObiTb
nHdpopmaTuaHa npm AC CO CHUXKEHHbBIM yaapHbIM 06bemMoM 1 gucyHkumen JOK [173].

MPT/KT cepaua, nOMMMO BO3MOXXHOCTEN oueHKkn AC, moxeT noTpeboBaTbCs AN OLEHKN
annaTtaumm BOCXoAsLen aopThl, KOorga 3To HEBO3MOXHO caenaTb ¢ noMoLlbio OXoKT .

KT cepaua ocobeHHO BaXkHa AN KONMMYECTBEHHOW OLIEHKM KanbuMdUKaumm KnanaHa npu
onpeaeneHnn TsHKeCTU HuakorpaameHTtHoro AC, xOoTs cregyeT OTMEeTUTb, Y4TO CcTeHo3 AK y
MONOAbIX NALUMEHTOB HE BCEraa accoummpyeTcsi CO 3Ha4YUTESTbHbIM KanbLMHO30M.

KaTteTepmsaumsa nonocten cepgua TpebyeTrcsa TONMbKO B TexX Cnydasix, Korga MeTtoabl
HeMHBa3MBHOroO obcneaoBaHus AatoT HeybeauTenbHble pe3ynbTaTbl, ANS OUEHKM COCTOSHWUA

KA vnv npu pelueHnn Bonpoca o0 NpoBeAeHUN YPECKOXKHON 6annoHHOM aHrMONNacTUKM.

Tab6nuua 12

AunarHoctnyeckune kputepumn creneHen Taxectn AC [173]

Jlerkun AC YMepeHHbin AC Tsxenovin AC
Vmax (M/c)f 2,6-2,9 3,0-3,9 24,0
Cpennuii rpagueHT (M pt.cT.)f <20 20-39 40
Mnowaab AK (AVA cumf) >15 1,0-1,5 <1,0
MHpekc nnowagm AK (AVAI cml@ MnnT) >0,85 0,60-0,85 <0,60
Ckopoctb B BTJ/DK/ckopocTtb Ha AK >0,50 0,25-0,50 <0,25

I'IpumeanMe: I— npn HOpMaJibHOM KPOBOTOKE Ha KranaHe.

CokpaweHusa: AK — aoptanbHbin knanaH, AC — aopTtanbHbini cteHo3, BTJIK — BbiHOCAWMIA TpakT neBoro
xenygouka, MNMNT — nnowaae NoBepXHOCTU Tena, Vmax — MakcuMarnbHas CKOPOCTb KPOBOTOKA.

4.5.1.4. MedukameHmo3Has meparnus

[Mpy HanNMuuKn y naumeHTa KIMHUYECKUX NPOoSBReHn TpebyeTcs CpoYHOe XMpypruyeckoe
BMeLlaTenscTBo. MeankameHTo3Hasa Tepanusa no nosogy CH, obycnosneHHon AC, npoBoantcs
HeonepabenbHbiM  GOMNbHLIM.  HW nNpuUMeHeHWe CTaTMHOB, HW OpyrMe neKapCTBEHHble
npenapatbl He 3amegnsatoT nporpeccuposaHue AC.

4.5.1.5. Xupypaudeckoe/kamemepHoe eMewamesibcmeo

MNokasaHusa K MHBa3MBHbIM BMelLaTenbCcTBa o6beanHeHbl B Tabnuue «PekomeHgauun no
npoBefeHuI0 BMeLlaTenbCcTBa npu knanaHHom AC» 1 Ha pUCyHKe 5.

Y HeKkoTopbIX MOAPOCTKOB M B3POCMbIX MOJSIOAOrO0 BO3pacTta C HeKanbUWHUPOBAHHbLIM
KnanaHoM MOXHO pacCMOTpeTb BO3MOXHOCTb NpoBedeHWe OGannoHHOW BarnbBYMOMMACTUKN.
OHa mMoXeT MMeTb MecTo y reMoANHaMUYeCKN HeCTabunbHbIX NAaLMEHTOB B Ka4yecTBe MOCTa K
onepauuun, a TakKke A OTCPOYKM 3aMeHbl KnanaHa Yy XeHLWH C aHaTOMUYECKM MOoAXOAALLMM

KnanaHomMm w” XenaHnem 6€peMeHHOCTVI. Y naumeHToB C KanbUyMHNPOBAHHbIMW KnanaHamu



MeToaoM Bblbopa ABnseTcs ero 3ameHa. MexaHuyeckue knanaHbl 6onee LONroBeYHbl, YeMm
Buonormyeckne npoTesbl UM roMorpadTbl, HO TPEDBYIT MOXM3HEHHOW aHTUKOArynsHTHOW
Tepanun. Onepauma Pocca (BmelwaTenbCTBO Ha ABYX KrnanaHax) 6bina npeanoxeHa Aans
naunMeHToB OEeTOPOAHOro Bo3pacTa, a Takke aAns OonbHbIX, Xenawwmx msbexaTtb npuvema
aHTMKoarynsaHToB. Hanbonee yacton NpUYMHON NOBTOPHLIX BMeLUATENbLCTB MOCe onepauuu
Pocca saBnsetca nporpeccupylowias  aereHepaums  romorpadrta.  TpaHckaTteTepHas
uMnnaHTaumsa knanaHa J1A ctana anbTepHaTMBOW XUPYPruiyeckoMy BMeELLaTenbCTBY MpU ero
JereHepaTmBHbIX M3MeHeHUaX. B HacTosiwee Bpema TpaHckaTeTepHon umnnaHtaumm AK HeTt
MecTa B neyeHun BpoxaeHHoro AC, 3a WCKIHYEHMEM OYEHb PEOKUX CrlydaeB C BbICOKMM
XUPYPruYeCcKNM PUCKOM, KOrfa 3TO TEXHUYECKN BO3MOXHO.

PekomeHgauum no npoBeaeHMIO onepaTMBHOro BMellaTenbCcTBa npum KknanaHHom AC

PekoMeHaaLmm ‘ Knacch ‘ YpoBeHbl ‘

CMNTOMHbIE NauMeHTbl ¢ knanaHHbiM AC

CMMNTOMHBIM nauneHTam ¢ TshkenbiM AC C BbICOKAM rpagueHToM (CpedHuit rpaameHT 240 B

MM PT.CT.) pEKOMEHAYeTCs onepaTMBHOE BMeLlaTensCcTBo [25, 171, 174, 175].

OnepatuBHOe BMeELIATENbCTBO MOKa3aHO CUMMTOMHbIM —NauMeHTaMm C  TSDKenbIM C
HU3KOMOTOKOBbIM HM3KorpagueHTHeiM AC (cpegHuii rpagmeHT <40 MM pT.CT.) MpU HanNu4Mm
CHWKeHHON @B C noaTBEpPXAEHHbIM HanuMyMeM COKpaTUTENbHOro pesepBa, 3a

uckntoyeHnem ncesgotsikernoro AC.

BeccumMnTOMHbIE NAUMEHTBI C TSKEMbIM KnanaHHbiM AC

OnepaTuBHOE BMeLLATENbCTBO MOKa3aHo GeccMMNTOMHbIM nauueHTam ¢ Taxensim AC n|l C
NOMNOXUTENbHLIM pe3ynbTatoM npobbl € PU3NYECKON Harpyskow, AEMOHCTpUpYIoLLEn
nosiBNeHne CUMNTOMOB, SIBHO CBSA3aHHbIX ¢ AC.

OnepaTvBHOE BMeELLATENBLCTBO MOKa3aHO 6eccMMNTOMHbIM nauueHTam ¢ TsxensiM AC u || C
cuctonuyeckon ancdyHkumen JK (OB JDK <50%) He cBazaHHONM ¢ ApYTMY NPUYUHAMMU.

HomxHa BbiTb 0bCcyxaeHa BO3MOXHOCTb ONepaTMBHOIO BMeLLaTenbCTBa y 6eccumnTomHbIX | lla C
nauneHtToB ¢ TsbkenbiM AC, ecrnim Ha ¢oHe npobbl C (OU3NMYECKON Harpy3kom Yy HUX
pernctpupyetcs cHuxeHne ALl HXKe NCXOQHOro YPOBHS.

HeobxoaumocTb  onepaTMBHOrO  BMellaTenbCTBa JofkHa 6biTb  obcyxaeHa y|lla C
6eccUMNTOMHbBIX NauMeHToB € HopmanbHoM DB u OTCyTCTBMEM BbllENEepPeYUCNEHHbIX
U3MeHeHWn Ha ¢oHe npobbl C (PU3MYECKOM Harpyskon, npu YCroBMM  HU3KOrO
XUPYPru4eckoro pucka n Hanmyuum xoTsa 6bl OAHOIO U3 CreayoLLmMX NoKka3aTenemn:

- OueHb Taxenbii AC, onpegensaemsivi npu Vmax >5,5 m/c.

- BolpaxkeHHas kanbuudmkaums knanaHa u nporpeccupoBaHme Vmax 20,3m/c/roa.

- 3HauMTenbHO NoBbilweHHbIM ypoBeHb MHYTT (>3 pa3 no cpaBHEHUIO C BEPXHEN rpaHuLen
HOPMbI ANS AaHHOrO Moria U Bo3pacTa), MOATBEPXKAEHHbBIX MOBTOPHLIMU U3MEPEHMAMU, NPU
OTCYTCTBWM OPYIrUX NPUYUH.

- Tsxenaa JII (cuctonuueckoe JIAL B nokoe >60 MM pT.CT., NOATBEPXOEHHOE
WHBa3MBHbIMW AaHHbIMW) NPU OTCYTCTBUN APYTUX NPUYMH.

ConyTtcTBytollee onepaTtMBHOe BMellatenbcTBO Ha AK npu npoBegeHun Japyrux onepauum  Ha
cepaue/Bocxogsallen aoprte

Xvpypruyeckoe BMeLLATENbCTBO pekoMeHayeTcs nauueHTam ¢ Tskenbim AC, kKOTopbiM || C
BbINONHAETCH onepauus Ha BOCXoasLlen aopte, Apyrom knanaHe unu AKLL.
Y nauueHtoB Cc ymepeHHbiM AC, koTopbim BbinonHaetca AKLW unn onepaums Hallla C

BOCXOASILLLEN aopTe WM JOpyrom KranaHe, [ormkHa ObiTb obcyxaeHa BO3MOXHOCTb
oAHoBpeMeHHOoM 3ameHbl AK.




I'IpumeanMe: I — Knacc peKOMeH,D,aLI,I/IIZ, I— YpoOBEHb AOKa3aTelIbHOCTMU.

CokpaweHusn: Al — aptepuanbHoe aasneHue, AKLU — aoptokopoHapHoe wWwyHTMpoBaHne, AC — aopTanbHbIN
cTteHos, JIAl — nerovHoe apTepuaneHoe gasneHue, JIIN — nerodHasa runepteHauns, JIK — neBbin xenygodek, MHYTI
— MO3roBOW HaTpuiypeTudeckmnin nentng, B — dpakumsa Beibpoca, Vmax — MakcmarnbHas CKOPOCTb KpOBOTOKA.

4.5.1.6. HabnwdeHue

TpebyeTcs NOCTOAHHOE U perynsipHoe HabnogeHne, NepuoanyYHOCTb 3aBUCUT OT CTENEHU
TSDKECTM CTeHo3a. Takke HeobxoouMmo Mnocne BMeELLaTeNbCTBa Ha KnanaHe HabnwgaTbcs C
WHTepBanom Kak MMHMMYM B rog,.

Ob6szatenbHo BbINONHATL OXOKI AK n KopHs aopTbl Anst TOro, 4toObl BbISIBUTb
nporpeccupoBaHne KnamnaHHOro CcTeHo3a u gunatauuum aoptel. MPT wunu KT aopTsl
pekoMeHOoBaHbl nauMeHTaMm C HaTuBHbIM BukycnuganbHeiM AK, naumeHTam, KOTopbiM Obina
BbIMOfIHEHA W30MIMPOBaHHasi 3aMeHa kKnanaHa, Korga BOCXO4AWMK OTAen aopTbl MNIOXo
BU3yanuanpyeTca npu TpaHcTopakanbHon OxoKl, a Takke nauveHTam C OUaMeTpoM KOPHS
aopTbl/Bocxogsuwero otaena >40 mm [176].

4.5.1.7. LornonHumersbHbIe MosIOXKeHUs

dunsnyeckne Harpysku/3aHATUA CNOPTOM: MAUMEHTbl C CUMMATOMHbIM U 6ECCUMMTOMHbIM
TskenbiM AC, a Takke OOMfbHble C YMEPEHHbIM CTEHO30M [ABYCTBOPYATOro KnamaHa um c
paclmpeHnem aopTbl AOSMKHbI n3beratb N30METPUYECKUX YNPaKHEHUA N BbICOKOUHTEHCUBHbIX
BnaoB cnopTta. pu nerkom n ymepeHHom AC gonyckatoTca 6onee MHTEHCMBHbIE Harpysku.
PekomeHayeTca npeaBapuTenbHOE BbINOMHEHUE MNpobbl C  (puandeckonm Harpyskom [Lnd
afleKBaTHOro KOHCYIbTUPOBaHUSA nauueHTa [24].

BepemeHHOCTb: NpoTMBOMNOKasaHa npu Tskenom cumntoMHoM AC. JleyeHne — 6annoHHyo
BanbBYIOMMaTUKy UNN XUpypruyeckoe BMeLlaTernbCTBO criegyeT npoBoauTb 0 3advatud. [Npu
beccMmnToMHOM TeveHun Tskenoro AC 1M HopMarnbHbIX MokasaTtenax npobbl ¢ usandeckon
Harpy3kon y HEeKOTOpbIX NauneHToB 6epeMeHHOCTb BO3MOXHa. Heobxogumo yaenste ocoboe
BHMMaHMe pasmepaM aopTbl, MOCKOMNbKY Aunatauma aopTbl, acCcouMMpoOBaHHaAA C
GukycnmganeHbiM  AK, MOXeT wuHAyuuMpoBaHa W nporpeccupoBaTb BO BpeMs M Mocne
GepeMeHHOCTH; CyLecTBYyeT pUCK guccekunn (cm. pasgen 3.5.7).

Mpodunaktuka U3: pekomeHOgoBaHa TOMNbKO NauMEHTaM BbICOKOro pucka (CM. pasgen
3.4.6).

BepneHue naumeHTa ¢ BbipaxkeHHOM ob6cTpykumnen BTIDK
KnanaHHbI ypOBEHb NopaKeHnsa?

Het Oa
Cwm. Tabnuuy ¢ pekomeHgaunsamm
Mo noaknanaHHoOMy 1 HaaknanaHHomy ACH EcTb cumnTOMBI?

Hert Oa

OB JTK<50%7? Onepauus



Het Ja
Mpoba ¢ ®H BbisiBUNa
CKpbITble CUMMTOMbI

Het Ja
Onepauus
I
CHuxeHne Al Ha dpoHe nNpobbl ¢ PH?
Het Ha
dakTopbl pI/ICKaI N HU3KNI XUPYPrUYECKNn pUCK? Onepauus
lla
Het Ja
HabntopeHune Onepauus
lla

Puc. 5. TakTvka BegeHnsa naumMeHToB C BblpaxkeHHou obcTpykunen BTITK.

Mpumeuanue: | — cm. pasgen 4.5. MmetoTca dyHAaMeHTanbHble OTNNUMSA B TaKTUKE BEAEHWUS MO CPaBHEHMIO C
knanaHHbIM AC, 0COBEHHO MOTOMY, YTO 3aMeHa KnamaHa C ee MocneACTBUSIMU, Kak npasurno He Tpebyetcsi; | —
MakcuMarnbHas CKOpPOCTb KpoBOTOKa >5,5 M/C; BblpaxeHHas kanbuudukauusa + HapacTaHue MakcuMarnbHOW
ckopocTu kpoBoToka 20,3 m/c/roa; BblpaXeHHOe MOBbILLEHUE HEeNpOropMoHOB (>3 NO CpaBHEHWIO C BepxHen
rpaHuuen HopMbl Ans AaHHOro nona v Bo3pacTa); BblpaxeHHas JIIT (cuctonudeckoe JIAL >60 mm pT.cT. B
OTCYTCTBME APYIMX NPUYKH).

CokpaweHua: ALl — aptepuanbHoe AaBrieHue, AC — aopTanbHbil cTeHo3, JIALL — neroyHoe apTtepuanbHoe
nasneHuve. JIIL — neroyHas runepteHsusa, ®B JIXK — cdpakumna Beibpoca nesoro >xenypoyka, ®PH — dusmnyeckas
Harpyska.

45.2. HaaknanaHHbIn AC

4.5.2.1. BaedeHue u obwue rnosnoxxeHusi

HagknanaHHbin AC MOXeT BO3HMKATb Kak XapaKTepHbl Npu3Hak cuHapoma Bunbsmca-
BoripeHa, unn moxeT ObITb U3oNMpoOBaHHOW/ceMenHon OPMON, KOTOPbIE COOTBETCTBEHHO
Bbl3BaHbl Jeneunen reHa anactuHa, nokanu3oBaHHOro B Xpomocome 7q11.23, unu myTtaumen
3TOro reHa. AT reHeTnyeckme aedekTbl BeayT K OBCTPYKTUMBHOM apTepuonaTun pasnmyHon
CTEMEHN TSKECTN, KOTopas SABMAKTCA Hanboree BbIpaXXeHHOW B CUHOTYOYNAPHOM COeANHEHUN.
[177].

HagknanaHHbein AC Takke MOXeET BCTpedaTbCss Mpu  CEMEWHOW TOMO3UTOTHOW
rmnepxonectepmHemmn [178]. HapgknananHbin AC npeactaBnsgetr cobow nokanu3oBaHHYHo
nOpOo3HYyt0 amadhparmy, pacnonoXeHHy YyTb aucTtanbHee ycTbeB KA unun, yalie, Hapy>XHyto
aedopmMauuio B popme NecoyHbIX YacoB C COOTBETCTBYIOLLNM CY>XEHMEM aopThl, OO B BUAE
Anddy3HOro CcTeHo3a Bocxogsdwen aopTbl. JTO MOXET codeTtatbca € aHomanusamm AK,
rmnonsiasven Bcen aopTbl, NopaxeHueM yctbeB KA, a Takke CO CTeHO3aMU OCHOBHbIX BETBEN
aopTbl unun J1A.

4.5.2.2. KnuHu4yeckue r1POA8JIEHUA U ecmecimeeHHoe me4dyeHue



bonbWnHCTBA nNauMeHTOB AETCKOM BO3pacTe MMEKT CUMNTOMbl NGO O06CTpyKumMn
BblHOCALWEro Tpakta, nMbo uwemum Muokapga. XoTs Yy B3pochbix HagknanaHHbin AC
nporpeccupyeTt peako, BCe Xe Y HUX MMEeeTCH PUCK cepaeydHbix ocnoxHeHun [179]. BHe3anHas
CMepTb HacTynaeT pefko, OHa Yaule BCTpedaeTcs npu HagknanaHHom AC y nauMeHToB C
cnHgpom Bunbamca-bonpeHa, npu gudysHom cteHose nepudepudecknx setsen J1A unv npu
Hanu4mm NBC, ocobeHHO B CBA3M C aHECTE3NONOMMYECKMMI NpoLieaypamMu.

4.5.2.3. [JuaezHocmu4eckul rnodxoo

O6wwme npuHUMNbI NpMBeAeHbI B pasgene 3.3.

e[lpn ayckynbTaumm OObIYHO BbISABNAETCA FPOMKUA CUCTOSNIMYECKUA LUYM W3rHaHWS,
KOTOPbIA ny4ywe BCEro CcrbllleH BOOMb JIEBOro Kpas rpyauHbl, 6e3 TOHa W3rHaHua unm
ANacTONNYECKOro Lyma aopTanibHOM HEQOCTAaTOYHOCTH.

e OxoKI" no3BonseT NpoBOAUTbL aHATOMUYECKYIO AMAarHOCTUKY HagknanaHHoro AC, koraga
3TO [JonyckaeT akycTumdeckoe OKHO. [onnneporpadus pgaeTt uHoOpMauuio O rpagmveHTax
AaBNeHusi, OOHaKo BO3MOXHA KaK HedooLeHKa, Tak U nepeoueHKa pearibHOro CHUXEHUS
paeBneHnss B MecTte ob6cTpykumn. YpecnmweBogHas O3xoKIT obecneynBaeTr XxopoLlyro
Budyanusauuio yctbeB KA, a ¢ nomowbto 3D 4pecnvwieBogHon IXOKI MOXHO MonyynTb
AeTanbHy MHPOPMaLUUIO O CTEHO3MPOBaHHOM yyacTke [180].

e [1poba c pnanyeckom Harpyskon: cm. pasgen 4.5.1, nocesweHHbIn knanaHHomy AC.

e MPT/KT cepaua no3BonsalT AeTanbHO OUEHUTb aHAaTOMUIKO HagknanaHHoro ortaena,
0COBEHHO NpPU HanNU4MM MHoroypoBHeBon o6CTpykumn BTIDK wnu npu npegonepaumOHHOM
obcnenoBaHuy nauuweHTa, korga Heobxogmma uHdopmaums o6 aHatommm KA n 0 Hanuumm
APYrMx MopaXeHun aopTbl UMM ee BeTBen (Hanpumep, CTEHO3bl COHHbIX WU MOYE€YHbIX
aptepun), a Takke J1A n ee BeTeen.

eKaTeTepusaums cepgua: OLEHKa reMoAMHaAMMKM PEKOMEHOYeTCs B Criyvasix, Koraa
MHdopMaLUK, NOYYEHHON C MOMOLLbI0O HEMHBA3UBHBIX METOL0B UCCEA0BaHNA HELOCTAaTOYHO.

e [eHeTMYecKkoe uccregoBaHne ¢ KOHCYNbTUPOBAHUEM U MOCeayLWwmMM TECTUPOBAHNEM C
NCMNONb30BaHMEM TEXHOSIOMMM MUKPOYUMNOB AN ANArHOCTMKM cuHapoma Bunbsmca-borpeHa m
CEKBEHMPOBaHME reHa anacTuHa npyv HECUHAPOMHbIX MPOSIBAEHNAX SABSAETCHA NOMNE3HbIM.

4.5.2.4. Xupypaudeckoe/kamemepHoe eMmewameribCmeo

OnepaTnBHOE reyeHne sBMseTCA OCHOBHbIM METOAOM: OrnepauuoHHas netanbHOCTb Mpu
dubposHon anadparme un pecdopmaumm B POPME MECOYHbIX 4YacoB cocTtaBnsetr <5%.
Mockonbky KA Haxogatca nog  BbICOKMM — AaBfieHMeM, pelweHne o6 onepaTMBHOM
BMeLLaTeNbCTBE crieagyeT NpUHUMAaTh paHbLle, YeM Yy NaumeHToB ¢ knanaHHbiM AC, oco6eHHO B
cuUTyaumax, Korga 3ameHa knanaHa He Tpebyetcsa. CornmacHO nutepaTypHbIM  OaHHbIM,

BbIXMBAEMOCTb Nnocne xmpypruyeckoro BMeLlatensctsa coctasnset 80-85% B TeveHue 20 net



[181]. AP moxeT npucyTcTBoBaTh y [§25% naumeHTOB, ofHaKo oHa OBbLIYHO He Mporpeccupyet
nocrne Xmpypruiyeckon koppekumm HagknanaHHoro AC.

PekomeHaauum no npoBeaeHU0 BMeLLaTeNnbCcTBa Npu HagknanaHHom AC

PekomeHaaLmy Knaccll | YposeHbf

Xupypruyeckoe BMeLLATENbCTBO PEKOMEHA0BAHO Y NaLUMEHTOB C CUMMNTOMaMM (CMOHTaHHbIMM || C
UMK BbISIBNIEHHBLIX C MOMOLLbLI Npobbl ¢ ®H) 1 cpegHeM rpaaveHTe OaBNeHUs Mo AaHHbIM
JONMNepoBCcKoro uccrnegosaHus 240 Mm pT.cT.

MMpun 3HaveHusix cpedHero rpagveHTa JaBneHus no AaHHbIM AOMMNIEPOBCKOro uccneaoBaHus || C
<40 MM pT.CT. XMpypruyeckoe BMeLLUaTENbCTBO PEKOMEHAYETCA MpU Hanvyum OQHOMO WU
HECKOSbKUX U3 CNeayoLwmnx NpU3HaKoB:

o CumnTombl, 0BycroBneHHble 00CTpyKUumen (ogplka npyu OH, cTteHokapans, CUHKoNE).

o Cuctonuyeckas amcdyHkums JIK (PB <50% B oTCyTCTBUE APYrMX NPUYNH).

e HeobxogMmo npoBedeHne onepaTMBHOrO BMewlaTesnscTa no nosogy MI6C vnm knanaHHoro
nopoka cepgua.

Y NauveHTOB CO CpPedHWM rpaaveHToM Aasnenust 240 mm pt.ct.f, y koTopbix otcytctByioT | Ilb C
KNMHUYecKue nposiBneHusi, cuctonuyeckaa aumcyHkums JDK, MK wnn nameHeHua npu
nposegeHumn tecta ¢ ®PH, moxeT ObITb pacCMOTPEHA BO3MOXHOCTb ONepaTUBHOIO fe4YeHus B
Crny4ae HU3KOro XMpypruyeckoro pucka.

Mpumeyanme: | — knacc pekomenaaumin, | — yposeHb nokasatensHocTy; f— rpaanenTs JaBnenus, namepeHHbIe C
MOMOLLbIO [OMMNIIEPOBCKOr0 UCCreaoBaHusl, MOTYT MepeoLeHMBaTb CTeneHb OBCTPYKUMM M MOryT noTpeGoBaTb
NOATBEPXXAEHMS C MOMOLLbIO KaTeTepusauun cepaua.

CokpaweHus: DK — runeptpodumsi neeoro xenygouka, MBC — uwemnyeckas 6onesHb cepaua, JDK — neBbin
xenygouyek, ®B — dpakuums Beibpoca, PH — dnanyeckas Harpyska.

4.5.2.5. HabnwdeHue

MocTostHHOE W perynspHoe HabniogeHne B TeYEeHWEe BCEW XKWU3HW, BKNOYaroLee
BbinonHeHne IxoKI, TpebyeTcs ana onpegeneHuss NporpeccMpoBaHnst o0CTpyKumn (pegko),
OLEHKN pa3mepoB 1 oyHKUMK JIK 1 BbISIBNEHMS CUMNTOMOB, a MOCe XMPYpPrmyeckoro nevyeHuns
— ONSA BbISABNEHUS NO3OHEro pecrteHosa, pas3sutna aHespusmbl (MPT/KT) 1 BO3HUMKHOBEHUA U
nporpeccupoBaHna  WMBC. HabniogeHne  OomMkHO — npegycmaTpuBatb  OCMOTPbl B
creumanmsMpoBaHHbIX MO neveHuto B3pocrnbix ¢ BINC ueHTpax.

4.5.2.6. [ononHumerbHbIe MofoXXeHus!

dusnyeckne Harpysku/3aHaTus cnoptom: cMm. pasgen 4.5.1 (knanaHHbein AC).

BepemeHHocTb: cM. pa3gen 4.5.1 (knanaHHbiM AC). Y MYXYMH U XEHLIMH C CUHOPOMOM
Bunbamca-bonpeHa wn mytaumen reHa anactmHa puck TpaHcmuccum coctasnsetr 50%
(pekomeHayeTCcst CEMENHbBIA CKPUHWHT).

Mpodunaktuka NI: pekomeHOyeTCcA TONMbKO NauMeHTam BbICOKOro pucka (CMm. pasgen
3.4.6).

4.5.3. CybaopTanbHbIi CTEHO3

4.5.3.1. BeeOeHue u obuwue rosoxxeHusl

CybGaopTanbHbli CTEHO3 MOXET ObITb CaMOCTOATENbHLIM 3aboneBaHNeM, O4HAKO 4acTo

coyetaeTca ¢ 3abonesaHuamu AK, OMXKI, ABK wnun komnnekcom LLoHa (MHOroyposHeBas




00CTpyKLMs neBbix oTaenoB cepaua). OH Takke MOXET pasBMBaTbCs NOCME KOPPEKUUN ITUX
aHomanui. Ero npuumHon moxeT ObiTb Hanuumne ubposHoro rpebHsi/konbua B BTIDK,
pacnonoxeHHoro npokcumansHee AK , nnn punbposHo-mbievHoe cyxeHne. CybGaopTanbHbii
CTEHO3  HeobxogMmo  guddepeHuMpoBatb C  OBCTPYKTUBHOWM rmnepTpoduyeckomn
KapguomumonaTuen.

4.5.3.2. KnuHu4eckue rposerieHuUs U ecmecmeeHHoe me4veHue

KnuHuyeckne nposiBneHnss oveHb BapuabunbHbl. Hanuume conytcrBytowero BIC,
ocobeHHo [OMXKI1, cBs3aHO nporpeccMpoBaHMil0 cybaopTanbHOro CTeHo3a; BO3pacT, Mo-
BUOMMOMY, HE MMEET 3HayeHus Ons TedeHus 3aboneBaHund. AP BCcTpevaeTcsa 4acTo, 0gHakKo
OHa pefko remMogvHaMumyecku 3Hadmma unu nporpeccupyet [182]. Mmetotca coobuenna o
BHE3anHon cMepTu NaumMeHToB ¢ cybaopTanbHbIM CTEHO30M, XOTSA TakMe Crnydanm He YacThbl.

4.5.3.3. [uazHocmuka

O6wume npuHUMNbI onucaHbl B pasgene 3.3.

O6beKkTuBHbIE AaHHbIE BKMOYAKT, rMaBHbIM 0OPa3OM, CUCTONMYECKUIA LUYM W3rHaAHWUS
BAOOSb NEBOro Kpas rpyauHbl 6€3 CUCTONNYECKOro ToHa M3rHaHnA. Anactonmyecknin lWym MoxeT
ObITb CBA3aH C Hanuunem AP.

OxoKI™ Busyanuampyet aHaTtomuto BTJDK, accoummpoBaHHble aHomanum AK, cteneHb AP,
dyHkuuio JDK, TTDK un conytcTByowme nopaxeHus. [onnnepoBckoe wuccnegosaHwe faet
BO3MOXHOCTb YCTA@HOBUTb TSDXKECTb MNOAKManaHHoOW O6CTPyKuuKW, OOHAKO rpaguveHThl,
N3MEPEHHbIE 3TUM METOLOM, MOryT nepeoueHuBaTb CTEMNeHb OOCTPYKUMU, U MOXET
noTpeboBaTbCs NOATBEPXAEHME C MNOMOLLbK KaTeTepu3aumm cepgua. WHoraa Ttpebyetca
BbINosiHeHWe YpecnuweBogHor IxoKIlm ana nyywen gemMoHcTpauun membpaHbl nnu konsua. 3D
ypecnmweogHaa OxoKIT moxeT ObiTb None3Hon 4YToObl BbIIBUTb OCOOEHHOCTU CHOXHON
aHaTtomumn BTITK v nnaHnmeTprnyeckn paccumtaTtb nnowanb 00CTpyKLmMK.

MPT mMoxeT ObiTb MonesHa Ana onucaHus criokHon aHatomum BTIDK, ocobeHHo y
NauneHToB C NNOXMM aKyCTUYECKUM OKHOM.

4.5.3.4. Xupypaudyeckoe/kamemepHoe eMmewamesibCmeo

OnepaTtnBHOE neveHne ABNAeTCs eANHCTBEHHbIM 3(P(PEKTUBHBEIM METOAOM U BKMNOYAET B
cebsa NOonHy pesekunto ubpo3HOro rpebHs/Konbua M YacTU MbILWEYHOrO0 OCHOBaHUA BOOSb
neBon centanbHOM noBepxHOCTU. CybaopTanbHblii CTEHO3 (PUOPO3HO-MbILEYHOTO UMK
TYHHENbHOro TMNoB TpebyeT 6onee o6WMpPHOW pesekummn unu onepauumn KoHHo. Xupypruyeckue
pesynbTaTbl 06bIYHO XOPOLLME, O4HAKO BO3MOXHO pa3BuUTME pecTeHo3a. Y NaumMeHTOB C HU3KUM
XUPYPrMY4ECKUM PUCKOM MPU HaNM4YMM TEXHMYECKOW BO3MOXHOCTM, MOPOr Ansi BMellaTenbcTBa

HMnXe, 4emM TMnpu KnanaHHOM AC, NOCKOJIbKY He€e Tpe6yeTc;| mnMmnnaHtTauma WUCKyCCTBEHHOro



knanana. lNpn Hanuuun BbipaXXeHHOW UnNu ymepeHHon AP crnegyeTt npoBeCTU MAacTuUKy Unu
3aMeHy KrnanaHa B xoZie ornepaTUBHOIoO BMeLlaTenbCTBa.

4.5.3.5. HabnwodeHue

HeonepupoBaHHbIM naumeHTam TpebyeTca MNOXU3HEHHOE perynsipHoe HabnwaeHue c
BbINnonHeHneM OxoKI™ ansa BbISBNEHUS NporpeccupoBaHus ob6CcTpykumnmn, AP 1 oueHkn doyHKUMN,
pasmepoB M TonwuHbl cTteHok JDK. Takke Heobxogumo perynspHoe HabniogeHve B
nocrieonepaumMoHHOM nepuoae AN BbISBAEHUA W HabnoaeHns no3gHMX PEeCTEHO30B,
nporpeccupytowen AP 1 OCNOXHEHUN Takmx Kak, aputMum mn 6rnokagbl cepgua, a Takke
SATPOreHHbIE OMXKT. HabnoaeHne OOJIMKHO npegycmatpusaTb OCMOTpbI B
cneuManusnpoBaHHbIX LEHTpax Mo nedeHuto B3pocnblix ¢ BIC, a 4yactota Bu3anToB Ans
HabngeHus onpeaenseTca npegnonaraemsiM NporpeccnpoBaHnemM 3abonesaHus.

PekomeHAaaumm no npoBeAeHUI0 BMeLLaTeNbCTBa Npu cybaopTanbHOM CTeHO3e

PekoMeHaaLmy Knaccll | Yposenbf

Xupypruyeckoe BMeLLaTensCTBO PEKOMEHAOBAHO CUMTOMHbIM NauMeHTam (CMOHTaHHbIMU UNu | | C
BbISIBNEHHbIMW C NomoLbo Npobbl ¢ ®H) n cpegHem rpagveHTe faBneHWs No AaHHbIM
JonnnepoBckoro nccnegosanunsa 240 mm pT.CT.I

Y 6eccumMnTOMHbIX MauUWEHTOB CcredyeT pacCMOTPETb  BO3MOXHOCTb  BbIMOfHeHus | lla C
XUPYPru4eckoro BMellaTenbCTBa MpPU  HanMMuuu OJHOTO WM HECKOMbKMX  CriedyroLmx
MPW3HAKOB:

o CpepgHui rpagueHT <40 mm pT.cT., HO ®B JIK <50%.

o NmeeTcsa Taxenas AP n KC[ JTK >50 mm (nnm 25 MM/MI MAT) n/vnn ®B <50%I.

o CpedHui rpagneHT AaBneHns no AaHHbIM AONMNAEpOBCKOro uccnegosanms 240 mm pT.CT.I n
nmeeTcs BblpaxeHHasa MK,

e CpedHuin rpagMeHT gaBneHns No AaHHbIM AONMNEpPOBCKOro uccnegosanns =40 mm pT.CT.I n
perncTpupyetcs cHmkeHne ALl HMXe NCXoQHOro ypoBHsI Ha poHe npobbl ¢ OH.

Y  6eccMMnTOMHbIX MaUMeHTOB CrneayeT  pacCMOTPETb  BO3MOXHOCTb  BbinoniHeHus | lb C
XUPYPrM4eckoro BMeLllaTenbcTBa MpU  HanMMuuMM OOHOTO MM HECKOMbKUX  CriedyroLmx
NPU3HAKOB:

o CpegHuii rpagneHT AaBneHns No AaHHbIM AONMNEPOBCKOro nccnegosanns 240 mm pT.CT.I,
coctosHune JIXK HopmanbHoe (PB >50%, HeT [TK), HopmanbHble pe3ynbTatbl Npobbl ¢ PH, 1
XUPYPrUYECKNIA PUCK SBMSIETCA HU3KMM.

e lMmeeTcsa gokasaHHoe nporpeccupoBanne AP, npu 3TomM cteneHb AP Gonee 4em nerkas (c
Lenblo NpeaynpeanTb AarnbHellee NporpeccMpoBaHne).

MpumeyaHue: | — Krnacc pekoMeHgauum, |— YpOBEHb AoKa3aTenbHOCTH; |— rpagueHThbl aBnNEHUs, UBMEPEHHbIE C
MOMOLLIbIO AOMMMEPOBCKOr0 MCCNeaoBaHus, MOTYT MepeoleHnBaTb CTeneHb OOBCTPyKUMM M MOryT notpeboBaTb
NoATBEPXKAEHMS C MOMOLLbIO KaTeTepu3auun cepaua; | — cM. pekomeHgaumm EOK no BepeHuio nauMeHToB C
KnanaHHbIMM nopokamu cepaua 2017r.

CokpaweHusa: ALl — aptepuanbHoe faBneHue, AP — aopTanbHas peryprutauuns, DK — runeptpodms nesoro
xenygouka, KC[ — koHe4dHo-cucTonnyeckun amametp, JIK — neBbint xenynoyek, ®B — dpakumsa Beibpoca, PH —
dusunyeckasn Harpyska.

4.5.3.6. [JononHumersibHbIe MosIoXeHUs
o dusmyeckme Harpysku/3aHaTua cnoptom: cMm. pasgen 4.5.1 (knanaHHbin AC).
e bepemeHHOCTL: NpoTMBONOKasaHa TOMNbKO MPU TSXenom cybaopTanbHOM CTEHO3e,

conpoeoXxagawwemcd KIMMHNYECKUMN NPOABIIEHUAMU, XNPYPrm4eckoe BMeLllaTesibCTBO OOJTKHO




OblTb BbIMNOMIHEHO [0 HACTynneHns 6epemMeHHocTM (gaxe npu OGecCMMNTOMHOM TeYeHUu
Tshkenoro cybaoptanbHOro CTeHo3a crnefyet paccMOTpeTb LenecoobpasHOCTb onepaTMBHOMO
neveHus) (cm. pasgen 3.5.7).

e [Mpodpunaktuka N3: pekomeHOyeTCs TONbKO NauueHTaMm BbICOKOro pucka (CM. pasgen
3.4.6).

4.6. Koapkrauusa aopThbl

4.6.1. BBegeHune n obme nonoxeHus

Koapktaumst aopTbl npeactaBngaeT cobon bopmy reHepann3oBaHHON apTepuonaTtum u He
orpaHu4MBaeTCs cyxxeHmeM aopTbl. OHa MOXET pa3BMBaTbCA KakK floKarnbHbIA CTEHO3, NMMBO Kak
NPOTSKEHHbIN. B BUAE MMNONMasnm cermeHTa (gyrn) aopTbl. B TUNWYHBIX cnyyasx KoapKTauus
pacnonaraetca B obnactn BnageHuna OAIll, pegko BCTpedalrTcsl aKTonuyeckne ¢opmbl (B
obnacTn BoCxogsLen, HUCXOASLWEN U BpoLLHON aopThl).

AccoumvpoBaHHble HapylieHus BknwovalT asyxctBopyatbin AK (oo 85% cny4vaes),
aHeBpM3My BOCXOAALWEN aopTbl, NOAKNANaHHbIM UNu HagknanaHHeln AC, HagknanaHHbin MC
(BknoYas napalwwtoTHbIA KnanaH), komnnekc WoHa unu cnoxHele BINC. Koapkrtaumsa aopTbl
MOXeT accouumpoBaTbCsd C CUMHOPOMOM TepHepa unu cuHgpomoMm Bunbamca-bonpena. Y
naunveHToB C KoapKTauuenh aopTbl OMuUCaHbl BHecepAeyHble COCyAUCTble aHOManuu, B TOM
yucrne, aHomaribHoe OTXOXAEeHue npaBov noAkMnw4vnyHoM apTepum (B 4-5% crniydaes),
KonnartepanbHbI apTepuanbHbI KPOBOTOK U BHyTpuyepenHbie aHeBpuambl (4o 10% cny4vaes).

4.6.2. KnuHu4yeckue nposiBrieHUs 1 eCTeCTBEHHOE TeYyeHue

CuMNTOMBI N MPU3HAKM 3aBUCAT OT TSXKECTU KOApPKTauun aopTbl. Y NaLMEHTOB C TSHXXENOoW
KoapKkTaumen oHn obblMHO MPOSBAAIOTCA B paHHEM MEPUOLE XKM3HW, a Nnerkme opMbl MOryT
npoTekaTb 6ecCMMNTOMHO OO TEX MOp, MoKa KoapKTauus He AnarHOCTMPYeTCsl Y B3POCHOro
nauueHTa B pamkax obcrnegosaHuna no nosoay Al

OCHOBHblE ~ CMMMNTOMbI  BKMAKOYAKOT  rOMOBHble  60OMM, HOCOBblIE  KPOBOTEYEHWUS,
FONOBOKPYXEHUS, LWYM B ywax, ogbllKy, 60nn B XMBOTE, MepemMexatollylocs XpOMOTy W
NnoxonogaHne HMKHUX KOHEYHOCTEN.

[ns naumeHToB C KoapKTauMen aopTbl AOCTUILLMX NOLPOCTKOBOrO BO3pacTa XapakTepHa
Xopowas BbbkMBaeMoCTb A0 Bo3pacta 60 net. OTmevaeTcs Bbicokas 3aboneBaemocTb B
OTAaneHHoM rnepuoae, OOHaKO OHa, Kak npaBuno, accoummpoBaHa C OCMIOXHEHUSIMU CO
CTOPOHbI a0PThl U ANUTESNBHO CYLLLECTBYHOLLEN runepTeH3nen [183].

Mpn ecTecTBEHHOM TeYeHUM BO3MOXHO passutve CH, BHyTpuyepenHbiX KPOBOMUIMUAHWUIA
(B cBA3M C HanuumeMm  MewoTvaTbiX  aHeBpU3M), WHQEKUMOHHOro  3HOOKapauTa,
paspbiBa/guccekumn  apTbl, paHHero nopaxenns KA un uepebpanbHbiXx aptepum u

accoLnnpoBaHHbIX 3abonesaHuii cepaua.



4.6.3. OuarHoctuka

O6wme npuHuunbl onucaHbl B pasgene 3.3.

OducHoe ALl namepsaeTcss Ha BEPXHUX N HUXKHUX KOHEYHOCTAX — 3TO MepBooYepeHble
mMeToabl obcnenoBaHusi, HeobxoauMble LA BCEX MNaAUMEHTOB C KoapkTauwen. Hanuudue
rpaguMeHTa OaBreHus MeXay BEepXHUMUM N HUKHUMM KOHEYHOCTAMM (4Nns CUCTONMYECKOro
pasneHnss 220 MM pT.CT.) CBMAETENbCTBYET O 3Hayumon koapktauuun. OcnabneHune wunu
OTCYTCTBME MyNbCa Ha HWXHUX KOHEYHOCTSIX UM OTCTaBaHMe MynbCOBOW BOSHbI Ha 6eapeHHon
apTepun Takke CBMAETENLCTBYIOT O BbIpaXXEHHOWN KoapKTaLuuu.

AmbynatopHble  uamepeHuss ALl (Ha nNpaBoW  pyKe) peKkoMeHAOBaHbl AN
BbisiBneHna/noaTeepxaenna Al (cpegHee cuctonudeckoe Al 3a 24 4 >130 MM pT.CT. uU/unm
Anactonuyeckoe Al >80 mm pT.CT.).

[pyrve npu3Haku BKNHOYAKT HanuuMe OpOXaHUs Hag MeyeBUOHbIM OTPOCTKOM (npwu
npokcMmarnbHoOn o6CTpykumn), (CUCTONNYECKUIA) LUYM B MEXIOMNATOYHOM MPOCTPAHCTBE WU
AnvTenbHble WyMbl (BCNEACTBME HanuMuus KonnaTepanbHblX cocygoB). [lpy  TodeyHoum
KoapKTauuu LwyMbl MOTYT MOMHOCTBIO OTCYTCTBOBATb.

[Mpn peHTreHorpaun rpygHOM KIeTKM XapakKTepHO Hanuyue ysypauuu TpeTbero wu
4YeTBEPTOro (BNMoTb A0 BOCbMOro) pebep B pesynbTaTe Hanuuna Kkonnatepanen.

OxOKI' no3BonsieTr OuUeHUTb JoKanuaauuo, CTPYKTYPY W NPOTSXKEHHOCTb KoapKTauuu,
dyHkumo JDK, Hanuune DK, accounnpoBaHHble gedekTbl, a Takke guameTp aopTbl. PacyeT
rpaguMeHToB C MOMOLLBK  OOMNMSEPOBCKOrO UCCMEeAoBaHUA He UMEKT 3HayeHus ans
KONIMYECTBEHHOM OLIEHKM HW MPU HATMBHOMW KOApKTauuu, HX y NaumeHToB nocne onepauuun. B
ycnoBmnax O0nbLIOro KONMYecTBa KonnaTteparnbHbiX apTepUn rpagueHTbl He MokKasaTenbHbl.
[Mocne xupyprnyeckon Koppekuumn unm CTEHTUPOBaAHUS BO3MOXHO YBENUYEeHNe CUCTONUYECKOM
CKOPOCTU KPOBOTOKA, AaXe B OTCYTCTBME 3HAYMMOrO CYXXEHUHA, YTO 06YyCnoBneHO MOHWMXEHHON
XKECTKOCTbIO aopTbl. B pesynbtate pacyeT rpagneHToB oKasbiBaeTCca HEMHOPMATUBHBIM.

MPT wu KT cepgua, Bkwovas 3D  pPEKOHCTPYKUMIO, SABNSAKOTCA  OCHOBHbIMW
npeanoYTUTENbHbIMU HEMHBA3UBHLIMW MeTo4aMWN ONArHOCTUKK, NO3BOMSOWNMN OLEHUTb BCHO
aopTy Yy NoApocTKoB 1 B3pochnbix. Oba meToaa AatoT BO3MOXHOCTbL ONpeaennTb Siokanmsauumio,
NPOTSKEHHOCTb U CTEMEHb CYXEHWA aopTbl, BU3yanu3npoBaTb Ayry aopTbl, COCyAbl LIEN W
rofnoBbl, OLEHUTb COCTOSAHME aopTbl A0 M NOCMe CyXeHud, a Takke konnatepanu. Oba metoaa
NO3BOMAIOT BbIABUTb OCMOXHEHUSA, TakKMe Kak aHeBpu3ma, nceBgoaHeBpu3aMa, PeCcTeHO3 Unu
pesngyarbHbi CTEHO3 [184].

Buayanusaumss BHyTpuYepenHbiX COCyAOB MoKa3aHa Mnpwv HanuyMm CUMMTOMOB W/Mnn

KNUHUYECKMX NPOABNEHUN aHEBPU3MbI/pPa3pbiBOB.



KaTeTepusauusa cepgua ¢ maHoMeTpuen (pasHuua NUKOBLIX rpagneHToB gasneHunsa =20
MM PT.CT.) NO3BOSISET AMArHOCTUPOBATb rEMOAUHAMUYECKN 3HAYUMMYIO KOApKTauuio aopTbl B
OTCYTCTBME BblpaXeHHbIX Konsiatepanen 1 BbINOSHAETCHA B YCIOBUSX WHBA3UBHOMO NeYeHus.
CnepyeT oTMETUTb, YTO Yy MAUMEHTOB, MOSlyvyaroLWwmMx obLLy0 aHeCcTe3nto, MHBa3MBHas OLEeHKa
rpagMeHTOB MOXET BbISBNATbL Bonee H13Kne nokasatenu.

4.6.4. Xupypruyeckoe/kateTepHoe BMeLIaTeNbCTBO

[Moka3aHna K WMHBA3MBHOMY fl€4YEHUIO CyMMWUpPOBaHbl B Tabnuue «PekomeHngauumn no
npoBeeHn0 BMeLLaTeibCcTBa y NaUNEHTOB C KOapKTaunen 1 noBTOPHOM KoapKTaumen aopTbl»
N Ha pUcyHkKe 6.

[Mpn HaTMBHOW KOApPKTaUMW aopThl, @ TaKXKe NPY BO3HUKHOBEHUWN pe-KoapKTauuu, B cryyae
TEXHMYECKON BO3MOXHOCTU BO MHOIMMX CleumanuanpoBaHHbIX LeHTpax MeTOAOM Bbibopa
aBngeTca creHTupoBaHue [185]. lNpegnoyTuTenbHbIM SBAAETCA UCMNONb30BaHME CTEHTOB C
NEeKapCTBEHHbIM MOKPbLITUEM, MOCKOSIbKY OHW accouuumpyloTcss ¢ Gonee HU3KOW 4YacToTou
OCNOXHEHUN B Brivxkanwem m otaaneHHoM nepuogax [186]. PassuBaeTcss HanpaBneHue no
ncnonb3oBaHuo GuoaerpagnpyemMbiX CTEHTOB, HO OHM Yalle UMMNIAHTUPYKOTCS AeTsaM, Koraa
eLe NpoaoSNKaeTcsa pocT aopThl.

bannoHHaa aHrMonnactvka BbIMOMHAETCS Yy B3POCMbIX TOMbKO B Cly4yae MNOBTOPHON
KoapKTauuu paHee CTEHTMPOBaAHHOM aopThl.

B neguatpuyeckon npakTvke UCMNONb3YHT pPe3ekumio C MNocneayowmM HanoXeHuem
aHacToMO3a KOHeL-B-KOHeL, pe3eKkuuio C NnocrnenylowmM HanoXeHneM aHacTtomMo3a KOHeL-B-
KOHeL, Ha NPOTSXKEHUKN, NNACTUKY CUHTETMYECKOM 3annaToun, NNacTuKy NOCKYTOM NOAKNHYNYHON
apTepun, ycTaHOBKa MpoTe3a, a TakKe LYyHTUPOBaHWE, Yy B3POCHbIX OObIMHO BO3MOXHO
NCronb30BaHWe TOMbKO ABYX MOCNegHUX MeTodoB. Y B3pOCMbIX MaUWEHTOB CO COXHOW
aHaToMMen nopoka MeToAoM BbiOOpa MOXET ObiTb HaNOXeHWe KOHOAYMTOB OT BOCXOLSALEN K
HUCxXogsaLWwen aopTe. XOTS XUPYPrUYECKUN PUCK NPU NPOCTON KoapKTauuu obblMHO cocTaBnseT
<1%, OH cyllecTBeHHO yBenuunsaeTcs k Bo3pacty 30-40 nert. lNoBpexaeHne CIMHHOIO Mo3ra B
HacTosiLLee BpeMs cTanu kpanHe pegkmmm [187].

[MocKkonbKy KoapKTauuMsi — 3TO HE TONbKO JfloKanbHOE MopaXeHne aopTbl, HeobxoauMmo
NPUHUMAaTb BO BHMMaHNE BO3MOXHbIE aCCOLMMPOBAHHbIE NopaxeHusl, Tpebyrouime NHBa3nBHbIX
BMeLlaTenbCTB:

e AccoummnpoBaHHbI 3Ha4YMMbIN cTeHo3 AK nnn AP (BukycnnganbHbi Knanan).

e AHeBpM3Ma BOCXOAsLWen aopTbl ¢ guameTpom >50 MM mnn BbiCTpoe yBenuMyeHne ee
AnameTpa.

e AHeBpu3Ma 1 NceBgoaHEBpPM3Ma B MeCTE KOapKTaLlun.

e CumnTOMHbIE UNKn Gonblune aHeBpu3Mbl Bunnuanesa kpyra.



INeyeHne OOMKHO NPOBOANTLCA B CrieLMann3vpoBaHHbIX LieHTpax.
PekomeHaaumm no npoBeneHUo onepaTMBHOro BMellaTeNibCTBa NPU KoapKTauun aopThbl

M pe-KoapKTauuu

PekomeHaaLmm Knaccll | Yposenbf

Koppekumna koapkTauuu aopTbl WM peuMamBa  KoapkTauuu  (Xupypruyeckas unu C
SHA0BACKYNsipHas) nokasaHa nauveHTam ¢ Al ¢ NoBbIlLEHHbIM rpaaMeHToM AaBneHust (Mo
JaHHbIM HEeWHBAa3MBHbIX METOAOB O6GCnedoBaHMsl) MeXAYy BEPXHUMU U HDKHUMU
KOHEYHOCTSAMM, NOATBEPXAEHHbIM pesynbTaTaMy WHBA3MBHOW OLEHKU (pasHuUa MMKOBbLIX
rpagveHToB pdaBrieHuss 220 MM pT.CT.), NpeanoyTeHve OTAaeTCs 3HOO0BAaCKYNsiPHOMY

BMELLATENbCTBY (CTEHTUPOBAHMIO) MPU HANMMYUM TEXHNYECKON BO3MOXKHOCTY.

OHOOBAaCKynspHOe  BMeELIATEeNbCTBO  (CTEHTMPOBAHME) MNpU  HanmMyuun  TeXHU4Yeckown | lla C
BO3MOXHOCTU [I0IDKHO 06cyx/aaThest y naumenTos ¢ A, y koTopbix uMeeTcsi cyxeHne aopTsl
>50% puameTpa aopTbl Ha ypoBHE Avadparmbl, AaXe ecrnn pasHuua MUKOBbIX MPaaneHTOB
no AaHHbIM MHBA3MBHOW OLEeHKN <20 MM pPT.CT.

OHOoBacKyndApHOe  BMeLIaTenbCTBO  (CTEHTMPOBAHME) MNpU  HanuMyuumu  TexHu4deckowm | lla C
BO3MOXHOCTU. AOMKHO 0BCYKAaThCs Yy naumeHToB 6e3 AMf, ¢ noBbileHHbIM rpagneHToMm
haBneHnss (N0 JAaHHbIM HEWHBA3UBHbIX METOOO0B 00CnefoBaHus) MeXAy BepXHUMU W
HWKHUMUW KOHEYHOCTAMMU, MOATBEPXAEHHbIM pe3ynbTaTaMyv WHBA3MBHOW OLEHKU (pasHuua
NUKOBbLIX rPaaneHToB AaBneHns 220 MM pT.cT.).

BbinonHeHMe 3SHOOBACKYNSIPHOM KOPPEKUUM (CTEHTMPOBAHME) MPU HanmuMumm TexHudeckomn |llb C
BO3MOXHOCTU, MOXeT obcyxaaTbcs y nauneHto 6e3 Alf, y koTopbix MMeeTcs cyxeHue
aoptbl =50% pguameTpa aopTbl Ha YpoBHe AuadparMbl, AaXe €eCnv pasHuua MUKOBbIX

rpagMeHToB AaBreHnsa No aHHbIM MHBa3MBHOW oL eHKkM <20 MM pT.CT.

Mpumeyanme: | — knacc pekomengaumit, | — ypoeeHb gokasatenbHocTy; | — cnegyeT npoeectn amGynaTopHoe
MoHuTOpUpoBaHne ALl Ha npaBon pyke Ans guarHocTukm Al

CokpalueHue: Al — apTepuanbHas runepTeH3us.

BepneHue naumeHTa ¢ KoapKTauuen aopTbl U pe-KoapKTauuen

ApTepuanbHas runepTeHsusf?

Het Oa
pa3HuLa NUKOBLIX rPaAUeHTOB pasHuLLa NMKOBbLIX FPaanNeHToB

AaBreHus No AaHHbIM MHBA3WBHOW AaBNEHUS MO AaHHbIM UHBa3MBHOWM

oueHku 220 mm p. cT.f oLieHkn 220 mm pT. cT.f

Het [a Het Ja
BwmeluaTtenbcTBo BwmeluaTtenbcTBo
lla |

CyxeHue aopTbl 250%f CyxeHue aopTbl 250%f

Het Ja Het [a

BmelnaTtenbcTtBo BmellatenbcTBO

Ib lla

KOHCGpBaTI/IBHoe neyeHune

Puc. 6. TakTka BegeHNa NauneHToB C KoapKTaumen aopTbl U pe-KoapKTaunen.

MpumeyaHue: | — criegyeT NpoBecTu ambyrnaTopHoe MOHUTOpUpoBaHne Al Ha npaBow pyke Anst anarHoctuku Al
- no naHHbIM MHBa3MBHOM oueHku; |- oTHoCUTENBHO AMaMeTpa aopThl HA ypoBHE Avadparmbi.

4.6.5. HabnrwopgeHue

Pesmu,yaanble ABNeHnd, nocneacTesna N OCIOoXHEeHUA npmuBegeHbl HUXKeE:



e YacTto BcTpeyvaeTcs Al, BbisiBNseMas B Nokoe unuv npu (pusandeckon Harpyske, gaxe
nocrnie NpoBeAEeHUs1 YCMELLUHOro feYeHns, YTo ABNAETCS BaKHbIM (DAKTOPOM pUCKa PaHHEro
pebiota MBC, gucyHKUMM XenyaovykoB M paspbiBOB aopThl unu uepebparnbHbiX aHeBPU3M
[188].

e [eomeTpna payrm aopTbl (roTudeckasi, ambpasypHasi, HopMmarnbHasl) U MarneHbKUN
pasmMmep aopTbl B 061acTu CTEHTUPOBAHNA MOTYT UMETb 3Ha4vyeHne anga passutus All. CyTodHoe
ambynaTtopHoe MoHuTOpupoBaHne ALl Ha npaBown pyke nydwe BbigBNsaeT Al, YeM OgHOKpaTHble
namepenna ALl [189]. KnuHnyeckoe 3HayeHMe U30NMPOBaHHOW rMNEPTEH3UN, NPOBOLMPYEMON
doM3n4eCcKon Harpy3Kkon, B HACTOsLLLEE BPEMS ABMSETCH MPUINHON OUCKYCCUN.

e [loBbileHWe rpagueHTa gasrneHns (cuctonuyeckoro 220 MM PT.CT.) MeXOy BEPXHUMU U
HWKHMMW KOHEYHOCTSMU yKasblBaeT Ha pe-koapkTaumio n TpebyeT npoBeaeHUs UHBA3UBHOMO
obcnegoBaHna Ansi NOATBEPXKAEHMS ANarHo3a 1 NPUHATUS PEeLLEHUS O TaKTUKE NeYEHMs.

e MegukameHTO3HOE nedeHne Al crnegyer npoBoAUTb B COOTBETCTBUM  C
PekomeHpaumamm EOK/EOAI 2018r [190].

e Peungusupylowas wmnu pesugyanbHaa KoapKTauus aopTbl MOXET Bbl3blBaTb WK
ycyrybnate cuctemHuyto AlC 1 ee OCNOoXXHEHUS.

e AHeBpU3Mbl BOCXOASLWEN aopTbl UMM B MeCTe BMellaTeNbCTBa SABMATCA (pakTopamu
pucka paspbiBa U cmepTu. lNnactuka ¢ nomowbro 3annartbl (Hanpumep, OakpOH) co3garT
OCOBEHHO BbLICOKMIA PUCK Pa3BUTUS aHEBPM3MblI B MeCTe BMellaTenbCTBa, a YCTaHOBKa
NpPoOTEe30B MOXET MPMBECTU K pa3BuTUIO nceBaoaHeBpuamMbl [191], B cBs3M ¢ YyeM TpebyeTcs
perynspHoe HabnogeHe ¢ NCNonNb3oBaHNE BU3yanuanpyroLmnx MeToa0B.

BHumaHua TpebyoT naumeHTel ¢ AByctBopuvatbiM  AK, nopaXeHnem MuUTpanbHOro
KnanaHa, paHHum pebiotom MBC n «mewoTtyatbiMny aHeBpuamamun BunnuameBa kpyra (y
BO0nbHbIX C 6ECCMMNTOMHBIM TEYEHNEM CKPUHWUHT B PYTUHHOW NPAaKTUKE HE PEKOMEHAOBAH).

Bce naumeHTbl ¢ KOapKTauMen aopTbl HYXOalTCA B perynspHoM HabnogeHun He pexe
ofHoro pasa B rog. TpebyeTcs Bu3yanusaums aopTbl (NpegnoyvtuTensHo ¢ nomowbio MPT) ana
OLIEHKM ee COCTOSAHMNA B NMocneonepaumnoHHOM Nepuoae 1 BbisiIBIIEHUST BO3MOXHbIX OCITOXHEHUI
(pecTeH030B, aHEBPU3M U NOXHbIX aHEBPU3M). PekoMmeHayemble UHTepBarbl AN BbIMNOSHEHNUSA
BM3yanuaauumn obbli4HO cocTaBnAaoT 3-5 neT, ogHako 3TO 3aBUCUT OT MCXOAHOIO COCTOSHUS.

4.6.6. [JononHuTenbHblIe NOJIOXEHUNA

o dusmyeckme Harpysku/3aHAaTUA CNOPTOM: naumeHTbl 6e3 pesngyanbHon o6CTpyKuumn C
HopmanbHbiM ALl B NOKOE M Npu PU3NYECKMX Harpyskax, Kak npaBuio, MOryT BECTU OObIYHbIV
obpa3s xn3Hu 6e3 orpaHudeHuin. MNMauuweHTbl ¢ Al, pesvayanbHOW OBCTpyKUMENn unn Opyrumm
OCNOXHEHUSIMU OOSMKHblI M3beratb TSHXKENbIX M30METPUYECKUX HArpy3ok B COOTBETCTBUMM C

TXKEeCTblo 3aboneBaHus.



e bepemeHHOCTb: MoOcCne ycnewHoOW KOppekuun KoapKTauum aopTbl OOMbLUMHCTBO
XEHLWMH nepeHocAT OepeMeHHOCTb ©0e3 cepbe3Hbix npobnem [43]. Y KEHWWH C
HEKOPPUTMPOBAHHOW KOapKTauuen, a Takke Yy naumeHTok umerowmnx Al pesngyanbHyo
KOoapKTauuio unm aHeBpmn3My aopTbl MOCIe ONepaTUBHOIO feYeHns, UMEKT NOBbIWEHHbIA PUCK
paspbiBa aopTbl uUnNu uepebpanbHblX aHEBPM3M BO BpeMsa GepemMeHHOCTU u poaoB. Takke
OTMeYeHa MNOBbILLEHHAsA YacToTa HeBblHalWMBaHUA 6epemeHHocTn n Al [192] (cm. pasgen
3.5.7).

e [Mpodunaktuka N3I: pekomeHayeTCca TOMbKO MauueHTam BbICOKOro pucka (CM. pasgen
3.4.6).

4.7. 3aboneBaHuA aopThbl

4.7.1. Cnupgpom MapdaHa n accouumpoBaHHble HacneacTBeHHble 3aboneBaHUU
rpyaHOU aopThbl

4.7.1.1. BsedeHue u OCHO8HbIE OJIOXKEHUS

CuHgpom MapdaHa oTHOCUTCS K rpynne HacneacTBeHHbIX 3aboneBaHnin rpygHOM aopThl,
BKMOYawwen B ceba  KIMHMYECKM U TEHEeTUYEeCKM  HEeOL4HOPOAHble  CMHAPOMBI,
XapakTepusylowmecs Hanudnem aHeBpu3Mbl WUNU OUCCEKUUM TpygHOro othena aopTbl B
Ka4yecTBe OCHOBHOro nposiBneHnsi. CUHOPOMHbIE N HECUHOPOMHbIE (M30NIMPOBaHHbIE) POPMBbI
3aboneBaHun rpyaHoOM aopTbl NPEeAcTaBnslOT COOOM 4YacTb KIMHUYECKOro CnekTpa, Ans
KOTOPOro XapakTepHbl 3HauYUTEerlbHble MepecedYeHns Mexay pasfnuyHbiMW CUHOPOMaMu W
3aboneBaHuaAMN.

Bonee nogpobHas uHpopmauus, kacarwLlaacs OTAeNbHbIX CUHAPOMOB, NpeAcTaBneHa B
PekomeHgaumax EOK no 3aboneBaHusm aoptbl (2014) [193], a Takke B cornacuterisHoM
AOKYMEHTe No reHeTnyeckoMy Tectupoanuto npu BINC/HacneacTBeHHbIX 3aboneBaHnax aopThbl
[140]. TlMockonbky BCe Oonblwe pAeTen C  CUHAPOMHbIMW  (bopmMamMu  HacneaCTBEHHbIX
3aboneBaHun rpygHOM aopTbl OCTUraloT 3pernioro Bo3pacta v HabnwgalTca cneumanucramm
no 3aboneBaHnsM B3pOCHbIX, 3TU PpeKOMeHAauumn yaensaT ocoboe BHUMaHWe cneunguyeckmm
cepOeyHo-cocyaucTbiM  OCrioXHeHns.  CuHgpom  MapdaHa cumTaeTcs  «MOoAenbHbIM»
3aboneBaHneM — gpyrme CcuHOPOMbI 0BCYXOalTCAa C TOYKM 3peHus anddepeHumansHon
ANArHOCTUKN C HUM.

4.7.1.2. KnuHu4eckue nposierieHus U ecmecmeeHHOe medyeHue

XoTH nopaxeHue rpyaHoro otaesia aopTbl (aHeBpu3Ma, BbisiBrisiemMasi Npyu CKPUHUHIOBOM
obGcnenoBaHn, UNU OUCCEKUNS, AMarHoCTMpyemas B OCTPON CUTyaummn) SBRSKOTCS OCHOBHBIMU
nposiBNeHnamMn cuHgpoma MapdaHa/HacneacTBeHHbIX 3aboneBaHui rpyaHOW aopThbl, BHe-
aopTanbHble NPOSABMEHNA CO CTOPOHbI ONMOPHO-ABUraTESNbLHOMO annaparta UM OpraHoB 3peHus

MOTYT OKa3aTbCA KITIOYOM K NMOCTaHOBKE AMarHo03a y HEKOTOPbIX MauneHTOB.



MporHo3 npu Bcex opmax HacnencTBeHHbIX 3aboneBaHuMi  rpygHOWM  aopThl
onpegenseTcs nporpeccMpyowwmuM pacliMpeHemM aopTbl, KOTOpoe NPUBOAMUT K AUCCEKUUN NN
paspbiBy aopTbl. [MporHo3 MoxeT BapbMpoBaTb B 3aBMCUMMOCTU OT reHeTU4ecKkoro aedpekra,
nexatiiero B OCHoBe 3aboneBaHud. B cpegHem, naumeHTbl ¢ cuHgpomom MapdaHa, He
nonyyarwwime nedvyeHus, ymmpatloT B Bo3pacte <40 neT, ogHako 3TOT nokasaTenb MOXHO
KoppurmpoBaTb B 0Owien nonynauum npu M3BeCTHOM AMarHo3e M npasunbHOM noaxope [29,
194]. bonee pegkue NpuUYnHLI cepaedHo-cocyancTom cmepTHocTy BrtodaroT CH n BCC [29].

Mpn cuHgpome MapdaHa OCHOBHbIM ()aKTOpPOM AUCCEKUMM aopTbl Tuna A sBnsieTcs
AnameTp KopHs aopTbl =250 mm [195]. [pyrve dakTopbl pMcKa BKHOYAKT CEMENHbIN aHaMHe3
Aauccekuun aopTbl NpuM MeHbleM ee auameTpe [193], CKOPOCTb pocTa KOPHS aopThl,
6epemeHHOCTb M All. IMeloTca gaHHble O pasnmMyusaX PUCKOB OCMOXHEHWUN, 0BYCNOBNEHHbIX
reHeTUY4eCKMMN OCOBEHHOCTAMM, KOTOpble cneayeT NpuHUMaTtb BO BHMMaHue. [pu HeKoTopbIX
dopmax HacrneAcCTBEHHbIX 3aboneBaHUMW BO3MOXHa Aunatauus wunu  amccekumst Opyrux
OTAENOB aopThbl, a TAKKe ee KPYMNHbIX BETBEN.

Hannune Ttsxkenon AP, TP wnn muTtpanbHOW peryprutaumm, obblMHO 0O0YyCnoBneHo
nponancoM KnarnaHa v MOXeT NPUBECTU K KITMHUYECKMM NPOSABMEHUsM 0ObeMHON neperpysku
xenygoukoB. OpHako nopaxeHne JDK MOXeT BO3HMKHYTb HEe3aBUCUMO OT MOpaXeHus
KnamaHoB, 4TO MOXeT ObiTb 06yCrnoBNeHO HapyweHusMmn putma. [lponanc muTpanbHOro
KnanaHa npu cuHagpome MapdaHa nposiBNsSeTca Ha paHHUX CcTagusax 3aboneBaHus u
NporpeccupyeT ¢ pasBUTUEM TSHKENOW perypruTtaumm, TpebytoLen XMpypruieckon Koppekumm, a
TaKke C BO3MOXHbIM MpUCOeANHEHNEM WHAEKUMOHHOIO 3HAoKapauTa Ha 6ornee paHHUX
cTagusx, 4em nNpu namonaTn4yeckom nponance MuTpanbHoro knanaHa [196].

4.7.1.3. [HuazHocmuka

PaHHee BbiSiBNEeHWEe M MNOCTaHOBKa NPaBWbHOMO AuarHo3a KpawHe BaXHbl, MOCKOJSIbKY
NPEBEHTUBHOE  BbLINOMIHEHNE  XMPYPrM4ecKoro BMeLllaTenbCTBa MOXeT npeaynpeaunTb
ANCCEKLUMIO U pas3pblB aopTbl. JTO TpebyeT paboTbl MHOronpouUIIbHON KOMaHabl C
WHTErpupoBaHMEM KIMHUYECKMX N FreHeTudeckux nccnegosanum [197]. uarHoctnka cuHgpoma
MapdgaHa ocHoBaHa Ha [EHTCKMX KPUTEPUSIX, OCHOBHbLIMW MapamMeTpamMu SABMAIOTCSA
aHeBpu3Ma/gucceKkumst KOpHS aopTbl M akTonusa xpyctanuka [198]. KpuTepun AamarHOCTMKK
ApYrmx HacneacTBeHHbIX 3aboneBaHni rpyaHoON aopThl pa3dpaboTaHbl HEAOCTATOYHO.

TecTnpoBaHne reHeTU4YecKkorW MaHenn MMeeT BaXXHOe 3HayeHue [Ans MOATBEepPXKOAeHUs
AnarHosa n onpefeneHns TakTUKM JedyeHus. YactoTa reHeTuyeckux MyTauui Bbllle npu
CHOPOMHbIX opmax (>90%), yem npu HecuHApoMHbIX (20-30%) [199]. MNpu BbIABNEHUU
naToreHHoro BapnaHTa Heob6xo4MMo NPOBECTU JOKITMHUYECKUA TEHETUYECKUI CKPUHUHT YNEHOB

CeéMbM C LEeNbIo paHHEero n KOPpPeKTHOro rie4eHns.



o OxoKI oueHka KOpHA aopTbl JOMMKHA BKAOYATb M3MEPEHNE aopTbl HA YPOBHAX KOmMbLa,
CUHYCOB, CUMHOTYBYNAPHOro coeauHeHusi, ANCTanbHOro oTaena BOCXOASALWEro oTaena aopThl,
AyrM 1 HUCxXoasLero otaena aoptbl. [NonyyeHHble pe3ynbTaTbl HEOOXOANMO KOPPEKTUPOBATL B
3aBMCUMMOCTM OT BO3pacTa, nona u nnowagM MnoBEepXHOCTU Tena KOHKPEeTHOro nauueHTa
ncnonb3ya craHgapTusoBaHHble Tabnuubl [200, 201]. Heobxogumo oueHuTb Mopdonoruto
KnanaHoB (Mpofianc MuTpanbHOro knanaHa, gsyxctBopyatbii AK) n nx OyHKUMIO, a Takxke
ucknountb Hanuumne OAIl. Cnepyet Takke onpegenutb pasmep JIXK n ero dyHkumio B
COOTBETCTBUU CO CTaHAAPTHbIMU PEKOMEHOALMSAMUN.

e MP- unn KT-aHrnorpacuio oT rosioBbl 4O Tasa crieqyeT BbIMOSMIHUTL KaXKAoOMY NauueHTy
ncxogHo, 4To obecneunT BU3yanusaumo BCEN aopThbl U ee BeTBeW. B JononHeHne K namepeHuto
ANaMeTpoB aopTbl Ha PasfnUYHbIX YPOBHSAX ANA MOCTAHOBKM AMarHo3a M OLUEHKU MporHosa
BaXkHa MHOpMaLMS O XxapakTepe XoA4a aopThl, ee BeTBen U mexpebepHbix aptepun [202, 203].

e [Mpn HanUuMn KIMHWYECKNX TMPOSABMEHUN criedyeT BbINOMHUTL  XONTEPOBCKOE
MoHuTopupoBaHue IAKI, MOCKOMbKY BO3MOXHO pa3BUTUE XeNygoYKOBbIX apuUTMUIN, HapyLUEHUI
nposoagumoctn n BCC.

4.7.1.4. MedukameHmMo3Hasi meparnusi

XOTS HM B OOHOM KIIMHMYECKOM WCCMeaoBaHUMM He yaanocb [OOCTUYb  CHUKEHUS
CMEPTHOCTW UIM YacTOTbl Auccekunn, 6eta-6nokaTtopbl OCTaOTCA OCHOBHOM MeaMKaMeHTO3HOW
Tepanuen npwu cuHgpome MapdaHa/HacneacTBeHHbIX 3aboneBaHWAX rpyaHoOM  aopThl,
NMOCKOSbKY OHW YMEHbLUAOT AaBfieHNe Ha CTEHKY aopTbl M CKOPOCTb YBENUYEHUS pa3mMepos
aoptbl [204]. BaxHO npoBOOUTL arpecCUBHY aHTUIMNEPTEH3UBHYID MeOUKaMEHTO3HYH
Tepanuio, HarnpaBfieHHYI Ha CHWXeHWe cpefHero cuctonunyeckoro Al no gaHHbIM CYyTOYHOro
MoHuTopupoBaHusa <130 mm pT.cT. (<110 MM PT.CT. Y NaumMeHToOB C AUCCEKUMEN aopTbl), XOTH
HEeT [aHHbIX, KOTOpble MNO3BONMMAN Obl YCTAHOBUTb TO4YHblE MoporoBble 3HadeHuss AL. [o
AaHHbIM HEeCKOmnbKMX uccnegoBaHun BPA He umetoT npemmywiecTts nepen 6eta-6nokatopamu
unn npu gobaeneHum Kk GeTa-bnokatopam, OOHAKO OHM MOTYT SABMSATbLCA anbTEePHATUBOMN Y
naumeHToB, KoTopbiM GeTa-bnokatopbl He MoryT ObiTb  HasHayeHbl [205, 205].
MegukaMeHTO3Haa Tepanuss A0fMkHa ObiTb  NpoOOfKeHa W MOCMe  XMPYPrnyeckoro
BMeLlaTenbCcTBa.

B HacToslwee Bpems MNpOBOAUTCHA HECKOSbKO MeTa-aHanuM3oB MO MeguKaMeHTO3HOW
Tepanun, KOTOpble Ha OCHOBAHWW KIMHUYECKUX U FEHETUYECKUX [AaHHbIX AOSMKHbl MOMOYb
BblAENUTb rpynnbl  NauuMeHTOB, AN KOTOPbIX KOHKPETHble npenapatbl 6yayT uMeTb
npevmylectsa nepeq apyrumm [207]. MNockonbKy He NPOBOAMUNUCE KNUHUYECKUE NCCrefoBaHus

No MeauKaMEeHTO3HOMY fevYeHuto Apyrmx ¢opM HacneacTBeHHbIX 3abonesaHun rpyaHoOn



aopThl, IeKapCTBEHHasa Tepanus ANs HUX aganTUpoBaHa Ha OCHOBAHWWM LaHHbIX, NOSTyYEHHbIX
ans cuHgpoma MapdaHa.

4.7.1.5. Xupypauyeckoe rie4eHue

MokaszaHna K BMelwaTenbCTBY CYyMMUpOBaHbl B Tabnuue «PekomeHgauun no
XUPYPruyeckMm BMeLLaTEeNbCTBaAM Ha aopTe Npy aopTonaTUsaX».

[MpeBeHTMBHOE BMeELLATENbCTBO HA KOPHE aopTbl SABMSETCSA €OMHCTBEHHbIM LOKa3aHHbIM
MeTO4OoM, MO3BONSAKWNUM NpeaynpeanTb OUMCCEeKUMI0 aopTbl npu cuHgpome MapdaHa u
accouMmMpoBaHHbIX HaCneACTBEHHbIX 3aboneBaHuax rpyaHonm aoptol. [laumeHtam C
aHatoMmuyeckn HopmanbHbiM  AK  ©n He3HauuTenbHOW peryprutaumen  BbINOMHAETCH
KranaHocoxpaHsawLwas onepauus ¢ MMniaHTaumen akpoOHOBOro npoTesa M penmnnaHtaunen
KA (onepauusa [OaBuga), kotopad cTana npeanoyvTUTENbHbIM METOAOM  XUPYPrnyecKkoro
fle4yeHns C XOpPOLUMM OTAarleHHbIM NPOrHO30M, BKOYas NaumMeHToB ¢ cuHapoMom MapdaHa
[193, 208]. WmnnaHTauus cTeHT-rpadpTa B aopTy W npoTe3mpoBaHMe AK uvawe Bcero
MEXaHU4YeCKuM NpoTe30M, SABNAETCA anbTepHAaTUBHbIM METOAOM, HO TpebyeT MNOXU3HEHHOW
aHTUKoarynsaHTHon  Tepanuu. PelweHne 0O  XUMPYPruyeckon  TakKTUKe  NPUHUMMaeTCs
nHAMBUAYanNbHO, cneayeT yYnTbiBaTb NPeanoyTeHnda naumeHTa u onbIT xmpypra [209].

CuHgpom MapdaHa n accoummpoBaHHble HacneacTBEHHble 3aboneBaHus rpygHOM aopThl
UMEIT PUCK MOBTOPHOM AUCCEKUMN U peunamBa aHEeBPU3Mbl B AUCTANbHOM OTAene aopThl,
0COBEHHO Yy NAaUNEHTOB C paccnoeHnem aopTbl B aHamHese [210, 211]. B cBs3u ¢ yBenuyeHnem
NPOLOIMKUTENBHOCTU XXMU3HW, 3TU OCITIOXXHEHNSA CenYac BO3HUKAKOT JOCTAaTOYHO YacTo. OTKpbITas
onepaumsa Ha aopTe ABNSieTCs CTaHAAPTHbIM METOAOM NEYEeHUs Npu NOpaKeHUM aucTanbHbIX
OTAENOB aopTbl, XOTS B psiAe CnyyYyaeB BO3MOXHO BbIMNOfIHEHME TMOPMAHBLIX BMELIATENBLCTB C
9HO0BACKYNAPHbLIM CTEHTMPOBaHMEM UMMMNAHTaLMeN JaKPOHOBOIo NpoTesa.

4.7.1.6. HabnwooeHue

TpebyeTca perynspHoe HabniogeHue B 9KCNEPTHLbIX LIEHTpaxX B TEYEHME BCEWN KU3HW.
OcHoBHbIMM MeTogamu nccnegosaHus aenaoTca IXoKI n MPT/KT.

4.7.1.7. [HononHumersibHbI€ MOIOXeHUSs

dusnyeckne Harpysku/aHAaTUA CNopToM: nauueHTam crnegyet wu3beratb Harpysok
MaKCUManbHOW WHTEHCUBHOCTU, COPEBHOBATENbHbIX, KOHTAKTHbIX M U30OMETPUYECKUX BUOOB
crnopTa. Budts, et al. [24] npegnoxunu meTon OLEHKN pUcka, OCHOBAHHbIN Ha pa3Mepax aopThbl.

bepemeHHOCTb: npu reHeTU4eCKu NoATBEPKAEHHOM cuHapome
MapdaHa/HacneactBeHHOM 3aboneBaHuMM rpygHOM aopTbl PUCK TPAHCMUCCUWN OAS MYXYMH Y
XeHWwuH coctaenset 50%. HeobxogMmo TwaTtenbHOE W CBOEBPEMEHHOE reHeTuyeckoe
KOHCynbTupoBaHue. XXeHwuHam C JuaMeTpoM KOpHs aopTbl >45 MM  6epemMeHHOCTb

npoTMBOMNOKa3aHa A0 BbINOJIHEHUA peKOHCprKTVIBHOVI onepaunn, NOCKOJIbKY Yy HUX MMEETCA



NoBbILWEHHbIN puck auccekunm [43]. Npn guameTtpe KopHsa aopTbl <40 MM NpobremMbl BO3HUKAKOT
penko, XOTa He cyuwlectByeT «abcontoTHo GesonacHoro» guametpa. [lpu gnameTtpe KOpHSA
aoptbl 40-45 MM Ons NPUHATUA peLlleHUd O BbIMOSIHEHUX onepauuMmM OO HacTynneHus
bepemeHHOCTM 6ornblOe 3HAYeHWe WUMEKT AaHHble CEMEMHOro aHamHe3a W npenblayLwunn
pa3mep. Nocne onepaunn Ha BocxoasiLen aopTe naumeHTbl ¢ cuHapomom MapdaHa ocTtatoTcs
B rpynne noBbILLEHHOro puUcka ANCCEKUUN B OpYyrnx oTaenax aopTsbl (CM. pasgen 3.5.7).

Mpodunaktuka U3: pekomeHOoOBaHa TOMbKO NaUMEHTaM BbICOKOrO pucka (CMm. pasgen
3.4.6).

4.7.2. BukycnupanbHbin AK

CornacHo nutepaTypHbiM AaHHbIM, Y 20-84% naumeHTOB C AByxctBop4datbiM AK Gyaet
BbiiIBNEHa AunaTtauus Bocxoasuwen aopTbl [212], B CBA3M C YeM OuMKycnvaanbHbIM KnanaH
cnefyet paccmaTpuBaTb B CrEKTpe BarnByrfo-aopTonatMn M TepMmH  «BukycnuaansHoe
3aboneBaHne aopTbl» MOXeT OblTb 0Oonee noaxogawmMm. XOTs OTHOCUTENbHbIA BKMag
BHYTPEHHUX/TEHETUYECKUX W3MEHEHWN COCYAUCTOM CTEHKU W HapyLIeHUW remMmoauvHaMUKu
ABNSAETCA NpeaMeToM ANCKYCCUA, BEPOATHO, BOBIeYeHbl 06a chakTopa.

B oTcytctBME 3HaAuMMOM OUCKYHKUMM - KnanaHa aunarauus  aopTbl  Ha  (poHe
OuKycnuganbHOro KnanaHa npotekaet 6eccumntoMHo. O4HAKO NO Mepe yBENUYEHUA guameTpa
aopTbl BoO3pacTaeT puck ee auccekumn. Mo cpaBHeHuO C obwen nonynsuMen 4vacrtoTa
AucceKkuun y nauuMeHTOB C [OBYXCTBOpPYaTbIM KranaHOM Bbille B BOCEMb pas, XOTd B
abCconoTHbIX Uudpax 3TOT nokasaTteslb BCe paBHO COOTBETCTBYET Hu3komMy pucky (31/100 000
naunweHtoB B roa) [172, 176, 213], m OH HaMHOrO HWXKe, 4YemM Npu CUHOPOME
MapdaHa/HacneacTBeHHbIX 3aboneBaHusAX rpyaHouW aopTbl. PesynbTaTthl HabnwogaTenbHbIX
nccnegoBaHMn CBMAETENbCTBYIOT O TOM, YTO MPOrHO3 y nauveHToB ¢ OukycnuaanbHbeim AK
aHanorn4yeH nporHo3sy obuwien nonynsaumm 60MbHBIX C aHEBpPM3aMu, 1 ata opma 3aboneBaHus
bonee 6naronpusaTHa, Yem cuHapom MapdaHa/HacnenCTBEHHbIE 3aboneBaHnn rpygHoOM aopThl
[176, 214].

KoapkTaumst aopTbl accounmnpyeTcs C NoBbILLIEHHBbIM PUCKOM Auccekummn [215].

HwvarHoctnyecknn nogxopn npencrasneH B pasgene 4.7.1.3.

B HacToswee BpeMsi HET AaHHbIX, KacaloLWMXCa MegUKaMEHTO3HON Tepanun NauneHToB C
ABYXCTBOPYaTbIM KnanaHoM U gunartaumen aopTtbl, BEPOATHO, Npy Hanuumum AT uenecoobpasHo
Ha3HayeHue GeTa-b6nokatopos unu BPA B ka4yecTBe NepBon NUHUKN Tepanuu.

MokaszaHna K BMelwaTenbCTBY CYyMMUpPOBaHbl B Tabnuue «PekomeHgauum no
XUPYPruyeckMm BMeLLaTeNbCTBaM Ha aopTe Npy aopTonaTUsaX».

B  pasnuuHbix  uccnegoBaHuAX — Obina  NPOAEMOHCTPUpPOBaHa  HacneacTBEHHas

npegpacnosnioXXeHHOCTb K nosieneHunto GukycnuganeHoro AK, yactota coctaBndet 5-10% vy



POACTBEHHUKOB nepBon NnHuM [216]. BeposaTHo, uenecoobpas3Ho npoBOAUTb CKPUHWHIOBOE
OxoKI' obcnepoBaHne poOOCTBEHHUKOB MEPBOWM JNIMHUKM NauueHToB C AByxcTBopyaTtbiM AK,
0COBEHHO Marnb4MKOB, CMOPTCMEHOB W nauweHToB ¢ Al. Peakue naToreHHble BapuaHThbl
reHeTMyecknx Mytaumin BbigBnsoTcsa B <5% crnyyaeB OukycnuaanbHbix3abonesaHui aopThl,
NO3TOMY reHeTuyeckoe TeCTMPOBAHWE He MOKa3aHO B PYTUHHOW MpakTUKe, OOAHAKO OHO MOXeT
notpeboBaTbCsa B CEMENHbIX Cry4asix BO3HMKHOBEHMWSI AaHHon naTtonorun [140].

HeT gaHHbIX OTHOCMTENbHO pUCKa AUCCEKUMM Y BEPEMEHHBIX XEHLUMH C pacLuMpeHnem
aopTbl. CornacHo pekomeHaaumam EOK no BegeHns cepaeyHo-cocyamcTbiX 3abonesaHum npu
B6epemeHHocTn (2018) [43], 6epeMeHHOCTL HE pekoMeHaoBaHa nNpu gnameTtpe aoptbl >50 MMm.

JleyeHne AP npegctaBneHbl B PekomeHgaumax EOK no BegeHWo KranaHHbIX NMOPOKOB
cepaua [25].

4.7.3. Cnugpom TepHepa

CuHgpom TepHepa siBNdeTcA CneacTtBMEM MOSTHOM WM YACTUYHOM MOHOCOMMU MO X-
XpomMocoMe 1 Bo3HuKaeT B 1 n3 2500 cnyyaeB y HOBOPOXAEHHbLIX AeBouvek [217]. CuHapom
TepHepa xapakrepusyeTCsi HEBbBICOKMM pPOCTOM, 3aMedfieHHbIM MOMI0BbIM  pas3sBUTUEM,
HapyleHneM OYHKLMN ANYHUKOB, MNeproHagoTPOrnHbIM MMNOroHaaM3MoM, NHPEPTUITbHOCTBIO,
BPOXAEHHbIMN AedekTaMu cepaua, caxapHbiM AnabeTom, oCTeonopo3oM M ayTOUMMYHHbIMU
HapyweHusmun. BIC, BosHukawowme npumepHo y 50% XeHWuH ¢ cuHapomom TepHepa,
BKMOYAKOT C BbICOKOW 4acTOTOW BCTpevaeMocTn BukycnupanbHbin AK, koapkTaumito aopThl,
YaCTUYHbIN aHOMarnbHbIA OpeHaXk NerovHbIX BeH, JobOaBo4vHas neBasi BEPXHSAS Mnonas BeHa,
annatauua 6paxuouedarnbHbiX apTepui U paclumpeHue aopTbl. YUYNUTbIBAA TaKyl BbICOKYH
pacnpocTtpaHeHHocTb BI1C, kaxgas >XeHwuHa ¢ cuMHApOMOM TepHepa [OMmkHa XoTs Obl
ofHoKpaTHO 6bITb 06CcneagoBaHa kapanonorom [217]. Jaxe npu otcytcteum BIN1C Bce naumeHThbI
C cuHapomMoM TepHepa UMEKOT reHepanu3oBaHHY apTepyonaTtuio, a CMHAPOM TepHepa cam no
cebe dABNSeTCA He3aBUCUMbIM (PaKTOpPOM pucka Aunataumm rpygHoro oTaena  aopThbl.
Auccekuua aoptbl (Tvnbl A 1 B) Bo3sHukaeT npumepHo y 40 Ha 100 000 yenoseko-reT no
cpaBHeHuto ¢ 6 Ha 100 000 yenoseko-neT B 06Lwen nonynauun [218].

HwvarHoctnyeckmun nogxon npencrasneH B pasgene 4.7.1.3.

lMokasaHna K BMellaTenbCTBY CymMMupoBaHbl B Tabnuue «PekomeHgaumn no
XUPYypruyeckMm BMeLLaTensCTBamM Ha aopTe nNpu aopTonaTUaX».

Ha c¢oHe nporpecca B pas3BuTUM PENPOLYKTUBHbIX TEXHONMOMMN BCe OOMblUe XEHLNH C
cnHgpoMmom TepHepa moryT 6epemeHeTb. Hanuumne gunataumm aoptel 1 BIC yBenuunBaet
puUckn 6epemMeHHOCTH, a XEeHLUMHbI C CUMHOAPOMOM TepHepa MMEIT TakXe MOBbILWEHHbIN PUCK

All, Bknoyaa npesknamncuioo. XKeHwmrHbl € CUMHOPOMOM TepHepa [OOSKHbl  NOMyYnUTb



KOHCYyIbTauntd  OTHOCUTEJIbHO  NMOBbLIWWEHHOIO  KapaAMOBACKyrApHOro pucCka Ha (bOHe

6epeMeHHOCTU 1 neveHus 6ecnnoaus [43].

PekomeHAauMmn no xupypruyeckum BMellaTeNbCTBaM Ha aopTe Npu aopTonaTusx

PekomeHaaLmm ‘ Knaccl ‘ YposeHbl ‘

CI/IH,EI,pOM MapcbaHa N HacnencTBeHHbIE 3aboneBaHns rpyoHoro otaena aopThbl

Monoabim nauueHTam ¢ cuHgpomom MapdaHa mnm accouunpoBaHHbIMKM HacneaCTBEHHbLIM | | C
3aboneBaHnsiMW rPyAHOro oTAena aopThl, WUMELWUM paclIMpPEHUe KOpHS aopTbl W
TpexctBopyaTbin AK, pekomeHOoBaHO BMellaTenbcTBo Ha AK, BkMoYas MMNNaHTauuioo mnm

NMacTuKy, NPy YCIIOBUN BIMOSTHEHWST OnepaLmn OnbITHBIM XUPYProMm.

Xupyprmyeckoe BMeLlaTeNbCTBO pPeKoMeHAOBaHO naumeHtam ¢ cuHgpomom MapdaHa, || C

NMEIOLLIIM NOPaXeHME KOPHS a0PThl, eCIIN MaKCUManbHbI AMaMeTp aopThl Ha YPOBHE CUHYCOB
250 mmf.

Llenecoo6pa3HOCTb BbINONTHEHUS XMPYPIUYECKOro BMELLATeNbCTBA A0KHA ObiTh 06cyxaeHa v |lla C
NaLUMEHTOB C CWHOPOMOM MapchaHa, WMeLWMM NOpaXeHWe KOPHS aopThl, €CnM
MaKCUMarnbHbIN AUaMeTp aopThl HA YPOBHE CUHYCOB 245 MMl npu Hanuuum AONOMHUTENbHBIX
cakTopos puckafl.

LlenecoobpasHOCTb BbINOMHEHMS XMPYPrMYeCcKoro BMeLlaTenbCTBa AomkHa bbiTb 06cyxaeHa y|lla C
naumeHtoB ¢ mytaumsmm TGFBR1 u TGFBR2 (Bkntovass cuHgpom Jlonica-QuTua), ecnm
MaKCUMarnbHbIZ AnaMeTp aopTbl Ha YPOBHE CMHYCOB 245 MMI.

BukycnnganbHbin AK

LlenecooGpasHOCTb BLINOSTHEHMS] XMPYPIMYECKOro BMeLLaTeNbCTBa, AOIMKHA ObiTe o6CyxaeHa |lla C
€CIny BOCXOASALMIA OTAEN aopThbI:

e 250 MM Npy HanNMuMM BUKYCIMAANLHOTO KnanaHa 1 AoMOMHUTENbHBIX (hakTopos puckall nnu
koapKTauuu.

e 255 MM Ans Bcex ocTanbHbIX NaLWUeHTOB.

CwuHgpowm TepHepa

LlenecoobpasHOCTb BbIMOMHEHMS MNIAHOBOrO XMPYPrM4eckoro BMeLIATensCTBO No nosoay (lla C
aHeBPU3Mbl KOPHS aopTbl W/UNN BOCXOASALWEro oTAerna AoIkHa ObiTe 06CYyKAeHa y XKEHLWH C
cuHapomom TepHepa >16 neT, MHAEKCOM pasamepa aopTbl >25 MM/ME ¥ AOMONMHUTENBHLIMU
cakTopamm pucka auccekuum aopTbi.

MnaHoBoe Xupyprm4eckoe BMeLlaTenbCTBO MO MnoBOoAY aHEBPU3Mbl KOPHA aopThbl w/vnn|llb C
BOCXOASLLEro otaena MoxeT ObiTb BbIMOMIHEHO XEHLWMHAaM C CMHOPOMOM TepHepa >16 ner,
MHOEeKCOM pa3mMepa aopThbl >25 MM/MI n He nmerwmnmMm OononHUTEeNbHbIMUA (baKTopaMM PUCKa
AncceKkunn aopThblj.

MpumeyaHue: | — Kracc pekomeHaauun, | — ypoBeHb fokasaTtenbHocTw; | — npu kpaihux sHavennax MNAT
noporoBble 3Ha4YeHMs1 MOryT notpeboBaTb KOppeKLMM; f — ykazaHMe B CEMENHOM aHaMHe3e Ha OMCCEKLUMI0 aopTbl
npy MeHblleM AuameTpe (MNM yKasaHMe B aHaMHe3e nauMeHTa Ha CrOHTaHHYK COCYAUCTYI0O OUCCEKLMIO),
nporpeccupyowas AP, nnaHnpyemas 6epeMeHHOCTb, HEKOHTponupyemas Al n/unu ysenudeHve pasmepa aopTbl
>3 mm/rog (Mo AaHHBIM NOBTOPHbLIX U3MEPEHUI C NCMONb30BaHMEM OLHOW N TOM Xe BU3yanuanpyowen MeToamKu
Ha OJHOM YPOBHE aopTbl MPW HEMOCPEACTBEHHOM CPaBHEHWW W MoATBepXAeHWeM ApyruM cheuwanuctom); | —
HacneACTBEHHbIN aHaMHe3 AWCCeKuMM npu HebonbloM AuameTpe aopThl, MnaHMpoBaHMe OGepemeHHoCTH,
cuctemHass AlL, n /unn yBenunyeHue pasmepa aopTbl >3 Mm/rog (nMpy NOBTOPHbLIX QKM -CMHXPOHU3NPOBAHHbBIX
N3MEpPEHNsIX C UCMOMb30BaHWEM OLHOW W TOW Xe BU3yanu3upyloLwen MeToaMKM Ha OJHOM YPOBHE aopThbl Mpw
HenocpeCTBEHHOM CPaBHEHUM U MoATBEpXAeHWeM ApyruM cneumanuctom); | — BukycnngansHelii AK, yanmHenve
OYyrn aopTbl, KoOAapKTaumsa aopTbl u/unun Al

CokpaweHusa: Al — apTepuanbHas runepTeHsnsi, AK — aopTanbHbiil knanaH, AP — aopTanbHasa peryprutaums,
MMNT — nnowaab noBepxHocTu Tena, IKIN — anekTpokapanorpamma.

4.8. O6CTPYKUMA BbIHOCALLEro TpakTa npaBoro xenyao4ka

481 BBeaeHue u obLUe NONOXEHUSA



O6cTpykuma BTIK mMoxeT BO3HMKATb Ha CyOuMHGYHOMOYNSpHOM, WHPYHANOYNSPHOM,
KnanaHHOM UM HagknanaHHOM YPOBHSX.

o CyOUHYHANBYNAPHBIN CTEeHO3, unu AByxkamepHbin MK, obblMHO accouumpoBaH C
OMMXT1. OH cdopmupoBaH CyXeHUeM MexXAy BbICTynawwmmMm U rmnepTpodUpoBaHHbLIMU
MbILLUEYHBbIMU THXKaMU UNK rpebHsaMN, KOTopble pa3gensaoT rmnepTpodmpoBaHHble oTaensl MK
C BbICOKMM paaBneHnemMm (BXOQHOW UM anukanbHbI) OT He rmnepTpodupoBaHHoro, 6e3
OOCTPYKLMM N C HA3KMM faBrieHnem nHyHanbynapHoro otaena [219].

e NHQYHOANOYNAPHBLIN CTEHO3 OObLIMHO BO3HMKAET B COYETaHMM C ApYyruMmun gedekramu,
vawe Bcero ¢ JMXKI1, T® n BTOPUYHO MO OTHOLLEHUIO K KnanaHHOMY cTeHo3y JIA (peakTuBHas
rmnepTpodus Muokapga). Ha uHyHAnMbYynapHOM ypoBHE M B HEKOTOPOM CTEMEHW Ha
CYOUHPYHONOYNAPHOM YpOBHE, OBCTPYKUMA MMeeT TeHAEHUMo OblTb OMHAMUYECKOW, 4TO
O3HayvaerT, YTO OTBEepCTME Cy)XaeTCs BO BPEMSA CUCTOSIbI.

e KnanaHHbin cTeHo3 JIA obbl4HO ABRSETCS U30NMPOBAHHLIM MopaxeHnem. B 0CHOBHOM
n3-3a BHYTPEHHUX aHOManun CTEHKU, U HEe3aBUCUMO OT reMoAMHaMUKW, BO3MOXHO pas3BuUTUE
avnatauum J1A. Yawe Bcero BCTpevaeTcs TUMUYHbIN KynonoobpasHbin NynbMOHanbHbIW KnanaH
(MK) ¢ y3kum ueHTpanbHbiM OTBEPCTUEM, HO C COXPaHEHHOW MNOABMXHOCTbIO OCHOBaHUS
knanaHa. [ucnnacTu4eckMi neroyHbld  KnanaH ¢ ManonoaBMXHbIMW,  MUKCOMATO3HO
YTONWEHHbIMN CTBOPKaMu BceTpedaeTcs pexe (15-20% crnydaeB; ewe pexe y HeneyeHblX
B3pOCHbIX) M 4YacTO SABNSETCHA 4YacTbld cuHapoMa HyHaHa. Y B3pOCIbIX CTEHO3UPOBAHHbLIN
knanaH J1IA MOXeT KanbLUMHUPOBATbLCSA B CTAPOCTH.

e HagknanaHHbin cTeHo3 JIA unn cteHo3 J1A Bbi3BaH CyXeHMeM OCHOBHOro crtsona JlA,
obnactn 6udypkaumm unu seteen JIA. OTa dopma penko BCTpevaeTCs U30NMpPOBaHHO, OHa
MOXEeT BO3HMKaTb Npu cuHapomax Bunbsmca-bonpena, HyHaHa, npu BpOXOeHHOW KpacHyxe
unn cungpome Anaxund. CTeHO3 MOXeT pacnonaratbCs B OCHOBHbIX BeTBSAX unu Gonee
ANCTanbHO; OH MOXeT OblTb ANCKPETHBIM U Andy3HbIM (rMnonnasuns), MoXeT BCTpeyaTbCs
HaCTOSILLLAs OKKMO3Us, TakkKe BO3MOXHbl OOWHOYHbIE U MHOXECTBEHHble CyXeHud. CTeHo3
MOXeT OblTb BTOPUYEH MO OTHOLUEHUIO K BbIMOMTHEHHOW paHee nnactuke, 6aHavHry J1A vnu
pasBUTbCA Ha MeCTe HamnoXeHHoro paHee wyHTta. CteHo3 250% o06blMHO cuMTaeTca
3Ha4YUTENbHLIM W Kak oxupaetcs OyaeT uMeTb rpagveHT AdaBneHusi, 4To npuBedeT K
NOBbILIEHWIO AaBrneHns B NpoKcuMarbHbIxX otaenax J1A.

4.8.2. KnuHunyeckme NposiBNEHUA U eCTeCTBEHHOE TeYyeHune

CyOnHpYyHANBYNAPHBIN/MHPYHANBYNAPHBIA: B3pOCNble NauMeHTbl ¢ AByXKaMepHbiM DK
MOryT HE WMETb CUMMTOMOB WM Y HUX MOryT BO3HWKATb OfblllKa, AUCKOMGOPT B rpyawu,
rONOBOKPYXEHNE unM OOMOpPOK BO Bpems uamdeckon Harpysku. CreneHb 0OBCTpyKuMM

nporpeccupyeT ¢ TedeHnem BpemeHn [220].



KnanaHHbIN: naumeHTbl C HE3HAYUTESIbHLIM UMW YMEPEHHbIM KnanaHHbIM cTeHo3oM JIA
OObIYHO HE MMEIT CUMNTOMOB. Jlerkum knanaHHbIn cTeHo3 JIA y HeonepmnpoBaHHbIX B3POCHbIX,
0o6blMHO He nporpeccupyeT [221]. YMepeHHbin cTeHo3 JIA MoxeT nporpeccmpoBaTb Ha
KnanaHHOM YpoOBHe (Kanbuudukaums) nm Ha nogknanaHHOM ypoOBHE, BCIeACTBUE peakTUBHOWN
rmnepTpodum Muokapaa. lNMayneHTbl ¢ TSKenbiM CTEHO30M MOTYT MMETb OAbILIKY U CHUXEHUE
TONEPaHTHOCTU K (PU3NYECKUM Harpy3kam, MPOrHo3 y HUX Xyxe.

HagknanaHHbIn: nauneHTbl MOryT ObiTb 6€CCUMNTOMHBIMU MM UMETb CUMMTOMbI B BUAE
OObILLKN W CHWKEHUS NEepeHOCUMOCTU Harpy3ok. OObIMHO [OMarHOCTUPYETCs B KOHTEKCTEe
onpeaeneHHbIX CUHOPOMOB WM nNpu obcnegoBaHMM NauMeHToB C nogospeHvem Ha JII.
Mepudepudecknin cteHo3 JIA MOXeT NporpeccmpoBaTh Mo TSHXKECTW.

4.8.3. [OwnarHocTuKa

O6wume npuHUMNbI onucaHbl B pasgene 3.3.

O6beKTMBHbIE AaHHbIE BKMNHOYAKT rpybbl CUCTONNYECKUIA LWIYM B 0B6nactn o6CTpykummn u
LUMPOKOEe pacLuenneHne BToporo ToHa. [Npn nepudepuyeckom cteHose JIA cuctonnyeckun wym
OObIYHO CNbIWEH HAg NEroYHbIMU NONAMM.

e Ox0KI: MoryT ObiTb OUEeHeHbl: pa3mepbl, dopma u dQyHkuua MK, moryt 6bITb
BM3yanuanpoBaHbl: TO4HOE MecTo/ypoBeHb 0bcTpykumm BTITK, a Takke knanaH J1A, rmaBHbiv
cteon J1A n ee npokcumarnbHble BETBU. [JNsi KONMYECTBEHHOM OLIEHKN pa3mepoB, 06bemoB 1 OB
MK 6Gonee HagexHbiM MeTogoMm saBnsetca MPT. [Jonnneporpadua wcnonbdyetca ans
N3MEPEHNSA CKOPOCTU KPOBOTOKa 4Yepe3 OOCTPYKUMIO ANA OLEHKM CTENEeHW €ee TSHKECTW.
Koppenauua mexagy CKOpPOCTbK KPOBOTOKA M rpaguMeHTamu OaBfieHUst MOXHO MCMNOSib30oBaTb
TOMbKO B Criydasix filokasibHbIX CTEHO30B, Hanpumep, npu n3onuposaHHoM knanaHHom [C. MMpu
HanMyum HopmManbHoOn (PyHKUuK MK 1 HopManbHOM TpaHCKNanaHHOM KPOBOTOKE OBCTpyKumS
BTITK cuntaetcs nerkon, ecrnm MakCuManbHbIA rpagueHT B mecte obCcTpykumnmn <36 Mm pT.CT.,
yMepeHHOW rnpu rpagneHte 36-64 MM pT.CT. U TSXKENOW, ecnu rpagueHt >64 mm pT.cT. Ecnu
CyXXeHue ABNAeTCH MPOTSXKEHHbIM, a TaKkKe MPU HanMyMmM HEeCcKOSNbKUX CTEHO30B (Harnpumep,
nogkKranaHHoro 1 KrnamnaHHoro), crnonb3oBaHMe ypaBHeHUs bepHynnu npuBegeT K NnepeoueHke
rpagmeHToB gasrneHus. OnpegeneHne ckopocTy notoka TP ¢ nomowbio gonnnepa, aaeT bonee
HagexHyto oueHky aasnenunsa B MK — n, cooTBeTCTBEHHO, TshkecTn obcTpykumm BTIDK, - yem
CKOPOCTb KPOBOTOKa B MeCTe CyXeHud. [paguveHTbl NUWb OTpaXalT CTeneHb TSKeCTU
OOCTPYKUMM NpU  YCINOBUM COXPaHEHHOW cucTtonmyeckon yHkuum K. B cutyauum
HU3KONOTOKOBOW, HU3KOrPaaMEHTHOW, OYeHb TPYAHO OnpeaenuTb TsxecTb obeTpykuum BTIDK
[222].

eMPT u KT cepaua pawT OONOMHUTENBHYK BaXHYH WHAOPMAaUUIO B OTHOLLUEHWUU

onpeneneHns ypoBHA OOCTpyKuuMW, BKMOYas CyOUHYHOAMOYNSIPHBIA CTEHO3, KOHOYWUT WK



BeTBu J1A, namepenne obvemoB MK, konbua knanaHa J1A, pa3mepoB BbIXOAHOrO TpakTa u
apTepun, a Takke anddepeHumanbHbin nerodHbin Kposotok. MPT un KT asnaiotca metogamu
BblbOpa anga Bu3yanusaumm gunatauum J1A n nepudpepmnyeckmx cteHos3os J1A.

e KaTeTepusaums cepaua MOXeT notpeboBaTbcs ans noaTBEPXKOEHUS
pacnpoCTPaHEHHOCTU, TXKECTU U YPOBHA 06CTpyKUuuKM (Hanpumep, npu aAsyxkamepHom MK).

4.8.4. Xupypru4yeckoe/kateTepHoe BMeLLaTeNIbCTBO

KatetepHas BGannoHHas BasByfioToMuA pekoMmeHaoBaHa naumeHTam C
HegucnnacTuyeckum kranaHHbiM NC 1 ¢ nepugepnyeckum CTEHO30M (4acTo C UMNIaHTaunen
cTeHTa) [223]. Xupyprnyeckoe BMeLIaTeNbCTBO  PEKOMEHOOBaHO  nauueHtam  C
CyOUHGYHONOYNApPHLIM 1 MHYHAMOYNsapHbiM MC, a Takke npu rMnonsasvm KnanaHHoro
Konbua, ¢ gucnnactudeckum K ©n  naumeHtam C  accouumpoBaHHbIMU - AedeKkTamu,
TPEOYIOWMMN  XUPYPTUYECKOW  KOPPEKUMW, Hanpumep, nNpu  TSHKENOW  NynbMOHanbHON
peryprutauun (MP) unu TP. Mepudepnyeckne crteHosbl JIA, peako mMoryT GbiTb yCTpaHEHbI
XUPYPruyecku.

Kak xupypruyeckue, Tak U KateTepHble BMellaTenbCTBa OOMMKHO BbINOMHATLCS TOMBbKO B
LueHTpax, crneunanuampyowmnxca Ha neveHum BIIC.

Y naumMeHToB C nogknanaHHbIM, KranaHHbIM W HagkranaHHbiM cTeHo3oMm JIA moxet
UMeTbCA BblpaXeHHas paunatauus crteona JIA. PaspbiBbl 3TUX 3MacCTUYHBIX COCYOB,
Haxo4ALWMXCA Mo HU3KUM AaBfieHNeM, Ype3Bbl4anlHO peaku, No3TOMYy Takne aHeBpU3Mbl, Kak
npasuio, He TpebyloT BMeLlaTensCcTB [224].

B oTHoweHuun koHayutos MK-J1A cm pasgen 4.14.

lMokazaHna K BMewaTenbCTBamM CymMMupoBaHbl B Tabnuue «PekomeHgaumm no

WNHBa3NBHbIM BMeLLATEeNbCTBAM Npy 06CTPYKLMM BblHOCSLWEro TpakTa MK» 1 Ha pucyHke 7.

PekomeHaaumm no MHBasuBHbLIM BMeLLaTenbCcTBaMm npu ob6cTpykummn BTIMXK

PekoMeHaaumm Knaccl | YposeHbf

Mpu knanaHHom cTeHo3e JIA GannoHHas BanBynonnactuka sBNseTcss Metogom Bbidopa npu | | C
YCIOBWUN TEXHUYECKON BO3MOXHOCTMU.

Mpn ycnoBum OTCYTCTBMS MOKa3aHUMW K 3aMeHe KnanaHa BMelwaTenbctBa Mo nosoay || C
obcTpykumm BTITK Ha nobom ypoBHE pekoMeHOoBaHbI NPU THXXENOM CTEHO3€e (MakCMMarbHbIN
rpagveHT [JaBreHnst No peaynbTaTaMm AONMIEpOBCKOro uccrenoBaHust >64 mm pr.ct.f) BHe
3aBMCUMOCTM OT HaNU4Msi CUMMNTOMOB.

Ecnu Xupyprmyeckaa 3amMeHa KranaHa ABnAaeTca €4UHCTBEHHbIM BO3MOXHbIM MEeTOLOM, OHa | C
NnokasaHa nauueHTaMm C TaXeJbiM CTEHO30M Mpu Hann4nmn CI/IMI'ITOMOBI.

Ecnu xupyprnyeckass 3ameHa kranaHa SBMASeTCH €eOVHCTBEHHbIM BO3MOXHbIM MeToAoM || C
neyerusifl y 6eCCMMNTOMHBLIX NaLMEHTOB, OHA MOKasaHa NpU HanMuUM XoTs Gbl OAHOTO U3
crnegyLwmnx Npu3HaKoB:

o OBGBbEKTMBHOE CHWXKEHNE MEPEHOCMMOCTMN (PU3NYECKNX HArpy3oK.

o CHmxkeHue dyHkumn X wn/vnm nporpeccupoBaHue TP, kak MWHUMYM, 0O YMEpeHHOW
cTeneHu.




¢ Hannuue wyHTMpoBaHus kposu cnpasa-Haneso npu AMMM nnun OMXKT.

BbinonHeHne BMelLaTenbCTBa y MaLMEHTOB C MaKCuMarnbHbIM rpagveHToM AasrneHusa no|lla C
pesynbTartamMm AOMNMepoBCKOro nccnenosaHus <64 MM pT.CT. AOMKHO BbiTb pacCMOTPEHO Mnpu
Hanu4umMm xoTsa 6kl OQHOrO U3 CneayrLLNX NPU3HAKOB:

o KnuHnyeckme nposineHusi, o6ycrnoBreHHble cTeHo30M JIA.

o CHmkeHne dyHkumm MK n/vnm nporpeccupoBaHme TP, kak MWHUMYM, 0O YMEPEHHOW
cTeneHu.

¢ Hannuue wyHTMpoBaHus kposu cnpasa-Haneso npu AMMM nnun OMXKT.

B0O3MOXHOCTb BLINOMHEHUS KaTETEPHOro BMeLlaTenbCTBa MpU Hanuumu nepudepudeckoro (lla C
cteHo3a JIA porkHa ObiTb pacCMOTPeEHa BHE 3aBMCUMMOCTM OT HanMyMsi CUMNTOMOB, €Cnu
cyxeHue >50% un COIMK >50 Mm pT.CT. u/unn UMeeTcsl CBA3AHHOE CO CTEHO30M CHIDKEHWe

nepgysanm nerkmx.

MpumeyaHue: | — Kriacc pekomeHgauumm, |— YPOBEHb JoKa3aTeSIbHOCTMU; |— COIMXK no gaHHbIM oueHkn TP gormkHo
CBMOETENLCTBOBATb O TsKenom cTeHose JlA; | — Mopor nokasaHui K BMellaTenbCTBY Bbille, korga Tpebyetca
3aMeHa KkranaHa, Nockosibky HeobXooMMO YyYMTbIBaTb OOSNITOCPOYHLIE PUCKKU, TAaKME KaK 3HOOKapAWUT U MOBTOPHOE
BMELLATENbCTBO Npu AMCYHKLMM NpoTe3a KnanaHa.

CokpaweHusn: BTIMK — BbiHOCAWMN TpakT npaBoro xenygouka, OMXIT — pedekt mexokenyooykoBon
neperopogku, OMIIT — pedbekt mexnpeacepaHon neperopogku, JIA — nerodHasa aptepus, DK — npaBbiv
xenygouyek, COMXK — cuctonuyeckoe gaBneHve B npaBoM xenygoyke, TP — TpukycnuganbHas peryprutaums.

4.8.5. HabnropeHue

MauneHTol ¢ obcTtpykumen BTITK HyxgawoTcs B MNOXM3HEHHOM HabnwaeHuM C
perynapHbiM BbinonHeHneMm 3xoKIl. lNMepuoanyHOCTb 3aBUCUT OT TSXKeCTU Adedekra, ogHako
OONbWMHCTBY NauUMEHTOB NOTPebylTCa exerogHble BU3UTbI, BKNOYass OCMOTpPbl B
cneumanuanpoBaHHbIX Mo nievyeHnto B3pocrnbix ¢ BIIC ueHTpax, 3a UCKMOYeHNe NaumMeHToB C
NErkKMMKM UM XOPOLLIO KOPPUIMPOBaHHBbIMU CTEHO3aMU. [locne XMpypruyeckoro nnu KaTeTepHoro
BMellaTenbcTBa pesugyanbHaa NP moxeT notpeboBaTb NOBTOPHOW onepaumn y nauueHToB
npwu NOABMEHUN Y HUX KIIMHMYECKMX CUMMTOMOB UMW MpuU nporpeccupylowen aunataumm nnu
ancoyHkummn K (cm. pasgen 4.10). laumeHTbl C nerkuMm  KnanaHHbIM - WUAW - NIerkum
pesnayarnbHbiM CTEHO30M J1A HyXXgatTca B HabnogeHun Tonbko pas B 5 neT.

4.8.6. [JonosnHuTenbHbIe NONOXEHUs

dusnyeckne Harpysku/aaHATUS CNOPTOM: HET OrpaHuyeHurn Ond MaumeHToOB C Nerknum
(pe3ngyanbHbiMm) cteHo3oMm J1A. MauneHTbl ¢ ymepeHHbiM INMC gomkHbl n3beratb UHTEHCUBHBIX U
cTaTMyecknx BuMAoB cnopTa. [MauneHTbl ¢ TshkenbiM cTeHo3oM JIA AOMMKHbl OrpaHnvMBaThb
Harpy3sku 0 HU3KOW MHTEHCUBHOCTM.

BepemeHHOCTb: nepeHocuTCca Xxopowo, ecnu obetpykums BTIMDK He u4pesBbldanHO
Tskenaa m HepgoctatovHocTb DK He saBnsetcsa cepbe3Hom npobnemon. TpaHckaTeTepHas
OannoHHass BanByNOTOMMUS MOXET OblTb BbINOSIHEHA BO BpemMsi GepeMeHHOCTU, HO 3TO
TpebyeTtca peako (cm. pasgen 3.5.7).

Mpodunaktuka U3: pekomeHOoBaHa TOMbKO NaUMeHTaM BbICOKOrO pucka (CMm. pasgen
3.4.6).




BeaeHue naumeHTa ¢ o6cTpyKumen BTIK

MakcumanbHbI rpagneHT =64 Mm pT.cT.?

Het [a
OAvH 13 NpU3HaKoB: lNokasaHua K 3aMmeHe KnanaHa?
e CuyMNTOMbI CBSI3aHHbIE

co cteHo3om J1A.

o  DyHKUMA I'I)KI + TPI Het Ha
o LyHT cnpaBa-Haneso npu OMMM/OMXI
Het Oa BmeluatenscTeof
BHE 3aBMCUMOCTHU
HabntopeHune BmemaTeanTBo. OT CUMNTOMOB
lla I
CumMnTOMBI?
Het Ja
OAaviH 13 NPU3HAaKoB: BmeluaTenbcTBO
. MepeHocumocTe ®H I I
. DyHKLMA I'l)Kl + TPI
. COrmkK>80 mm pr. ct.
o LyHT cnpaBa-Haneso
npv OAMIT/OMXI
Het Ja
HabntoaeHne BmelwwaTtenscTBo

Puc. 7. TakTuka BegeHuns naumeHToB ¢ ob6cTpykumen BTIDK.

Mpumeuanne: | — npu nepucdbepuueckom MC, BHE 3aBUCMMOCTM OT HanMuuMsi CUMMTOMOB, LienecoobpasHo
BbINONHEHNE KaTeTePHOro BMellaTenbCcTBa npu cyxxeHun anametpa >50% n COMK >50 mm pT.CcT. u/mnu cmeetcs
CBSI3aHHOE CO CTEHO30M CHUeHun nepdyaum nerkux; | — npn knananHom MC 6annoHHas BanBynonnactuka
SABNAeTCH npoueaypov Bbibopa, ecnu 3To BO3MOXHO C aHaTOMUYECKON TOYKUN 3pEHUS.

CokpaweHusa: BTIMK — BbliHOCAWMIM TpakT npaBoro »xenygoyka, OMXIT — pedekt MexokenygoykoBon
neperopogku, OMIIT — pedbekt mexnpeacepaHon neperopogku, JIA — nerodHaa apTepus, DK — npaBbi
xenygouek, COIMXK — cuctonnyeckoe aaereHne B NpaBoM Xenygouke, TP — TpukycnuganbHaa peryprutaumsi, ®H
— dousmyeckas Harpyska.

4.9. AHomanua dowTenHa

4.9.1. BBegeHue u obLue nonoxeHus

AHomanua J6wTenHa xapakTepu3yeTcsa HapyleHuem (OpMUPOBaHMUS U anuKarbHbIM
cmeweHmem ctBopok TK. [MepegHsas ctBopka OObIMHO HaxogMTCA Ha YPOBHE KramnaHHOro
KonbLua, HO yBenu4eHa u uMmeeT (popMy napyca, a centanbHasa N 3agHAS CTBOPKU CMELLEHbI B
CTOPOHY BepxyLwwkn MK n Hepeko oMKCUPOBaHbI K 3HAOKapAy.

AnukansHoe cmelweHne TK npuBoauT K TOMY, YTO npaBble oTAenbl cepaua COCTOAT U3
MOpOMOnorM4eckn npaBoro npeacepaus, «atpuanusoBaHHom» 4Yactm K mn ocrtaBlencs
dyHKuMoHanbHon Yactu [K; npyu 3TOM YacTo UMeeTCsa TpUKycnuaanbHaa He4OCTaTOYHOCTb.

Hanbonee 4yacto BCTpevatowmecs ConyTCTBYHOLLME aHOMaNMn BKAOYAOT LYHT HA YPOBHE
npegcepaun (BTopuyHbin AMII nnn oTkpbIToe OBanbHOE OKHO) U (CKPbITble) AOMOMHUTENbHbIE
nyTM NpoBeOeHusi, B TOM 4vucne TpakTbl Maxanma. MHOXeCTBEHHblEe LOMOMHUTENbHbLIE MYyTH

npoBedeHnss B COYeTaHuUM C npeacepaHon Taxukapamen u Pl accouumpoBaHbl ¢ BCC.



ObwTenHo-nogobHas aHomanuna cuctemHoro TK, BCTpevaeTca y TpeTu nauuMeHToB C
KoppurnposaHHon TMA.

HapyweHusa remogmMHaMuku 3aBuCUT OT TshXeCcTu ancdyHkummn TK, cteneHu atpunanmsauuu
MK, cokpaTuTenbHom cnocobHOCTM ocTasencs Yyactn MK n cuctemMHoro xenyagoyka, Tuna m
TSHXKECTU CONYTCTBYIOLLUX aHOMaNMn 1 aputMuni.

[MaTtodusnonornyeckme MU3MEHEeHUs XapakTepusylTCs CUCTONNYECKOW peryprutaumen
kpoBun mn3 MXK yepes TK B aTpuanumsoBaHHbIM XeNnyaodek unu npasoe npegcepave, Kotopble
UMEIT TeHOEHUMIO K Avnataumn. Hanvuuve wyHTa Ha ypoBHe npeacepann npusoauT K copocy
KpOBM cneBa HanpaBo WU, OCOBEHHO Ha (OHe (U3NYECKUX Harpysok, cnpaBa Haneso.
AHomanua J6lwTernHa MOXET NPUBECTU K XPOHUYECKOMY CHWKEHWUIO CUCTEMHOrO CepaedHoro
Bblbpoca.

4.9.2. KnnHun4yeckue nposiBfieHUs1 1 eCTeCTBEHHOe TeuyeHue

KnuHuyeckne nposBneHus BapbupyroT OT OBbIYHBIX CUMNTOMOB A0 NPU3HAKOB TSXKENOro
«CUHero» nopoka. MNMauneHTtbl ¢ nerkMmmn popmamm MoOryT nMeTb AnutTenbHoe 6eccMMnTOMHOe
TeyeHMe OO0 MOMEHTa MOCTaHOBKWM AuarHo3a. TUnuyHble OCIOXHEHUSA BKOYaT Tsxxenyo TP,
anccoyHkumio DK, npaBoxenygoykoByto CH, umppo3 nedeHn, uepebpanbHble abcuecchl,
napagokcarnbHble ambonum, ambonuio J1A, Tpaxnaputmmn, BCC n N3. OCHOBHbIE KNMHNYECKME
NPosiBNEHUs BKMOYaT HapyweHna putma (AB peumnpokHaa Taxukapgus aBngeTcs camMmbiM
4YacTblM BapWaHTOM), OAbILIKY, CHWXEHWE TONEepaHTHOCTU K (bm3myeckum Harpyskam, 6onu B
rPyAHON KneTtke n nepudepmnyecknin n/unm LeHTpanbHbIn LMaHo3.

4.9.3. lnarHocTtuka

O6wme npuHUMnbl NpBeaeHbl B pasaene 3.3.

KnvHunyeckne paHHble MOryT BKIOYaTb LUMaHO3 W renatoMeranuio. AycKynbTaTUBHO
BbISIBNAOTCA LUMPOKOE pacLuenneHue nepBoro n BTOPOro TOHOB, LWENYKN, TPETUN 1 YeTBepTbIN
cepaeydHble TOHbI, a Takke cuctonuyeckun wym TP. Ha SKIT moxeT BbISBNATLCS rmnepTpodums
npaBoro npegcepaund, yanvHeHve wuHTepBana PR, ©6nokaga npaBon HOXKM nydka [umca
(Hepegko ¢ pacwenneHuem komnnekca QRS), rnybokue 3ybubl Q B otBegeHusx I, I, aVF n
V1-V4, npusHakm cuHOpOMa  NpeaBo3bYyXOEHUS  KEeNydo4vykoB,  HU3KUMW  BOJSIbTaX,
MHOXECTBEHHbIE [OMoSiHUTENbHble NyTN npoBedeHna (AB peuunpokHas Taxukapgus), u
CynpaBeHTPUKYNSAPHbIE N Xenyoo4YKoBble HapyLUeHUs puTMa.

e PeHTreHorpadus rpyaHoOW KreTku TMOoMoraeT OoOTCfexuBaTb AWHAMWUKY pasMepoB
cepaua.

e OxoKI paeT mMHMoOpMauUmMio OTHOCUTENBLHO: aHaToMun U yHKUMK TK; anukanbHOM
OMCTaNbHOM CMELLUEHUM CcenTanbHOM unM 3agHeit ctBopku (y Bapocrbix 0,8 cm/mf MMT);

pasmMepax nepegHen CTBOPKK; hukcaummn centanbHon mnn 3agHen cteopku TK K neperopogke



UM CTEHKe >Xenygodka;, pasmepax M YHKUMM OTLAENoB cepaua (mpaBoro npeacepaus,
aTpuManu3oBaHHOIO Xenyaodka, ocTaBwenca dgyHkuMoHupytowen yvactm DK un JIXK);
o6cTpykumn BTITK 1 conyTCTBYOLLMX NOPaXeHUH.

e MPT cepaua umeeT 3HaveHne Ons NPOrHo3vpoBaHna [225], a Takke AN OLEHKN 00 U
rnocrne onepaTMBHOINO IeYEeHWUd, MOCKOMbKy obecneymBaeT KavyeCTBEHHYK BU3yanu3auuio u
KOSNIMYECTBEHHYIO OLIEHKY pacCLUMPEHHbIX NPaBbiX OTAENOM, PYHKLMOHANbLHOrO coctosiHms MK n
TK.

4.9.4. Xupypruyeckoe/kateTtepHoe BMelLaTeNIbLCTBO

KnvHunyeckne nposiBrieHus onpenensT TakTUKy BedeHua nauueHta. KoHcepBaTuBHas
Tepannsa MOXeT BPEMEHHO YMEHbLUNTb BbIPaXEHHOCTb CUMMTOMOB U CO34aTb BnaronpuATHYH
OCHOBY [Onsa nocnegywowen onepaumn [226]. OpanbHble aHTUKOArynsiHTbl PEeKOMeHLOBaHbI
naumeHTam C ykasaHMeM Ha napagokarnbHble ambonum nnn O B aHamHese. lNMpu Hanuuum
MOBLILLEHHOrO pucka TPoMOOO6pPa3oBaHNS UK LYHTUPOBAHUS KPOBWU CnpaBa HaneBO Takxke
uenecoobpasHo Ha3Ha4eHwune oparnbHbIX  A@HTUKOArynsHTOB. HapyweHnus puTM™ma,
COMPOBOXAAKLLMECS KIMMHUYECKUMWN NPOSABIEHNAMM, MOTYT JIEYNTLCS KOHCEPBATMBHO UMN, YTO
npeanoyTUTenbHO, C MOMOLLbIO KaTeTepHon abnauuun [227]. TpaHckaTeTepHbin AO0CTyn K
NPaBOCTOPOHHUM LOMOMHUTESIbHBIM NPOBOAALMUM MYTAM U MeANeHHbIM NyTsaM pe-eHTpu B AB-
coeanHeHun MoXeT ObiTb 3aTpyaHeH BMelwaTtenbcTBoM Ha TK, noatomy uenecoobpasHo
CHa4yana oueHUTb Hanuyne cybcTpaToB apMTMUIN C NOCNenyoLWen kKaTeTepHon abnaunen, ecnu
OHM BbISIBMIEHbI, @ 3aTEM MPOBECTU XUPYpPruyeckoe nedeHune. MHorga moryT ObiTb NokasaHus K
N30NMPOBAHHOMY 3aKPbITUIO KOMMYHUKaLMK Ha ypoBHe npeacepavi. OgHako, aTo Heobxoammo
TwaTenbHO 06CyauTb, Tak Kak 3TO MOXET MPMBECTU K AanbHenLWeMy MNOBbILLEHNIO AABNEHUNA B
npaBblX Kamepax W YMEHbLUEHMIO CUCTEMHOrO cepaedHoro Bbibpoca. Xupyprudeckas
KOppeKUmns OCTaeTCsl CIIOXHOW 3adadvyer M OSKHA BbINOSTHATLCS XUMPYProMm, MMEKLMM OnbIT
BbIMONMHEHNs1 NogoOHbIX BMewartenscTB. [Mnactmka TK, npu TexHMYeckom BO3MOXHOCTW,
oCTaeTcs npeanovYTUTeNbHbIM METOLOM MO CPaBHEHWIO C 3aMEHOW KrnanaHa (C 3akpbITUeM
COMyTCTBYIOLLEro MexnpeacepaHoro coobieHns). Ecnu MK cnvwkom man gnsa BbINOSIHEHUS
nracTukM unn passunacb gucdyHkums MK, y B3pocrnblx ¢ coxpaHeHHOW doyHKumen JDK, ecnu
nasnexHune B JII n kKoOHe4YHO —anactonuyeckoe gasneHue B JIXK He noBbILEHbI, 4OMOMHUTENBHO
MOXeT ObITb pacCMOTPEHA BO3MOXHOCTb HANOXeHUA ABYHaNPaBfeHHOro KaBonyibMOHaNbHOMO
aHactomo3a (no [neHHy), [228]. Y nauvMeHTOB C HeyooOBNETBOPUTENbHLIM pPe3yrbTaToM
BOCCTAHOBMEHUS WU TSHKENOW OMBEHTPUKYNAPHOM AUCEHYHKUMERN, TpaHCnnaHTaumsa cepaua
MOXeT ObITb €QUHCTBEHHLIM BapUaHTOM.

OnepaunoHHas netanbHOCTb, BbicOKas paHee (>25%), CyleCcTBEHHO CHu3unacb 0o <6%

npn BbINOJIHEHNN BMeLlaTeNbCTB B Cheunanm3mpoBaHHbIX LIeHTpax. BbpknBaemoctb Gonee



90% 60nbHbIX, ONEPUPOBAHHLIX OMbITHbIMK XUpypramu, coctasnseTt >10 net, y mHorux CH
coxpaHsieTca Ha ypoBHe |-1l knaccoB. Mo3gHAA CMepPTHOCTb, BEPOATHO, CBA3aHa C apUTMUSMU.
Mo paHHbIM GonbloOro HabngaTenbHOro MCCnefoBaHUA BblKMBAaeMOCTb 6€3 MOBTOPHbIX
onepauun B oTAaneHHoM nepuoge coctasnsaeT 86%, 74%, 62% wn 46% 4epes 5,10, 15 n 20

neT, COOTBETCTBEHHO [229].

PekomeHaaumm no MHBa3MBHbLIM BMelLaTeNbCTBaM Npu aHoMmanuu J6wTenHa

PekomeHaaLmu ‘ Knacch ‘ YposeHbf ‘

MokasaHus Kk Xnpyprm4eckomy neveHumo

Xupypruyeckas KOppekumst nokasaHa naumeHtam ¢ Tskenon TP npy Hanuyaum KnMHUYEeCKnx C
NpOSIBNEHUA UMW MPU OBBEKTMBHBLIX MNPU3HAKaX CHWKEHUS NEPEHOCUMOCTU (PrU3NYeCcKnx

Harpysok.

PekomeHayeTcs BbINOMHATb Xnpypruyeckoe BMeLLaTeNnbCTBO xupypry |l C
crneymanuaupylowemycsa Ha nedennn BIC u mmerowemMy onbIT B BbIMOSTHEHUN KOPPEKLMM
aHomanum So0LTenHa.

@

Mpy Hanuumm nokasaHWM K XUPYprudyeckomy BMellaTenbctBy Ha TK pekomeHayetcs
3akpbiTe OMIIM/0TKpbITOro oBanbHOrO OKHA BO BPEMS OMepaumn Ha KnanaHe, ecnu 3aTo
no3BonsieT remoanHamumKa.

LlenecoobpasHOCTb XMPYpPruiyeckon Koppekumn OormkHa bbiTb obcyxaeHa BHe 3aBucumocTu (lla C
OT HanMuus CMMMTOMOB Yy MaUMEHTOB C MPOrpeccupyrollen gunataumen npasBbiXx OTAENOB
cepaua unm CHMKeHneM cnuctonmyeckom pyHkuum Mx.

MokasaHusi K KaTeTEPHOMY BMELLIATENbCTBY

@]

MMaumeHTaM C CMMNTOMHBIMU apUTMWUSIMK, UMW NPU3HaKaMyM CUMHOPOMAa npeaBo3byxXaeHus
xenygoykoB  Ha QK[ pekoMeHOyeTcs  BbIMONIHEHWE  SNEKTPOU3NOIIOrNYECKOTO
nccnenoBaHusa W, NpU BO3MOXHOCTU, NpoBedeHMe abnaumm unu XMpypruyeckoro rneveHus
apuTMuKK B Criydae nnaHmpyemMoro ornepaTtmMBHOro BMeLlaTensCcTBa Ha cepaue.

B cnyyae pgokasaHHOM cucTeMHoM  Tpomboambonun, BeposATHO,  gABnswoLlencs |lla C
napagjokcanbHOW,  gormkHa  OblTb  0OCyxgeHa — uenecoobpasHOCTb  NpoBedeHus
N30NMPOBaHHOrO 4peckoxxHoro 3akpbitnsa OMITN/O0O, ogHako aTa npoueaypa Tpebyet
TLLATENbHOW OLEHKUN AN UCKITIOYEHNS BO3MOXHOTO MOBbILeHUs AasrneHns B [ 1 cHwkeHns
cepAeyHoro Bbibpoca.

Mpn HanmMumMM BbIpaXXEHHOro uuaHo3a (caTypaums kucropoga B nokoe <90%) moxeT 6bITh [lIb C
paccMoTpeHa BO3MOXHOCTb M30NIMPOBAHHOIO YpeckoxHoro 3akpbitusa OMIM/O00, ogHako
aTa npouenypa TpebyeT TwWaATENbHOW OLEHKU ANs UCKIIOYEHUSI BO3MOXHOMO MOBbILLEHUS
nasnexus B MM 1 cHWXKeHWA cepaeyHoro Beibpoca.

npumeanMe: I — Knacc peKOMeH,D,aLI,I/IIZ, I— YpoOBEHb OOKa3aTelIbHOCTW.

CokpalweHusn: BINC — BpoxaeHHbl nopok cepgua, OMIMIM — gedekt mexnpeacepaHon neperopogkn, OO0 —
OTKpbITOE oBanbHoe okHO, XK — npaBbin xenyanouek, NI — npasoe npeacepane, TK — TpukycnuaanbHbIA KnanaH,
TP — TpukycnngansHas peryprutaums, QKIN — anekTpokapguorpamma.

4.9.5. HabnopgeHne

Bce maumeHTbl HyXXOalTCs B perynsapHoM (He pexe OAHOro pasa B rog) HabnwogeHun B
cneunanusavpoBaHHbiX N0 nedveHnto  B3pocnbix ¢ BIMC  ueHTpax.  TunuyHble
rnocrieonepauuoHHble  pesvayanbHble HapyweHus, Tpebywowwne HabnogeHus, — 310

COXpaHAarLWaAca ninn nodaBmnBLLAACA TP, 0Obl4HbIE OCNOXHEHUS NOCNEe UMMNMIaHTaLMM KnanaHos,



npaBo- wnn nesoxenygodkoBas CH, pesugyanbHble LWYHTbI Ha YpOBHE npeacepavn,
HapyweHus putMma n AB 6nokagpbl BbICOKUX rpagaLmin.

[MoBTOpHOE BMeLIATENbCTBO MOXeT noTpeboBatbCs no nosody peumamBa TP wunu
ANCEYHKLMN MCKYCCTBEHHOTO KnanaHa.

4.9.6. JononHuTenbHbIe MNONIOXeHUs

dunsmnyeckne Harpysku/3aHsaTus CnopTOM: naumeHTbl 6e3 pesnayanbHbiX 4edekToB MOoryT
BECTM 0ObIYHbIN 06pa3 Xn3HM 6e3 orpaHMYEeHnn, 3a UCKITIOYEHMEM CTaTMYECKMX BMAOOB crnopTa.
MaumeHTbl ¢ TP ymMepeHHOW 1 TSXenon cTeneHu, OUCHYHKUMEN XeNyaouykoB, Hanvumem
WYHTOB, HapyWeEHUAMM puTMa WU OPYrMMU OCIIOXHEHUAMM LOSMKHblI m3beraTb TsHKEnbIX
N30METPUYECKMX HArpy30K NPONOPLMOHANIbHO TSHXXECTU NX 3aboneBaHus.

bepeMeHHOCTb: He wuMelwme CUMNTOMOB J>KEHLUMHbl C COXPaHEeHHOM YHKUMEN
XKenyaodukoB nepeHocAaT ©OepemMeHHOCTb Xxopowo. ECTb onpefeneHHblin puck pasBuTUSA
NpaBoOXenygo4KOBON HeLOCTaTOYMHOCTM, HapyleHWhn puTMa W napagokcanbHbiX 3MO0nui.
BepeMeHHOCTL MmMeeT 6onee BbLICOKMMA PUCK MPU HANMUYUMK 3HAYMMOrO LMAHO3a, CEPbE3HbIX
apuTmMumn 1 npasoxenygoykoson CH (cm. pasgen 3.5.7).

Mpodunaktuka N3: pekomeHOoBaHa TOMbKO NaLMEHTaM BbICOKOrO pucka (CM. pasgen
3.4.6).

4.10. Terpapa ®anno

4.10.1. BBegeHne n OCHOBHbIe MOJIOXeHUsA

Td xapakTepusyetcsa crnefyowmmMmm YeTblpbMs Aedektamu: HepecTpuKTUMBHbIN [MXKIT;
aekctpano3vuma aoptbl (HO <50%); MHPYHANBYNAPHBLIA, KranaHHbIA, HagKnanaHHbIA CTEHO3
BTIMX w/vnu cteHos BeTsun J1A; n kak cnegcteue, rmneptpodusa MK. Monynsaums 6onbHbix ¢ TO
MOryT OblTb pasgeneHbl Ha CUHOPOMHbIX MaLMEHTOB (I20%, B TOM 4ucne: mMuKpogeneums
22q11, Tpucomusa 21, cuHgpombl Anaxuns, HyHaHa, Bunbamca u Knunnena-®ewnns) wu
HeCMHOPOMHbIX (KOTopble cocTaBnaT abcontoTHoe BonblumHCTBO) [230]. YacTtoTa cmepTHOCTH
cpeau nauueHToB C KoppurmpoBaHHouM T® noyTu BABOE BbilWe, YeM cpeaun OOnbHbIX C
npocTtbiMun gedektamu (AMIMM n OMX) [231].

4.10.2. KnuHn4yeckue nposBrieHUsa N eCTeCTBEHHOE TeuyeHue

C TeyeHMeM BpeMEHM TEXHUKA XUPYPrnyeckon koppekumm T coBeplLueHCTBOBasach,
ymeHbleHne obctpykumm  BTIMK  ob6blvHO  BkMOYaeT  WMHYHANMOYNOTOMUIO,  pe3eKuuio
MbILLIEYHbIX MYyYKOB, BbI3blBAKOLLMX OOCTPYKLMNIO M MCNONb30BaHWE 3annaTtbl ANs paclnMpeHns
nytn ottoka u3 X B JIA. HekoTopbiM naumeHTOM [O NPOBEOEHUS KOPPEKLMU BbIMOMHAKT
nannMaTUBHYIO LUYHTUPYIOLLYIO OMNepaumio C Lefbio YBENMYEHUS NEroYHOro KpoBoToka. HacTble

OCJTIOXHEHNA Y B3POCIIbIX:



¢ [1P: 3Haummas NP npakTuyeckn Bcerga BCTpeyaeTca nocrne TpaHCaHHYNAPHOW MacTUKU.
MNP 0Obl4HO XOPOLLO NEPEHOCUTCHA B TeYEHNE MHOMMX neT. Tskenas xpoHudeckas NP, ogHako,
B KOHEYHOM uUTOre NpMBOAWUT K gunataumm n gucyHkumm MK 1 nosBneHuio KNnMHUYeCKmx
cumnToMoB [232]. TaxecTb NP n ee HeraTuBHbIE OTAAaNeHHbIe 3(PdeKTbl Bo3pacTaoT Ha hoHe
nMeroLmnxca auctansHblx cteHo3oB J1A u JIAT.

e PesnagyanbHas obcTpykuma BTIDK MoxeT BO3HWKHYTb B MHGYHANBYnspHoM oTaene MXK
Ha ypoBHe knanaHa JIA M nerodyHoro cTBOMa, a Takke B BeTBAX npasBou u nesoun JIA.
MoBblweHHoe pfaBneHne B MK u runeptpocmsa MK Gbinn onucaHbl Kak He3aBUCUMbIE
NpeaukTopbl HEBNaronpPUATHOrO MCXOA4A N CHMKEHUS TONEPaHTHOCTM K OU3NYECKOWN Harpyske,
HeCMoTps Ha MeHblKne obbembl MK [233].

e PeangyanbHbin JMXKIT moxeT 6bITb CnegcTBMEM YACTUYHOM HECOCTOATESNTIbHOCTU LLBOB
3annaTtbl UM HEMnosIHOro 3akpblTMa AedyekTa BO BpemMs onepauum u MOXeT MpUMBECTU K
o6bemHon neperpyske JK.

e OCNOXXHEHUSA CO CTOPOHbI aOPTbl MOrYT BO3HUKHYTb CMYCTS MHOrO JieT nocrie nepBoro
XVPYPruyeckoro BMeLLaTenbCTBa M BKITKOYAOT NPOrpeccupyrowyo avnaraumio aopTel u AP (B
peaKkux cnyyasx — guccekumto aopTbl). MexaHn3am 9TUX OCIOXHEHUW He MOMHOCTbLIO MOHSATEH, U
MOXEeT BKMYaTb AunaTtaumio BOCXOAALWEN aopThl, HApYyLIEHMEe 3NaCTUYHOCTM aopThbl N BbiTb
CBSA3aHHbLIM C TUNOM XUPYpPruyeckomn Kkoppekummn [234].

e lncchyHkuma MK wn JDK/CH: punatauma DK obbiMHO ob6ycnosneHa AnuTensHO
cywiectytowen pesngyansHon MNP + o6ctpykumna BTIK. MoxeT BO3HUKHYTb 3Haunmas TP kak
cnegctene aunatauum DK, yto BemeT Kk ewe 6Gonee BbipaXeHHOMY pacwmpeHunto K.
OvnaTtauna JDK asnsgetca pesynbTatoM ANUTENbHOIO (PYHKLUMOHUPOBAHUA NannaTuBHbIX
apTepuanbHbIX WYHTOB, pe3uayanbHoro OMXI n/unu AP. OucdyHkuma oboux xenyaovkoB
MOXeT HBUTbCHA CneacTBMEM ANUTENbHOrNO LUMaHOo3a, MMEBLUEro MecTto [0 NpoBeAdeHUus
KOppeKkuun rnopoka u/vnu HeagekBaTHOM 3allnTbl MUOKapda BO BpeMs BMelLaTenbCTBa,
HebnaronpnATHOro MEXOKEeNy404YKOBOro B3aMMOOencTBus, 3NeKTpoMexXaHU4eCcKom
anccemHxpoHunn [235, 236] n anomanun KA. OnncaHo Takke CHWXEHWe NPOoAOoSfIbHOro CTpenHa
(necbopmauun) csoboagHom cteHkm JIK, He cmoTps Ha coxpaHeHHyto ®B JDK [237]. YacToTa
pa3sutna CH c ee TUNUYHBIMM MPU3HAKaMMU U CUMNTOMaMMU 3HAYUTENBLHO YBENMYMBaAETCA C
Bo3pactom [238]. lNpuunHamn ee Takke MOryT OblTb: NOpaxeHwe Muokapha, nocrneacTeus
cTpaTernn XMpyprumyeckom KoppekLumm nn HapyLeHuss NpoBoAMMOCTU. Taknx nauneHToB 4acTo
neyaT C NpUMMEHEHMEM cTpaTtermmn, 3adEKTMBHbIX Npu NpuobpeTeHHbIX GonesHax cepaua,
OAHaKo X APPEKTUBHOCTL Npu HegocTaTovHocTn MK octaeTca comHuTenbHom [239].

e [IpeacepaHble/kenyaodkoBble HapyweHus putma n BCC: aputmumn 1 BHe3anHasa cMepTb

ABNAIOTCA 3HAYMMbIMK OTAANEHHBIMU OCHOXHEHUAMKU. YacToTa npeacepaHbIX apVITMI/II7I B



TeyeHune xun3Hn coctasnseT 20%. MNpencepaHas Taxukapaus, C BKIIOYEHMEM B KPYrn pe-eHTpu
KaBOTPUKyCnuaanbHOro uctMyca u pybua nocne atpmotromum Ha [l1, cBaA3aHa ¢ yBennyeHmem
MM, Torgpa kak passutuio DI cnocobetByetr aumnatauusa JIM. XKenygoukoBble aputMuu,
BKNtovaoT nonumopdHble XKT/OXK, koTopble 0ObIMHO CBSA3aHbl C TAXENbIMU HapyLUEHUSMU
dyHkumn MK n JK, n moHomopdHbie yctonumebie XKT, KOTOpble 0COBEHHO XapakTepHbl ANs
naunweHToB C KoppurmpoBaHHon T® [34]. XoTa kak nonumopdHble XT/OXK, Tak w
MoHomopdHble KT moryt npuBectn kK BCC, yactota KOTOpOW NO AaHHbIM PETPOCNEKTUBHBLIX
nccnegoBaHnn coctasnsieT 1-3,5% [32], pasnuyHble cybCcTpaThbl nexawue B OCHOBE pa3BUTUSA
XenygoykoBOM apuTMUM AOSMKHbI BbITb pacno3HaHbl Ana cTpaTuukaumMm pucka un nedvenns. Y
B3pOC/bIX NMAUNEHTOB C KOPPUrMpoBaHHON T® cuctonuyeckas U gunacronnyeckas ancyHKUns
JDK, a Takke npeacepgHble n XT aBngioTca npegukropamu cmepTtn n yctonumson XKT [240].
BepoATHbIMK hakTOopamun prcka, acCouMnMpoBaHHbIMU NOObIMU Xenygo4YKOBbIMU apuUTMUSAMU U
BCC y naumeHTOB C KOppurMpoBaHHom T®, aBnsaoTcs wupuHa komnnekca QRS 2180 mc,
cucTtonuyeckas U amacrtonuyeckas gucdyHkuma JDK v mHayuuposanHas XT npu 13C
XenygodkoB. BbinonHeHne npote3snpoBaHna [1K B cTapwem Bo3pacte, W Hanuvyue
rmnepTpodum n ancchdyHkummn MK nepen npotesmposaHmem [1K, moryT 6bITb npegukropamu
bonee paHHen nocneonepaumoHHON CMEPTM U YCTOMYMBOM KEnyaooukoBOW aputmum [241].
OcHoBHbIMM cybcTpaTamu  MoHOMoOpdHOM KT  ABNAKTCA aHaTOMWYECKM OrpaHUYeHHble
nepewenkn (MCTMyCbl), OKPYXEHHble He npoBoAswWen BoO30yXAeHWe TKaHblo. Pasmepsbl
MCTMYCOB M napameTpbl NPOBOAUMOCTU MOryT OblTb OLEHEHbl C MOMOLLbIO KaTeTepHOro
KapTMpOBaHUA W onpefeneHa BepoOATHOCTb pas3BuTUs aputmuin. KaTteTepHaa abnaums
HaueneHHaa Ha aHaTOMWYecKue MUCTMYCbl ABNseTcs aPdPeKTUBHbIM MeTogoM riedeHus KT
[242]. Bonpoc O TOM, MOXET NN KaTeTepHoe KapTUpOoBaHWe CnocobCcTBOBaTb MHAMBUAYANBHOM
cTpaTudukauum pucka TpebyeTt ganbHenLwero n3y4yeHusl.

e DHOOKapAUT MOXET Pa3BUTLCS KaK MOCe XMpypruyeckomn, Tak U nocne TpaHcKkaTteTepHON
nmnnaHtaumm MNK. KnanaHcogepxawme npoTtesbl ABNAKTCA He3aBUCMMbIMU doakTopa pucka N3
Kak B bnvkanwem, Tak U B OTAaneHHOM nepuogax nocre nMnnaHtTauumn, Torga Kak npotesbl, He
cofepXxallme knanaH, SBNATCA PakTOPOM pucKa TOSbKO B TeYeHue nepBbiX 6 Mec. nocne
onepauwuu [76].

Cxema oTaaneHHbIX OCoXHEHUN nocne koppekuun T npeacrasneHa Ha pucyHke 8.

MaHenb A: Cxema T® (8o Koppekuun).
O6cTpyKums BbixogHoro TpakTa MK
Oekctpanosuuusa Ao

OMXKIM

MnepTtpodpus MK

MaHenb B: KoppurnposaHHasa T® ¢ ykasaHneM BO3MOXHbIX OTAANEHHbIX OCMOXHEHWMN.
MpeacepaHbiesxenygoyvkoBble aputmum u BCC



Mepudepuyeckne cteHosbl JIA

MynbmoHanbHas peryprutaums/ o6etpykuma BTIDK
Ounataunsa aoptbl + AP

PesunayanbHbin JMXI

TpukycnuganeHasi peryprutaums

OucdyHkumna JHK

OucdoyHkumna MK

Puc. 8. BegeHve nauneHToB C koppurmpoBaHHon T®: oTaaneHHble OCMOXHeHus, Tpebyrouime

HabnoaeHus.

CokpaweHusa: Ao — aopta, BCC - BHesanHass cepgevHas cmepTtb, BTIK — BbiHOCAWMIA TpakT npaBoro
xenygouka, OMXI — pedekt mexokenymoykoson neperopogku, JIA — nerovHas aptepus, JDK — nesbii
xenygouek, MK — npaBbivi )xenygodek, T® — tetpaga danno.

4.10.3. lnarHocTnyecKknm nogxon npu KoppuruposaHHon TP

O6wme npuHUMnbl NpeacTaBneHsbl B pasgene 3.3.

e O6beKTUBHbIE JaHHble, KaK NpaBumo, BKIHOYAKOT LUMPOKOE pacluensieHne BTOPOro TOHa.
HW3Ko4YacTOTHbIM  KOPOTKUMA  AMacTONM4Yeckud WyM  ykasbiBaeT Ha  Tsxkenywo  [1P.
MpoJomKNTENbHBIN, POMKUIA CUCTOSNTMYECKUI LUYM U3rHaAHUSA CBUMAETENbCTBYET 06 06CTpyKLmMmM
BTIMK, BbICOKOYACTOTHbIN ANACTONUYECKMM WYM MOXeT ©ObiTb npusHakom AP, a
NaHCUCTONMYECKN — NpU3Hakom pesugyansHoro OMXKT1.

eHa OKI 4acTto BbigABNAOTCA nonHas 6nokaga npaBon HOXKKM nydka nca, 3aBucawlas ot
TMNa xupypruyeckoro pgoctyna. Ha wwupuHy komnnekca QRS Takke oOkasbliBaeT CTeneHb
avnatagun MK.

e OxoKIN faeT BO3MOXHOCTb OLUEHUTb pe3uayanbHyo obcetpykumio BTIDK un TP,
pesuayanbHbin OMXT, pasmepbl n cdoyHkumio XK u JIK [241], TP, nasneHne B DK, pasmep
KOpHA aopTbl 1 AP. N3amepeHua gecdopmaumm muokapga (CTperH) no3BosigioT KONMMYeCTBEHHO
OLIEeHUTb CTENeHb 3NEeKTPOMEXaHNYECKON OUCCUHXPOHUN [243].

e MPT cepgua ssnsetca metogoM Bblbopa Ans oueHkn obbema u dyHkumn MXK; TMP;
pasmepa, ¢dopmbl U wWwupuHbl JIA; MHPYHAMOYNyma; BOCXOASLWEWN aopTbl; PacrnofoXeHus
MarmctpanbHbIX COCYLOB WU KOHOAYWTOB OTHOCUTENbLHO rpyAuHbl (Npy HeobxoaumocTu
NMOBTOPHOW  CTEPHOTOMMM);  OLEHKM  pesugyanbHblXx  wyHToB  (Qp:Qs). [losgHee
KOHTpacTUpOBaHWe C ragofiMHMeM Mo3BONseT Bu3yanuanpoBatb ¢pmbpos, cTeneHb KOTOpOro
accoumMmpoBaH C gpyrumu  daktopamu pucka Bo3HUMKHOBeHus KT un BCC [244]. T1-
KapTupoBaHue urpaet Bce bonee CyLeCTBEHHYHO POrib.

¢KPT nomoraet BblbpaTb BpeMsa [Onsi MOBTOPHOrO BMelLaTenbcTBa M obecneuymBaeT
NPOrHOCTUYECKYI0 MHGopmMaLmio [23].

e XONTEPOBCKOE MOHUTOPUPOBAHWE, PErucTpaums cobbITUA N ANeKTPOU3NONoOrnyeckoe

nccnegoBaHve TpebyloTcs HEKOTOPbIM MaumMeHTaM (BbICOKMIA PUCK, NOAO3PEHME HA Hanuune



apuTMumn u/vnn nepen noBTopHbIM BMmewaTensctBoMm Ha BTIDK). NHaykums yctonymson XKT
ABIISIETCA NPOrHOCTUYECKUM (DAKTOPOM B OTHOLLEHUN KNnHUYeckn 3Hadumon XKT n BCC [245].

eKaTeTepusaumio noOSIOCTEN cepaua cregyeT BbINOSMHATb TOMbKO TEM MNauMeHTam,
KOTOPbIM MNNaHMPYeTCa BbINOMHEHNE YPECKOXHbIX BMellaTesNibCTB (Hanpumep, Koppekuus
anctanbHoro cteHosa J1A, YpeckoxxHas MMMNaHTauusa KnanaHa), a Takke npu HegocTtaTovyHoM
MHOPMATUBHOCTM  HEMHBA3MBHbIX MeTodoB  obcnepoBaHusi. [lepen  onepaTtMBHBIM
BMeELLATENbCTBOM MOXET noTpeboBaTbCs KOpoHapoaHrnorpadpua ans sudyanusaumm KA, 41o
Ba)XHO A1 OLEHKM MX MPOCTPaHCTBEHHOro B3ammooTHoweHus ¢ BTIDK nepen ypeckoxHon
mvnnanTtaumen lNK.

4.10.4. NMo3gHne xupypruvyeckme/kateTepHble BMellaTeibCTBa

3ameHa MK u/unn ymeHblueHne obcTpykunn BTIDK MMET HU3KUMKM PUCK CMEPTHOCTU Y
nauneHToB 6e3 CH n/unu BbipakeHHON AMCHYHKUMN xenyaodkoB [246]. MNP asnaetca camomn
4YacToM NPUYMHOW oOnepaTUBHOrO BMelwlaTensctBa. OnpegeneHve ONTUMAanbLHOrO BPEMEHMU
OCTaeTCcs CNoXHon 3agadven. [aHHble AnuTenbHbiX HabngeHun BaXHee, YeM pa3oBble
n3MepeHna Ons onpederieHnMss BPEeMEHW And  MOBTOPHOro  BMewartenbctBa  [247].
Hopmanusaumsa pasmepoB MK nocne noBTopHOM onepauuMm CTaHOBUTCS ManoBepOsiTHOW,
Koraa WHOEKCUPOBAHHbLIN KOHEYHO cucTonuyeckmin obbem npesBbiwaet 80 MJ'I/MI, a
WHOEKCUPOBAHHbIN KOHEYHO AMacTonmyeckmin obbem npesbiwaeT 160 MJ'I/MI [248-250], ogHako
3TO OrpaHuvyeHue Ans NoOBTOPHOro BMeELLATENbCTBA MOXET HE KOppenupoBaTb C KIMHUYECKUM
npevmyLlecTtsoM. HegaBHO npoBeeHHbIM MeTa-aHann3 nNpoaeMoHCTpupoBan, 4To 3ameHa K
MOXET NPUBECTU K YNYYLIEHUIO KITIMHUYECKOrO TeYeHUs N ymeHblueHnto obbema MK, ogHako
BNUAHME €€ Ha BbKMBAEMOCTb TpebyeT JONONHUTENBHOrO n3yyeHus [251].

Heobxoanmo Takke KoppurMpoBaTb AucTanbHbii cTeHo3 JIA, nubo BO Bpewms
XUPYPrMyeckoro BMelLaTenbCcTBa (BKMOYas MHTpaonepaumMoHHOE CTEeHTUpoBaHue), nnbo c
NOMOLLbIO TpaHckaTeTepHoW npoueaypbl. buonornyeckun npotesd [1K (kceHorpadpT wnu
romorpadpt) MmeeT cpegHun cpok cnyxbbl 10-20 net [248, 252, 252], n B nocnegywowem
3aMeHy MOXHO MpPOM3BECTU C MOMOLLbIO TpaHCKaTETEPHOro BMeLlaTenbCTBa «KranaH-B-
knanaH». OnbIT NPUMEHEHNS MEXaHMYECKMX KNanaHoB B 3TOW CUTyaUMN HeOQOCTaTOYEH, U eCTb
BOMPOChI, KacawLlmnecs agekBaTHOM aHTUKOArynsiHTHOM Tepanuu.

Mpn npoBeAeHMN XMPYpPruyeckoro BMelLaTenbCTBa crefyet OLeHUTb HeobXxoaMMOoCTb
nnactukm konbua TK, 3akpbiTna pesmayansHoro AMXKIT 1 koppekuum aunataumm KOpHS aopThbl
n/vnn AP. lokasaHns K BMeLlaTeNnbCTBY HAa KOPHE aopThl HE OTNMYatoTCA OT obLuen nonynsaumnm
[254].

TpaHckaTteTepHaa umnnaHtauma 1K cTtana anbTepHaTMBOW onepauuMM Ha OTKPbITOM

cepaue, npexage Bcero, y NnauMeHToB CO CTeHo3oM/peryprutaumen koHgymta BTIDK, HO moxeT



BbIMOMHATLCA M Y HEKOTOPbIX BOMbHbLIX CO CTeHO30M/peryprutaumen B HatusHom BTITK. MNpu
TEXHUYECKOWN BO3MOXHOCTU, pe3ynbTaTbl TpaHCcKaTeTepHon uMmnnanTaumm MK

COMOCTaBUMbl C UCXOO4aMW NPU XUPYPrMYeCcKOW 3aMeHe KrnanaHa, KpoMe TOro, BEpPOSITHO,
KaTeTepHas npouenypa yBenuimBaeT CpoK Crnybbl KOHQYWUTA, YTO CNOCOBCTBYET YMEHbLLEHUIO
KOnnyecTBa MNOBTOPHbLIX BMELWATENbCTB B TEYEHUE XM3HU NaumeHTa [255]. Nonomka cTeHTa,
KOTopasi paHbLUe SIBMSNacb CaMblM YacTbIM OCMOXHEHUEM, BO3HUKAET pexe, ecnu TwaTesibHO
NoaroTOBUTb  «MOCALOYHYKO 30HY» C MOMOLLBK OOMOMHUTESNbHBLIX CTEeHTOB. Hawunydwwne
AOSIrOCpOYHbIe pe3ynbTaThl OblM NOMyYeHbl, Korga yaanocb 4OCTUYb OCTAaTOYHOro rpagueHTa
<15 MM pT.cT. [256]. Peagkne oOCnOXHEHusi, BO3HuKawwme y <2% naumeHToB, BKOYAlOT
nepenombl koHayuta u kKomnpeccuio KA. Puck asHpokapauta rnocrne  TpaHcKaTeTepHowm
umnnanTaumm [K octaetca npobnemon, Tak Kak eXerogHbli ypoBeHb 3aboneBaemocTu
coctaBnseT 2-3% [257, 258]. lNMockonbky komnpeccuss KA MOXeT ObiTb XMU3HEYrpoXatoLLen,
nepen BbINOMHEHMA TpaHckaTeTepHon umnnaHtauum MNK Heobxoanmo BbINOMHUTL GanmnoHHbIN
TECT, YTOObl UCKIOUMTb BO3MOXHOE caaBneHne KA, ogHaKo 3TOT TECT COMNpPSXeH C PUCKOM
neperioma KoHgyuta. B cnydyae TSXenonm UMPKYNApHOW — Kanbuudukauum KoHOyuta
TpaHckaTteTepHylo umnnaHtauyuio MK crnenyet BbINONHATL TONMLKO B TOM criydae, ecnun MPT
nokasbiBaeT HanmuMe [OCTaTOYHOro pacctosiHuss mexay koHgymtom u KA. CunbHas
B3aMMOCBA3b MeXAy HanMyMem aHaTOMUYEeCKUX nepeLlenkoB C MesfieHHbIM npoBefeHuEM U
ycTonymson MoHomopdHoun XKT, a Takke noTeHumanbHas notepsa AoCTyna K aHaTOMUYEeCKUM
nepewlenkam Ans BbINOMHEHNA KaTeTepHoW abnaumm nocrne XMpypruieckoro NpoTe3npoBaHus
MK vnu 4ypeckoXXHOro BBeAdEeHMA KnarnaHa B pacwupeHHbin 3annaton BTITK nmeet BaxHoe
3HayeHVe Ona naumeHToB, KOTOPbIM BbIMOMHAETCA MOBTOPHOE BMellaTenbcTBo. [259]. B
HacTosilee BpeMs MNpPOBOOATCA  AOMONHUTENbHbIE  UCCredoBaHUA AN YTOYHEHUS
HeobXoOMMOCTM  OOOMNEPaUMOHHOIO  KapTMpoBaHMs U npodunaktmyeckon  abnaumsa
aHaTOMWYECKUX NEPELLENKOB C MEANEHHbIM NPOBEAEHNEM A0 UM BO BPEMS BMELLATENbCTBA, Y

naumeHToB 6e3 AOKYMEHTanbHO NOATBEPXKAEHHON, CNOHTAHHOW ycTon4mBomn XKT.

PekomMeHaaunm no npoBeaeHN0 MHBa3UBHbIX BMeLLaTeNnbLCTB nocne koppekummn TP

PekomeHaaLmm Knaccll | YposeHbf
MpoTtesuposaHue MK pekomeHOoBaHO MauveHTam, UMEILUM KNMHUYEeCKne nposineHus, c || C
Tspkenon MNP u/mnn, kak MuHMMYM, ¢ ymepenHoit o6cTpykuvein BTIKE.

[MayneHTaMm C OTCYTCTBMEM HATUBHOIO BTI'I>K| pekoMeHAyeTCSa BbIMOSIHEHNA KaTeTepHOM || C
npouenypsbl (TpaHckaTeTepHon nMmnnanTaumm NK), ecnn oHa TEXHWYECKN BbINOMHUMA.

HeobxogumocTb 3ameHbl K y naumeHToB ¢ 6eccMMnTOMHbBIM TedeHnem ¢ Tskernon MNP n/vnu|lla C

c obctpykumen BTIDK pomkHa ObiTb 0OCyxgeHa npu Hanmuumm xoTsa 6bl ogHOro u3
CneayroLnx KpUTEPUEB:

OOBBHEKTUBHOE CHIDKEHNE NEPEHOCUMOCTU (PUINYECKMX HArpy3OK.

Mporpeccupytowas gunatauua MK go 3HadeHus mHaekcupoBaHHbii KCO DK 280 MJ‘I/MI




n/vnn nHaekcmposarHbin KOO MK 2160 MJ'I/MI u/unu nporpeccupoBaHne TP, kak MUHUMYM,
00 YMEPEHHOMN.

Mporpeccupytowwas amcyHkumsa MK.

O6cTtpykuma BTIDK ¢ pasnenvem B MK >80 Mm pT.CT.

LlenecoobpasHocte 3akpbitns  OMXKIT pomkHa 6biTb  06CyxaeHa Yy nauuweHtoB cllla C
pe3nayansHeiM MXI n 3HaumnTensHon o6bemMHon neperpyskon JIXK, a Takke y naumneHToB,
KOTOpbIM NpoBOAMTCA BMeLlaTenbCcTBo Ha K.

Y nauueHToB ¢ yctonumBon XKT, KOTOPbIM BbIMNOMHAETCS Xupypruyeckas unu dpeckoxHas (lla C
3ameHa [1K, gomkHa ObiTb oObCyxOeHa BO3MOXHOCTb [0 BMeLlaTenbCTBa BbINOMHUTD
KaTeTepHOe KapTUpOBaHME U MnpepbiBaHWe cBs3aHHbIX ¢ KT ucTMycoB OO unu BO Bpems
BMeLUaTenbCTBa Ha KnarnaHe.

OnekTpodusnonornyeckoe uccrnenoBaHune, Bknwovaa [1OC, gomkHa paccmatpuBatbes cllla C
uensto ctpatudukauum pucka BCC y naumeHTOB C AOMOMHUTENbHBIMK (hakTopamu pucka
(ancpyHkuma TDKITXK, HeycTtonumsas cumntoMmHas XT, NpoOAOIKUTENbHOCTL KOMMeKca
2QRS 180 mc, o6wmpHbIN hrnbpos MK no gaHHbIM MPT).

UmnnaHtauma UKO gomkHa 6biTb 06CyxOeHa y HEKOTOPbLIX NaunMeHToB ¢ TeTpagon dPanno, |lla C
NMELLINX MHOXECTBEHHbIE (hakTopbl pucka BCC, Bkntovas gucdyHkumio JDK, HeycTonumnByto
cuMmnToMHyto XKT, npogomknTensHoCTb koMmnnekca 2QRS 180 mc, 3Haunmbin nbpos MK no
AaHHeIM MPT unu nHgykuuio XKT npu M3C.

KatetepHaa wnu xupyprudeckass abrauuMss no noBody CUMMMTOMHOW MOHOMOpdHOM [lIb C
ycTonumBon KT MOXeT ObiTb pacCMOTpeHa y NauMeHTOB C COXPaHEHHOW (oyHKLMen oboumx
XenyaooukoB, B kadecTBe anbTepHatuebl VK[, npu ycnosum, 4To BMellaTensctBo byaet
BbINOMHEHO B CMELManM3MpoBaHHbIX YYPEXAEHUAX U YAANOCTb AOCTUTHYTb KOHEYHbIX TOYEK
abnaumn (Hanpumep, HEBO3MOXHOCTb WHOYUMPOBaTb apuUTMUIO, Hanuuve 6Grokagbl
nposefeHus No nNuHuaM abnaumn).

Mpumeyanme: | — knacc pekomenpauwii, | — yposers nokasatensHocTu; | — dpakums peryprutaumm no aaHHbIM
MPT >30-40%; |l — makcumanbHas ckopoctb >3 wm/c; | — naumeHTbl ¢ npealWecTBYIOWMM BMeLIATENLCTBOM Ha
BTIX c ucnonb3oBaHnem romorpadToB, NPOTE30B HA OCHOBE APEMHOW BeHbl Bblka, BMONPOTE30B/KOHAYUTOB; |—
NOATBEPXKAEHO NOBTOPHBLIMU N3MEPEHUSIMMU.

CokpaweHus: BCC — BHe3anHasa cepgeyvHas cmepTb, BTIK — BbIHOCALWMIA TpakT npaBoro xxenygoyka, OMXKIT —
aedekt Mexokenyanoykoson neperopoaku, KT — xenygoykoBas Taxukapausa, WKLO — wMmnnaHTupyembli
kapguosepTep-gedudpunnatop, KOO — koHeuHbin anactonuyvecknin oovem, KCO — KOHEYHLIA CUCTONMYECKUIA
obbem, JDK — neBbinn xenygoyek, MPT — marHuTHO-pe3oHaHcHas Tomorpadums, XK — npaebin xenygodek, MK —
nynbMoHanbHbIM ~ knanaH, [P — nynbmoHanbHas  peryprutauus, [1OC -  nporpammupyemas
anekTpokapgnoctumynaums, TP — TpukycnvaansHas peryprutaums.

4.10.5. NMNokaszaHusa kK APU n umnnantaumn UK

VKO cnegyeT wumnnaHtupoBaTb Ana BTOopudHOW npodunaktnkn BCC (nauneHTbl C
ocTaHoBkoM cepaua unm  yctonumson XKT) (knacc pekomeHgauun IC). [lokasaHua K
umnnaHtaumum VKO ¢ uenbio nepBuUYHOM NPOUNAKTUKM OKOHYaTENbHO He YCTaHOBMEHbl, 0
HacTosiLero BpeMeHM He paspaboTaHa waeanbHass cuctema cTpaTudukaumm pucka.
MaumeHTaMm ¢ HEOOBACHUMbIMU CUHKOMANbHBIMU COCTOSHUAMW U OUCHYHKLMEN XKENYA04KOB
unu gpyrmmmn caktopamm pmucka BCC Heobxoammo NpoBoAUTb UCCrefoBaHNEe reMOANHAMUKA 1
O®UN. Tlpu oTcytcTBMM 0BpaTMMOW NPUYMHBI  criegyeT  pPacCMOTPETb  BO3MOXHOCTb
nmnnanTaumm UKL (cm. pasgen 3.4.2) [260, 261].

4.10.6. HabnogeHue

Bcem naumeHtam ¢ T® nokasaHo HabnwogeHwe y kapauonora B crneuvanm3vpoBaHHbIX

LEeHTpax, KoTopoe — Yy OGonblMHCTBA GOMNbHBLIX — AOMKHO OCYLLECTBNSATbLCA exerogHo. [Mpu



ocMOTpax HeobxoauMo oueHMBaTb Hanu4une OCMOXHEHUIN, NnepedncneHHblx B pasgene 4.10.2.
Bcem nauneHtam Heobxogumo BbinonHATe MPT  4epe3 onpegeneHHble BpeEMEHHbIE
WHTepBarbl, B 3aBUCUMOCTW OT BbIABIEHHOW NaTONOMMN.

4.10.7. JononHuTenbHbIe NOJIOXXEHUA

dusnyeckne Harpysku/3aHATUS CNOPTOM: ANS NAUUEHTOB C KOPPUTMPOBaAHHBLIM MOPOKOM,
COXpaHHOMW reMOAUHaMWKOW U  OTCYTCTBMEM  KIMHUYECKUX MPOSABIIEHUA  OrpaHUYeHus
oTcyTcTBYOT. [launeHTbl ¢ BbiCOKMM puckoMm aputMmin/BCC, nauyueHTbl C BblpaXXeHHOW
AnccyHKunen obomx XenyaovkoB, M MaUMEHTbl C BbIPaXXEHHOW aopTonaTuen BOCXOLSALLEro
oTAena Hy>XAarTcs B OrpaHUyYeHnn pusndecknx Harpy3ok 40 HU3KOMHTEHCUBHbLIX U OTCYTCTBUK
N30METPUYECKNX Harpys3oK.

bepeMeHHOCTb: Mpu OTCYTCTBUN KOPPEKUUN UMEETCA BbICOKAA PUCK OCITOXHEHUN W
cMepTn matepu M nnoga. Puck 6GepeMeHHOCTU Yy nauMeHTOK C KOPPUrMpoBaHHbIM MOPOKOM
3aBUCUT OT COCTOSAAHWUSI reMOAMHAMUKM (OH HMU3OK Y MaLMEHTOK C XOpOoLlen reMOANHaMUKON).
Mpn HanuuMn 3HauYUMbIX pesnayanbHbiX U3MEHEHUW CYLEeCTBYeT PUCK HapyLleHUn putMma u
npasoxenygodkoson CH. BepemeHHOCTb, Mo-BMAMMOMY, He OKa3sblBaeT HebnaronpusTHOro
BNUSHUA Ha CepaeYHO-COCYAMCTYIO0 CUCTEMY B OTAAneHHOM nepuoae [262] (cm. pasgen 3.5.7).

Mpodunaktuka U3: pekomeHgoBaHa TOMbKO NauMeEHTaM BbICOKOro pucka (CMm. pasgen
3.4.6).

4.11. ATpe3uns nero4yHom aptepumn 1 aeeKT MexKenygo4KkoBoun neperopoakm

4.11.1. BBegeHue n obLme nonoxeHus

Bapocnble naumeHTbl ¢ atpesven JIA B codetaHun ¢ OMXI1 npegcrasnsawT cobon
HEOOQHOPOOHY MONyNAUUI0 B 3aBUCUMOCTU OT OCOBGEHHOCTEN aHaToMuW, U3Monorum wu
npeablaywnx smewatenscTs. NaunenTsl ¢ atpesnen JIA + OMXI1 nmeroT BHyTpUcepaeyHyto
aHaToMuo NoJobHy TP, HO y HMX OTCYTCTBYET npsimas KoMMyHukauus mexay MK un JA.
YacTo BCcTpevaeTcs mukpoaeneumsa 22q11.2 (aHomanum nuua, rHycaBoCTb rofioca 1 3agepikka
pa3sutus) [263]. BapuaHTtbl ctpoeHus J1A npu atpesuun JIA+OMXKI1 onpenenstoT KnnHU4eckoe
TeyeHue B TaKTUKYy NedYeHus (CroXKHoe CTPOEeHWe COCyAMCTOro pycna Ierkux MoryT caenartb
KOpPEKLUUIO ManonepcnekTUBHOM NI HEBO3MOXXHOM).

MaumeHTbl C BPOXAEHHbIMW aHOManUsaMW CepAeYHbIX Kamep W COeOUHEHUA wu/unu
ofHOXenyaodkoBon dusnonornen 6ygyt obcyxaaTbCs B COOTBETCTBYHOLUNX pa3genax.

CywectByeT Tpu Tvna cuctemsl J1A

e YHUMOKanNbHbIM C KOHMMIO3HTHbIMK (crivBawowmmucd) JIA gocTaTouHbIX pa3mMepos,
neroyHoe kposocHabxeHue yepes OATl

e MynbTudoKanbHbIh C KOHQOIHTHLIMW, HO runonnasnpoBaHHbiMKM JIA (B Buae

«YanKn») KPOBOCHaBXEHME OCYLLIECTBIIAETCA Yepe3 MHOXeCTBEHHbIe 6onblune BAJIKA



e MynbTuoKanbHbIN C HEKOHMOIHTHLIMU UK OTCyTCTBYOWMMUK J1A, KpOBOCHabXeHne
yepes BAJIKA

Xvpypruyeckoe neyeHve sBNsieTcs NpeaMeToM Cepbes3HbiX AMCKYCCUMA U3-3a OTCYTCTBUSA
KOHCEHCyCca OTHOCUTENbHO ONTUMAarbHOro MeToda NnevYeHuns.

MaumeHTaM C KOHQOMSHTHbIMKM JIA [OCTATOYHbIX pPasMeEpPoOB M HaNMYMEM JNEro4yHoro
cTBONa, OObLIMHO C aTpe3ver KnanaHa, BO3MOXHO BbINOSIHUTbL KOppekuuto, kak npy TO ¢
NPUMEHEHNEM TPaHCaHHYNAPHOWN NSIACTUKN.

MauneHTam c JIA gocTaTouHbIX pa3MepoB, HO C OTCYTCTBMEM FIErOYHOro CTBONa cnegyet
BbIMOMHUTL KOPPEKLUMIO C NCNOonb3oBaHMeM KoHayuTa mexay X u J1A.

MauneHTam ¢ KOHIIIHTHLIMK, HO rMnonnacTudHbiMKn JIA yacto TpebyeTcs HanoXeHue
CUCTEMHO-NIENOYHOr0 aHactoMo3a WM pekoHCTpykums BTIDK (6e3 3akpbitua OMXKI), 4yto
MOXeT cnocobcTBoBaTb pocTy J1A, a Ha Bonee nNo3gHen cTagnm OHU MOTyT OblTb PACCMOTPEHbI
Kak kaHauaaTbl Ana Koppekuumn ¢ UCrorb30BaHMEM KianaHocoaepXallero KoHgymra.

MauneHTbl ¢ HEKOHMNIOSHTHBIMK JIA 1 agekBaTHbIM, HO He M3ObITOYHbLIM, FErOYHbIM
KPOBOTOKOM B JE€TCTBE, MOryT JOCTUIHYTb B3pOCHOro Bo3pacta 6e3 onepauum.

CyLiecTBYIOT CTOPOHHUKM 3TanHOro noaxoda K 3TOM nocnegHen, npencraBnsaioLwen
CNOXHOCTb rpynne paeten. BbINONHeHWe yHUPOKanu3aumMm J1eroyHoro KpoBOTOKa, B
nepcrekTMee Mo3BonseT BbIMOMHUTL pafuKarbHY KOPPEKLMIO C UCMOSIb30BaHUMEM KOHOyuTa
[264].

4.11.2. KnuHn4yeckue nposBrieHUsa N eCTeCTBEHHOe TeuyeHue

Y B3pocCnbIX, KOTOPbIM paHee Obina BbINOMHEHA KOPPEKLUMS, KMMHUYECKME MPOSIBNEHUS
Takue xe, kak npu TO (cm. pasgensl 4.10 n 4.14). HeonepmnpoBaHHbIX NaunMeHToB GecrnokouT
oblLlKa Npu U3NYECKNX Harpyskax, yTOMISIEMOCTb M MPOrpPeECCUPYIOLLMIA XPOHMUYECKMIA LiIMAHO3
BCNeACTBME YMEHbLUEHNA NEeroyHoro KpoBOTOKA M3-3a CTeHO3a Konsnartepanen, crteHosa JlA,
nosbiweHns JICC unu yBenuyeHna KOHEYHO-OMaCTONMYEeCKOro AaBneHus B xenygoudke [265].
LinaHo3 B KOHEYHOM uTOre npuBedeT K NOnvopraHHon auvcdyHkumnm (cMm. pasgen 3.4.8). Y
nauneHToB, KOTOPbIM HEe BbIMOMHANACh XUpypruyeckas Koppekuusi, MOryT BO3HWKHYTb
OCNOXHEHMWS:

e KpoBoxapkaHbe BcCreacTBMe paspbiBa OObIMHO MENKUX KonnateparbHbIX COCydo0B
n/vnn menknx Tpomobo3oB B cucteme JlA.

e XpoHuyeckas CH 0OblMHO MHOrotakTopHa M MOXET ObiTb Bbi3BaHa XPOHWUYECKUM
LUMaHO30M, MpeaLlecTBy WM YyBENUYEHnEM oObeMa Jero4yHOro KpOBOTOKA, MOBbILLEHMEM
JICC, ancoyHkumen MK, AP n gpyrumm npuymHamu.

e [lporpeccupytoliasa gunataumsi BOCXoAsdLen aopTbl ¢ HapacTawowen AP (guccekuus

aopTbl B peAKuX crny4asx).



e JHOOKApPAMT MOXET UMETb OCOOEHHO BbICOKMA PUCK Y MALMEHTOB CO CHUKEHHbIM
cepaeyHo-coCcyanCTbIM PE3EPBOM U BbIPaXXEHHbLIM LiIMaHO30M.

e Aputmun n BCC He aBRg0TCA pegKoCTbio

e CermeHTapHas JIAl [46].

4.11.3. AnarHocTUKa

O6wme npuHUMnbl NpeacTaBneHsbl B pasgene 3.3.

KnuHnyeckne paHHble: Yy HeonepupoBaHHbIX MAUWMEHTOB LMAHO3 MOXET OblTb OYEeHb
BbIpaXeHHbIM, faxe Ha ()OHEe MMUHUMAasbHbIX (PU3NYecKnx ycunuin. HenpepbiBHbIA LWYM B
obnacTtu cnmHbl no3sonseT npegnonoxuts Hannune BAJIKA. Ha OKI™ BbissBNsSeTCA OTKNOHEHNE
anekTpuyeckon ocu Bnpaso u MK, Ha peHTreHorpamme rpygHOM KNeTKN BbISIBMSIETCA KOHTYP
cepaua B opme «aepeBsHHOro Oawmadka» («nyctom» 6GaccenH JIA) ¢ aHomanbHbIM
obedHEHNEM nerovYHoro CocyagucToro pucyHka (4Yepepytowleecs C yvacTkaMmy MOBbILLEHHON
Backynapusauum scneactaune Hanunums BAJIKA).

OxOKI: nonyyeHHble [OaHHble Yy OMNEepUPOBaHHbLIX 3aBUCAT OT Tuna KOppekuun (CMm.
pasgenbl 4.10 n 4.14). Y HeonepupoBaHHbIX MALWEHTOB BLISBNSETCA OTCYTCTBME MPSIMOro
kKpoBoToka 13 X B JIA, Ha HECKOmNbKMX y4yacTKax B LBETHOM JornneporpaduyeckomM pexmve
MOryT BbITb BUOHbI HENPepbIBHbIE NOTOKM OT BAJIKA.

3D OxoKI' MoxeT nomMoyb B onpeneneHnn natosiorm4eckorn aHaToMun, OLEHUTbL pasmMepbl
n dyHKUMo xenygodkoB. YpecnuweogHas OxoKI MoxeT ObiTb MOME3HOW Yy HEKOTOpbIX
naunveHToB AS1I1 OUEHKM aHaTOMWUW KrnanaHa, Korga TpaHcTopakanbHoe wuccrnegoBaHue
3aTpygHEHO U MMeeTcsa Nogo3peHne Ha N3 [266].

MPT, KT wn kateTepusauma cepgua TpebytoTca OnNs YTOYHEHUS UCTOYHWMKA NErOYHOro
KpoBoTOKa K pasmepoB JIA, ans oueHkn BAJIKA n coctoaHus remoanHamuku. Y naumeHToB
nocrne Xupypruyeckon koppekumm nokasaHus k MPT Takue ke, kak npu Td (ons oueHku
obbemoB n dyHkumm XK, MNP, pasmepos, dopmbl U coctoaHua JIA, pasmepa BocxosLien
aopTel M Ona pesvgyanbHbiX WyHTOB (Qp:Qs)). 3D-poTaumoHHas adrnorpagus mn 3D
HanoxeHne n3obpaxeHui, a Takke CUHTE3 pes3ynbTaToB peHTreHoBckon n MPT Tomorpadum
nomMorarT B TOYHOCTU OLIEHKM OaHHbIX [267].

4.11.4. Xupypruyeckoe/kateTepHoe BMeLLIaTeNbCTBO

OTHOCUTENBHO HabMAEHWS M BMeLIATENbCTB Y MaLMEHTOB C KOPPEeKuMen no Tuny -
danno c TpaHCaHHYNSpHOW nracTukon, cm. pasgen 4.10; OTHOCUTENbHO MauWeHToB C
kongymntom MXK-J1A, cm. pasgen 4.14.

CoctosiHme naumeHToB C atpesuven JIA+OMXKI1, KoTOpbiIM He BbIMOMHAMNOCH
BMELIATEeNbCTBO paHee, a Takke C NannMaTMBHOM KOppeKUMEenW B aHaMHe3e MOXeT ObiTb

YNYyYLEHO C MOMOLLbIO COBPEMEHHbBIX XUPYPrMYECKUX MM MHTEPBEHUMOHHbLIX npoueayp [268,



269]. Y naumeHToB C KOHGM3HTHbIMKU JIA goctaTtoyHoro pasmepa v naumeHtoB ¢ BAJIKA,
aHaTOMM4YeCKU noaxogawmx Ans yHudokanuvsauuu, y KOTOpbIX He pasBuiacb BblpaKeHHas
neroyHasa BackynsipHaa 6o0ne3Hb BCNeaCcTBME MPOTEKTMBHbLIX CTEHO30B, AOMMKHA ObITb
obcyxaeHa BO3MOXHOCTb Xupypruyeckoro nedeHust. OgHako MHOrMe u3 HeonepupoBaHHbIX
nauneHToB, MOryT ObiTb He MoAXO4AWMMU ANs XUPYPruYeckom Koppekuuu, BCreacTsue
CINOXHOCTU CTPOEHUSI UX NerovHblXx cocyaoB. BaxHO noHMmaTb, YTO XOTS onepauusi MOXeT
YNYYLWUTb KITIMHUYECKOEe COCTOSIHME U NPOrHo3 (nocrnegHee ABNAETCA YUCTO YMO3PUTENbHbLIM),
OHa TakXe ABMsIeTCA OCHOBHOW NPUYMHON CMEPTHOCTMW.

KaTeTepHble BMeluaTtenbCcTBa MOryT BKNYaTb GanmoHHyr AunaTtauuio/CTEHTUPOBAHME
KonnarteparnbHbIX COCYOOB C LUernbl YBeNnuyeHus reroyHoro kposoToka [270]. C pgpyrowm
CTOPOHbI, MauMeHTaM C TSKenbiM KpoBOXapkaHbeM MOXeT noTtpeboBatbcs ambonusauus
oTAENAEeMbIMU CMPanNaMM pa3opBaHHbIX KosnaTteparbHbIX COCYA0B.

BbrknBaeMocCcTb onpeaenseTcsi COXHOCTbIO aHOMarnum CcocyfoB ferknx u pesynbtatamm
XUPYpruyeckon  koppekumu.  BbbkMBaemMocTb  Npu  nannvaTuMBHbIX — BMeLlaTernbCTBax
CYLLIECTBEHHO HWXe 1 cocTaBnaeT okorno 60% npu 20-neTHem HabnoaeHun. TpaHcnnaHTauus
KoMmnnekca cepaue-nerkme MoxeT OblTb BO3MOXHOM oOnuMen Ans oYeHb HebonbLioro
KonmyecTtBa NaumneHToB.

4.11.5. HabnogeHue

MaumeHtol ¢ artpesven JIA+OMXKIT  pomkHbl  perynspHo  Habniogatbcs B
cneunanm3avpoBaHHOM YYPEXOAEHUN (KaKk MUHUMYM, eXerogHo). TakTuky BegeHust NaumMeHToB C
MYINbTUOPraHHbIM NOPaXXeHNEM, CBA3aHHbIM C LMaHo30M (cM. pasgen 3.4.8).

MaumeHTbl ¢ cermeHTapHon JIAIT MoryT ObiTb pacCMOTPEHbI ANs TapreTHOW Tepanuu; CM.
pasgen 3.4.3 [271, 272].

Takne CUMNTOMbI Kak oOfblllKa, HapacTaHue UuuaHo3a, WU3MEHEeHWe XxapakTepa Lyma
wyHTa, CH nnu aputmumn 3acnyxmsaroT 0Co00ro BHUMaHUA 1 OOMKHbI TpeboBaTb CKOpeNnLlero
pacCMOTPEHNSA N OLEHKN ANSA BMellaTenbCTBa.

4.11.6. lononHuTenbHbIe NOJIOXXEHUA

dunsnyeckne Harpysku/3aHaTUA COPTOM: NaumeHTaMm C OTSIMYHBIMU FreMOANHAMUNYECKNMU
nokasatensaMm crnegyet pPeKoMeHOOBaTb BbINOMHEHWE pPerynsipHbiX (U3NYeCcKUX Harpysok,
nsberag 4pe3amMepHOro M3OMETPUYECKOTO HaNpsKeHus. Y nauMeHToB C MeHee OonTumMarbHOW
reMogMHaMMKON OOMKHO ObiTb Gonblie (PyHKUMOHanNbHbIX orpaHudeHun. Cnepyet maberatb
Ype3MepHbIX Harpy3oK, HO perynsapHble HU3KOMHTEHCUMBHbIE bu3ndeckne Harpyskum (xoabba,
nnaBaHue, Aaxke e3ga Ha Benocunene) naumeHTam crnegyet pekoMmeHaoBathb.

BepemeHHOCTb: puck 6GepemMeHHOCTM Yy MauMeHTOB C XMPYPrnMYecKon KOoppekuumen,

xopownmMum remoanHaMmm4eCKMM nokasatenamm U oTCyTtCcTtBueM B aHaMHe3e apVITMI/II7I HU3KUN.



Puck BospactaeT ¢ nosieneHnem runokcemuu, JIAIT, gucyHkumm xenygodkos, cumntomos CH
n aputmunin (cMm. pasgen 3.5.7). ockonbky Mukpopeneums 22911 BcTpevyaeTcss JOCTATOYHO
4acTo Npu 9TOM NOPOKe, criegyeT NPOBECTU COOTBETCTBYOLWEee obcneaoBaHMe 40 HACTYNEeHUs
©epeMeHHOoCTH.

Mpodunaktuka U3: pekomeHOgoBaHa TOMNbKO NaLMEHTaM BbICOKOrO pucka (CMm. pasgen
3.4.6).

4.12. TpaHcno3uuma marucTpanbHbIX apTepun

4.12.1. BBegeHne n 0OCHOBHbIE MOJI0XeHUs

TMA  xapaktepuayetcs AB-KOHKOPOAHTHOCTbIO n npeacepaHo-Xenygo4koBom
ANCKOPAAHTHOCTLIO: aopTa B6epet Hayano B MK, a JIA — n3 JDK. TMA HasbiBaloT NpocTton B
OTCYTCTBME aCCOUUNPOBAHHbIX BPOXAEHHbIX aHoManun; TMA Ha3sblBalOT CNOXHOW NPU HanmMy4um
acCoLMMPOBAaHHbLIX BPOXAEHHbI nopokos: AMXIM (B45%), o6ctpykums BTIDK (§25%) u
KoapKTauusa aopThbl (I5%). OTtpaneHHbin nporHo3a npwu  croxHon TMA, HecmoTps Ha
NpoBeaEeHHYI0 KOPPEeKUUIo, Xyxe, 4eM npu npocton TMA.

Atnonorna TMA HeunsBecTHa, a natoreHe3 He yctaHoBrieH. CeMmenHble criydyan U3BecCTHb,
HO OHM OYeHb pefkun. imeeTca npeobnagaHme MyXYmMH B COOTHOLLEHUN 2:1.

EcTtecTtBeHHOE TeyeHue kparHe HebrnaronpusiTHO, M OOCTUXKEHME 3pesioro Bo3pacTta B
OTCYTCTBME XUPYPrMYECKON KOppeKUmn npeactasnsaet cobon ncknovexHme. JocturHyT nporpecc
B MeTodax XUPYpPruyeckoro revdeHusa: OT npouedypbl MNepeknioyeHns npegcepavi  ao
nepekniyeHnsa apTepun, a npu cnoxHolx TMA ncnonbayoT TexHuky Pactennu.

Cxema Xupypruyecknx NoAxoAoB U UX ocroxHeHus npu TMA npenctaBneHbl HA PUCYHKe

4.12.2. Onepauusa nepekxkroYeHus npeacepavm

4.12.2.1. KnuHu4deckue nposieneHusi rnocre onepauyuu rnepeknnyeHus npedcepoud

MaumneHTam ctapwero Bodpacta ¢ npocton TMA BbInonHAKT onepaunto Mactapga vnu
CeHHuHra. CambIMUM YaCTbIMW OCIOXHEHUSIMU ABNAETCS:

o [INCcyHKUMA N HeJOCTaTOYHOCTb cuctemHoro MXK.

e BtopuyHas nporpeccupyrowasa TP (cuctemHbin AB knanan).

e bpagnkapausa n XpoHOTPOrHbIE N3MEHEHUS BCNeACTBUE yTpaTbl CUHYCOBOro putma; AB
npoBeaeHne 0BbIYHO COXPaHEHO.

e CynpaBeHTPUKYNSAPHble TaxuapuTMuu, Yalwe Bcero — TpeneTaHue, ucxogsuiee U3
KaBOTPUKyCNMAanbHOro MUCTMyca, a Takke BCNeACTBME MaKpO pe-eHTpU, OBYyCNOBMNEHHOro
Xnpypruyecknm BmewlaTensctBoM; ®I1 MoxeT BO3HMKaTb Yy MauUMEHTOB CTapllero BO3pacTa.

Bbicokas 4yactoTa cepaeyHbIX COKpaLLI,eHVIVI 00Obl4HO MNIOXO nepeHocuTcd, Bcneacrteune



HEBO3MOXHOCTM YBENUYEHUs npeaHarpy3kn. bpagukapgus, obycnoBneHHas AMcdyHKUMN
CVMHYCOBOIO y3Ma, MOXeT CnocobCTBOBaTL BO3HMKHOBEHMIO NpeacepaHON Taxmkapauu.

e XT: nepBuyHble nonumopdHble XXT wnn ®XK Bcneactene HapylweHUs QyHKUUK
KEnygoykoB U MexaHuM3MoB, obycnoBneHHbix Hanumunem CH, unu moHomopdHblie XKT B
pesynbTate pe-eHTpU TMocre BbINOSIHEHUS XUPYPrUYeckon Koppekuun croxHeix TMA;
BTOpUYHble KT wmnn OXK, koTOpbIM MpeaLlecTBOBanNu CynpaBEHTPUKYNSAPHbIE Taxukapanm
(CBT) ¢ BbICOKMM NpoBeAeHNEM N ULWEMUEN MMOKapLa BCreACTBME OYEHb HU3KOMO YAApHOro
obbema, accoummpoBaHHoro ¢ CBT.

e CTeHO3 TOHHEeNs, BEPXHEro (YaLle) Uinm HUKHEro.

e COpoc KpoBu Ha 3annarte, (hopMUPYIOLLIEN BHYTPUNpPeacepPAHbI TOHHENb, NMGOo cnesa
HanpaBo, MNpuUBOAsLLEE K YBENIMYEHUIO FErOYHOro KpOBOTOKa, NMOO cnpaBa Haneeso npwu
HanMyum anctanbHOM 06CTPYKUUK, YTO BEAET K LMaHO3y Ui napagokcanbHbiM 3MOOoNnsam.

e OOGCTpyKUMSA BEHO3HOro BO3BpaTta, Hanbornee Yacto — B 0651acTn BNnageHUst NEeroyHbIX
BeH B npeacepave/lMK.

o O6cTpykuma BTIDK mMoxeT BO3HUKHYTb BCMReACTBME BblByXaHUS MedokenyaoykoBOW
neperopogkn B ctopoHy JDK, coobuwatoweroca ¢ JIA, yacto accoummpoBaHHOIO C NepegHUM
CUCTONNYECKNUM ABMXKEHNEM MUTPArnbHOro KnanaHa.

e JleroyHas rmnepTeH3us, NPOSBIAIOLWANACA NHOr4a Yepes3 HECKOSTbKO AeCATUNEeTUI nocrne
onepauuMn nepekniyeHna npeacepavn; oHa ob6blMHO nocTkanunnspHas [273], ogHako
BO3MOXXHO pa3sutue u J1ATl.

e CwmepTb Bcnegcreme CH nnmn BCC, BeposaTHO, 0OycrnoBneHHas HapyLLIEHUsSMU puTMa.

Mo faHHbBIM KPYNHbIX NCCnegoBaHu ¢ NnepnogomM HabnwgeHus Ao 40 neT, BbPKMBAEMOCTb
coctaBnseT 60-75% [274, 275]. [Npn 3TOM HEOCNOXHEHHAs! BbKMBAEMOCTb COCTaBMAEeT BCEro
20% [276, 277]. TonepaHTHOCTb K WU3NYECKMM Harpy3kam OObI4HO CHMXEeHa 3a c4yeT
HeageKBaTHOro MOBbLIWEHNS CEepPAEeYHOro BblIGpoca: XPOHOTPOMNHAA HEKOMMETEHTHOCTb,
CHWXEHWEe npegHarpyskm B pesynbrate CTeHo3a W/Mnu purngHoCTU TOHHENEW, MPUCYLLMX

ornepawun nepeknioYeHns npegcepann, u HapyweHna dyHkuum MXK.

MaHenb A. Cxema TMA (oo onepauun).
OTKpbITLIN apTepuanbHbIA NPOTOK

MaHenb B. Cxema koppekuun TMA ¢ nomoLLbio onepaumm NepeknioyeHuss npeacepanii; ykasaHbl OCMOXHEHUS
OTAaneHHoro nepuoaa.

OuncdyHkunsa CY/npeacepgHble/xenygodkosble aputmmumn/BCC

INeroyHas rmnepTeH3us

CT1eHo3 ToHHens /cbpoc cbpocoB KpoBM B 3annatax, POpMUPYHOLLNA BHYTPUNPEACEPAHbIV TOHHENbB

O6cTpykumst BTIDK

OucdyHkumna cuctemHoro AB knanaHa

OucdyHkumna cuctemHoro MXK



MaHenb C. Cxema koppekumn TMA ¢ NoOMOLLBbIO onepaunm apTepuanbHOro NepPekIiyeHnst; ykasaHbl OCIOXHEHUS
oTganeHHoro nepuoaa.

Mepudepudeckun cteHos J1A

OvnaTtaunsi KOpHS aopThbl

Peryprutauusa Ha AK

AHOManun KoOpoHapHbIX apTepui

Puc. 9. BepgeHne naumeHtoB ¢ TMA: ocnoxHeHuss OoTAaneHHOro nepuwopa, Tpebyowme

HabnoaeHus.

CokpaweHus: AB — atprnoBeHTpukynsapHbin, AK — aopTanbHbin knanaH, Ao — aopTa, BINB — BepxHAs nonas BeHa,
BCC — BHe3anHas cepgeyvHas cmepTtb, BTJIXK — BbIHOCALWMIA TpaKT neBoro xenygouka, JIA — neroyHas aptepus,
JIB — nerodHasa BeHa, JIXK — neBbin xenygoyek, J1N — nesoe npeacepave, HMB — HwxkHAA nonas BeHa, MK —
npaebin xenygouyek, MM — npaBoe npencepane, CY — cuHycoBbin y3en, TK — TpukycnuaganbHbii knanaH, TMA —
TPaHCMO3NLUMA MarncTparbHbIX apTepUi.

4.12.2.2. [luacHocmuka

O6wme npuHUmMnbl NpeacTaBneHsbl B pa3gene 3.3.

KnvHunyeckasa oueHka OOMMKHA BKIKOYMaTb BbiIBIEHWE NPU3HAKOB BEHO3HOro 3actod. OTek
B 06nacTu rofioBbl M LEN ABASIOTCHA NPU3HaAKamMn PeCTPUKLMN KPOBOTOKA Ha YPOBHE BEPXHErO
CerMeHTa npeacepaHoro BEHO3HOro TOHHensd. OTeku HOor, BapuKO3HOE paclUMpeHne BEH,
renatoMeranua u UMPPO3 MeYeHn HabngawTca Npu pecTpuKuUMn KPOBOTOKA Ha YpPOBHE
HWKHEro cermeHTa npencepaHoro BEHO3HOro ToHHens. CTeHo3, U gaxe nonHas obCTpyKums,
MOryT GbITb 6eccuMnTOMHbIMK BCreacTene 3(PEKTUBHON LIMPKYNSLUMA, OCYLLECTBNAEMON MO
napHOM uUnn NonyHenapHon BeHaMm.

Cucronmyeckun WyMm M3rHaHUa CBUAETENbCTBYET O HanMyum nogknanaHHoW obCcTpyKumm
BbIHOCSILLEro TpakTa, a CUCTONMMYECKUN LLIYM peryprutaumm — o HeoCTaTOYHOCTU CUCTEMHOIO
TK. Ha 3KI" umetotca npusHakm 'K n Hepeako — 3ameLlarolmin putMm € y3KMMU KOMMNiekcamm
QRS 6e3 3y6buos P.

e OxOKI saBnseTcA OCHOBHbLIM ANArHOCTUYECKMM MEeTOAOM, AaloWMM BO3MOXHOCTb
OLEHUTb pasmep U CUCTONMUYECKYIO (DYHKLUUIO CUCTEMHOIO M NIEFOYHOMO Xenyao4KoB, Hanvyne
obCTpyKUMM B BblHOCALLEM TpakTe, TP, cbpoc B obnactv BHyTpunpeacepaHon 3annatbl Unm
CTEHO3 npeacepaHblX TOHHeNerW W BeHO3HblM BO3BpaT. [1puM3HakuM NeroyHou runepTeHsuu
OObIYHO BbIpaXeHbl Crabo — CHWKEHHOE YNSOLWeHNe MEeXOKeNnyao4ykoBOW MNeperopoaks B
cuctony wn pacwwumpeHne JIA — u MX CNOXHO pacnosHatb. [logo3peHue Ha NerovHyro
rMMNepTeH3nlo ANKTYeT HeobxXxoOuMOCTb KaTeTepusauum nonocterm cepgua C Uenblo ee
NCKITIOYEHNs, NockonbKy J1IIT MoxeT noBnuaTb Ha neyveHne. KOHTpacTHOe uccnegoBaHne MOXeT
BbIABUTb Hanuume cbpoca B TOHHene— o 50% 6GeccMMnNTOMHbIX MauMEHTOB — WU CTEHO3
TOHHenen [278]. BBegeHne KOHTpacTa B BEPXHIOK KOHEYHOCTb YacTO He BbiABNAETCa puctyna
HWXHEro BEHO3HOro KOHAYWUTA; ero MOXHO UCKMIOYUTL TOMBbKO C MOMOLLIbIO BBEOEHUSA KOHTpacTa

B 6epeHHyto BeHy. YpecnmeBogHaa OxoKl no3BongeT oueHUTb COCTOSIHUE KOHOYUTOB.



e MPT no3Bonser 6onee HageXHO W [OOCTOBEPHO KONMUYECTBEHHO OLEHUTb
cuctonunyeckyto  dyHkumio cuctemHoro DK, 4yem 3xoKl, a Takke COCTOATENbHOCTb
npegcepaHbiX KOHAYMTOB. MOXHO TOYHO M3MEPUTb pasMepbl KPYMHbIX apTepui; aHOMarsibHO
wupokas JIA n/vnu Gonblwon nognynbmoHanbHbli JIDK mMoryT cBngeTensCTBOBaTb O Hanu4um
NerovYHon runepteHann. MoXHO KONMYeCTBEHHO OueHUTb cOpoc, 0ByCnoBMnEHHbIV UCTynon
3annatbl (Qp:Qs). Hebonbwon copoc KpoBM B 3annaTtax, GOPMUPYIOLLNIA BHYTpUNpeLceEPOHbIN
TOHHEsb, He NPUBOASALMA K 3HAYUMOMY LLIYHTUPOBAHWUIO KPOBW, TPYOAHO BbISBUTb C MOMOLLbIO
MPT (npeuvmyliecTBO WMMeeT KOHTpacTHoe wuccriegoBaHune npu  OxoKI). [losgHee
KOHTpacTupoBaHue C ragonuHuem cuctemHoro MXK nmeet nporHoctudeckoe 3HadeHue [279].

e lIcknoyeHne CTEHO30B TOHHENen unuM cOpOCOB KpPOBWM B 3annatax, opMUPYHOLLMIA
BHYTPUNPEACEPAHbIN TOHHEMb (M UX KOppekumnsa) HeobxoamMmbl 4O NPOBEOEHUA MMMNaHTaunm
OKC/MKO. AnbtepHatnson MPT wunu KT cepgua ons oueHKM BEpXHEero KoHAyuTa ABnaeTcs
BBeZleHME KOHTpacTa B NpaBylo PYKY 1 OriyopoOCKONUS.

e KPT BaxHa npu gnurtenbHOM HabniogeHun ans AMHaMn4ecKom OLEHKN TONEepPaHTHOCTU
K Harpyske u XpOHOTPOMHOW HekoMneTeHTHOCTU. OHa Takke MOXeT BblSiBUTb COPOC KpOBU B
obnactn BHyTpunpeacepaHon 3annatbl, KOTOPOE HE UMEET KIMHUYECKUX NPOSIBNIEHNIA B MOKOE.

e HekoTopbiM naumeHTam nokasaHo xontepoBckoe OKI  MoOHUTOpMpOBaHWE WU
3NeKTpoPM3MonorMyeckoe uccrnegoBaHne npuv  nogo3peHun Ha  Bpagukapguio  n/vnm
TpaxmapuTMnm.

e KaTeTepmsaumss nonocrenm cepgua nokasaHa, ecnu pesynbTaTbl HEWHBA3WBHOIO
obcnegoBaHni HeMHAOPMAaTUBHBI, NMMBO NPY NOAO3PEHUM Ha HanuUyue NIerodHOM rmnepTeH3nn
(cm. pasgen 3.3.5).

4.12.2.3. MedukameHmMO3Hoe fieyeHue

e Cucrtonuyeckasa ancdyHkuma cuctemHoro MXXK: He gokasaHo, 4yto Tepanusa MAMN®, BEPA,
GeTa-6nokatopamun Unn aHTaroHNCTaMu anbgoCTEPOHA — NO OTAENBHOCTU UNN B KOMBUHaLMN —
cnocobcTByeT ynydweHuto nporHo3a [280]. NoaTtomy B HacTosiwee BpeMs HET ybeauTenbHbIX
pekoMeHOauumn no BO3MOXHOCTU N HEOBXOAMMOCTU UCMOSb30BaHMSA JaHHOW Tepanuu.

e HepoctaTtouHocTb cuctemHoro [DK: npu BblpaxeHHon CH Tepanua guypetnkamu
cnocobCTByeT  ynMyylWeHUo  cMMATOMatukM. XOTa He  Obino  NpoaeMOHCTPUPOBAHO
NonoXntenbHoro agpdekta obbIMHON MeAUKAMEHTO3HOW Tepanun y NauueHTOB C CUCTEMHbIM
X, y 6onbumnHCcTBa BOMBHBIX C KIIMHUYECKUMU MPOSBAEHNAMN MOXHO JOCTUYb YNy4LLeHUs Ha
ooHe HasHa4yeHus «Kraccmyeckom» Tepanuu no nosogy CH.

e HapyweHusa putma: npenapatbl, CNOCOBCTBYIOLNE YMEHBLUEHUIO YacTOTbl CepaeYdHbIX
COKpalleHun, criegyeT MCMNofb3oBaTb C OCTOPOXHOCTbIO, MOCKOSIbKY MOCNe MnepeknioyeHns

npeacepani NauMeHTbl CKMOHHbI K pa3BuUTUO Gpaankapain n AMCEHYHKLMN CUHYCOBOIO y3na.



e JI po Havana Tepanun HeOBXOOAMMO YCTAHOBWUTb TOYHbIE MEXaHW3Mbl JIEroYHOM
rmnepTeH3mn. Hanbonee yactbiM BapuaHTOM, NO-BUAUMOMY, SiBNSieTCs noctkanunnapHasa J1I,
BO3HMKalOWAss B OTAANIEHHOM nepuode Mocne onepauMm nepekniyeHns npeacepann,
COOTBETCTBEHHO, TaKMM MauMeHTaM MPOTUBOMOKA3aHO Ha3Ha4YeHue cneumduyeckmx
BasogunartaTopoB, ogHako npekanunnspHas JIIT Tak moxeT npucytcTBoBatb. B ¢BA3W ¢ aTuMm,

KpaVIHe BaXXHO NpoBeCTU TWaTesibHYy0 OLUEHKY reMmoanHaMunKku.

4.12.2.4. Xupypau4eckue/kamemepHbie emewamesibcmea

QdW, abnauma, CPT un UK.

O6wwme npuHUMNbI, €OuHble 1 Ans NauMeHTOB Mocne npoueaypbl NepekrioyeHus
npencepaun, npeacraesneHsl B pasgene 3.4.2 [32, 37].

9PN n BmMewaTenbCcTBa CrOXHbl KU3-3a TOrO, YTO TOHHENW MOryT nepekpbiBaTh
HOPMarnbHbIN AocTyn K npeacepavsim. OcHoBHOMN MeXaHuU3M BO3HUKHOBEHUSA
CynpaBeHTPUKYNSAPHbIX apuTMuin — TI1, ucxogsawee M3 KaBOTPUKYCNUOANbHOIO UCTMyca —
Hepeadko TpebyeT NyHKUMM TOHHend, 4YTobbl JoCcTuYb ucTMyca. OB6blYHbIA peTporpagHbIn
TpaHcaopTanbHbIA OOCTYN Yy B3POCMAbIX OObIMHO HEBO3MOXEH. PekomeHOyeTCsi BbINOMHATb
AOCTYN nof KoHTponem ypecnuwesogHon IxoKIm, npn HeobxoanMocCTn NyHKUMKM ToHHens. M3C
C uenbto cTpaTudumKkaumm pucka He nokasaHa.

KapguoctumynaTopsbl: cM. pasgen 3.4.2.

MokaszaHna K BMewaTenbCTBaM CymMMuUpoBaHbl B Tabnuue «PekomeHgauum no
NPoOBEOEHUIO XUPYPrMYECKMX W KaTeTepHblX BMewartenscts npu TMA nocne onepauuu

nepekxsitoyeHns npeacepanny.

PekomeHgauum no npoBeAeHUIO XUPYPruyecKMx U KateTepHbiX BMewaTtenscTe npu TMA

nocre onepauuu nepexknioYeHus npeagcepaumn

PekoMeHaaumm ‘ Knacch ‘ YposeHbl ‘

MokasaHus K XMPYpPruyeckum BMeLLaTesibCTBam

CMMNTOMHBIM nauMeHTam C OOCTPYKUMEN RerovHbiXx BeH npeacepausi, pekoMeHAoBaHO || C
Xupyprudeckoe rnedeHue (KateTepHoe BMeLaTenbCTBO 0ObIYHO HEBO3MOXHO)

CUMNTOMHbIM  nNauMeHTam CO CTEHO30M TOHHENss U  HEeBO3MOXHOCTU KaTeTepHoro || C
BMeLlaTenbCTBa peKoOMeH40BaHO XMpyprnyeckoe rne4yeHue.

CMMNTOMHBIM NauueHTaM ¢ cbpocom KpoBU Ha 3annaTe, opMUPYLOLLE BHYTPUNPEACEepAHbIH || C
TOHHENb, U HEBO3MOXHOCTU KaTeTepHOro BMellaTeNlbCTBa PEKOMEHAO0BAHO XUpypruyeckoe
nevyeHue.

Y nauMeHTOB C BbIpaXXEHHOW peryprutaumern cuctemHoro AB knanaHa (TpukycnugansHoro) B |lla C
OTCYTCTBME BbIPAXXEHHOW CUCTONUYECKON aucdyHKuumn xenygodka (OB >40%) gomkHa ObiTh
obcyxaeHa uenecoobpasHoTb NpoBeaeHNs NNacTUKU UNn 3aMeHa KnanaHa, gHe 3agucumocmu
om Hanu4yusi CUMMmMomMos.

Cyxu1BaHve nerodHon aptepmm kak meton TpeHmpoBkm JDK nepen onepaumen aptepuansHoro |1l C




nepeKkni4yeHna y B3pocCribiX NaunMeHToB HEe pekoMeHOYyeTCA. | |

MNokasaHus Kk KaTeTepHOMY BMeLlaTelNbCTBY

@

CUMNTOMHbBIM NaLMeHTaM CO CTEHO30M TOHHENS pekomMmeHOOoBaHO CTEHTMpOBaHME Npu yCnoBun
TEXHUYECKON BO3MOXHOCTM.

@

CvMNTOMHBIM MauueHTam ¢ cOPOCOM KPOBU Ha 3annaTe, hopMUpytoLLEn BHYTPUNPELACEPAHbIN
TOHHENb, W LMAHO30M B MOKOE MNU Mpu U3MYECKON Harpyske, WUNM Npu  HanMuuu
00OCHOBaHHbIX MOAO3PEHUN Ha NapafoKcarnbHy 3MOONMI0 PEKOMEHAOBAHO CTEHTUPOBAHME (C
MOKPbITUEM) UKW 3aKPbITUE C MOMOLLBIO YCTPONCTBA NPY HANMMYMU TEXHUYECKOW BO3MOXHOCTM.

@]

CMMNTOMHBIM NauueHTaMm ¢ cbpocom KpoBU Ha 3ansaTe, opMUpYIOLLE BHYTPUMNPEACEPAHbIN
TOHHeNb, OOGYCMOBMEHHLIMM LUYHTUPOBAHWEM KPOBM CIl€Ba HamnpaBo, pPEeKOMeHAOoBaHO
CTEHTMpOBaHMWe (C NOKPLITUEM) NPU HANMYUN TEXHUYECKON BO3MOXHOCTH.

beccumnTOMHbIM  nMaumeHTam C gedekTom 3annarthl, conpoBoXxgawuwencs obvemHoln |lla C
neperpyskon >XenyaoykoB BCMeACTBME LUYHTUPOBAHMS KPOBU CrieBa Hamnpaso, OOMKHO ObiTb
BbINOMHEHO CTEHTUpPOBaHUE (C MNOKPbITUEM) UMW 3aKpbiTUE YCTPOWCTBOM, MNpU Hanuuuu
TEXHNYECKON BO3MOXHOCTW.

Y naumeHToB ¢ cOpOCOM KpOBM Ha 3annarte, popMmUpyoLLen BHYTPUNPeacCepaHbIA TOHHENb., [lla C
kotopbim Tpebyetcs NMOKC/UKL, pnomkHa GbiTb 0b6CyXaeHa LenecoobpasHOCTb MpoBeAEHWUsI
3aKpbITUA dedekTa 3annaTtbl C MOMOLLbI CTEHTa C MOKPbITUEM MPU HanmMuumM TEXHUYECKOW
BO3MOXHOCTU, 0O BBEAEHMNS TPAHCBEHO3HbIX 3MEKTPOAOB.

Y acCMMNTOMHbIX NauMeHTOB ¢ AedeKTOM 3ansaTtbl U OTCYTCTBUMEM KIMHUYECKUX NposiBrieHun |llib C
MOXeT OblTb 0OCYXOEHO npoBeAeHVWE CTEeHTUPOBAHUA MNPW  HanmUMuUMMm  TeXHUYEeCKOMn
BO3MOXHOCTW.

npumeanMe: I — Knacc peKOMeH,D,aLI,I/IIZ, I— YpOBEHb AOKa3aTellbHOCTW.

CokpaweHusn: AB — atpuoBeHTpukynapHoii, UKLl — umnnaHTupyembin kapguosepTtep-gedpunbpunnarop, JDK —
neBbIn xenygoyek, NMOKC — nocTtosHHas anekTpokapaunoctumynsaums, B — dpakums Bbibpoca.

4.12.3. Onepauusa apTepuanbHOro nepekn4veHus

4.12.3.1. KnuHuyeckue rposisrieHusi rocrie apmepuaribHo20 repeKito4YeHus

B3pocnbiM naumveHTam monogoro Bospacta ¢ npocton TMA, Hanbonee BepoaTHo, byaeT
BbIMOMIHEHA OMnepauusi apTepuanbHOro nepeknoyeHns. Hanbonee 4acTbiMy OCNOXHEHUSIMU
ABMAKOTCA:

¢ [lInnaTtauma KopHs Heo-aopThl, NpuBogsaLwasa Kk AP.

e[logknanaHHbin cTeHo3 JIA n cteHo3 BetBen JIA (0gHO- WM OBYXCTOPOHHUM),
BCneacTBMe pacnonoxeHunsa dudpypkauun JIA nepen BOCXOOALWEN aOPTOW COrnacHO TEXHUKe
JlekoMTa, a Takke gunataumsa KOpHS HEO-aopThl.

o [IncyHkuma JIK n xxenygoykoBble apuTMUKM BCTPEYaTCA pedko, HO MOryT BO3HMKAaTb;
OHM MoOryT ObITb O0OYCnoOBMEHbl HApPyLUEHUSIMW  KOPOHapHOro KpoBoTOoka [281] npwm
pevmnnanTaunn KA B Heo-aopTy.

e OcTpbll yron Ayrn aopTbl, YTO MOXET BEeCTU K (YHKUMOHANbHOW OOCTpyKUUn W
rTMNEePTEH3UN.

Otmevaetcs Bbicokass BbbkuBaemoctb o 30 net (>90%) [282], 6eccobbiTunHas
BblknBaemMocTb coctaBndeT 60-80% [283-285]. MNogaenstowiee 60MbLWINHCTBO 3TUX NALMEHTOB

nmeet beccumnTtomMHoe TeudeHme. Kak npaBunio, y HUX HECKOJIbKO CHWXEeHa NnepeHOCUMMOCTb




PU3MYECKMX HArpy30K, HO OHa MOXeT OblITb M HopManbHOW. YacTtoTa BO3HWMKHOBEHUS
OCITOXXHEHUIN CO CTOPOHbI KA B OTOaneHHOM nepuofe Takke oyeHb Heenuka [286, 287], uto
CTaBUT N0 COMHEHME HEOBXOANMOCTb PYTMHHOIO 06cneaoBaHnsa AN UX BbISBEHUS.

4.12.3.2. [luacHocmuka

O6bwwme npuHUMnbl NpeacTtaBnexbl B pasgene 3.3. Bo3aMoXXHO Hanuume npusHakoB AP un
Mnc.

e OxoKIN 4BnAeTcs OCHOBHbIM METOAOM AMAarHOCTMKM, MNO3BOSISKOWMM  OLEHUTDL:
cokpaTutenbHyto yHkumio JIXK (rnobanbHyto n perMoHanbHyo); Hanu4me CTeHO30B B 0bnacTu
aHacToMO30B apTepuu, Yalle Bcero, 1C; peryprutauuio Ha Heo- AK; pasmep KOpHA HEO-aopThl
N NPOKCUMAarbHOM YacTu BOCXOASALLEN a0OPThl; aHrynaumio ayrin aoptbl. OcywecTBnaeTcs Takke
oLeHKka cuctonuyeckon gyHkumn MK 1, npu BO3MOXHOCTWU, HEOBXOOUMO M3MEPUTHL MUKOBOE
cuctonuyeckoe gasnenue B MK (ckopocte TP). OxoKIm Budyanusaums Gudypkauumn n obemx
BeTBEN 0ObIYHO HEBO3MOXHA BCNEACTBME €€ pacnorioXeHns cpasy 3a rpyauHon.

e CTpecc-OxoKI HasHa4atloT Ansa OLUEeHKM CTPeCC-UHOYLMPOBAHHbIX HAPYLUEHUI NOKaribHON
COKpPaTUMOCTMN.

¢ MPT obGecneumBaeT 6onee HageXHYH KONMMYECTBEHHYIO OLIEHKY OOBbEMOB XEenyao4KoB,
®B, gunataumio Heo-aopTbl uUnu peryprutauuio. BoamoxHa Buadyanusaumst cteona JIA n ee
BEeTBEN M WX PacrosfioXeHue OTHOCUTENbHO (pacCLUMPEHHOro) KOPHA Heo-aopTbl. Bo3MOXHO
paccunTaTb pacrnpegerneHve KpoBoToka B NpaBoM U fieBOM nerkom. CTpecc-TecT, Npu Hannymm
KITMHUYECKMX MOKa3aHuW, SBNAETCA anbTepHaTUMBHOM METOAMKOW [ONs OUEeHKu nepdysuun
MUoOKapaa U BO3MOXHbIX HapyLLUEHUA KOPOHAPHOro KPOBOTOKA.

¢ KT nmeeT npemmyLLecTBO ANs HeEMHBa3BHOW Bu3yanusauumn KA, Bkovasa ux yctbs, npu
nogo3peHnn Ha CTeHo3. [laHHble O HM3KOW YacTOoTe OCIIOKHEHMM CO CTOPOHbI KA cTaBAaT nog
COMHeHMe HeobXoauMMOCTb PYTMHHOrO obcnepoBaHua Ans BbisBreHus natonormm KA (c
nomoLupbto noboro metona) [286, 287].

e AnoepHble mMeToaouku Gonee He UCNOoNb3ylTCA B KayecTBe NEpBOM NUHUN U3 BCEX
BM3yanuanpyroLwmnx MeTOAOB, OOHAKO MOryT ObiTb WCMOMb30BaHbl, KOraa Apyrne Metoabl
HeOCTYMNHbI U HEJOCTATOYHO MH(POPMATUBHBI.

eKaTeTepusaums cepaua, BKMAYas KOpOHapoaHruorpaduo, nokasaHa B crydae
anceyHkummn JIK n nogospeHnn Ha uwemuio Muokapaa. B criydyae BblpaXeHHOro cteHo3a BeTBuU
J1A v nogospeHunn Ha J1Al nokasaHa kaTeTepu3auna NonocTen cepaua.

4.12.3.3. Xupypaudeckue/kamemepHble eMewameribcmea

lMokasaHna K BMellaTenbcTBaMm npuseneHbl B Tabnuue «PekomeHaauum no MHBa3MBHbLIM

BMewaTenscTBa npy TMA nocrne onepauuu aptepuanbHOro nepeknioyYeHns.



PekomMeHgauMm no wvHBa3MBHbIM BMewaTtenbctea npu TMA nocne onepauun

apTepuanbLHOro nepeKknYeHus

PekoMeHaaumm Knaccl | YpoeHbf
CteHTMpOBaHME WM XUpypruyeckoe rnedeHne (B 3aBMCMMOCTM OT  cybcTtparta) |l C
PEKOMEHOBAHbI MPU CTEHO3€ KOPOHAPHbIX apTEPUIA, BbI3bIBAKOLLMX ULLEMMUIO.

[omkHa ObITb ODOCYy)XAeHHa Lenecoobpa3HOCTbL OMNepaTMBHOIO BMeLLaTenbCTBa Ha KopHe |lla C
HEeo-aopThbl NPU LUMPUHE KOPHS HEO-aopThl >55 MM npu ycroBumM cpegHero pocta B3pOCioro

Yyenoseka (OTHocuTenbHO npoTesnpoBaHusa AK B Heo-aopTe No NoBoAy BbipaxeHHoW AP cm.

pekoMeHaauMm no KnanaHHbIM NOpokaM cepaua, ocobble cmyaumwl).

HomkHa ObITb 0OcyxaeHa uenecoobpas3HOCTb BLINOMHEHUST CTEHTUPOBaHWA Mo nosogy |lla C

cTeHo3a BeTBU JIA, BHE 3aBMCMMOCTM OT HanMuMs CUMNTOMOB, €CMNU CyXeHwe aAuvameTpa
coctaBnser >50% u cucronudeckoe paesneHve B MK >50 mMm pT.cT. n/nnn umeetcs
CHWXKeHne nepdy3nm nerkmx.

MpumeuaHue: | — Knacc pekomeHgauun, |— ypOBeHb faokasaTensHocTh; | — npu npuHATAM pelueHna o6
onepaTtMBHOM BMeLUATENbCTBE Ha OCHoBaHuM pekomeHgaumn EOK 2017r no knanaHHbIM nopokam cepaua [25]
cnegyeT yyuTbiBaTb, YTO B JaHHOM cryvae pedb uaeT O NOBTOPHOW onepalumu, KOTopasi TEXHUYECKU ABnsieTcs
Bonee CnoXHoMW.

CokpaweHusa: AK — aopTtanbHbii knanaH, AP — aoptanbHas peryprutaums, JIA — nerouHast aptepus, DK —
NpaBbIN Xenyao4ex.

O6cTpykumna BTITK moxeT 6bITb NOAKNanaHHON, knanaHHon (oba BapuaHTa BCTpevarTcs
peako) unu HagknanaHHbIM (Haunbonee 4YacTbl BapuaHT). [okazaHus K NeYeHnto Takme xe, Kak
npusefeHHble B pasgene 4.8, ogHako aHaToMumyeckne 0COBeHHOCTM MOoryT noTpeboBaTb
pasnnyHbIX NOAXOAO0B.

4.12.4. Onepauusa PacTtennu

4.12.4.1. KnuHuyeckue nposierieHus riocre onepauyuu Pacmernnu

Y B3pocnbix nauneHToB ¢ TMA, AMXIT n MNC (cnoxHasa TpaHCNo3uums) 4acto B aHaMHese
UMeeTCcsa nepeHeceHHasa Koppekunsa no tuny onepaumn Pactennu. 3annata B obnactn OMXIT1
HanpasnseT kpoBb U3 JIXK B aopTty, a MK coeguHeH ¢ JIA koHOyUTOM, cogepxallumm KrnanaH.
BapuHatamu onepaunn Pactennu, OCHOBaHHLIMW Ha TOM Xe NpUHLUMNe, SBASTCA NnacTnka Ha
YPOBHE Xenyao4koB 1 onepauus Hukango.

YacTbiMM OCIIOXXHEHUAMM SABASIOTCS:

e CTeHO3 unu peryprutaums B koHayute mexay Mxun JNA.

e O6cTpykums BTIDK, To ecTb 06CTpyKUMaA kpoBoToKa 13 JIXK B aopTy.

e PesunayanbHbin JMXI.

[ ] AP

o [ncpyHkumsa JOK.

e HapyleHusa puTma, Kak XenygodkoBble, Tak U CyrnpaBeHTPUKYNSPHbIE.

e JHOOKaApPAUT C NopaxeHnem KoHOyuTa.

e CwmepTb, BKntovas BCC (aputmun), n cmeptb oT CH.



Mo paHHbIM HemHormx HabnwopgaTtenbHblX wuccnegoBaHun 20-NeTHAA BbIKMBAEMOCTb
coctaBnseT <60%, a 20-neTHaa 6eccobbiTuiiHas BbbkmBaeMocTb — 20-30%. HeobxogumocTb
3aMmeHbl koHaymTta mexay DK u JIA aBnsgetca cambiM 4acTbiM MoKa3aHWEM K MOBTOPHbLIM
onepaumam. BTopbiM No YyacToTe NokasaHMeM ABNAeTCs Koppekums obctpykumm BTITDK, 3atem
naeT 3akpbiTne pesvayansHoro AMXKIT [288]. OTHOCUTENBbHO YacTo BCTpeYaeTcsa SHAOKapauT C
nopaxxeHnem KrianaH-cogepaliero KoHayuTa.

OTmevaeTcs He3HAYUTENBHOE UMN YMEPEHHOE CHUXEHWE TONepaHTHOCTU K (pusndeckum
Harpy3kam. BonbLMHCTBY NauMeHTOB, NepeHeclmx onepauuio Pactennn nnu aHanormyHble
BMeLlaTenNbCTBa, NOTpebyeTCAa NOBTOPHAs onepaumst UnNn YpeckoXXHOEe BMeLlaTeNbCTBRO.

4.12.4.2. [JuazHocmuka

O6wme npuHUMnbI NpuBeaeHbl B pasgene 3.3.

O6beKkTMBHblE [aHHble MOTryT CBUAETENbCTBOBATb O CTEHO3€ KOHAYUTA, HanuMyuu
pesngyanbHoro OMXKI1, TP, mutpansHoun nnu AP.

e OxOKI: HeobGXoOuMO OUEHUTb COeOUHEHME MexXOy pacrnonoXeHHbIM c3aan JDK wu
Haxopdwemca Bnepean (Bcneacteue TMA) AK, dyHkumio AK 1M guameTp KOpPHS aopThbl.
HonnnepoBckoe nccnegosaHMe O0SMKHO MOMOYb BU3yanu3vpoBaTb U OUEHUTb aHaTOMUIO U
dyHKUMO KoHayuTa mexay MK u nynbMoHarnbHbIM CTBOMOM. KpanHe BaxHO onpeaenutb
AasneHuve B MK ¢ nomMoLlblo JONNIIEPOBCKOro UCCreaoBaHNsA C OLLEHKOW CKOpoCTu cTtpyu TP,
NMOCKOMbKY OaHHble JOonnrepa Hepeako nepeoueHMBaloT 3HayveHue rpagveHTa [aBreHnsd B
KoHayute mexay MXwu J1A.

e MPT obecneuymBaeT 60ree TOYHYK KOSIMYECTBEHHYIO OLIEHKY OOBHLEMOB XENyao4KoB,
AnameTtpa aopTbl 1 PB. Takke MPT no3sonsieT nerko oueHUTb U U3MepUTb KOHQYUT mexay MK
n JIA n oueHuTb nepudepudeckue J1A, KoTopble MHOrga TPYAHO BU3yanu3npoBaTb C MOMOLLBIO
OxOoKT". Mpwn Hanunuum pesngyansHoro AMXXI1 moxHo paccuuTtaTtb Qp:Qs.

e KaTteTepmsauus cepgua MOXeT noTpeboBaTbCs AN FEMOAMHAMMUYECKOW OLEHKU
CTeHo3a KoHayuTa. AHrmorpausa MOMOXET OUEHUTb YPOBEHb CTEeHO3a W Hanuyue
nepudepunyecknx cteHosos J1A.

4.12.4.3. Xupypau4deckue/kamemepHble eMewameribcmea

OTHOCMTENBbHO NOKa3aHW K KOpPEKUMN CTEHO3a KoHAyUTa cM. pasgen 4.14.

Ecnn wyHTMpoBaHMe cneBa HanpaBo 4epe3 pe3ngyansHoin OMXKI npuBogut K
MOSIBMIEHMIO CMMMTOMOB MMM CylleCcTBEHHOMW ob6bemMHomn neperpyske JDK, cneayeT BbINONHUTH
XNpYpruyeckoe/4peckoXHoe BMeLLaTenbCTBO (YpoBeHb pekomeHaauun IC).

4.12.5. HabnoaeHve (He3aBMCUMO OT TUMA PEKOHCTPYKTMBHOMW onepauuun)



Bce naumeHTbl ¢ TMA, He3aBucMMO OT TuNa onepauuun, A0MKHblI HAbNaaTbCs eXerogHo
B CneunanuampoBaHHbIX LEHTpax, rae ocoboe BHMMaHWE [JOIDKHO YyAenAaTbCA paHee
YyNOMSAHYTbIM 0COBeHHOCTAM (CM. pasgensl 4.12.2.1,4.12.3.1 n4.12.4.1).

4.12.6. JononHuTenbHbIe NOJIOXXEeHUA

dusnyeckne Harpysku/6epemeHHocTb/npocdmnaktnka N3: cm. pasgensl 3.4.6, 3.5.5 u
3.5.7.

4.13. KoppurupoBaHHasa TPaHCNO3ULMA MarucTpanbHbIX apTepumn

4.13.1. BBegeHue n obLme nonoxeHus

KoppuruposaHHasa  TMA, wnu  OUCKOpAAHTHOE  MpefcepaHO-XenyaodkoBoe U
XernygodkoBo-apTepuanbHoe COoeAuHeHue, SBMSeTCA pedkuM  BPOXAEHHbIM  NMOPOKOM.
YKenynoudkn nHBepTUpoBaHbl, aopTa otxogut oT MK n pacnonoxeHa cnepeamn (06bI4HO C NEBOW
cTopoHbl), a JIA otxoamt ot JIXK un pacnonoxeHa c3agn (0BGbIMHO C npaBoM CTOPOHbI).
AHOManbHble COEOUHEHUS C «ABOWHOW» AWCKOPAAHTHOCTBID MOrYT MNPUCYTCTBOBATb MNpu
HOpManbLHOM WM  3epKanbHOM pacrnonoXxeHuu npegcepaun. AHomManbHas opueHTauus
OCHOBaHMe-BepxyLLKa, OCOBEHHO AeKCTpokapaus (Bepxyllka cepgua HarnpasrieHa Bnpaso)
BCTpeyaeTcs 4acto (20%). ConyTcTBylOWME NopaxeHus BeTpeyatoTes vacto (80-90%): OMXKIT
(70%), MNC (40%), pgucnnasna cuctemHoro TK  (Hanpumep, 3O6wTenHo-nogobHas
Manbopmaums).

Pacnonoxenne AB y3na (uMHorga MHoxecTBeHHbix AB y3noB) m nydka [uca, yacto
SBMSETCA aHOMasbHbIM 1 NPUBOAUT K HapyLweHuam AB nposoaumocTu. lNepeaHe-naTepanbHoe
CMelleHne yas3BMMOro nydka [mca BaXkHO pacno3HaTb B BpeMst ANeKTpodM3nOoNornieckoro
nccnegoBaHNAa N KaTteTePHbIX BMeLLAaTENbCTB.

4.13.2. KnuHn4yeckue nposiBrieHUA N eCTeCTBEeHHOe TeYeHue

EcTtecTBEHHOE TeyeHMe W KIWHUYECKME MPOSABNEHUS  MNOpoOKa  onpenensitoTcs
COMyTCTBYOLWMMM aHOMannamMu. Bce naumeHTbl ¢ codeTaHHbIMU NOPOKaMu, AOCTUILLME 3PENOro
Bo3pacta, nnbo 6binn npoonepupoBaHbl (3akpbitne OMXKI, koppekumss MNC wnn, pexe,
nnactuka unu 3ameHa TK) nubo mmeroT cbanaHCMpoBaHHyO uanonorno. Y naunmeHToB C
n3onupoBaHHoW koppurnposaHHon TMA peako pasBmBarOTCA OCMOXHEHUA 40 AOCTUXKEHUA MU
3penoro Bo3pacra.

[Mo3gHMe OCNOXHEHNS BKNOYAHOT:

OncdyHKUMA 1 HegoCTaToOYHOCTL cucTteMHoro XK.

MporpeccupoBaHue TP (cuctemHbin AB knanaH).
O6cTpykuunsa BTIDK.

e [lonHas AB 6nokaga (2% B roa); vaiwle Bo3HuKaeT nocne koppekuun OMXKIT n/nnu

3ameHbl TK, MOXeT BO3HUKHYTb BO BpeMSI BEepeMeHHOCT!.



e KT (o4eHb penko).

Oxuaaemas NpoAOMKUTENbHOCTb XN3HU cHkeHa: [§50% BGoMnbHbLIX C aCCOLMMPOBAHHBLIMM
nopokamu Obinn XxmBbl B Bo3pacte 40 net; 6e3 conyTCTBYHOLMX aHOManun I50% naumeHToB
Obin XmBbl B Bo3pacte 60 neT. lMaumeHTbl ymupatoT oT 3actonHonm CH wnu ymwupaiot
BHe3anHo, npegnonoxuternbHo, B pe3ynbtate JKT/®X, HesaBucMmo OT  Hanuumsa
nporpeccupytowien CH.

4.13.3. AnarHocTUKa

O6wme npuHUmMnbl NpeacTaBneHsbl B pasgene 3.3.

e OOGbeKkTMBHbIE AaHHbIE MOryT BKoYaTh wymbl TP, OMXI n/vnn MC.

e Ha 3KI moryT BbIABNATLCS yanuMHeHue uHTepBana PR wnu nonHas 6nokaga cepaua.
PaHHee BO36yxaeHWe Neperopoaky crieBa HanpaBO MOXET NMPUBECTM K NOSABIEHMIO rIyOOKMX
3ybuoB Q B otBegeHusx Il, 1ll, aVF n V1-V3. OTcyTCcTBME HOPMAribHOMO COOTHOLLEHUS 3y6L 0B B
rPYAHbIX OTBEOEHUSX MOXET MpOosBMATbCA nosiBneHMem komnriekca QR B oTBegeHun V1 um
komnnekca rS B V6. Cungpom Bonbda-lNapkuHcoHa-Yanta nmeetca y 2-6% nauneHTos.

e Ha peHTreHorpamme rpygHomn KNeTkn MoxeT ObiTb BUAHA aHOManbHO nNpsAmas rpaHuua
neBbIX OTAENOB cepaua 3a cYeT MOJSIOKEHUA BOCXOASWEN aopTbl crneeBa U cnepeau,
AEKCTPONo3nums C BepXyLLKOWn, HanpasneHHown Bripaso (20%), nnv mesokapausa (OTHOCUTENBHO
4yacTo).

o OxoKI saBngeTca KNYeBbIM ANArHOCTUYECKMM METOOOM, BbISBMSKOWMM [OBOWHYHO
ANCKOPOAHTHOCTb U COonyTCTBYOWME aHomanuu (36wTenHo-nogobHyo Manbgopmaumio TK n
TP, OMXTI, ob6ctpykumio BTIDK un T1C). [llo3BonsieT NpoOBECTU KAYECTBEHHYIO OLIEHKY
cuctonuyeckon pyHkumm JIXK n MK u tsokectn TP.

e MPT nossonsieT nony4nutb MHopMauum o6 aHaTOMUKN BHYTPUCEPOEYHLIX CTPYKTYP U
MarucTparnbHbIX COCYAO0B, a Takke nokasaHa Ansa KONMYeCcTBEHHOro aHanu3a o6bemoB, Macchl
n ®B Xenygo4dkoB, MOCKOSbKY OLEHKa CUCTONMYeckon pyHkumMn cuctemHoro X ¢ nomoLsio
OxOKI 3aTpyaHeHa n MeHee HagexHa.

e XonTepoBcKoe MOHUTOPUPOBAHME, ncnonb3oBaHve pexkopaepos n
anekTpodumamonormyeckoe mccrnegoBaHme Moryt ObiTb MoOKasaHbl ANS BbISBIIEHUA apuTMUNR,
nporpeccupoBaHus AB 6nokaabl n oueHkn pucka BCC.

e KaTeTepusauus cepgua nokasaHa, ecnm pesynbTaTbl HEMHBA3NBHOIO o6cnegoBaHNs He
ybeautenbHbl unu TpebyeTcsa oueHKa neroyHon rmunepteHsmm (cm. pasgen 3.4.5).

4.13.4. MegukameHTO3HOE nevyeHme

HeT gaHHbIX, nogTBepxaatowmx rmnotedy o Tom, 4yto MAM®, EPA, 6eta-6nokatopbl nnu

aHTaroHUCTbl anbAOCTEepPOHa, MO OTAENbHOCTU UNM B KOMOMHauuw, ynydwatT ucxon [280].



PyTuHHOEe HasHauyeHne 3TMX npenapaTtoB C uenbko npegynpexgedns CH wnu ynydweHus
NnepcrnekTUBbl He peKoOMeHayeTCs.

AnypeTukn moryt obneryntb CMMNTOMbI NpU Hannyumn nposieneHnin CH. XoTa He gokasaHo
NonoXuTenbHoe BNUAHWE MeauKkaMeHTO3HoW Tepanuu, CH, C TOYkM 3peHus pesynbTaTtos, Y
naumeHToB ¢ cucteMHbIM XK, «knaccuyeckue» npenapaTtbl Anga nevyeHns CH nnn HasHayeHne
BPA moryT okasbiBaTb HEKOTOPOE MOSIOXUTENbHOE OEACTBME Y MaUUEHTOB C BbIpaXXEeHHbIMU
KNuHn4yeckumn  cumntomammn  [289].  Mopdonorna  cuctemHoro DK He  gaBndetcs
NpoTMBONOKa3aHWeM ANA NPUMEHEHNS CUCTEM BCMOMOratenbHOro KposoobpalieHus. pybas
TpabekynsapHocTb Bepxywku MK 3acnyxuBaeT ocoboro BHMMAHWS, MOCKOMbKY OHA MOXeT
GnokumpoBaTb NPUTOYHYKD KaHwomn. CrnegyeT paccMOTpeTb BO3MOXHOCTb — BbIMOSTHEHUS
CenekTUBHON MNOIKTOMUN.

4.13.5. Xupypru4yeckme/katetepHble BMellaTenbCTBa

KaTeTepHble BMellaTenbcTBa MOryT ObiTb peKkOMeHOOBaHbl Npu cteHo3e JIA n cTeHose
KOHOyuTa, KOTopble MOryT ObITb AunaTMpOBaHbl UNN CTEHTMPOBaHbl. OaHaKo pesuayanbHas
ob6eTpykumss BTITXK  moxeT okasbiBaTb MOMOXUTENbHBIM  3PeKT Ha AnnaTUpOBaHHbLIN
cybaopTtanbHbii K u peryprutaumio Ha cybaoptanbHom AB (TK) Bcneactsme cmelleHus
neperopogkn. [lpyM BO3HUKHOBEHMM nonHoM AB 6nokagbl, KapauMoCTUMYNSUMS SBRsieTCA
cTaHgapToM. dukcauma anekTpoga kapaumoctumynaTopa B rnagkocteHHom JIK moxeT ObiTb
CMNOXHOW, 4TO TpebyeT MCNONb30BaHUA 3MEKTPOL4OB C aKTUBHOM (bMKCauMen, MMEKLMX Ha
KOHLIe cnupanb, KoTopas ukcMpyeTcsa B MMOKapae.

NmetoTca gaHHble, CBUOETENBLCTBYOWME O TOM, YTO BMBEHTPUKYNAPHAA CTUMYMALMSA CO
BTOPbIM XXeNy404YKOBbIM 311EKTPOAOM Yepe3d (0Obl4HOEe coeqMHEHNE) KOPOHAPHbIN CUHYC NO3aaun
cuctemHoro DK, moxeT cnocobcTBoBaTh fyywleMy NogaepXaHuio CUCTONMMYECKOW OYyHKLNN

MK, yem nsonuposaHHasa ctumynsumsa JIXK [290].

PekomeHaaumm no MHBa3suBHbLIM BMeLLaTeNbCTBaM Npu KoppuruposaHHon TMA

PekoMeHaaumm Knaccl | YposeHbf

Mpyn Hanu4yMn CcMMNTOMOB NauMeHTam c Tskesnon TP 1 HopmanbHOW UNU crerka CHWKEHHOM | | C
cuctonuyeckon gyHkumen cuctemHoro MX (B >40%) nokasaHa 3ameHa TK.

Y naumeHtoB 6€3 cuUMNTOMOB C BblpaxeHHo TP wu nporpeccupylowen aunatauuei|lla C
cuctemHoro MK u/vunn cnerka CHWKEHHON cucTonmyeckon dyHkumen cuctemHoro MK (PB
>40%) MOXET ObITb pacCMOTPEHa BO3MOXHOCTb 3aMeHbl TK.

MpoBeaoeHne OUBEHTPUKYNSPHON 3MNEKTPOCTUMYNAUUM MOXeT ObiTb paccmoTpeHo npu|lla C
pa3suTuun nonHov AB 6nokaabl Unv Npu gone CTUMynNAUumM XXenyaoykos >40%.

Y naumeHToB C cuMmnToMamu, Tskenon TP mn Gonee 4em NErko CHWXKEHHOW cuctonuyeckon (llb C
dyHKumen cuctemHoro MX (B £40%) moxeT ObITb pacCMOTPEHa BO3MOXHOCTb 3ameHbl TK.

Mpumeyanme: f — knacc pekomeHpauuii, - yposeHb gokasatenbHocTy.

Cokpawenusi: AB — aTproBeHTpukynsapHein, X — npasbin xenygoyek, TK — TpukycnuaasnbHbIn
knanaH, TP — TpukycnugansHasa peryprutaums, ®B — dppakumsa seibpoca.




CambiMu crniopHbiMu Bonpocamu octatoTes TP, aucdyHkuma MK n cpokn numnnantauyum TK
n/vnn umnnanTaumm UKO. B oTnuume OT cuTyauuu B neamaTpuyeckon BO3pacTHOM rpynne, B
KOTOPON [OBOWHOE MEPEKNOYEHNE $BMASETCA MPU3HAHHBIM ¢ METOAOM JleYeHusi, B crydae
pas3BUTUA HeJOCTaTOYHOCTM cuctemHoro X, aToT nogxon oyYeHb peako ObiBaeT yCnelwHbIM Y
B3pOCHbIX.

Peryprutaunsa Ha cuctemHom (TK) AB knanaHe yacTto sBnsieTcs B poKyce XMpypruyeckoro
neveHusa. lNnactuka peako ObiBaeT BbINOMHMMOM M Kak NpaBuiio, NpoTe3npoBaHME KnanaHa
saBngeTca metoaom Bblbopa. MNpeponepaunoHHas ®B cuctemHoro MX <40%, pnaenexne B J1IA
250 mm pt.cT.,, @I n CH no New York Heart Association (NYHA) IlI-IV dyHKUMOHanbHbIX
KnaccoB accoLMmMpoBaHbl C OTAaneHHON CMepTHOCTbIO [291].

4.13.6. HabnopgeHne

MaumeHTbl C  koppurmpoBaHHoM TMA  HyxgawTcd B MOXU3HEHHOM  €XerogHom
HabnageHMM B cCneunanmanpoBaHHbIX MO neyeHuto B3pocnbix ¢ BIMNC ueHTpax, ocobeHHO B
CBSI3N C BO3MOXHbIM Pa3BUTUEM HapyLUEHU NPOBOAMMOCTM M AMCKYHKUMM cyBaopTanbHOro
xenynouka n cybaoptansHoro AB knanaHa. B oTHoOWeEHUn aputMmuin cm. pasgen 3.4.2.

4.13.7. JononHuTenbHbIe NOJIOXXEeHUA

dusnyeckne Harpysku/3aHaTMA CropTOM: naumeHTaMm C CUMNTOMaMn C KOPPUrMpoBaHHOW
TMA n coxpaHeHHon OBITXK, fomkHbl n3beraTb BbICOKOMHTEHCUBHBLIX CMOPTUBHBIX Harpy3okK, U
XenatenbHO  OrpaHMYMTb  CBOK  aKTMBHOCTb  YMEPEHO-CTaTU4ECKUMU U YMEPEHHO-
WHTEHCMBHbIMW BMAamu cnopTa. NaumeHtam, MMerLwmm 3Ha4ymMble CONyTCTBYIOLME aHOMannm
n/unun CHMXeHne cokpatTutTenoHom yHKumm cybaopTanbHoro MXK, cnegyet orpaHMynBaTth CBOKO
aKTUBHOCTb 10 HU3KO-CTaTUYECKNX U MarO MHTEHCUBHbIX CMIOPTUBHbLIX HArpys3ok.

BepeMeHHOCTb: pUCK 3aBUCUT OT (OYHKLUMOHANbHOrO craTyca, (YHKLUMU KenyOoouKoB,
dyHKUMN cuctemHoro AB knanaHa, Hanuuust HapyleHun putma (ocobeHHO HapyweHun AB
npoBeaeHns) U CONYTCTBYIOLWMX aHoManun (cm. pasgen 3.5.7).

4.14. KoHayuT mexay npaBbiM Xernyao4ykoM U Nero4yHou aprepuen

4.14.1. BBegeHue n obLme nonoxeHus

KoHayunTbl obecneunBatoT coobuieHmne mexay MK u JIA npyn CnoxHblx NOpokKax, Korga HeT
BO3MOXHOCTM OCYLLECTBUTb MNNACTMKYy HATMBHbLIX TPaAKTOB, BKNtovas atpesuto J1A, obwmin
aptepvanbHbin ctBon, Td, cuHgpom oTcytcTBua krnanaHa J1A, onepauuto Pactennu wu
onepauuto Pocca.

Tunbl KOHAYWTOB BCKKOYAIOT, KranaHcogepXalwine KOHAYyUTbl (MynbMOHasnbHble WUnu
aopTanbHble romorpadTbl, GuonpoTesbl, KOHAYUTbI U3 ApeMHOM BeHbl BObika (Contegra)) u

KOHOYUTbI, HE codepXalune KrnanaH. MoeanbHbIX KOHOYNWTOB HE CYLIECTBYET. OrpaHquHHaﬂ



AONrOBEYHOCTb MpeanonaraeT paHHWw peonepauunio. [peavkropamm HeCOCTOATENbHOCTU
KOHOYUTOB SABNAKOTCS MPOLEecChl cTepunuaaumm/koHcepBauumm, Manbli pasMmep KoHgyuta, Tun
KOHOyuTa, Mnagwunn Bo3pacT nNpu uMmnnaHtaumm, cteHos3 JIA v guarHos TpaHcnosuumm [269,
292, 293]. MNo paHHbIM HabnAeHW OTCYTCTBME MNOBTOPHbLIX BMELUATENLCTBO MO MOBOAY
HecocToATeNbHOCTU KoHAyuTa Yyepes 20 net umeno mecto y 32% n 40% [269, 292].

OcnoxHeHus BKIHOYaT NPOrpeccupyoLLyto 06CTPYKLMIO C pa3BUTUEM peryprutaumm mnm
6e3 Hee, 9HAOKApPAWT, aHEBPU3MbI 1 NCEBAOAHEBPU3MBI.

KnuHuyeckne nposiBeHns MOryT BKMAYaTb OAbIWKY MpyU  (PM3MYeckon Harpyske,
cepauedbunenune, cuHkonanbHble coctosiHusa n BCC.

4.14.2. InarHoCcTUKA

O6wme npuHUMnbl NpeacTaBneHsbl B pasgene 3.3.

O6bekTuBHbIE [aHHble MOryT BKMOYaTb [JpoXaHue B NpekopavanbHon obnacTy,
BbIpaXeHHY0 BOMHY A nynbcauun ApeMHbIX BEeH W cuctonumyeckui wym. Kanbumdukauyuio
KOHOyMTa MOXHO onpefennTb No AaHHbIM PeHTreHorpagun rpyaHoON KIeTKu.

OxOKIT aBnseTcss OCHOBHbLIM OWAarHOCTUYECKUM MEeTOAO0M, MO3BONALWUM onpeaenntb
pasmep, copmy n dyHKuMo oboux xenygoykos, NP, TP 1 accoumMmpoBaHHbIE MOPaAXEHUS.
N3mepeHne rpagneHToB KOHOYUTE MOXET ObiTb TPyAHbIM M HeLOCTOBEPHbIM. daBneHune B MK
nosiy4eHHoe n3 ckopoctn TP cnegyeT ncnornb3oBaTb 4515 OLEHKN CTeHO3a KOHAyUTa.

MPT ncnonb3yloT Ons KONIMY4eCTBEHHOW OLIEeHKM CTEHO3a u/unn peryprutauum B KOHQyuTe,
obbemoB 1 maccol MX n ana oueHkn coctosaHus J1A.

MPT/KT no3sonsatoT oueHuTb aHatomuio KA n 6nusoctb MK/KoHagynta n gpyrux CTpykTyp
K 3aQHen NOBEPXHOCTU rpyauHbI

KateTepmsaums cepgua C OUEHKOW remMoavHaMuku Bcerga Tpebyetcs, ecnu
npegnonaraeTca BMmellaTenbCcTBo. AHrmorpadusa no3sonseT onpefenuTb YpOoBEHb CTEHO3a,
BbIsiBUTb  nepudpepudeckne cteHosbl  JIA, aHatomuiwo KA  (aHoOManuu/aHomanbHoe
pacnosioxeHue).

4.14.3. Xupyprunyeckme/katetepHble BMellaTeNnbLCTBa

BannoHHaa gunaTtauua/mmnnaHTauma cteHTa 6es3onacHbl M CNOCOOCTBYIOT YASIMHEHWIO
CpoKa Cnyxbbl HecocToATeNbHOro koHayuta [294, 295]. YpeckoxHaa wmnnaHtauma (1K, B
HacToslLLlee BpeMs cTana MeToAoM Bbibopa Ana neveHus oUCyYHKUMM KnanaHa, npy Hanmyamm
TEXHUYECKOW BO3MOXHOCTWU. [1pOTMBOMOKa3aHUSIMU K 3TOW npoueaype SABNAITCHA OKKNI03US
CUCTEMHbIX BEH, aKTMBHas WHQEKUMs, Henoaxoasuias aHaTOMUSA BbIHOCALLEro Tpakta W
ocobeHHocTn aHaTomum KA (Komnpeccusi umnnadTatom). [lpegnoyteHne onepaTUBHOMY

BMeLWaTenbCTBy OTAAKOT B TeX Cclydadx, Korga npegnonaraetcd AOONOJIHUTENbHOE



BMewaTenbcTBo (nNnactuka TK). [Ons onpegeneHusi BPeEMEHW MOBTOPHOrO BMeLLATENbCTBA

bonee BaXHbl AaHHbIE NPOAOITKUTESIbHOIO HabnaeHus, YeM eANHNYHbIE M3MepeHnA.

PekomeHaauum no uHBa3MBHLIM BMelLaTenbLCTBa Npyu Hanuuumu KoHayuta mexay MX u
NnA

PekoMeHaaumm Knaccl | YposeHbf

MaumeHtam ¢ cumntomammu ¢ COMK >60 MM pT.CT. (BO3MOXHO HWXE B Cryvae CHWXKEHHOrO | | C
notoka) wmnm Tskernoit TMPf  chneaoyeT  BLIMOMHWTL  MHBA3WBHOE  BMeLLATENLCTBO,
NpeanoYTUTENbHO KaTeTepHoe (YpeckoxHas umnnadHtaums (1K), ecrnim oHO aHaToMuYecku
BO3MOXHO.

Mpn oTcyTcTBUM CUMNTOMOB MauMeHTaM C BblpaxeHHon obcTpykumen BTIK w/vnum|lla C
BblpaxeHHon [MP poskHa ObiTb paccMOTpeHa BO3MOXHOCTb BbINOSHEHUS WHBA3WBHOIO
BMELLATENbCTBO, MPeanoyTUTENbHO KaTeTepHoro (4peckoxkHast umnnadtauus IMK), ecnu oHo
aHaTOMMYeCcKn BO3MOXHO, MPU YCMOBWUM Hanu4ums MO KparvHew Mepe OOHOro M3 CriegyroLimx
KpuTepmes:

OB BbEKTUBHOE CHWKEHNE NMEPEHOCMMOCTN m3ndeckmx Harpysok (KPT).

Mporpeccupytowas gunatauusa MK, nigeke KCO MK =80 MJ'I/MI w/vinn niaekc KOO X 2160
mn/M w/wnu nporpeccupoBaHue TP no KpaiHeil Mepe A0 YMepPEHHOI.

MporpeccupoBaHune cuctonuyeckon ancdyHkumm MXx.

Cuctonudeckoe gasneHue B K >80 mm pT.cT.

Mpumeyanme: | — knacc pekomenpauwii, | — yposers nokasatensHocTu; | — dpakums peryprutaumm no aaHHbIM
MPT >30-40%.

CokpaweHus: BTIDK — BbiHOcAWMI TpakT npaBoro xenyaodka, KOO — KoHeYHbI AnacTonudeckui obbvem, KPT —
kapanopecnuvpaTopHbii TecT, KCO — KoHeudHbli cuctonudeckmii obbem, MK — npaBbin xenygodek, MK —
nynbMoHanbHbIN knanad, MNP — nynemoHanebHasa peryprutaumsa, COMXK — cuctonnyeckoe gaBneHue B nNpaBoOM
xenygouke, TP — TpukycnngansHasa peryprutaums.

4.14.4. HabnopeHue

PekomeHayeTca HabnogeHve B cneuvanmnsanpoBaHHbIX MO neveHunto B3pocnbix ¢ BIIC
LeHTpax He pexe ogHoro pasa B rog. Ocoboe BHUMaHue cnepyet yaenatb NepeHOCMMOCTH
dumanyeckmx Harpysok (KPT), ypoBHIo cuctonunyeckoro aasnexus B X (rpagueHT B KoHOyuTe),
dyHKkuum MK, TP n aputmuam.

4.14.5. lononHuTenbHbIe NOJIOXXEeHUA

dusnyeckne Harpysku/cnopT: npyM BGECCMMNTOMHbIE NAUMEHTbI C NIErkom OBCTPYKUMEN He
HYXXJalTCH B orpaHnYeHunsx. [NauneHTsl BbICOKOrO puUcKa C BbICOKMM AaBneHnem B XK gomkHbI
OorpaHn4MBaTb CBOW HarpyskM [0 HU3KOMHTEHCUBHbIX W wu3beratb M30OMETPUYECKOTO
HanpskeHus. [pyrme naumeHTbl JOMKHbI OrpaHnYmBaTh cebs B COOTBETCTBMU C CUMMTOMaMM.

bepemeHHOCTb: pucku ans matepy U nnoga onpegenstTcs umerowmmucs BIIC n
BblpaXXeHHOCTbI0 06¢cTpyKumm BTIDK, HapyweHuamu putma n CH.

Mpodunaktuka U3: pekomeHOoOBaHa TOMbKO NaUMEHTaM BbICOKOrO pucka (CMm. pasgen
3.4.6).

4.15. EAMHCTBEHHbIN Xenyaodek cepaua




B aTom pasgene paccmaTtpuBatoTCsl HEONEPUPOBAHHbLIE M ONEPUPOBAHHbIE NanMaTUBHO
nauueHTbl C O4HOXeNyao4KoBbIM cepaueM. lNaumeHTbl nocrne onepauun ®oHTeHa cM. pasgen
4.16.

TepMUH «eANHCTBEHHbIN Xenygoyek cepauay obbeamHseT pasnmyHble NOpPoKM pasBuUTUs,
npu kotopbix otcytcTeyeT DK wmnu JIK wunm ecnu oH mvmeeTtcs, TO runonnasvpoBaH U He
noaxoauT Anga ABYXKeNy4O4YKOBOW KOppeKUMKn, Takme Kak:

e ATpesus TK

e BapunaHTbl cnHgpoma rmnonnasvmn npasebiX OTAENOB cepaua, Hanpumep, atpesns J1A ¢
WHTaKTHON MexoKeryL04KOBOW NeperoposKon.

eBapuaHTbl cuHOpOMa runonnasvm neBblIX OTAENOB cepAua, BKNYas aTpesunto
MUTPAnbLHOro Knanaua.

¢ [1ByrnpuToYyHbIn JTXK.

o [1ByrnpnToYdHbIN [TXK.

e KpaHne HecbanaHcupoBaHHble dopmbl AB -kaHana.

¢ EXXKC c HeonpeaeneHHoM Mopdonornen.

OTN NOPOKM BCerga accounMmMpoBaHbl C AONOSTHUTENBHBIMU BHYTPU- U/MNN BHECEPOEYHbIMU
aHoMarnusaMu, TakMmm Kak:

o [IMIIT, OMXKTI, ABK, OAIT.

¢ AC (KnanaHHbI1, NOAKNANaHHbIN).

e AHOManuu gyrn aopTbl: TMNONasns, Nepepbis, KoapKTaums

e CteHo3 J1A (knanaHHbIN, NnogknanaHHbin), atpesus J1A.

e AHomanuu J1A: nepuepuryeckne cTeHosbl, rmnonsasns, OoagHOCTOpoHHee oTcyTcTeue J1A.

e [lnckopAaHTHbIE COEANHEHNSA, HENPAaBUITbHOE NOSIOXEeHNe MarncTpanbHbl apTepun.

e CTeHo3bl AB knanaHoB, peryprutauusi, CMeLeHme, BEpXoM CUASLMIA KnanaH

eJleBO- vnu npasonpeacepaHbii U30MepusM, aHoMaribHOe BMaJeHUe CUCTEMHbIX WK
NEroYHbIX BEH.

eJ/leBas BepxHAS nonas BeHa, OTCyTCcTBME OGe3bIMAHHOW BeHbl, OTCYTCTBME MpaBoW
BEPXHEW MOMNoW BEHbI, OTCYTCTBME HWKHEN NOJION BEHbI U €€ MPUTOKOB.

e AOpTO-NneroYvHble KonnaTtepanu.

e [lonncnneHns nnu acnneHus.

[eTanbHOe aHaTOMW4YEeCKOEe OMuCaHue BbIXOOAMT 3a paMKu 3TUX PEKOMEHLaunn n MOXeT
ObITb HaAEeHO B pyKoBOACTBax. M3-3a OTCYyTCTBUS AaHHbIX pEKOMEHOAUUN OCHOBAHbI, MMaBHbIM
ob6pa3oM, Ha 3KCNepTHOM KoHceHcyce [296-300]. [logaBnstowemMy OOMbWMHCTBY U3

O6paTVIBLLIVIXCFI BO B3pPOCJIOM BO3pacTte nauneHToB paHee ObiNn BbINOMHEHbI NanNMaTUBHbLIE



BMellaTenbCTBa C KakMM-NnbO TUMNOM CUCTEMHO-NEroYHOro LyHTa, KaBOMyfbMOHalbHbIV
aHacTtomo3 (no [MeHHy) unn B HacTosilee BpeMsa npeanodtTutensHee onepaumss oHTeHa nnu

oaHa n3 ee mogudukauuu. NocneaHss onvcaHa B pasgene 4.16.

MOXHO BbISIBUTb [Be pa3Hble reMoOANHaMU4ecKue cutyauuu:

e OTCyTCTBME aHATOMMYECKOro MNPENnsATCTBMA JfIErO4HOMY KPOBOTOKY: €CNU  NerovHoe
KpoBoobpallieHne ocTaeTcs HemoanpuumpoBaHHbIM  (TO ecTb  0e3  XMpypru4eckoro
BMellaTenbCTBa), MHOrMe nauueHTel normbHyT B  OeTCKOM BO3pacTe  BcreacTsue
HekoHTponupyemon CH. Y ocTtaBlumxca 60MnbHbIX pa3oBbLETCA TsKenas BackynspHaa 6onesHb
nerkux. 910 N 6yaeT OCHOBHbIM (PaKTOPOM, onpeaensowmmMm oTaaneHHbl pesynbtaT. MHOrMM
B paHHeM peTctBe Obln BbINONHEH O3HAMHI (CyxxmBaHue) JIA Onsi OrpaHUYEHUs NEeroYHOro
KpOBOTOKa. J(peKkTnBHOE CyXuBaHWe 3awumuiaet OT pa3BUTUS JIerOYHOM BaCKynsipHOW
B6onesHun, obecneumBaHns NpyM 3TOM AOCTATOYHbLIN NErOYHbIA KPOBOTOK, YTOObI OrpaHn4YuTb
cTeneHb UwaHosa. HepoctaTodHoe cyxuBaHue JIA npuBedeT K M3ObITOYHOMY KPOBOTOKY B
NerkMx u pasBuUTUIO BaCKyndpHOW ©OOnes3Hn, HecMoTpsa Ha 63HAuHr. [pu  M36bITOYHOM
CYXXMBaHWW, NIEFOYHbIN KPOBOTOK ByAeT CHUMXEH, YTO NPUBEAET K TSHXKENOMY LIMAHO3Y.

e[lpenaTcTBMe nNErodyHoMy KpPOBOTOKY (KnanaHHbIM w/unu nogknananHein MNC  wvnu
aTpesund): WHorga cTeneHb NPensTCTBMA TakoBa, YTO JIEroYHbI KPOBOTOK OKa3sblBaeTcs
afekBaTHbIM (He M36bITOYHBIM, YTO MpeaynpexnaeT pas3BUTUE NEroYHOW MMNepTeH3uu, U He
CINULLIKOM OrpaHn4yeHHbIM, TO €CTb He COMPOBOXAAKLLNMCA BblpaXeHHbIM LuaHo30M). Takas
cbanaHcupoBaHHas cuUTyauus SABMSETCH, CKOpee, WCKNIYEeHMEM, OOHAaKO OHa no3sonseT
AOCTUYb 3penoro Bo3pacTa 6e3 onepaTuBHbIX BMellaTenbcTB. Y OOnbLUMHCTBA MNaUMEHTOB
OYeHb OrpaHMYEHHbIA NEroYHbI KPOBOTOK, YTO TpebyeT B AETCKOM BO3pacTe HanoXeHus
CUCTEMHOrO-NEroYHbIX LWYHTOB, Yale Bcero bnenoka-Tayccur (LWyHT Mexay MOAKMHOYNYHON U
JTA) vnn, pexe, no BatepcTtoyHy nnm MNMoTTcy (Mexay BOCXOASLLEN UM HUCXOOALWEN aopTon 1
JIA, COOTBETCTBEHHO). ECnn LWYHT MeXay CUCTEMHbIM KPOBOTOKOM W JIA CRULWIKOM BESVK,
N36bITOYHBIN KPOBOTOK NPUBEAET K Pa3BUTUIO FIEFOMHOW BacKynspHon 60nes3Hn BO B3pOCIIOM
Bospacte. Ecnu wyHT cnuwkom man, y nauveHta OygeT BblpaxeHHbI LumaHo3. [locne
OOCTUXEHUs Bo3pacta 4-6 mMec., BO3MOXHO HasioXeHue aHacToMo3a MeXay BepxHen Mnorow
BeHon u JIA: knaccuyeckun aHactoMmo3 [neHHa ¢ npasown JIA (nctopudeckn), NMbo aHaACTOMO3
«koHel, B O6ok» c JIA, koTopbini hopmmpyeT [LOByHanpaBreHHbI KaBOMyNbMOHAMbHbIN
aHacToMo3. AJEeKBaTHbIV LUYHT NpuBedeT K cbanaHCMpOBaHHOW reMmognHamMuKe.

4.15.2. KnuHnyeckue nposiBreHUsa n eCTeCTBEHHOe TeuyeHue

B 3aBMCMMOCTW OT BENWYMHbI NTIEFOYHOrO KPOBOTOKA, HANMUYUSA UKW OTCYTCTBUSA NEro4Hou

BacKynsipHOM ©6one3Hn n OyHKUUU XKenyaoukoB Yy MauMeHTOB MOXeT HabnogaTbCs LMaHo3



pa3HoON CTeNeHN BblpakeHHOCTN U 3acTtonHaa CH. NepeHOCMMOCTb PU3NYECKMX HArpy30K, Kak
npaBuro 3HaYUTENbHO CHWXEHa (BO3MOXHbl WCKITHOYEHWUS); MOryT BO3HUKHYTb nonHas AB
6nokaga, aputMum (CynpaBeHTPUKYNSAPHbIE, HO Takke un xenygoykoBble, BCC He peakocTb),
WMHCYNbT, abcuecc Mo3ra n TpoMboambonun. SHOOKAPAUT OTHOCUTENBHO PACNPOCTPAHEH B
aTon nonynauun. bonee nogpo6bHo cm. pasgen 3.4.8.

OHOoKapanT 06bI4HO nmeeTcs y naumeHToB ¢ EXXC 6e3 onepaumm ®oHTeHa. HacbliweHne
apTepuanbHON KpPOBM KUCNOPOAOM OObIMHO Konebnetca B npegenax 75-85%, ogHako B
NCKITIYNTENBHBLIX Cyyaax npy uaeanbHO cbanaHCMpOBAHHOW LMPKYNSUMM MOXeET AocTuraTb
3HaveHnn >90%.

Y naumMeHTOB MOXeT HabntogaTbCca pa3sutne ob6CTpyKLMM BbIXxO4a B aopTy. OTO npuBeaeT
K runepTpodun Xenygoyka u, B UTOre, K CHXEHUIO cepaeyvHoro Bbibpoca. MNMporpeccupytowlas
obcTpykums Bbixoda B JIA BbI30BET HapacTaHue UuuaHo3a. Y nauuMeHTOB, MNepeHecLumx
onepauuio [MeHHa, ycyrybneHue umaHo3a Takke MOXET ObiTb CBA3aHO C pa3BUTUEM NErOYHbIX
apTepuvoBEHO3HbIX ManbopMaunin unu Konnatepanen Mexay HWKHEW W BepxHen Monou
BEHOW.

EXC pomxkeH obecneumBatb Kak CUCTEMHBIN, TaK M NEroyHbi BEHO3HbIWM BO3BpaT. Takas
XpoHuyeckas obbeMHasi neperpyska C BbICOKON BEPOATHOCTbIO NpuUBEAET K He4OCTaTOYHOCTU
Xernygodka Ha paHHeM 3Tane Xu3Hu. MoxeT pasBuUTbCS UM NporpeccupoBaTh peryprutaums
Ha AB knanaHe, ecnu oHa Gbina paHee. VICXogHO CHMXEHHAs TONEpPaHTHOCTb K PU3NYECKUM
Harpyskam OygeT v ganblie yxyawartbces. B koHue KoHLOoB, MoXeT pa3sutbcs Tsxenaa CH B
AOMNOSHEHME K LIMaHoa3y.

B peakux cnydasx, npu cbanaHCMpOBaHHOW reMOAMHAMUYECKON CUTyaumu, UCEYHKUMA
Xenygoyka He pasBMBaEeTCs, U eCTb COOOLIEHNA O BbbKMBaHWE OO0 MATOro, LECTOro U gaxe
ceAbMoOro gecsaTtka.

4.15.3. lnarHocTUKa

O6wme npuHUmMnbl NpeacTaBneHsbl B pasgene 3.3.

O6beKkTuBHbIE AaHHbIE BKITHOYAOT LiEeHTpanbHbIA UnMaHo3, nanbupbl B opme «bapabaHHbIx
nano4vek» M Hepeako acMMMETPUIO FPYOHON KIeTKU ¢ (hopMUpOBaHNEM «CcepaedHoro ropbay.
Ckonnmos 4BndeTca  pacnpocTpaHeHHon npobnemon. BTopon TOH cepgua  OObIYHO
OLAHOKOMMOHEHTHbIN, a ocTarnbHas aycKyrnbTaTMBHas KapTuHa onpenenseTcs
accoummpoBaHHbiMn gedektamn. Ha OKI MOryt BbISBNATLCA HapyLeHUss puTtMa  WUnu
nposoauMocTu. [peacepaHylo pe-eHTpu Taxmkapanilo ¢ nposegeHnem 2:1 n TonbKo yMepeHHou
Taxvkapaven MOXHO Nerko He 3aMeTUTb.

e TpaHcTOpakanbHaa OxoKIT sBnseTca  KA4YeBbIM  AMArHOCTUYECKMM  METOAOM,

MO3BONSAWMUM OLEHUTb aHaTOMUYEecKMe OCOOEHHOCTM M OCYLecTBNATb HabnogeHve 3a



dyHKUMOHanNbHbIM cocTosiHneM cepgua. lMpu npoeegeHnn IxoKI TpebyeTcsa cermeHTapHbIN
nogxon, EXC — Bcerga cnoxHass aHoManus, KOTopass MOXeT MNpPOSBIIATbCHA COYeTaHUEM
pasnuyHbIX HapyLIEHUN PacnosioXeHNs, OpUeHTaumMm N CoeANHEHUN.

OcHoBHbiMM napameTpammn OxoKl/npobnemamu/anemeHtamn B AuarHoctuke EXC
ABMAKOTCA:

— PacnonoxeHune opraHoB GptoLLIHON NONOCTM U Npeacepanii.

— PacnonoxeHne cepaua B rpyaHON NOSIOCTU U NO3ULUS BEPXYLLKN.

— BeHo- npeacepaHble, npeacepaHO-XeNnyao4vkoBble U KenyagoyKoBO-apTepuarnbHble
COeaUHEHMS.

— [JaHHble 0 MOpdONOrMK N remoguHaMmKN OOSMKHbI ObITb MONyYeHbl OTHOCUTENBbHO BCEX
oTAenoB cepaua.

— CnegyeT OUEHUTb TOYHYIO aHaTOMMUIO XKeNyaouKOBO-apTeEPUAnbHOro COeANHEHUS U ero
PYHKUMOHANbHOE COCTOsSIHME, yaensisi ocoboe BHUMaHWE Hanumyuui O6CTpyKuMm BbiXxoga B
AO0PTY MY NIErO4HON BacKynspHom 60nesHun.

— Heobxogumo oueHuTb dyHkumo AB knanmaHa, ocoboe BHMMaHue cnefgyeT yoensTb
HanMuuIo peryprutaumn.

— OyHKUMA/rMNepTPOdUS XKeNyaoUka.

= OAMOMN/AMXTI, Tvn, pasmep, KONUMYeCTBO, NIoKanuMsauusi.

— Bocxopswas aopTa, gyra aopTbl, HUCXOAALWAS aopTa; BbISBUTL/UCKITIOYUTL KOapKTaLuMIo.

— J1A — obwun cTBOM, BETBU M UCTOYHUKN NIEFOYHOIO KPOBOCHAOXEHMA.

— Busyanusaumsa wyHToB (bnenoka-Tayccur, BatepcoyHa u gp.).

Mpn oOTCyTCTBUM ONTUMANbHOW BU3yanu3auunm MoXeT noTpeboBaTbCA BbINOSHEHUE
ypecnuweBogHom IxoKIr .

e MPT cepgua sBndetca meTogoMm Bblbopa AnNA Bu3yanusaumm 3KCTpakapananbHOW
aHaToMuK, BKNOYaa BeHO-NpeacepaHble U XenyaodkoBo-apTepuanbHble coeuHeHns (KT
ABNSAETCA anbTepHaTMBHBbIM METOAOM). MOXHO TaKkKe Nony4nTb NOAPOOHY0 MOPGONOrMYECKYHO
MHopMauuo o0 BHyTpucepaedHon aHatomuun. MPT Takke siBnsetca meTonoMm Bbibopa ans
KONMYECTBEHHOM OLEHKM 06bemoB Xenyaodka, ®B n OTHOCUTENLHOrO pacnpeneneHus
KpPOBOTOKa B MPaBOM U JIEBOM J1€rkuX.

e KaTeTepusaums nonocten cepgua tpebyetca npu nnaHMpoBaHUM BMeELLATENbCTBA A5
OLEeHKn remoguHamukn, ocobeHHo JIAIT u rpagmerTta Ha K (JICC npu aToM GblBaeT CrOXHO
OLEHUTb). ATO 0COBEHHO BaXkHO, KOrga NaumMeHTbl NpoxoaaT obcnefoBaHue neped onepauunen
doHTeHa. [1na oueHKN WyHTa MexXay CUCTEMHbIM U JIErOYHbIM KPOBOTOKOM MW LWWyHTa [MNeHHa
— W Ux nocnencTeun (cteHosbl BeTBen JIA) n opyrnx cCocyamcTbiX aHOManun (apTepruoBeHO3HbIX

konnartepanen, omcTyn n ap.) — Takke MoXeT noTpeboBaTbecs KaTeTepmnsaums.



PekomeHaauum no Bmewartenscteam npu EXC

PekoMeHaaumm Knaccl | YposeHbf

BapocnbiM nauueHTam C HeonepupoBaHHbIMU WK OMEpUpoBaHHbIMKM NannuatneHo EXXC, C
pekomMeHOyeTCsl NPOBECTU TwWaTenbHY0 OLEHKY B CMeuuanMsaMpoBaHHOM LEHTpe, BKM4vas
MyNbTUMOAAnbHY0 BU3yanu3auuio, TaK >Xe WHBa3MBHblE MeToAbl MCCNedoBaHus AN Toro,
4yTOObI OnNpeAennTb, BO3MOXHO NN OJ1 HUX AOCTMYb YITYYLLIEHUS] C MOMOLLbIO XMPYPrMYeckoro

MUnn NHTepBeHLUMOHHOIo BMeLlaTesnibCTBa.

Tonbko XOpOoLWO OTOOGPaHHbIX MaUMEHTOB C CMMNTOMaMu M LMaHO30M, Mnocre TwarensHowm (lla C
oueHkn (H13kmn yposeHb JICC, agekBatHasa dyHkuua AB knanaHa(oB), coxpaHeHHas (pyHKLMSA
Xenyaouka) cneflyet paccMatpuBaTth B Ka4eCTBe KaHOUAATOB ANd Lmpkynaunm OoHTeHa.

Y naumMeHTOoB C NOBbILLEHHbLIM NIEFOYHBIM KPOBOTOKOM — YTO ManoBeposiTHO B 3perioM Bo3pacTe |lla C
— crnegyeT oueHUTb LenecoobpasHocTb BbIMONHEHUS 6aHAMHra JIA Unu yCcuneHns HaTskeHus
paHee HanoXxeHHoro 6aHaaxa.

MaumeHTam C TsSKENbIM LMAHO30M W CHWKEHHbIM FErovyHbIM KpOBOTOKOM, B oOTcyTcTBME (lla C
noebilweHHoro JICC wnu  JIAL, cnegyeT paccMOTpPETb BO3MOXHOCTb  BbIMOJSIHEHUSI
ABYyHanpaBeHHoro wyHTta [nexHHa.

MauneHTam ¢ TSKENbIM LMAHO30M U CHUXKEHHBLIM NErOYHbIM KPOBOTOKOM, Npn HEBO3MOXXHOCTU ]o] C
BbIMOJIHEHNA oOnepaunn MeHHa, MoxeT ObiTb paccmMmoTpeHa BO3MOXHOCTb HaNoXeHusa
CUCTEMHO-NEro4yHoro wyHTa

Mepecaaka cepala u nepecagka cepaua v Mnerkux MoxeT BblTb pacCcMOTpeHa y nauueHToB c|lla C
TSDKENbIM KIUHUYECKUM CTaTyCOM, MPU OTCYTCTBUM BO3MOXHOCTU BbIMOMHEHWS TPaAMLIMOHHOIO
BapuaHTa XMpypruyeckon KOppeKLnm.

Mpumeyanme: f — knacc pekomeHpauuii, - yposeHb gokasatensHocTy.

CokpaweHusa: AB — aptpuoBeHTpukynsipHbin, EXKC — eguHCTBEHHbIN >xenygodvek ceppua, JIA — nerodHas
aptepus, JIALl — apTepuansHoe faBreHue B neroyHom aptepuu, JICC — neroyHoe cocyamcToe conpoTUBEHNE.

MHTepBEeHUNOHHOE reyYeHue, Takoe Kak nyfnbMoOHarbHasi BanByfOTOMUSA C  LENbHo
yBenuyYeHnsa neroyHoro KposoTtoka npu tsxenom lNC, asnseTca guckytabensHom.

Ecnn knuHnyeckas cutyauma ctabunbHa, puck (4acTo BbICOKMIA) NOBOro XMpyprmyeckoro
BMellaTenbCTBa, criegyeT O4YeHb TwaTenbHO COOTHECTU C ero BO3MOXHbIM MOSOXUTENbHbIM
adpdpekToMm.

Onepauua ®oHTEHa MOXeT ObiTb BbIMNOSIHEHA TOMBKO OYEeHb TLAaTeNbHO OTOBpPaHHbIM
nauyueHtam (cm. pasgen 4.16). [Ins nauMeHToB C TSHXKENbIM LMaHO30M U CHUXXEHHOM F1ErO4YHOM
KPOBOTOKOM, B OTCyTCTBUM noBblweHns JICC, HanoxeHne AByHanpaBneHHoro wyHTta [neHHa
(mexay BepxHen nonou BeHon n J1A) MoxeT ObiTb BapuaHTOM. ECNM CUCTEMHO -NErOYHbIN LUYHT
(Hanpumep, apTepuoBeHO3Has NoAMbIWeYHaa ductyna unu cucteMHo-J1A WyHT), aBnsaeTca
€OVHCTBEHHOW Oonuuen (AByHanpaBfieHHOro WwyHTa [MeHHa HeBO3MOXHO unu gasnexve B JIA
HeJOCTaTOYHO HU3KOe ANSA 3TOro LWyHTa), NPEMMYLLECTBO YBENNYEHUS NEroYyHoro KpoBOTOKa
crniegyeT COOTHOCUTBL C yBeNMYeHneM 06 bEMHOM Harpy3kn Ha CUCTEMHBbIV XKenygoyek.

Ana  TpaHcnnaHTauuwn,  npejwecTByolWne  CTEePHOTOMUW/TOPAKOTOMUKW,  AOpPTO-
nyrbMOHarbHble Konnatepann u MynbsTucucTeMHas npupoga umaHotudeckux BINC, asnsoTca

TEXHNYECKMMUN N MEeONLIMHCKNMW npo6nemaM|/| N orpaHn4mBaloT pe3ynbTar.




4.15.4. KoHcepBaTuBHOE ne4veHue

CMm. pasgenbl 3.4.3 n 3.4.8 OTHOCUTENLHO MEOUKAMEHTO3HOW Tepanun U 3HA4YeHUs
TapreTHoOn Tepanuu npu ero4Hon BacKynapHom 6onesHu.

4.15.5. HabnopeHue

TpebyeTcs perynsipHble OCMOTpPbI B CNeunanm3MpoBaHHbIX LeHTpax.

Yactota obcnegoBaHui uHOMBMOYyanuM3MpoBaHa, HO He pexe 1 pasa B roa, C
npoBegeHveM U3NKANbHOTO OCMOTPa, W3MEPEHUs caTypauuu, nabopaTopHbIX TECTOB
(remaTonornyeckne nokasatenu, ypoBeHb Xenesa, (PyHKUMs nedeHnm u nodek mn T1.4.), OKI,
peHTreHorpadus n IxoKIl (cm. Takke pasgen 3.4.8).

MPT cepgua n npoba ¢ hmsmyeckon Harpyskom HeobxoaMMbl B3POCbIM NauMeHTaM XOTS
Obl OAHOKpPATHO, a 3aTEM — C MHTEpBanamu, 3aBUCALLMMM OT UCXOOHbIX NOKa3aTeneun.

4.15.6. lononHuTenbHbIe NOJIOXXEeHUA

e du3myeckne Harpysku/3aHaTUS CNOPTOM: KakK MpaBurio, Yy 93TUX NaUUEHTOB HEeT
NMOBbLILLUEHHOrO PpPUCKa CMEPTU BO BPEMS HArpy3oK, OO4HAKO Yy HMX CYLLECTBEHHO CHWXeHa
NepeHoCUMOCTb  (PU3NYECKMX Harpy3ok. PassnekatenbHble 3aHATUS  CMOPTOM  MOXHO
paccMaTpmBaTtb C OrPaHUYEHNAMM MO CUMMITOMaM.

e bepeMeHHOCTb: NPOTMBOMNOKa3aHa nauneHTam Co 3HaYUTENbHBbIM CHUXEHUEM JIErOYHOIo
KPOBOTOKa MW FIErOYHOM BacKynsipHoW 60nesHblo, a Takke Npu HapyLleHUM COKpaTUTENbHOWN
dyHKUMKN XKenyaodka. Hanuume umaHo3a CylwecTBEHHO yBenMyYMBaeT PUCKM ANs nnoja, ecnu
catypauma kucnopogom <85% poxaeHue xumBoro pebeHka manoBeposTHO (<12%) [106] (cm.
pasgen 3.5.7).

eKoHTpauenuua: cnegyetr  u3beraTb  Npyema  KOMOMHMPOBAHHbLIX  OpasbHbIX
KOHTpaLenTMBOB, MOCKOMbKY OHM yBenuumBalT puck TpoboobpasoBaHns n TPOMOGO3IMOONMNA.
MpenapaTtbl, cogep)xawme TONbKO MporectareHbl M BHYTPUMATOYHbIE YCTPOWCTBA WU
UMMNaHTUPYEMbIE CUCTEMbI, BblAENAOWME nporectareHbl, obecneynBaloT 6GesonacHyto
KOHTpauenumio C MEHbLUUM KapAMOBaCKyNsipPHbIM PUCKOM.

e [lpocomnakTunka N3: nokasaH Bcem naumeHtam (cMm. pasgen 3.4.6).

4.16. NauymeHTbI, NepeHecwmne onepauuto PoHTeHa

4.16.1. BBegeHue n obLme NonoxeHus

Onepauua ®oHTeHa 6bina BBegeHa B npakTtuky B 1968r n ctana OCHOBHbIM METOAOM
nevyeHns ans noaxoasilmx naumeHToB ¢ pasnuyHbiMy BIC, xapakrepusyrwmMmmncs Hanmimem
€ONHCTBEHHOro (YHKLUMOHaNbHOro xenyaodka (cm. pasgen 4.15). Onepaumsa coctouT B
pasgeneHnn CMCTEMHOro M NerodHOro BEHO3HOro Bo3Bparta 6e3 noAanerovyHoro xenygouka, m
BOCCTaHaBNMBAaET MX «nocnegosaTenbHo». C MOMEHTa NOsIBNEHNS onepauuun, B €e UCXOLHYI0

MoandmKauuio Obin BHECEH PsA M3MEHEHWI, HanpaBreHHbIX Ha ONTUMU3ALUK CUCTEMHOrO



BeHO3HOro BosspaTa B JIA. B HacTosllee BpeMdA MOSIHOe KaBoMySfibMOHaNbHOE COefMHEHne
3aMeHuno aTtpuonyrbMoHanbHoe coeguHeHne (ywko [ B JIA), BHyTpucepaeyHbIM
(naTepanbHbIM TOHHESNb) UMW BHECEepOeYHbIM coeAuHEeHueM (dKCTpakapAuanbHbI KOHOYMUT)
MeXay HWXHeWn norion BeHon n JIA B coyeTaHMn C aHAaCTOMO30M BEpPXHEW Mosion BeHbl n J1A
(aByHanpaeneHHbln aHactoMo3 [neHHa) [301]. Takon BapuaHT KpoBooOOpalleHWA 4acTo
dopmupyeTca B ABa 3Ttana. Bapocnble nmaumeHTbl ¢ CMHOPOMOM TUMNoNasvmM feBbiX Kamep
cepAua cocTaBnanT HEOOMbLUYI, HO MOCTOSHHO pacTyLyto rpynny. lNepBble aHHbIE, B 3penoMm
BO3pacTe, OMNUCBLIBAOT 3HAYUTESNbHYK pPacrnpOCTPaHEHHOCTb HEeBNaronpuATHbIX CepaeYHo-
COCYAUCTbIX COBLITUIN, MPU 3TOM, U NOXOXE, YTO MAUUEHTbl C CUHAPOMOM TMMONMasnun neBbIX
oTaenoB cepgua B 6onblien cteneHn npeapacnonoXeHbl K BO3HUKHOBEHUIO OCMOXHEHUI, YeM
ocTarnbHble NaumMeHTbl nocne onepaumm @OoHTeHa, 4YTO TpebyeT Oonee TWaATENbHOrO
HabnoaeHus n obecnegosanua [302].

EctectBeHHOe TeyeHve M MPOrHO3 Mpu Apyrux naniaMatmBHbLIX BMeLlaTenbcTBax Mo
noBody «eAWHCTBEHHOro Xeryaoyka» HeyaooBreTBOPUTESNbHbI, NO3TOMY ornepauna PoHTeHa,
OObIYHO BbINOSIHAETCA BCEM MauMeHTaM, Y KOTOpbiX 3TO MNO3BOMSET remogvMHamuka. B
HacTosiLLee BpeMS NpPU3HaHO, YTO onepaunoHHasi CMEPTHOCTb U NOCREeaYLWMA UCXO4 3aBUCAT
OT afeKBaTHOCTU LMPKYNAUMM U cobnogeHns onpeaeneHHbix kputepues. Ctpornn otéop gaet
Havnyywme 6nuxaniine n otganeHHble pesynbTaTbl, C ONepaunoHHON CMepTHOCTbIO <5% no
AaHHbIM COBpPEMEHHbIX HabnaeHun n BkntovaeT HU3koe JICC n NNAL (cpeaHee 3HaveHne <15
MM PT.CT.), COXpPaHHYI (PYHKLMIO Xenyaoyka, agekBaTHbln pasmep J1A, oTcyTcTBME 3HAYMMON
peryprutauumn Ha AB knanaHe v HopmarnbHbIM pUTM cepgua. «PeHecTpauuio» BbINOSTHAKT Y
OTAENbHbIX MNAUMEHTOB, UNN B HEKOTOPbIX LIEHTpPax Yy BceX, 4Tobbl o6ecneynTb BO3MOXHOCTb
cbpoca BEHO3HOW KPOBM B CUCTEMHbIA KPOBOTOK Ha YPOBHE Npeacepanit, C Lenbio yBeNnYeHus
cepaeyHoro BbIbpoca, LEHOW CHMXEHWA caTypauuu un passutua uuaHosa [303]. Onepauus
doHTEHa, ecnn paccmaTpuBaTb €e Ha MNO3OHUX CPOKax Yy B3POCMbIX, HE BcCerga sBndeTcs
nannnaTuBHbIM BMeLLATENbCTBOM BblbOpa, 13-3a OrpaHNYEeHHOro AONITOCPOYHOro pesynbrara.

4.16.2. KnuHn4yeckume nposBrieHUsA N eCTeCTBEHHOe TeYyeHue

OTcyTCcTBME NOANErOYHOrO Xenyaoyka, NpUBOOUT K XPOHMYECKOW CUCTEMHOW BEHO3HOM
rMMNepTEeH3nn, 3HAYMMOMY HaPYLUEHWUIO FIEFOYHON reMOAVMHAMUKN U XPOHUYECKU «ITULLEHHOMY
npegHarpyskm» Xenygouky. B xoge ponutenbHOro HabnioaeHus BbIABASETCS PS4 BaXKHbIX
npobnem. Xota 10-neTHAa BbPKMBAEMOCTb MOXeT npubnumxkartbca kK 90%, cnegyet noHUMmaTb,
YTO MpEeXOEBPEMEHHOE CHWXKEHMe paboTOCNOCOBHOCTM CepaeyHO-COCYaMUCTON CUCTEMbI U
YMEHbLUEHNE MNPOJOIHKUTENBHOCTU XU3HU HEeU3BEeXHO faxe Yy nyyvlwux naumeHToB nocne
onepauun ®oHTteHa [304]. BaxxHble remogMHaMmnyeckme M3aMeHeHus, CnocobCTByoLLnE NO3aHEN

HeJOCTaTOYHOCTU  UMpPKynsauuMnm  DOHTeHa,  BKMOYalT  MPOrpeccupylolllee  CHMDKEHUE



COKpaTUTESIbHOM (PYHKLMM CUCTEMHOIO Xenyaodka, peryprutaumio Ha AB knanaHe, nosbilleHne
JNICC, yBenuyeHne pasmepoB npencepann, obBCTPYKUMIO NErovHbIX BEH, MporpeccupoBaHue
pectpukunn cybaoptanbHbix OMXKIT n nocneactBusi XpOHWYECKOW CUCTEMHOM BEHO3HOW
rMNepTeH3nun, BKNoYalLwme pasBuTUEe 3aCTOMHbIX U3MEHEHUA B NeYeHu U ee AUCHYHKLUIo
[305]. OanbHenwmne OCnOXHEHWE BKMNOYaKT obpasoBaHMe TpomboB B npeacepaumsx u JlA,
pa3BUTUE NEroYHbIX apTepPUOBEHO3HbIX ManbgOopMaLunii, CUCTEMHbIE apTepuaribHO-NeroyHble
BEHO3HblE UM CUCTEMHbIE apTepuanbHO-NerovHble apTepuanbHbie COOBLIEHNS U CUCTEMHO-
neroyHble BEHO3Hble Konnarepanu.

Mocne onepaunn ®oHTEeHa BONBLUMHCTBO NAaUMEHTOB YYBCTBYIOT cebsa XopoLlo B AeTCTBE
N NOAPOCTKOBOM BO3pacTe, XOTA NMpu OOBbEKTUBHOM OLEHKE TONMEPaHTHOCTU K Harpyske OHa
OoKasblBaeTCs CHWXeHHon. B panbHenwem, OAHAKO, BO3MOXHO pasBUTUE OCITOXHEHUN,
COMPOBOXAAOLWMNXCA  MPOrpecCcupyolMM  CHUXEHUEM MEPEeHOCMMOCTM Harpy3ok u CH,
LMaHO30M, XPOHMYECKON BEHO3HOW HEeOOCTaTOYHOCTbIO U Pa3BUTUEM CEPbE3HbIX HapyLUeHUn
putMa, ocobeHHO nocrne knaccudeckon onepaumm PoHteHa [306]. Yepes 10 net nocne
onepauun @doHTeHa npumepHo y 20% nauveHTOB BbLIABNAIOTCA CYMNpPaBeHTPUKYNSPHbIE
TaxnaputMmmnm (BKNtoYasa npeacepaHyto pe-eHTpu Taxmkapauio TT1, Ho Takke n OI1, n pokycHble
MT) [307]. bpagukapaus, oOycnoBneHHas AUCKYHKUMENW CUMHYCOBOro Yy3na, MOXeT
cnocobCcTBOBaTb BO3HUMKHOBEHMIO nNpeacepaHbix Taxukapaun. Yactota [T Hwxke nocne
BbIMOSMIHEHNS  TOTANbHOMO  KaBOMyfIbMOHAMIbHOMO  a@HacTomMo3a NO  CPaBHEHUK  C
aTpuonyrbMOHarbHbIM, @ TaKXKe HWXe nocrne uMnnaHTaumm aKkcTpakapananbHbiX KOHAYUTOB NO
cpaBHeHMtO C BHyTpucepaedHoiMn [308]. T[llpeacepaHble  TaxuaputMum C  ObICTPbIM
npoBegeHMeM accoLMMpoBaHbl C BHE3ANHOW cepaeyYHON CMepPThIo.

Cnektp ®oHTeH-accouumpoBaHbix 3aboneBaHMi MNeYeHW LWUPOK M BKNOYaEeT, Kak
3aCTONHbIE M3MEHEHUA W TsXKenblin pUOPO3 C nNpuM3HaKamMn nNOpPTanbHOW TUNEPTEH3NUN U
doopMMpOBaHMEM TUMEPKOHTPACTHLIX Y3€NKOoB, a Takke renatouennonsapHyto kapuuHomy [309].

OHTeponaTtusa ¢ notepen Genka — pegkoe, HO BaXXHOE OCIOXHEHWE, KOTOpoe NpUBOAUT K
NosABNEHUI0 nepudepuyecknx oTeKoB, BbiNOTa B NMeBparbHy MONocTb U acuuty. Ee MoxHO
ANarHOCTUPOBATb NPU BbIABNEHUM HU3KOIO YPOBHSA CbIBOPOTOYHOIO anbbyMnHa 1 noBbILLEHHOIO
ypoBHA al-aHTuTpuncuHa B ctyne [310]. 3TO TpagMUMOHHO ObINIO accouMMpPOBaAHO C OYEHb
NAoXMM nNporHo3oM (5-neTHas BbhkMBaemocTb cocTaBnseT <50%), ogHako HedaBHO 6Obinu
onybnukoBaHbl JaHHble O 5-neTHen BbbkMBaeMoctTu 88%; TeM He MeHee fneyeHue ocTaeTcs
cnoxHow 3agaden [311]. YxyauweHunto NnporHo3a Takke CrnocobCTBYHOT NaCTUYECKUN BPOHXUT U
nopaxeHue nMmdaTn4eckon CUCTEMBI.

[na 6onee nogpo6HoOM mMHOpPMaUMM CM HedaBHO OMyONMKOBaHHLIN OOLIMPHBLI 0630p
[312].



4.16.3. lnarHocTUKa

O6wme npuHUmMnbl NpeacTaBneHsbl B pasgene 3.3.

OO6beKkTuBHbIE [OaHHble BKNOYAKT Kak MNpaBuio, YMEPEeHHOe He nynbecupylouee
paclwmpeHne SpemMHbliXx BeH. 3HayuMTernbHOe paclUMpeHne SApeMHblX BEeH B COYeTaHun C
renatoMeranuen BbI3bIBAOT MOAO3PEHME O OOCTPYKUMM KOHOYUTa WNN HeJoCTaTOYHOCTU
xenypodka. Ha 9Kl yacTo BbISBRsieTCA y3noBOW pUTM Unu npeacepaHble aputMmun. Hanvyuve
nneBpanbHOro BbINOTa Ha PEHTreHorpaMme MOXeT ObiTb NPU3HAKOM JHTeponaTun C noTepewn
Bernka.

e OxoKI fABnNseTca OCHOBHbIM [MarHOCTUYECKUM MeTOAOM, MO3BONSAIOWUM OUEHUTb
dyHKUMIO Kenyaodka u knanaHa. [Ana Busyanusauum koHgymta ®oHTeHa obblyHO TpebyeTtcsa
ypecnuwiesoaHas OxoKI n gpyrvme metoabl BU3yanusaum

e ExxerogHble nabopaTopHble uMccnegoBaHUs LOMKHbI BKMOYAaTb KIMHWUYECKUA aHanua
KpOBM, YpOBEHb anbbyMuHa CbIBOPOTKW, a Takke nokasatenu yHKUMM neyveHn u nodek. MNpwm
NOJO3PEHMM Ha BHTeponaTWio C noTepeit 6Genka crneayeT onpeaennTb knupeHc [l1-
aHTUTPUMNCUHA.

e MPT cepaua no3BonseT oueHuUTb KoHAyuT PoHTeHa, Konnartepanu U fnerovyHble BeHb
(Hanpumep, BbIABUTbL OBCTPYKLMIO MpaBblX NerovHblXx BeH no ysenuyeHuto [1M1), a Takke
Hanu4ne TpoMOOB; 3Ty Xe MHdopmaumo MoxeT npegoctaBuTb KT. OueHka pesynbtatoB KT
TpebyeT onbiTa, 4YTOObl YMEHbLWWUTL MOTOKOBbIN apTedakT W  JNIOXKHOMOMNOXKUTESbHYIO
AanarHocTuky Tpombos. MPT cepgua crefyeT BbINOMHATb pPerynapHo Ans oueHKn obbemMoB
Xenygoyka, NpoxXoAMMOCTM M NMOTOKOB MO KOHAYyMTY POHTEHa, oueHKu peryprutaumm Ha AB
KnanaHe, cybaopTanbHon o6CTpyKLmmM, Hanmuma ombposa Mnokapaa v BbigBneHUs TpPoMOOB.

e[loCKONbKY HapylleHne QYHKUUMN MeYeHn, LMppo3 MeyeHn U renaTtouennonapHas
KapumHOMa SABASOTCHA TUMUYHBIMW OCIOXHEHMS B OAHHOW cuTyauuu, crnegyet npoBOAUTb
perynapHyo Buadyanusauuio neveHu (ynbTpasByk, KommnbioTepHas Tomorpadwusa, MPT) un
nabopaTopHble UccrnegoBaHuS.

e KaTeTepusauma cepgua [ormkHa BbinonHseTcsa 6e3 npomeaneHnsa B criydae Hanuuus
HEOOBSACHNMbIX OTEKOB, YXyALUEHUS NEPEHOCMMOCTN Harpy3oK, BrepBble BO3HUKLLIEA apuTMUK,
unaHosa u KpoBoxapkaHbs. OHa NO3BOMSET MOMyYnTb MHOpMaLUIo O OYHKLMKN Xenygoyka m
KnanaHa, remoanHamuke, Bkntodada JICC, a Takke Hanuune obCTpykummn koHayuta PoHTeHa m
06 aHOMarnbHbIX COCYAUCTbIX co0bLWeHusax (cM. pasaen 4.16.2). Muterpauma ¢ MPT no notokam
(cepaeyHbin BbIbpoc) MmoxeT obecneuntb 6onee TouHoe nameperme JICC.

4.16.4. MegnkameHTO3Hasa Tepanus

e AHTMKOArynsHTbl: 3aCTON KPOBW B NPaBOM Npeacepaum 1 HapylleHUsi CBEepTbiBaHMUS

MOryT npegpacnonaratb Kk TpoM6o3aM. B0O3MOXHOCTb CYOKMMHUYECKUX peunavBUpYoLLNX



ann3ogos TpoMb6oambonum J1A (B KoHe4HOM utore cnocobetayowmx pocty JICC) n cMCTeMHbIX
amMbonui NpyMBEnu K MOSIBNEHUIO psga pekoMeHAauun, B HEKOTOPbIX M3 KOTOPbIX MOKa3aH
NOXM3HEHHbIM NpPUeM aHTukoarynsHToB. OgHaKo, HET HUKAKUX OoKa3aTenbCTB MOfb3bl 3TOrO,
NO3TOMY MpaKTMKa BapbMpyeT B pasHbiX LeHTpax. HasHayeHne aHTUkoarynsaHToB nokasaHo npu
HanuuMn (UNU ykasaHun B aHamHe3e) TpoMOOB B npeacepaunsx, npeacepaHbiX aputMui Unm
anu3ogoB TpoMboambonui. XoTsa ecTb AaHHble o 6e3onacHocTn npumeHeHus HOAK y
HEKOTOpbIX MaumMeHToB rnocne onepauun PoHTeHa [79], OTCYTCTBYIOT pe3ynbTaTbl KPYMHbIX
NMPOCNEKTUBHLIX WCCredoBaHUKW, MO3TOMYy 3Ta rpynna npenapaTtoB He MoOXeT ObiTb
pekoMeHOoBaHa B HACTOsILLLee BpEMS B Ka4yeCcTBe CTaHA4apTHOM Tepanuu.

e AHTMapuTMMyeckasa Tepanus: ytpata CUMHYCOBOroO pUTMa MOXeT MpuBecTu K BbicTpomy
YXYALLEHUIO reMoAMHaMUKN U nNpeacepaHbIM apuTMuaM. YcTtondmeas npeacepaHas aputmMus ¢
ObicTpbiM  AB  npoBegeHnem [[ormkHa paccMaTpumBaTbCsl, Kak HEOTIOXKHOE COCTOSIHWE.
OCHOBHbIM METOAOM feyeHuUss SBMSeTCA  SnekTpuyeckas KapauMoOBepCUusi,  MOCKOSbKY
nekapcTBeHHas Tepanusi 4Yacto ObiBaeT HeaddeKTMBHON. AMMOOAPOH MOXET OblTb
ahpeKkTMBEH B NpeaoTBpaLleHM peumamnsa, HO y Hero noBoYHbIX AheKkToB Npu ANUTENBHOM
npueme. AnbTepHaTUBOM MOXeT ObiTb coTanon. [lokasaHua K pagumoyacToTHOW abnaumm
OOIKHbI  onpegensatbca 6e3 npoMeaneHun, XoTs 3TW BUObl apUTMUA CIOXHO NevnuTb B
yCnoBusax KaTeTepun3aunmoHHbIX naboparopui [313]. AHTUTaxmMkapaundeckas
3ANEKTPOKAPANOCTUMYNAUNA Npeacepanin MoXxeT nomModb. Ecnm Heobxoguma AB ctumynsaums,
notpebyetcsa anukapguanbHbid  JOCTyn. BO3HWKHOBEHWE HapylleHuhn puTma TpebyeTt
HeMeasIeHHOM OLUEHKU remouvHamuku. B gonornHeHue, OOMMKeH MPUMEHATLCA NPEeBEeHTUBHbLIN
noaxon C anekTpogU3NONOrM4yeckMMm uccnegosaHnem n abnauMoHHOW Tepanuen (korga 3To
BO3MOXHO), BKMo4Yasi KoHBepcuto PDOHTEHA C CONyTCTBYHOLWEN Xupyprmen aputmun. [Ons
OTAEeNbHbIX NAUMEHTOB MOXeT ObITb paccmoTpeHa umnnaHtauus UK. Cv pasgen 3.4.2.

e Tepanus aHTeponaTum ¢ notepen benka: meankaMeHTo3Hasa Tepannsa OCTaeTCsl CIIOXKHOMN
3afayen, NpeanoxeHol pasHble noaxoAbl (MNOCMNe UCKMIOYEHUS remouHaMmnyeckux npobrem),
BKMOYas OrpaHUYeHMe CONK, BbICOKOe copepxaHue 6enka, auypetukun, nAlM® (moryt nnoxo
nepeHocuTcs), cteponapl, MHQyY3nn anbbyMmmHa, XpOHNYECKOE NOAKOXHOE BBEAEHUE renapuHa,
co3fgaHve eHecTpaumm (C NOMOLLLIO MHTEPBEHUMOHHOrO KateTepa) W, B KOHEYHOM uTore
paccMoTpeHne BONpoca O TpaHCcnaHTauuu.

e JleroyHble BasogunataTopbl: Ha3HA4YeHME aHTaroHUCTOB peLenTopoB 3HOOTENuMHa U
NHrMBUTOPOB ocdoaunacTepasbl-5 MoxeT OblTb PaCCMOTPEHO Y OTAENbHbIX MaUUEHTOB C
noBsbilweHHbIM AasneHne B JIA/JICC npu oTCYTCTBMM MOBbLILLEHHONO KOHEYHO-ANACTONIMYECKOrO
AaBneHus B Xenyaoudke. B HacToswee BpeMsa KONMUYECTBO AAHHbIX O PYTUHHOM MPUMEHEHUU

3TUX nNpenapaToB Yy NauueHToB C dmanonornen ®oHTeHa orpaHunyeHo. PaHoomuampoBaHHoe



nccnegoBaHmne NPUMeEHeHNA aHTaroHucTa peuenTopa 3HOOTENMNHA 6o3eHTaHa
NPOAEMOHCTPMPOBASIO 3HAYUTENbHOE YNy4lleHne CcepaeyvHO-neroyHon paboTtocnocobHOCTU Y
75 B3pOCnbIX NauMeHToB ¢ ousnonornen doHteHa [314].

4.16.5. Xupypruyeckme/mHTepBeHLUNOHHbIE BMeLlaTenbCTBa

MauneHTbl C «HeaOCTAaTOMHOCTbI CUCTEMbI OAHOXENY4OYKOBOW LMPKynsaummn» POoHTeHa
(Mpy HanmuMuuM NNOXo NOAAAKLWMXCA JIeYEeHUIO apuUTMUKW, AunaTtaumm npasoro npeacepaus,
HapacTaHun peryprutaumm Ha AB-knanaHe, yxygweHUn QyHKUMM Xenydodka wu/vnm
dopMmnpoBaHuUM TPOMOOB) MOryT BbITb PACCMOTPEHbI ANA onepaTuBHOro neyenus [315]. B 1o
BpEMS KaK Yy MauueHTOB C HeAOCTaTOYHOCTbD CUCTEMHOrO >Xenyaoyka, 3(hdeKkTMBHbIM
METOAOM JledeHusi, MOXeT ObiTb TpaHcnnaHTauust cepgua (BbINOMIHEHHAA B LIEHTpE,
obGnagaroLwmm onbITOM); Y NAUUEHTOB C COXPAHEHHOW (PYyHKUMEN CUCTEMHOrO Xernyaoyka, npu
HanMyum NpeacepaHbIX apuTMUIA N HapyLWIEHUN OUHAMUKN KPOBOTOKA B kKaHane doHTeHa, moryT
OblTb 3PEKTUBHBbI KOHBEPCUA B TOTalbHbIA 3KCTpakapAamasbHbI - KaBOMYSbMOHAaNbHbIN
aHacToMO3 WM conyTcTByowas kpuoabnauma [316]. OTta TakTMka gaeT xopowme Gnvkanwne
pe3ynbTaTbl, NPU YCMOBUM BbINOMHEHUA B UEHTpax, obnagarowmux onbiTOM, OAHAKO OHa
accoumMmpoBaHa C XUPYPrM4yecKom CMEpPTHOCTbO W  JanbHenwen 3aboneBaemocTbio, C
HEeoBX0AMMOCTLIO, KaK NPOAOIPKEHNSA MEANKAMEHTO3HOW Tepannun, Tak B OONbLUMHCTBE Cryyaes
uMnnaHTaumm kapguoctumynatopa [317]. lNpu nosgHem npoBefeHUU, KOHBEPCUS MOXET C
MEHbLUEN BEPOATHOCTU MPMBECTM K XOopowemy ucxogy W MOXeT OblTb Heobxogmmo
BbIMOSIHEHWE TpaHcnnaHTaumm cepgua. lpu 3TOM onTMManbHOE Bpems LN BbIMNOSHEHUSN
KOHBEPCUM OCTaETCHA HE peLUEHHbIM BOMPOCOM. Y HEKOTOPbIX B3POCIbIX MauUMEHTOB MOXET
ObITb UenecoobpasHbiM pacCMOTPEHME BOMPOCca O 3aKpbiTuM beHecTpaumm yCTpOMCTBOM Npwu
HanMyuM 3Ha4YMTENbHOrO LUMaHO3a, OAHAKO 3TO MOXET MPUBECTU K YXYALUEHUIO COCTOAHUA.
KaTepHoe BMeLLaTenbCTBO Takke MOXeT noTpeboBaTbCsa B cnydae 06CTPyKUUM KPOBOTOKA U

HanNM4Na aHOManbHOrO COOOLLIEHUS COCyaoB.

Ocobble cuTtyauum n peKkomeHgaumm no emMewlatenbCcTBam nocrne onepayun PoHTeHa

PekomeHaaLmm Knaccll | Yposenbf
YcTonumnBasa npegcepaHas Taxvkapams ¢ obicTpeiM AB npoBegeHmeM siBNSieTCs HEOTIOXKHbIM | | C
COCTOSIHMEM U ee criedyeT HEMEANEHHO IeYNTb C MOMOLLBIO SMEKTPUYECKON KapauoBEPCUN.

AHTUKOArynsiHTHas Tepanus nokasaHa npu HanMuuu (Mny ykasaHum B aHamHe3se) TpomboB B || C
npencepausx, npeacepaHbiX HapyLeHWn pUtMa unm ann3ogoB Tpomboamoonuu.

KeHwmHam ¢ kpoBoobpalleHnem GoHTEHa U UMEIOLLMM FTH0Bble OCNOXHEHUS, PEKOMEHA0BaH || C

0OTKa3 oT bepemMeHHOCTH

KateTepusauuio cepgua pekoMeHayeTcs npoBoaunTb 6e3 npomeaneHus B criydasx Hanmuums || C

HEOOBACHMMbBIX OTEKOB, yxXyguweHuna nepeHoCMMOCTU (*)I/ISI/I‘-leCKMX Harpys3ok, nosABlieHnn
apI/ITMI/IIZ, LMaHO3a Unm KpoBoxXapKaHbA.

K nauueHTam ¢ apuUTMUSIMU JOIMKEH NMPUMEHSATLCA NPEBEHTUBHbLIA NOAXOA C BbiNonHeHveM |lla C




SJ'IeKTpOd)I/I3I/IOJ'IOFI/I‘-IeCKOFO nccnegoBaHns 1 abnaumoHHon Tepanun (KOF,EI,a 9TO BO3M0)KHO)

Cnepyet perynsipHoO NpoBOAMTbL BU3yanuanpylolLllee uccnegoBaHme neyeHn (ynotpassykosoe (lla C
nccneposaHue, KT, MPT)

HasHaueHne aHTaroHMCTOB pPeLEenTOpOB 3HAOTENUHA M MHIMBUTOopoB docdoanactepasbl-5|llb C
MOXeET BbITb PACCMOTPEHO Yy HEKOTOPbIX MaumMeHTaM C NoBbIlLEeHHbIM AasneHnem B JIA/JICC

npy OTCYTCTBUM MOBbLILUEHHOIO KOHEYHO- ANACTONTMYECKOrO AABIEHNS B XKENyO0uKe.

Y HEeKOTOpbIX MaUMEHTOB CO 3HA4YMTENbHbIM LMAHO30M MOXeT ObiTb paccmoTpeHa |llb C

BO3MOXXHOCTb 3aKpbITUsi (DEHECTPaLUM YCTPOMCTBOM, HO Nepes BMelLaTellbCTBOM TpebyeTcs
TWaTeslbHas OLEHKa, YTOObl WCKMYUMTb WMHAYKUMIO MOBbLILLEHUS CUCTEMHOIO BEHO3HOro
[AaBEeHUs] UNW CHUXKEeHWEe cepaeyvHoro Beibpoca.

Mpumeuanme: f — knacc pekomeHpauuii, - yposeHb gokasatensHocTy.

CokpaweHus: AB — apTprnoBeHTpukynsapHbln, KT — komnbioTepHas Tomorpadus, JIA — nerodHas aptepus, JICC —
nerovHoe cocyguctoe conpotmsneHne, MPT — MarHUTHO-pe3oHaHCcHasa Tomorpadus.

4.16.6. HabnopeHue

YuntbiBasg 3TM MHOrFOYMCINEHHbIE NpPOOGnemMbl, BeAeHMEe MauMeHTOB Mocre onepauum
doHTEeHa npegcTtaBnseT coboM OOHY W3 CaMbIX CIOXHbIX 3adady Ans  cneunanucTos,
Habntogarowmx B3pocnbix 6onbHbIX ¢ BI1C. Bece nauneHTbl nocne onepaunn GoHTEHa OOMKHbI
HabnaaTbCsa B CneuvanuanpoBaHHbIX LeHTpax no BegdeHwuto B3pocnbix ¢ BIIC, He pexe
ofHOro pasa B rof, ¢ BbinonHeHneM IxoKI, 3KI, aHanM3oB KPOBW, HArpy3O4HbIX TECTOB.
WHTepBanbl BbinonHeHns MPT cepgua v ynbTpasByKOBOrO MCCegoBaHUS MeYeHU O0STDKHO
onpegensieTcs nHaueuayanoHo. Llenecoobpa3Ho B3pocnbiM naumeHTam npoBecTn 6a30Byto
OLIEHKY COCTOSIHMSI MeYveHn C ucnonb3oBaHnem MPT BO Bpemsi MepBOro MnoceLleHns, YToObl
onpegenuTb 4actoTy W MOpsOOK MOBTOPHbIX 006CnegoBaHW B 3aBUCMMOCTU OT CTENeHu
N3MEHEHNA COCTOSHUSA nedvyeHn. Kpome Toro, npoBeAeHNE eXErogHoro KOHTPOSIbHOro
nccrnegoBaHNa COCTOSIHMS MeYeHu, BKoYad, Hanpumep, ynbTpas3ByKOBOE WCCnefoBaHue U
onpegeneHve anbga-petonpoTenHa, crnegyet paccMoTpeTb nocne  obecyxaeHus ¢
renatosiorom.

TwartenbHoe ob6cnegoBaHMe Heob6XO0AMMO MauMeHTaM C MPOSBNEHUAMW KOMMSeKca
HeLOCTaTOYHOCTM CUCTEMbI O4HOXENYA0YKOBOM LMPKYNaumnmn @oHTeHa, C 0COOLIM BHUMAHUEM K
UCKMIOYEHNIO faXe MUHMMarbHOW OBCTPYKUMM KaBOMySIbMOHANbHOMO KPOBOTOKA U NEroYHOro
BEHO3HOro BO3BpaTa, KOTOpble MOryT OKa3blBaTb O4YEHb BOMbLIOE BIIMAHNE HA FEMOLMHAMUKY.

4.16.7. JononHuTenbHbIe NOJIOXXEHUA

dusnyeckne Harpysku/3aHAaTUA CNOPTOM: nocne onepaumm @PoHTeHa Yy nauMeHTOB
OTMEYaETCs CYLLECTBEHHOE CHWXEHME MEPEHOCUMMOCTU (PU3NYECKMX Harpy3oK, YTO OTpaxaeT
ocobeHHOCTU uXx KpoBooOpaweHus. OgHako MM cnegyeT peKkoMeHOoBaTb YMEpPEHHbIE,
OrPaHUYEeHHblE MO CUMMNTOMam a’dpoObHble Harpysku, B COOTBETCTBUM C COBPEMEHHBIMU

pekoMeHaauMsaMU, C LeSbio YIyYLWEHUS MbILLEYHOW CUrbl N KaYecTBa XU3HK [24].



bepeMeHHOCTb: naumMeHToK ¢ uupkynauuen POoHTeHa, MMeKLWUM ndble OCMOXHEHUS,
cnenyeT npegocTepedb OT GepeMeHHOCTM. Y HEKOTOpbIX MauMeHTOB BO3MOXHA YcnellHas
6epeMeHHOCTb, OHAKO OHa COMPOBOXAAETCH 3HAYMTENbHON MaTEPUHCKOM 3aboneBaemMocTbio,
ocobeHHo CH, aputmusamu, a Takke TpomMO0oamMOonMyeckummn ocroxHeHnamm. MoxeT ObiTb
paccMOTpeHa HEOBXOOUMOCTb Ha3HaAYeHUs aHTUKOArynaHTHON Tepanuu, cbanaHCcMpoBaHHOM C
PUCKOM KPOBOTEYEHUN, KOTOPbIA TakkKe Bblle Y 3TUX naumeHToB. Obs3aTenbHO TwaTenbHoe
HabniogeHne, B TOM yucne, nocne podos. [pn 6epeMeHHOCTM UMEEeTCs BbICOKUIA YPOBEHb
BblkMablwen (27-55%), Takke BbICOKMMA YPOBEHb MNPEXOAEBPEMEHHbLIX POAOB W 3a4EPXKKU
BHYTpMyTpobHOro pocra nnoga. Ewie npeactouTt BbIACHUTb, UMeeT nn 6epeMeHHOCTb C ee
06BbEMHON Harpy3kon HebnaronpusTHOE BNUSIHNE Ha OTAANEHHbIW ucxon Yy xeHwmH ¢ EXKC.

Mpodunaktuka W3I: pekomeHOoBaHa TOMNbKO MauMeHTam C HedaBHEW MNOBTOPHOM
onepaunen PoHTEH (<6 Mec.), NPM HaNUYUKU LMaHO3a, UCKYCCTBEHHOrO KranaHa, OCTaTO4YHOro
LWyHTa Yy 3annaTbl Unu 3H4OKapAnTa B aHaMHese.

4.17. AHOMannm KOpoHapHbIX apTepun

4.17.1. BBegeHue n odLme NonoxeHus

AHomanun KA Bknwo4valoT aHomanbHoe oTxoxaeHne KA ot aopTbl, aHomarbHoe
oTxoxaeHue KA ot JIA n kopoHapHble pucTynbl.

4.17.1. AHomanbHoe oTxoxaeHue KA ot J1A

XOTSa TeyeHne MHOrMX BpoXaeHHbIx aHomanun KA gobpokadecTBEHHO, N3yvyeHne NCTopum
BonesHn aHomarnbHoro oTxoxaeHust neson KA ot JIA cBuagetenbctByeT O HebnaronpusiTHOM
ucxoge npwu otcytctBum nedenus [318]. AHomanbHoe otxoxgeHune KA ot JIA npusoguT K
HU3KOMY cofepkaHuio kucnopoga B KA, cuHOpoMy «KOpOHapHOro obkpagbiBaHUS» U ULLIEMWUN
Muokapga. AHomanbHoe otxoxaeHue nesor KA ot JIA moxeT nposaBnsaTbcsa 6eCCUMnTOMHbIM
UM CMMNTOMHBIM MHGAPKTOM Muokapga, aucyHkumen JDK, XKT n gaxe BCC. Y naumeHToB
TakKe MOryT MOSABUTbCA MPU3HAKM OOBHLEMHOW Neperpysku BCNeACTBUE LUYHTMPOBaHUS crieea
HanpaBo, npuBogsdwero K noseneHuto cumntomoB CH. OgHako aHomanbHOe OTXOXAEeHue
npason KA ot JIA yacto pguarHoctupyetcs cnyyanHo. PekomeHayeTcss BOCCTaHOBIEHWE
ABOVHOW KOPOHApHOW CUCTEMbI, BKOYawLwee peuMmniaHTaumio yctba KA ¢ NnpoMexyToYHbIM
WYHTOM unn 6e3 Hero. AopTokopoHapHoe wyHTMpoBaHne (AKLL) ¢ 3akpblTueM aHoManbHOW
apTepun, otxogsuwen ot JIA, cnegyeTt NpMMEHATb B Cnyyasx, Korga penMmnnaHtauus ycrbs KA
HEeBO3MOXHa.

4.17.1.2. AHomarnbHoe omxoxoeHue KA om aopmabi

HepoctatoyHO uvccnegoBaHUKM, KacalwWMXCA €CTECTBEHHOrO TeYeHUs aHOMasrbHOro
oTxoxaeHnss KA ot aopTtbl. Cnopbl OTHOCUTENBHO JEYEHUA MPOAOIKATCA, O0CODEHHO npwu

MexapTepuanbHoMm xofae aHomanbHon KA. OueHka pucka BCC 3aTpygHeHa B CBS3M C



He4OCTaTKOM AaHHbIX. [laHHble ayTONCUN CBMAETENLCTBYIOT O TOM, YTO BOMBLUMHCTBO YMEPLUMX
naumeHToB Obinn monoabl (<35 neTt) M ymepnu BO BpeMsa WNM cpasy Mnocre TPEHUPOBKMW.
BbisiBneHHbIn pnbpo3 muokapaa, No3BONAET NPeanonoXnTb, YTO UWIEMUA MUOKapAa MOXeT
urpaTb onpeneneHHyto ponb. OTxoxaeHue neson KA 13 npoTmBononoXHoro (NpaBoro) CUHyca
SIBMNAETCA MeHee pacrnpoCTpaHeHHON, HO Boree 3nokayecTBeHHa, YeM oTXoxaeHne npason KA
N3 neBoro cuHyca. Bbicokoe pacnonoxeHuwe ycTbsl, CTEHO3 YCTb$, LWeNeBuaHOEe YyCTbe Wnn
ycTbe B @opMe «pblbbero prta», OTXOXAEHWEe nog OCTPbIM YINOM, WHTpamypanbHoe
pacnonoXxeHve M ero AfvHa, UM mexapTepuanbHbi X04, WU rMnonnasnsa NpPoKCMMaribHOro
otaena KA 6biniM accoummpoBaHbl C ULLEMUE MMOKapaa 1 Bce Obinn NpeanoXxeHbl B KayecTse
drakTopoB pucka [319-322].

Ctpatndumkauma pucka TakKke [OOMKHA BKAYaTb Bo3pacTt (<35 neT) M ypoBeHb
PM3MYEeCKOM akTUBHOCTM (Hampumep, CcOopeBHOBaTesnbHble BuUAbl cnopTta). ECTb o4eHb
OrpaHuWYeHHble gOKa3aTenbCTBa TOro, TOM, YTO XMPyprMyeckoe BMeLLaTenbCTBO Yy MauueHToB
cpegHnx net 6e3 6eccMMnTOMOB OKasbiBaeT Kakoe-nnbo nonoXuUTENbHbIN 3dEKT B
OTHOLLEHUM BbPKMBAEMOCTU NN okasbiBaeT BNusHue Ha puck BCC [323, 324].

4.17.1.3. Qucmynbi KA

ductyna KA, BpoxgeHHas unm npuobpeTeHHas, sBMsieTCa aHoMarbHbIM COOOLLEeHNEM
mexay KA un kamepown cepgua unm cocygomMm. ManeHbkne uUCTyrnbl UMET XOPOLIWMW NPOrHO3
6e3 neyeHus. PUCTynbl cpegHero unm 60NbLLIOro pasmMepoB acCoLMMPOBaHbI C OTAANIEHHbIMK
OCNOXHEHNSAMU (CTeHoKapauen, nHpapkTtom Muokapaa, aputmuamn, CH un aHgokapanTom).
Hanuune cmmnToMOB, OCMIOXXHEHUN UM 3HAYUTENBHOIO LUYHTUPOBAHUSA SBNSKOTCA OCHOBHbLIMU
NMoKasaHMsAMM K NPOBEAEHMIO YPECKOXKHOMO UM XMPYPrMYEeCKOro 3akpbiTus.

4.17.2. AnarHocTUKa

KT gaBndetca npeanoyTuUTenbHbIM METOAOM AN OUEHKM aHaTOMUKM BbICOKOMO pucka,
BKMNtOYaA WHTpaMyparbHbIA XO4 W aHOManuu ycTbs (LLeNneBUOHOE YCTbe, OTXOXAeHue nog
OCTPbIM YIf1IOM, YCTbe >1 CM Bblle CUHOTYBYNAPHOro coegmHeHus).

OueHka cTpecc-MHAYUMPOBAHHOW MLUEMUN C NMOMOLLBI BbICOKOTEXHOMOMMYHbLIX METOAOB
BM3yanusauum Ha OHEe Harpy3o4yHOro TecTa SABNSAETCS KIYEBbIM MOMEHTOM MPUHATUSA

peLueHus.

PekomeHgauum no BeAeHUIO NaLMEeHTOB C BpoXxAeHHbIMM aHOMaNnAaAMum KA

PekomeHaaLmm Knaccll | Yposebf

Hedapmakonornyeckas yHKUMOHANbHass Bu3yanu3auus (Hanpumep, pagvMous3oTornHoe C
uccnegoBaHme, axokapguorpacdums unu MPT ¢ dmsmyeckon Harpyskowm) peKOMeHAOBaHbI

nauueHTam ¢ aHomanuamu KA ons noaTeBepXaeHUs/MCKMoYeHns UeMmumn Muokapaa.

AHomanbHoe otxoxaeHune KA ot J1A




@

Xupypruyeckoe nevyeHve pekoMmeHaoBaHO naumeHTaMm ¢ aHoOMarnbHbIM OTXOXaeHueM neson KA
oT JIA

@

Xvpypruyeckoe nevyeHme pekoMeHOoBaHO MauMeHTam C aHOMarbHbIM OTXOXAEHWEM MNpaBow
KA ot A npu Hanuynm cMMnTomoB, 06ycroBneHHbIX aHomanuen KA.

HeobxoAuUMOCTb XUPYpPru4eckoro rnedeHus [ormkHa OblTb 0BCyxaeHa y acCUMMNTOMHbIX |lla C
nauneHToB C aHoMasnbHbiM OTXOXgeHueM npasor KA ot JIA, npu Hanuuuu [UChYHKUMK

XKEenygouKoB UMK ULLEMUM MUOKapaa, 00yCcroBneHHbIX aHoMmanmen KA.

AHomanbHoe oTxoxaeHne KA ot aopThbl

@]

Xupyprmyeckoe neyeHme pekoMeHAOBaHO MnaumMeHTam C aHoMasnbHbIM oTXoxaeHuem KA ot
aopTbl NPW TUMUYHBIX CMMMTOMax CTEHOKapAWMW, y KOTOpbIX [AOKa3aHO Hanuime cTpecc-
WHOYLMPOBAHHOMW  ULIEMUN  COOTBETCTBYIOLLEA 30HbI MuOKapaa WM MPUCYTCTBYIOT
aHaToOMUYeckne 0COBEHHOCTM BbICOKOro puckal.

Xvpypruyeckoe neyeHne [omkHO 6bITb ob6CcyxaeHo y 6HeccuMnToMHbIX naumeHToB cllla C
aHoMarnbHbIM OTXoxaeHnem KA (npaBor unu neBoKr) OT aopTbl, C [OKa3aHHOW uemMuen

Muokapaa.

BbInoOnHEHME XWPYPrMyYeckoro revyeHust AOMMKHO ObiTb 06cyxaeHo Yy 6eccMMmnToMHbIX |lla C
nauneHToB C aHoMasrbHbIM OTXOXAeHueM rieson KA oT aopTbl C He [OKasaHHOW uwemuen

MWoKapga, HO UMerLWKnX aHaToMn4eckme 0COOEHHOCTM BbICOKOIO pVICKaI.

BbINorHEHME XMpypruyeckoe IeyeHus MOXeT OOCYKAAaTbCA Yy MauueHTOB € aHomarbHbIM |llb C
oTxoxaeHnem KA oT aopTbl Mpyu HanNM4YMm CUMNTOMOB, AaXe €Clu Y HUX He JoKasaHa uwemus

MWOKapga nnm oTCyTCTBYKOT aHaTOMU4ecKkmne 0COBEHHOCTM BbICOKOIO pI/ICKaI.

BbinonHeHne xupyprudeckoe neyeHust MOXeT o0cyxaaTbcsa y 6eccMMnTOMHbIX nauueHToB c|llib C
aHoMmarnbHbIM oTxoxaeHnem neson KA ot aopTbl 6€3 gokasaHHOM uwemum Mmokapaa n 6es
aHaTOMU4YEeCcKNx 0cobEeHHOCTEN BbICOKOro pI/ICKaI, ecnu 3aboneBaHVe BbISIBNEHO B MOJSIO4OM

Bo3pacTte (<35 ner).

Xvipyprnyeckoe neyeHme He pekomeHayeTcs 6ecCUMNTOMHBIM MauvMeHTam C aHomanbHbIM | C
oTxoxaeHnem npasont KA oT aopTbl 6€3 NpM3HaKoB MLIEMUN MUOKapAa U 6e3 aHaTOMUYECKNX

ocobeHHocTeit Bbicokoro puckal.

Mpumeyanme: | — knacc pekomengaumn, - yposerb nokasatensHocTy; - aHaTommuuecku ocobeHHOCTH BbICOKOTO
pvcKa BKIOYaOT: UHTpaMyparbHOE pacrorfiokeHne U aHoManuu ycTbs (LeneBuaHOe YCTbe, OTXOXAEeHWe nof
OCTpPbIM YrTIOM, pacrnosnioXeHne ycTbs >1 CM Bbllle CUHOTYGYNSPHOrO CoOeAUHEHUS).

CokpaweHus: KA — kopoHapHast apTepus, JIA — neroyHas aptepus, MPT — MmarHUTHO-pe3oHaHCcHas Tomorpacdus.

4.17.3. Xupypruyeckoe reyeHume
[MokasaHuna K Xmpyprumieckomy BMeLlaTeNbCTBY CyMMUMpPOBaHbI B Tabnvue «Pekomengaumm

Mo BeAEHWIO NaLMEHTOB C BPOXAEHHbIMU aHomanuamm KA.

5. MHaukaTopbl KayecTBa

OcHoBHOW 3agadven aTon HoBou pegakumm KnvHunyecknx pekomengaumn EOK no BegeHuto
B3pocnbiX nauveHtoB ¢ BlC aBnsetca nomowb cneunanuctaMm 34paBOOXpPaHEHUA B UX
noscegHeBHOM paboTe n Bnarononyyve nauweHToB. CriegylowmMm LaroMm SBNAETCA aHanus
BHEAPEHUSI 3TUX pPeKOMeHZauMh B NPaKTUKY W MPUBEPXKEHHOCTb K HUM, 4YTO MOXET ObiTb
cAernaHo ¢ NOMOLLbI NHONKATOPOB KavecTBa.

MHovkaTopbl  KayecTBa npeAacTaBnaAwT cobonm Habop CpeacTtB,  MO3BONSAOLLMX
KONMMYECTBEHHO OLEHUTb MPUBEPXEHHOCTb K Pekomengauusam u  npegocTaBnsoLmX

MeXaHM3Mbl OLIEHKM BO3MOXXHOCTEN MO ynyydlweHNo Ka4dyecTtBa OKa3aHuA MeONLMHCKON MOMOLLIN




n mncxopos [325]. VHoukaTopbl KadyecTBa UMEKT CyLleCTBeHHble OTnuyus oT KrnnHuyeckmnx
pekomeHgauun. Hanpumep, PekomeHgaumn crnegyeT NPUMEHSTb MPOCNEKTUBHO B OTHOLLEHWUN
KOHKPETHbIX NauMeHTOB, Torga Kak WMHOMKATOPbl KayecTBa MPUMEHSIOTCS PETPOCNEKTUBHO K
rpynnamM nauueHTOoB C Lenbto onpeaenntb, b1l M BbINOMHEH NPOLIECC OKa3aHUA MeaULMHCKON
nomoLun [325].

MHankaTopbl kayecTBa MOfyYeHbl Ha OCHOBAHUM WMMEILWNXCHA [OOKa3aTenbCTB, OHWU
BbIMOMMHUMbI, OAHO3HAYHO WHTEprnpeTupyemMbl U npakTudHbl [326]. Lenbo npumeHeHus
WHOMKATOPOB KayecTBa SIBMSETCA YMyylleHMe KadecTBa 34paBOOXPaHEHWUSA, OHM BCe LIMpe
NUCMONb3YTC  PYKOBOAUTENSAMW  CUCTEMbI  34paBOOXPaHEHUsl,  NPOdECCUMOHasnbHbIMN
opraHvsauuamu, nnatenblnkamMm, a Takke HaceneHunem [327-329].

Mpouecc pa3paboTkm U onpeaeneHnsa MHOAMKAaTOPOB KayecTBa B OTHOLUEHMM KOHKPETHbIX
NonoXeHnn BegeHna B3pocnblx naumeHToB ¢ BINC 6bin HayaT B Xxo4e HanucaHus

PekomeHaauun, pesynbtaTt OyaeT onybrmMkoBaH no3xe B crieumanbHOM JOKYMEHTE.

6. HepocTtatkn pekomeHaauuu

6.1. Obwwme nonoxeHun

6.1.1. OpraHusauua MeguULIMHCKOW NoMoLLM n obcrnenoBaHue NnauMeHToB

e BpoxaeHHble OedeKkTbl CepaedHO-COCYAUCTON CUCTEMbl pasferieHbl Ha MNopaXeHus
pPas3fMYHOM CIOXHOCTM (NerkMe, yYMEpEHHble, CroXHble, Tabn. 4). 3HayMMOCTb Takon
Knaccugukaumm ans KNnHMYeCcKoro BeAeHUsa NaumeHToB M cTpaTuduKkaumm pucka npencrouT
N3yYnNTb B KPYMHbIX PErncTpax.

e HeobxoomMmo onpeaenuTb MMHMMAaNbHOE YMCNO NaLMEHTOB, KOTOpble HabnogatTcs B
KaXXOOM W3 cneunanuMsanpoBaHHbIX LEHTPOB, a TakKe KOSIMYeCcTBO COTPYAHMKOB, KOTOpble
obecneyvaTt onTUMarnbHbIA MPOrHO3.

e [1na OLEHKM KayecTBa OKkasaHus NOMOLLM HEOOX0AMMO ONpeaennTb aaekBaTHbIE MeToAbI
OLIeHKM NCXO0B, B AOMNOSTHEHWE K YPOBHIO CMEPTHOCTH.

eB HacTosllee Bpems He yCTaHOBIiEHaA POSfib HEMPOrOPMOHOB, MO3BOMANOLNX OLEHUTb
TSDKECTb 3aboneBaHns N BpEMS BMELLATENbCTBA.

6.1.2. CH

e [laTodpmanonorns/mexannamol passutmsa CH, ocobeHHO y nauneHToB ¢ cucteMHbiMm MK n
C KpoBooOpauweHnem OPoOHTEHA, He HABMSKTCHA MOMHOCTLIO MOHATHBIMU U HYXXOAKTCA B
AanbHenweM n3y4yeHnun gnsi Noucka onTUMarbHbIX METOL40B NPOMUNAKTMKN U NEYEHNS.

e Heob6xoamMmo nydwe onpegenntb NokasaHua Ons NPUMEHEHUs1 CTaHO4APTHbIX METOAOB

nevenust CH kak B OCTpPbIX, TaK 1 B XPOHNYECKNX CUTYaLUNAX.



e Heo6x0amMmo BbISBNATL NPeauKTopbl pasButua u Tedennss CH ¢ uenblo ontumusaumm
NMoKasaHMM U BPEMEHHbIX MapameTpoB Af1S MPUMEHEHUS XenyLOYKOBbIX BCMOMOraTesbHbIX
YCTPOWCTB 1 TpaHCNNaHTaunun.

e HeobxoamMmbl KpynHomacluTabHble O00bedMHEeHHble MeXAyHapoAHble MPOCNEKTUBHBbIE
perncTpbl MeAMKaMeHTO3HOW Tepanun n UMMIaHTUPYeMbIX YCTPOUCTB Yy B3POCHbIX MaUMEHTOB C
BINC, koTopble TpebyoT Noaaepkn Ans X opraHn3auumn n NpakTUYeCcKoro BHeAPEHMUS.

6.1.3. HapyweHusa putma

e HeobxoamMmbl HagexHble BGarnbHble CUCTEMbl ANA OUEHKU MOKa3aHUM K HasHa4yeHuHo
aHTMKOAarynaHToB Npu npeacepaHblX HapyweHnax putma y nauueHTtoB ¢ BI1C ymepeHHOWN u
TSDKENOW CTENEHN CNOXHOCTW.

eKaTeTepHasn abnaums HaueneHHas Ha 30Hbl 3aMeaSIeHHOro MNpoBeAeHVs B
aHaTOMM4YeCcKUX UCTMycax (nepeluenkax) ABNAETCS BblCOKOIPIEKTUBHBIM METOLOM JleYeHuUs
MoHomopdHon KT y nauneHToB € KoppurMpoBaHHon T®. Bonpoc, MOXeT M KaTteTepHoe
KapTupoBaHue crnocobcTBOBaTb WHAMBMAYyaNbHOW CTpaTuduUKaumm pucka y MNauneHToB C
KoppurmpoaHHon Td n noxoxmmu nopokamm 6e3 cnoHTaHHbiX KT TpebyeT ganbHenwero
nccrneaoBaHus.

e[loTeHUManbHas noTeps [[OCTyNa K aHaTOMWYEeCKMM nepellenkam C MeOfeHHbIM
npoBedeHeM, Mocfne 3ameHbl KnanaHa y nauueHTOB C KoppurMpoBaHHOW Td n NoxXoxumu
nopokamn siBnsietca npobnemon. CnegyeTr m3yuntb, OygeT nv nonb3a Ang nauveHToB 6e3
AOKyMeHTanbHO noatrBepxaeHHon KT oT npoBedeHWe npeBeHTUBHOW abnauun [O wvnmM BO
BpeMS 3aMeHbl KnanaHa.

e[lokazaHus K oanektpokapguoctumynauum u  CPT agna B3pocnbix ¢ BlC,
NPeNMyLLEeCTBEHHO SABMSAOTCA MPOM3BOAHLIMM OT MoOKasaHW ONs B3POCIbIX C aHAaTOMUYECKU
HOpMarbHbIMX cepauaMun, C UWEMUYECKOW WM AunaTauMoHHOW KapauomuonaTuen, n He
afjanTupoBaHbl K pasHoOOOpa3uio CTPYKTYPHbIX M dyHKUMOHanbHbIx cybctpaTtoB BINC. OT60p
kangugatoB ana CPT, npumeHeHne CPT, u onpegeneHne onTUMarnbHbIX 30H CTUMYNSUUN Npu
pas3nuyHbix cybctpaTtax BINC TpebyeT ganbHenwmx nccnegoBaHum.

6.1.4. NAr

e TpelOyloTCcs [fanbHenMe UCCneaoBaHUs BAUAHUA TapreTHOM MeLUKaMEHTO3HON
Tepanum JIAl Ha Bb)KMBAEMOCTb NALUMEHTOB C CUHAPOMOM O3EeHMEHrepa.

e Ocoboro BHMMaHuna TpebyeTt Bonpoc ponu koMbuHnpoaHHon Tepanuu JIAT npu BI1C.

el/IMeeTCs HeOoCTaTOMHO [aHHbIX OTHOCUTESIbHO MPUMEHEHUS MNPOCTaUMKIIMHOB Y
naumeHToB ¢ JIAI u BIC, uto TpebyeT AanbHeNLWLNX nccrneaoBaHum.

6.1.5. NMaumeHTbI C LMAHO30M



e Heo6X0AMMOCTb PYTUHHOIO Has3HaYEHWS aHTMKOArynsHTOB MNauMeHTaMm, He WMERLNM
3Ha4YMMbIX (PaKTOPOB pucka TpomMboambonun (Hanpumep, NpeacepaHbIX HapYLLEHWUA pUTMa) He
AokasaHa, TpebytoTcs AONONHUTENBbHbIE UCCEa0BaHUS.

6.2. OToenbHbIe aedeKTbl

6.2.1. NMopoku ¢ wyHTammn

e OTOoaneHHbI NPOrHO3 nocre 3HAOBACKYNSPHOro 3akpbITUA AedeKTOB OKKgepamu
TpebyeT AONONHUTENBHOIO U3yYeHNs, OCOBEHHO HapyLLIEHUsT pUTMa.

e HeoCTaTOYHO N3yYeHO BNUSHWE 3HAOBACKYNSIPHOMO 3aKPbITUS Ha OTAANEHHbIA NPOrHO3
y naumeHToB c JIAl; ganbHenwne nccnegoBaHnsa Heobxoammel, YTOOblI oNpeaenUTb NOPOroBbie
nokasartesniv Ans HasHadYeHus fiekapCTBEHHOW Tepanuu.

6.2.2. O6¢cTpykuma BTITXK n koapkTaumsa aopTtbl

e [lONONHMTENBHOIO  M3y4eHuss TpebyeT onTuManbHOe BPeEMS BMellaTenbcTBa Y
naumMeHToB ¢ 6eCCUMNTOMHBIM TeYEeHUeEM Tshxenomn obeTpykumm BTITDK.

ebLICTPO pasBuBaeTcA npouenypa TpaHckaTteTepHon umnnaHtaumm AK; Heobxogumo
onpenenuTb ee 3HavyeHne y B3pocribix nauneHTos ¢ BI1C.

eCornacHo pekomeHgauuam EOK no BegeHuto Al (2018) [190], onpepeneHue
rMNepTEH3MM Yy NaUMEHTOB C KOPPUIMPOBAHHOW KOapKTauuen aopTbl Takoe Xe, kak n B obLuen
nonynauun 60nbHbIX, U NaUMEHTbl OOMKHbI NonyyYaTb Tepanuio B COOTBETCTBUM C OOWMMUK
pekoMeHAaumsaMn; HegocTaTouHO AoKasaTenbCTB 3(PEKTMBHOCTU TaKOW CTpaTeruu, 4to
TpebyeT AONONHUTENBHOrO NPOBEAEHUS NPOCMEKTUBHbIX UCCESOBAHUMN.

6.2.3. AopTonaTtuu

e OnpenenexHune pmucka ANCCEKLUUN aopTbl U yCTaHOBMEHNE NOKa3aHUn AN NPeBEHTUBHOIO
BMeLlaTenbCTBa NPy HacneacTBEHHbIX 3ab0neBaHNAX rpyaHON aopTbl, OCHOBAHHLIX TOMbKO Ha
anameTpe  cocyga,  npeactaBnseTca HeonTumanbHbiM - M TpebyeT  paspaboTku
nepcoHannanpoBaHHOro noaxoda. [ononHuTenbHble UccneaoBaHuMs Heobxoaumbl, 4TOObI
YCTAHOBUTb, MOXHO JN WCMOMb30BaTb COOTBETCTBYHOLWMNA TFEHETUYECKUA aAedekT ans
cTpaTtudukaumu.

eB HacTOsillee BpeMs MNPEBEHTUBHOE MeELMKAMEHTO3HOE JledeHne nauueHToB C
HacneacTBeHHbIMU 3aboneBaHUsIMU TPyOHOM aopThl BKNtoYaeT 6eta-6nokaTtopbl n BPA. Hu B
KoMOMHaUuKM, HM B Ka4yecTBe MOHOTEpanuu 3TU NpenapaTtbl HE NpeaynpexnatT AanbHENLLYHo
avnatauuio aopTbl. HeobxogmMmo npogosmkaTb NOUCK HOBbIX M Gonee adheKkTUBHbIX METOAOB
nevyeHus.

6.2.4. O6¢cTpykuma BTIMXK

e[lokazaHus K opgHoBpemeHHoM nnactuke TK B xoge BMewaTenbcTBa MNo MOBOAY

obcTpykumm BTITK TpebytoT yTOUHEHMS.



e Heo6xo0amMmo onTMMmM3MpoBaTb NPOLECC BbISIBNEHUSA naumeHToB ¢ obcTpykumen BTITK ¢
Bblpa)X€HHbIM CTEHO30M W HU3KUM FPagUEHTOM, Y KOTOPbIX MOXHO OXMAATb NOSIOXKUTESBHOMO
adpekTa NHBA3NBHOIO BMeLLATENbCTBA.

eHeobxooMmbl MccnenoBaHus, KOTOpble MNO3BONAT paspabotatb  Kputepuu  Ons
BbIsIBNEHNA naumeHToB C¢ obcTpykuum BTIDK, y KOTOPbIX MOXHO OXuAaTb MNOSIOXUTESNbHOMO
adpdrekTa NOBTOPHOro BMeLLaTenbCTBa rno nosoay octatoyHou lMP.

ePonb anekTpomanonormyeckoro muccnenoBaHua gnsa crpatudukaumm pucka BCC y
nauneHToB ¢ T® HeogHO3HaYHa M TpebyeT AanbHENLIEro N3yYeHus.

6.2.5. AHomanua dowTenHa

e Heo6xoamMmo onNnTUMN3npoBaThb NPOLIECC BbISBNEHMA NALMEHTOB C aHOMannen J6wrenHa
c 6eccMMNTOMHBIM TEYEeHMEM, UMEILNX BbIpaXKeHHY0 TP, y KOTOPbIX MOXHO OXuaaTb
nonoxuTtenbHoro agdekTa BMeLuaTenscTea Ha TK.

e HeobxoQMmMoO YyCOBEpPLUEHCTBOBATbL MNPOLIECC BLISBMIEHUS MaUMEHTOB C aHOManuen
ObLwTerHa, MMEIOLLMIA PUCK XXN3HEYTPOXaIOLWMX apUTMUIA B OTAANEHHOM nepuoae.

6.2.6. T®

eHeobxogMmo onTuMM3MpoBaTb MNpoLecc onpeaeneHnss BpemMeHn 3ameHbl K y
nauneHToB BblpaxkeHHOM P n 6eccuMnTOMHbIM TeYeHMEM 3aboneBaHnA.

e HeobxoomMmbl [OMrOCPOYHbIE HabnwgaTernbHble WCCReaoBaHUS MNOCre  YPeCKOXKHOM
umnnantaumm MK c uenbio yBenMYeHUss WMHPOPMUPOBAHHOCTM O HAAEXHOCTW KnanaHa,
nocneacTBMsax NEPEIOMOB CTEHTOB N BO3HMKHOBEHUW 3HAOKapAnTa.

e Heobxo4Mmo ycoBepLLUEHCTBOBATL NPOLIECC BbIABEHNE NALNMEHTOB, ONEPUPOBAHHbLIX MO
nosogy Td, NMELWMM PUCK XUIHEYIPOXKaoLWMX apuTMUA B OTAANEHHOM nepuoae, Y KOTOpbIX
MOXHO OXuaaTb nonoxuternbHoro addekra umnnaHtaumm WKL B kavecTBe nepBUYHOW
NpoduUNaKkTnKn.

eHeobxooMmo onpegennTb XapakTep BAUAHUA  MEeOMKaMEHTO3HOM Tepanuu Ha
aunartauuio n/vnn gucyHkuuto MX nocne onepaunn no nosogy TO.

6.2.7. TpaHcno3uLumsa KpynHbIX COCYyAOB

eHeobxoaMmbl  ganbHenwune  uccnefoBaHWsa  MOTeHUuManbHOM  9dEKTUBHOCTU
Knaccmyeckon megukameHTo3Hon Tepanun CH uM GUBEHTPUKYNSPHOM KapAWOCTUMYNAUUWU Y
nauneHToB ¢ cucteMmHbiM K nocne onepauun nepeknoyeHnsa npegcepamn.

e CTpatudmkauus pucka BCC wn nokasaHua k nepsuyHon wmmnnanTauum WKL nocne
onepaunn nepekniyeHnsa npegcepamn TpebyroT yTOYHEHNS.

eOueHKa pucka Auccekuuwu/paspbiBa aHEBpPU3M KOPHS aopTbl nocne onepauuu
nepeknoyeHns aptepuni TpebyeT AanbHenWwmx uccnegoBaHWin C  Uenblo  ONTMMU3aumm

peKOMeHﬂ,aLI,VIl)'I OTHOCUTENIbHO NPEBEHTUBHOIO XNPYPrm4eCckoro BMeLlaTesnbCcTBa.



eHeobxooumbl OnuTEnbHble HabMNwgaTenbHble UCCNegoBaHMs  MOCMe  onepauun
nepekniyeHnsa aptepun ans onpegenenus pucka passutua bBC nocne penmmnnantauun KA B
HOBbIN CPOPMUPOBAHHLIN KOPEHb a0PThI.

6.2.8. KoppuruposaHHaa TMA

e TpebyeTcsa Gonble nHdopmauum o6 onTuManbHOM BpeMeEHN onepauumn no 3ameHeH TK
y NaUNEHTOB C BbipaXkeHHOW 6eccumnTomHomn TP.

e HeobxoomMmo nayyeHme noteHumanbHoro adpdekta nepeBaskun J1A ¢ Lenbio coxpaHeHus
YHKUMN CUCTEMHOIO Xernyaouka.

6.2.9. EXXC n onepauunsa PoHTeHa

ePonb MeankameHTO3HOM Tepanun, BKMOYas ferovHble Basoaunartatopbl, Y NauneHToB
nocne onepaumm ®oHTEHA HE SICHA N HyXXOaeTcs B AaNbHENLLEM U3YYEHUN.

eBnuaHne 6GepemMeHHOCTM Ha oThaneHHble pesynbTatbl Yy MaTtepu Heobxogmmo
YCTaHOBUTb.

e dDnsnonornyeckme akTopbl onpegenstowme otaaneHHble pesynbTaTbl Nocne onepauum
doHTeHa, BKNtovada ponb numdarnyeckon cuctemol, Tpebyetca 6onee rnyboko nccnegosartb.

6.2.10. AHomanuu KA

e Heobxoammbl nccnenoBaHus Ansi BbISIBIEHUSA B3POCHbIX NauMEHToOB ¢ aHoMmanusammn KA
(aHomanbHoe oTxoxaeHne KA ot aopTbl, aHoManbHoe otxoxaeHune KA ot J1A), nmerowmx pmck
BCC, y KOTOpbIX MOXHO OXuaaTb MNOSMIOXUTENBHOMO 3ddekta OT XUPYPrnvecKkoro

BMellaTenbCcTBa.

7. KniouyeBble nonoxeHus

7.1. O6wme acnekTbl

7.1.1. OpraHmsaums MmeaMLMHCKOM NOMOLLU U obcrnefoBaHMe NaLuMeHToB

¢ [InA OkasaHMa nomoLum B3pocnbiM nauueHTam ¢ BI1C Heobxoanmbl ocobble ycroBus
CTPYKTYpPbl M OpraHn3auumn CUcTeMbl 30paBoOOXPaHEHNS.

e MynbTuModanbHas Budyanusauus SBMSETCA KOYEBbIM (PaKTOPOM ANns afeKBaTHOW
OLlEHKM aHaATOMWUYECKOrO0 CTPOEHUSA, COCTOSHMSA KEenydodkoB WM KranaHHOro annapaTa,
KONMMYeCTBEHHOM OLIEHKN KPOBOTOKA, BKITOYas pacnpeneneHune nepgysmu.

e[lpoBeneHne Tecta ¢ PU3NYECKON HArpy3Kom — BaXKHbI MHCTPYMEHT ONA onpeneneHus
BPEMEHU BbIMOMHEHN XMPYPrM4eCcKkoro BMeLLaTenbLCTBa, B TOM YMCIe, MOBTOPHOrO.

eKaTeTepusaums cepgua oOCTaeTcs KYeBbIM METOAOM OUEHKM TeMOAUHaAMWUKK, B
ocobeHHocTH gaeneHus B JIA 1 cocyancToro ConpoTUBIEHMS.

7.1.2.CH



e KntoueBbiM MeTtogoMm nedveHna CH y naumeHToB ¢ BINC octaetca ee npodunakruka
nyTem ONTUMU3aAUMN TEMOOMHAMUKM W CepOeYHOro putma. JTo TpebyeT perynsapHoro
HabnageHMs B CNeunanm3anpoBaHHbIX LEHTpax C Lefblo CBOEBPEMEHHOrO MNpPOBEAEHUS
WHBa3UBHbIX BMeLLATENbCTB.

e[1pn OMBEHTPUKYNAPHOM KpoBoobpalleHMM MeToabl cTaHgapTHoum Tepanum CH moryT
ObITb NMpUMeHeHbI K B3pocnbiM nauueHtam ¢ BIMNC ¢ cuctemubim JDK, a Takke Kk naumMeHtam ¢
cucteMHblM K, XOTS HEMs3BeCTHO, MOXHO N OXuaaTb B 3TUX ClyyasX MONOXUTENLHOIO
pesynbTarta, OCHOBAHHOIMO Ha MNpuUHUMNax Tepanuu yHKUWMOHanbHOW HepocTaTtovHocTwn JIK.
MaTtoumsnonornss naumMeHToB Nocne onepauun npeacepaHoro NepekntoyYeHns, a ocCobeHHo ¢
EXXC n nocne nannuaTtmeBHOM Koppekumn no GoHTEHY, CYLLECTBEHHO OTNIMYAETCs OT «OObLIYHOIO
KpoBooOpaLleHusa», no3aTomy MeToabl cTtaHgapTHou Tepanun CHOOMKHbI NPUMEHATBCSA C
BOnbLLIO OCTOPOXKHOCTBLIO.

e PekomeHayeTCsl CBOEBPEMEHHOEe HarpaBsfeHne U KOHCynbTauus chneynanvctos B
o6nactn BIC y B3pocnbix 1 CH B LeHTpax 9KCNepTHOro YPOBHS, CO CNyx60n TpaHcnnaHTaumm,
ocobeHHo ansa nauneHToB ¢ BIMNC ymepeHHON 1 BbICOKOW CIOXHOCTH.

7.1.3. HapyweHusa putma

eBcex nauveHTOB Heobxoaumo obcnenoBaTb ANS BbIABNEHUA 0OpaTUMbIX NPUYMH
HapyLLEHWUI pUTMa M HOBbIX UNW pe3nayanbHblX FeMOANHAMUYECKNX HApYLLUEHWI.

e [logaepxaHve CMHYCOBOro puTMa ABnsieTcs uenbto ang 6onbwnHcTBa B3pocnbix ¢ BIC.

e/[INA ONTUMAnNbHOIO JiIEYEHUSI XPOHUYECKUX apuUTMUKA HeobxoaMmo HanpasnsiTb
naunueHToB B LEHTPbl C MyIbTUAUCUMMIMHAPHOMW KOMaHAOW M OMNbITOM JleYeHUs apuTMumn,
cBs3aHHbIX ¢ BINC.

e [lauMeHTbl C JOKYMEHTUPOBAHHLIMW HApPYLUEHUAMU pUTMa U1 UMEIOLLME BbICOKUA PUCK
MX BO3HWKHOBEHWA TMOCMe WHBA3MBHbLIX Mpouenyp, KOTOPbIM MraHWpyeTca nposedeHune
YPECKOXHbBIX WNN  XUPYPrMYecKnx (MOBTOPHbIX) BMeELIATENbCTB, AOMMKHbI 0O6CyXaaTbCs B
MYNbTUOUCUUNIIMHAPHON KOMaHAEe, MMEIOLEN OMbiT BMEeLWaTeNbCTB U MHBA3MBHOIO NeYeHus
apuTMun.

7.1.4. NAr

¢ JIAI' npu BIC npegcraBnsaeT cobon nporpeccupyoliee coCTosiHMe ¢ HebnaronpuATHbIM
NPOrHO30M.

e[laumeHtam c BINC ¢ wyHTamun, a Takke nocne 3akpbiTUs OedeKTOB PEKOMEHOYyeTCs
perynapHoe HabnogeHve ans soiasneHus J1AT.

e [IpochbmnakTnyeckoe neveHne tTpebyetcs BceM naumeHtam ¢ JIAI, Bknoyas 60MbHbIX C

CUHOPOMOM O3eHMeEHrepa.



e XXeHwmHam ¢ BIIC wn nogteepxaeHHonm npekanunnsapHon JIIL GepemeHHoCTb
NpoTUBOMNOKa3aHa.

7.1.5. NauneHTbI C LUAHO30M

oY naumeHToB C «CuHMMKU» BIC nmeroTca nonmopraHHble HapyLeHUs, a Takke PUCK U
OAHOBPEMEHHO M KPOBOTEYEHUI, U TPOMDO30B, YTO BeAET K TPyAHOCTSIM nogbopa Tepanuu.

eCnepnyetr wunsberatb PYTUHHOTO  BbINOSIHEHUA  KPOBOMYCKAHUW, MOCKOSIbKY — OHU
YBENUYMBAIOT PUCK XKeNnesoaemuuUTHbIX aHeMUn U  LepebpoBaCKyNApPHbIX OCHOXHEHWUMN.
JleyebHble KpOBOMyCKaHUSI MNoOKa3aHbl TOMbKO MPU  HanMMuYUU  YMepPEHHbIX/BblpaXKeHHbIX
CUMNTOMOB MMNEPBA3KOCTH.

e[lauMeHTbl C LMAHO30M MMEKT O4YEHb TOHKO COanaHCMPOBAHHYK reMOANHAMUKY,
KOTOPYKO Jerko HapylwuTb, NoaToMmy noboe MHBaA3MBHOE BMeLLATENbCTBO MOABEpraeT ux
BbICOKOMY PUCKY; B CBSI3W C 3TUM ntoboe BMewaTenbCTBO LOSMKHO BbIMOMHATLCA TOSbKO B
YCIOBUSIX Creumannu3mpoBaHHbIX LEHTPOB SKCNEPTHOIO YPOBHS.

e[lpeBeHTMBHbIE Mepbl, HarnpasrfieHHble Ha MnpeaynpexgeHne OCIOXHEHUN, ABNAKTCS
OCHOBOW OKa3aHWSA NMOMOLLM.

7.2. OToenbHbIe aedeKTbl

7.2.1. NMopoku ¢ wyHTamun

¢ [1N9 NPUHATUA peLleHNsa O TakTUKe BeeHUs HeobxoaumMo TaTenNbHO OLEHUTb CTeNeHb
00BbEMHON neperpysku Xenyagodka n COCTOSIHUE JIerO4HOro KPOBOTOKA.

e [launeHTam ¢ npmsHakamu nosbiweHna JIAL no gaHHBIM HEMHBa3UBHOro obcneaoBaHWs
nokasaHo npoBefeHne KkateTepusaumm cepgua ana oueHkn J1CC.

e[1pu yposHe JICC =5 en. Byoa He cnegyeT npoBoauTb 3akpbitne OMIM. 3akpbiTue
AMXTT n OAI moxeT 06CcyXaaTbCs Y HEKOTOPbIX MaUUEHTOB CO 3HAYUTENbHbBIM LLYHTOM nocrne
TwaTtenbHoro obcnefoBaHus B YCIOBUSAX CNeLMann3npoBaHHOro LIEHTPA SKCNEPTHOrO YPOBHS.

e DHOOBACKYNAPHOE 3aKpbiTMe Ae(eKTOB OKKNIAEPOM SBMSEeTCs MeToaom Bbibopa npu
YCIOBUU TEXHNYECKOW BO3MOXHOCTH.

7.2.2. O6cTpykumna BTITXK

e OCHOBHbIMW MMOKa3aHUSIMW K OnepaTMBHOMY JIeYEHUIO OCTAlTCHA Hannume KrIMHUYeCKnxX
nposineHun n ancyHkummn JIHK.

e [launeHTam ¢ TKENOn 06CTPYKUMM N OTCYTCTBMEM anob nokasaHo npoBeaeHune nNpobbl
C (bM3MYECKOWN Harpy3kom Anga NoATBEPXKAeHUs 6eCCUMNTOMHOIO TeveHust 3aboneBaHus.

e[lpn BpoOXaeHHOM knanaHHom AC Heobxogumo obcnepoBaHvMe ANA  UCKIOYEHUS
3aboneBaHusa aopThbl (gunaTtaumm Bocxoadilen aopTbl U/unun KoapkTaumm aopTbl).

7.2.3. Koapkrauusa aopTbl



e[lna ocywecTBneHna HabnogeHus 3a nauueHTamum C KoapKTauuen aopTbl BaXKHbIM
SABMSETCHA KOPPEKTHOE namepeHne ALl (ambynatopHoe MOHUTOPUPOBAHWE Ha NPaBOK PyKe).

e[1lpMHATME pelleHna O BMellaTenbCTBe (MMM NOBTOPHOM BMeELLATENbCTBE) 3aBUCUT OT
ypoBHa ALl, rpagneHTa u Mopdoriorm4ecknx XxapakTepucTmk CTeHo3a.

e CTEHTUpPOBaHMeE ABNAETCA METO40M Bbibopa Npy HanNM4ymMm TEXHUYECKON BO3MOXHOCTH.

7.2.4. AopTonaTtuu

eHabniogeHne Ha NPOTSXKEHMM BCEW >KM3HM MNOKasaHO BCEM MauuMeHTam C
HacneacTBeHHbIMM 3ab0neBaHUAMM FPYAHOM aopTbl; OHO AOSMKHO BKMKOYaTb BU3yanu3auumio
BCEMW aopThbl, @ Takke OLEHKY COCTOSIHUS MUoKapAa W KnanaHHoOro annapara.

e [InameTp aopTbl, NpN KOTOPOM CcrieayeT BbINOSHATb XMPYypruyeckoe BMeLIaTenbCTBo,
3aBUCUT OT OCHOBHOrO 3abonesaHnsa U Hanmumsa oakTopoB pucCKa.

7.2.5. O6c¢cTpykumsa BTIMXK

eCteneHb obcTpykumm BTITK moxeT ObiTb nepeoueHeHa npu U3MEPEHUN CKOPOCTU
KpOBOTOKa B MecTe OOCTpyKuMM, OCOBEHHO NpU MPOTSXKEHHOM CYXXEHUM UMM Hanmymm
HECKOSbKMX CTEHO30B (Hanpumep, NoAknanaHHoOro n KnanaHHoro). B cBs3u ¢ atnm Tpebyetcs
noATBEPAUTb 3TOT NoKasaTesb C NOMOLLbIO oUueHKkM aasneHuns B MK no gaHHbIM ckopoctn TP.

eKaTeTepHoe BMeLIATENLCTBO 4ABMASETCA MeToAoM Bbibopa pAnsg  nauuMeHToB C
HegucnnacTnyeckum crteHosom MK (bannoHHasa BansynonnacTtuka) n ¢ nepudepundeckum MNC
(4acTo BbINOMNHAETCA MMMNNaHTaUMs CTEHTA).

e[loKasaHMs K BMeLLATENbCTBY CYLLECTBEHHO OrpaHW4YeHbl B Cryyasx, korga Tpebyetcs
3aMeHa KranaHa, NOCKOSbKy aTa npoueaypa accoummpoBaHa ¢ oTAaaneHHbIMU OCNOXHEHUSIMU U
NoTpebHOCTbIO B NOBTOPHbIX ONepauunsx.

7.2.6. AHomanua dowTenHa

e OnpeneneHne BpPEMEHM BMeELLATENbCTBA OCTaAETCsA CINOXHOW npobnemon, M 3Ta
onepauuns MOXeT ObITb BbINOSIHEHA TOMNBbKO cneumanucTomM, obnagarowmnm onbiToM NpoBeaeHUs
TakuMx BMeLlaTerbCTB.

e[lpeanoytTuTenbHO BbLINOSIHEHME MMACTUKM  KnanaHa npu  YCrOBUU  TEXHUYECKOW
BO3MOXHOCTU

7.27. TP

eYacTbiMn OCIMOXHEHUAMM B OTAAneHHOM nepuode sABnsTca 3Hadumasa [P n/nnu
o6cTpykums BTIDK, aucopyHkumsa MK v JIXK 1 HapyweHuna putma.

e BO3MOXHbIMM  (pakTOpamMn  pucka, acCoUMMPOBaHHbIMKM C  pPa3BUTUEM  NHOObIX
xenygoudkoBblx aputmun n BCC nocne koppekumn TO, aBNAKOTCA NPOLAOIMKUTENBHOCTb
komnnekca QRS >180 mc, cucronnyeckasa unu guacrtonuyeckas ancyHkuma JK, ancyHkuma

MK, nugykums XKT npu MNM3C 1 ykaszaHne B aHamMHe3e Ha nNpeacepaHble HapyLLeHUss putma.



e Bbibop onTMmanbHOro BpeMeHU Ans BMeLwaTenscTea npu 6eccuMnTOMHON BbipaXKeHHON
NP octaeTca cnoxHonm npobnemon. Ecnm nHaeKkcMpoBaHHbIN KOHEYHO AMACTONUYECKN 00beMm
MK npesbiwaeT 160 MJ'I/MI, HOpManusaumns ero pasmepa CTaHOBUTCS ManoBepPOATHOW, OAHAKO
3TOT NOPOroBbIN YPOBEHDb B KAYeCTBE NOKa3aHUs K MOBTOPHOMY BMeLLlaTesbCTBY, NO-BUANMOMY,
He KoppenupyeT C KNMHUYECKUM yIyYLLeHUEM.

e UpeckoxHas nmnnaHtaumsa TK ctana metogom Bbibopa npu NOBTOPHOM BMeELLATENbCTBE
y naumeHToB ¢ ob6cTpykumen BTIK npu ycnoBumn TeXHMYECKOWN BbINOSTHUMOCTW.

7.2.8. TMA

eYacTbiMn OCNOXHEHUSMW B OTAANEHHOM nepuoge, TpebyrlmnmMm BHUMaAHWSA nocne
onepauun NepekrityYeHns npeacepann, SBNATCA HapyleHne COKpaTUTENbHOW CMOCOBHOCTM
CUCTEMHOIO >Xenyaoudka, BTOpuU4YHaa peryprutauma Ha cuctemHom AB knanaHe, HapyweHus
puUTMa, a TaKkKe CTEHO3bl U AedeKTbl TOHHENA.

¢[IpOrHO3 CyLLEeCTBEHHO YyNyywurncs C BHeApeHneM onepaunn  aptepuanbHOro
nepeknioyeHns. PaclwumpeHme KOpHS HeO-aopTbl BHE 3aBMCUMMOCTW OT Hanuuus peryprutauum
Ha Heo-AK, HagknanaHHbih NC n cteHo3 BeTtBen JIA 4vawe Bcero pasBuBalOTCA B pPaHHEM
AeTcTBe, HO MoryT notpeboBaTb MOBTOPHOIO BMELLATENLCTBA B 3pEfIOM BO3pacTe.

e [losiBneHne cucronunyeckon anceyHkumm JK n/vnn HapyweHun putma nocne onepauun
apTepuanbHOro nepekryeHnst TpebyoT NOMHOro TwaTenbHoro obcnenoBaHus, B TOM Yucne,
NCKIMIOYEHNS YCTbeBOro/NPOKCMMAarbHOro CTeHO3a peMMniaHTMpoBaHHbIX KA.

e HapylwieHne dyHkumoHnpoBaHus koHaymta m3 MK B JIA (CTeH03, peryprutaumst unu mx
coyeTaHne) sBnseTcsa BedylMM OCMOXHEHWEM B OTAaneHHOM nepuoge, Tpebyowmm
NOBTOPHOrO BMeLLaTenbCTBa nocrie onepauun Pactennu.

7.2.9. KoppuruposaHHasa TMA

e Hanbonee yacTbiMM NO3OHMMWN OCITOXHEHUAMM ABNAKOTCSA HEAOCTAaTOYHOCTL CUCTEMHOIO
X, peryprutauma Ha cuctemHom AB knanaHe, AB ©Gnokaga v npeacepgHble HapylleHUs
puTMma.

e Peryprutaums Ha CUCTEMHOM KnanaHe B CyLeCTBEHHOW Mepe onpefenseTt oTAaneHHbIN
NPOrHO3, U B Cnyyae BbIpaXEHHOW peryprutaumm ee crefyet KoppurmposaTb O pas3BUTUSA
ancyHkumm cuctemHoro MXK.

7.2.10. EXXC n onepauusa ®oHTeHa

e XOTA KayeCTBO KM3HM Yy MHOMMX nNauMeHToB nocne onepauun DoHTeHa
yOOBMETBOPUTENBHOE, BCE OHWU TPeOylT aKTUMBHOIO HabMAEHMS B 3KCMEPTHbIX LEHTpax
cneumnanusnpyromxca Ha rnedeHun B3pocnblx ¢ BIIC, nockonbky WMMeEKT pUCK pasBUTUSA
MHOIFOYMCIIEHHbIX CEPbe3HbIX OCIOXHEHUW, BKMOYaa HapyweHua putma, CH, nopaxeHwue

neyeHn 1 3HTeponaTuio ¢ noTepei Genka.



e[lna xopowero YyHKUNOHNPOBAHMS KpoBoobpalleHna PoHTeHa Heobxoaum HU3KUK
ypoBeHb faBneHusa B JIA, nosatomy npu nobom nogo3peHun Ha pasBuTue OUCKYHKLMU UNn
OCMNOXHEHN HeOBX0OUMO NMPOBECTU UHBA3MBHYHO OLIEHKY reMOANHAMMUKN.

e HapyLueHns pyutma nnoxo nepeHocatTcs n TpebytoT HeMeaneHHOro neYeHus.

e bepeMeHHOCTb BO3MOXHA Y HEKOTOPbIX MauMEHTOB C XOPOLO (OYHKLUMOHUPYHOLLMM
KpoBoobGpaLlieHnem OoHTEHa, OAHAKO MMEETCS BbICOKUA PUCK HEBbIHAWNBaHWs, 6epeMeHHOCTb
HeobXxo4MMO KypupoBaTb B YCNOBUSIX CMeUManmn3npoBaHHbIX MO fiedeHunto B3pocnbix ¢ BI1C
LEeHTPOB.

oY BCeX nauneHToB nocne onepaumm PoHTeHa HeO6XOOMMO KOHTPONUPOBATL COCTOSIHME
neyeHu.

7.2.11. AHomanuu KA

KT gaBndetca npeanoyTuTenbHbIM METOAOM ANS OUEHKUM aHaTOMUM BbICOKOro pucka,
BKMNOYAA WHTpaMyparnbHblA XO4 W aHOManuu ycTbs (LLeneBuaHOe YCTbe, OTXOXAeHue nog
OCTPbIM YrfioM, yCTbe >1 CM BbilLe CUHOTYOYNSpPHOro COeANHEHNS).

OueHka cTpecc-MHAYUMPOBAHHOW MLIEMUN C MOMOLLBIO BbICOKOTEXHOMOMYHbLIX METOAOB
BU3yanusauum Ha (OHe Harpy3o4yHOro TecTa SABNAETCH KIYeBbIM MOMEHTOM MPUHATUSA
peLleHus.

Y nauneHToB C KOPOHapHOW OPUCTYNOW Hanuyne CUMMNTOMOB, OCMOXHEHUM U 3HAYMMOrO

LyHTa ABNMAKTCA OCHOBHbIE NOKa3aHNAMU K HPECKOXKXKHOMY UITN XUPYPIrn4ECKOMY 3aKpPbITUIO.

8. UTo penaTtb M Yero AenaTtb He criegyeT — KnoveBble nonoxeHust PekomeHgauun

PekomeHgaumm | Knaccl | YposeHtf |
JleyeHne HapyweHun putma y B3pocnsix ¢ BI1C
MaumeHTbl ¢ BINC ymepeHHOM 1 BbICOKOW CMOXHOCTU (Tabn. 4) n AOKYMEHTUPOBAHHbIMYK | | C

HapylweHussMn puUTMa [JOMKHbl OblTb  HanpaBreHbl B LUEHTpbl, [Ae uMMeeTcsd
MynbTUAMCLUNNMHApHasa KoMaHaa, cneumanmanpylowascsa Ha nedeHnn s3pocneix ¢ BIMNC n
HapyLleHnn putma cBasaHHbIxX BIC.

MauneHTsl ¢ BINC 1 AOKYMEHTUPOBaHHBIMWN HapYLUEHUSIMU pUTMa, UMK UMELoLLue BbICOKUA | | C
pUCK BO3HUKHOBEHMS apuUTMUI NOCNe UHBA3MBHbIX nNpouenyp (Hanpumep, 3akpbitue QMMM
B CTaplieM BO3pacTe), KOTOpbIM MNIaHUPYeTCs BbIMNOMHEHUE YPECKOXHOro  unu
Xnpyprumyeckoro (NOBTOPHOro) BMeLlaTenbCTBa, AOMKHbI OblTh HaMpasneHbl B LEHTPbI, rae
nMeeTcs MynbTUAUCLUMNIMHApHaa KOMaHAa cneunanm3upyroLlnecs Ha BbIMOMHEHUN TakuX
BMELIATENbCTB U MHBA3VMBHOM JIEYEHUU HapyLUEHUN puTMa.

Y naumeHToB ¢ npocTbiMm BIC npu HanMunm cMMNTOMHBIX YCTOMYMBBLIX peungnBupyowmx | | C
CBT (ABYPT, ABPT, MT wnwn MPT), unu npu noteHumnansHoMm pucke BCC Ha cdoHe CBT
(tabn. 7) pekomeHAyeTCsi BbIMOSIHEHWE KaTeTepHoM abnaumm BMECTO LNUTENbHOWN
MeANKaMEeHTO3HOW Tepanuu.

KateTepHaa abnauus nokasaHa B kadectBe pgononHeHus k WKO y nauuweHtoB c | | C
peungusmpytoiern MoHomopdHon XKT, MOCTOSHHO PeunanBUPYOLLER/HEKYNNPYIOLLIECS
KT vnu anekTpyyeckum LUTOPMOM He MOAAANLLMMUCA MeOMKaMEHTO3HOW Tepanuu unu
nepenporpammuposaxmo UK.

Umnnavtauma WKL nokasaHa B3pocnbiMm ¢ BlC, nepexuBwum ocTtaHoBKy cepaua | | C
Bcneacteue OX nnm XXT ¢ HecTabunbHOW remoanuHamMuUKon, nocne obcneaoBaHus ¢ LEnbto
onpeaeneHns NPUInHbI CobbITUS U UCKNIOYEHNA 06paTUMbIX MPUYNH.

Umnnantauma WKL nokasaHa B3pocnbiM ¢ BIC u yctonumsown KT nocne oueHku | | C




reMoOANHaAMMKM N KOPPEeKuMM MNpu Hanmyum nokasaHwun. [NpoBegeHne OPU nokasaHo c
Lenbto BbISIBNEHNS NMALMEHTOB, Y KOTOPLIX KaTeTepHasi Unn xmpypruyeckas abnaums moryt
OblTb MONEe3Hbl B Ka4eCTBE [OOMOJSIHUTENBHOIO MeToda JeYeHUs WK Yy KOro OHW MOryT
ABNATbCA agekBaTHoM anbTepHatmeon UK.

JleyeHnne JIAT, accoummpoBaHHou ¢ BINC

KeHwuHam ¢  BIC w noatBepxaeHHom npekanumnspHon JII  GepeMeHHOCTb-
NpoTUBOMNOKa3aHa.

OueHka pucka pekoMmeHgoBaHa BceM naumeHTam c JIAI-BIIC.

MaumMeHTaM HU3KOTO UM MPOMEXYTOYHOTO pUCKa MNOcre KOppeKuunM MpocThiX AedekToB
pPeKOMeH[OBaHa nepoparnbHas KOMOWHMpOBaHHas Tepanus (Mnu rocnegoBaTesibHoe
Ha3Ha4YeHne KOMOMHMPOBaHHOW Tepanuu), Npy 3TOM NaLMeHTaM BbICOKOro pucka criegyet
cpasy HaYMHaTb KOMBUHUPOBAHHYIO Tepanuio, BKIOYaloLLYy0 NapeHTepansHoe Ha3HadyeHue
NpoCTaHOMAOB.

JedekT mexnpeacepaHON Nneperopofku (HaTUBHbBINA UM OCTATOYHbIN)

MaumneHTam ¢ npusHakamn obbemHoin neperpyaku MXKE B otcyTtcTane NAT (HeT npuaHakos
noeblweHuns JIALl No AaHHLIM HEWHBa3MBHbLIX MeToAoB obcnegoBaHmsa unu yposeHb JICC
<3 en. Bygoa no gaHHbIM MHBa3WBHOMO ONpPeAeneHns Npyu Hanu4mMm Takux npusHakoB) uUnu
nopaxeHus JDK pekomeHayetca 3akpbitve [OMII BHe 3aBUMCUMOCTM OT Hanuuus
CMMNTOMOB.

3akpbiTne gedekta ¢ MOMOLLLIO OKKNoAepa pekoMeHayeTca B kadecTBe meToda Bblbopa
npw sBTopnyHom MMM B cnydae TeXHUYECKOW BO3MOXHOCTU.

Y NoXunbIX NALUMEHTOB, KOTOPbIM HEBO3MOXXHO BbIMOMHUTL 3akpbiTue gedekta ¢ NoOMOLLbIO
OKKIogepa, pekoMeHayeTcs TLaTeNbHO B3BECUTb XMPYPIMYECKUI PUCK 1 NOTEHLUATBHYIO
nonb3y oT 3akpbiTna OMIM.

MauneHTam C npusHakamu MOBbIWEHUS AaerneHnss B JIA no AaHHbIM HEeWHBAa3WBHbIX
MeTonoB 0bcrefoBaHus TpebyeTcsi BbIMOMHUTL MHBa3uBHoe onpegenenne JICC.

MaumeHTam ¢ nopaxeHunem JDK pekoMmeHAyeTcs BbINOSHUTL MHBA3UBHOE MCCIeaoBaHNE C
LUenbio TWATeNbHOW OUEHKM HeOoOXOOAMMOCTM YCTPaHEeHUsl LyHTa CreBa-HanpaBo U
noTeHunanbHoro HeratuBHoro addekta 3akpbitvsa [OMIIM Ha nporHo3 BcreacTeune
MOBbLILLIEHUS AaBfeHUs HanofHeHUs (3aKpbiTue, 3aKkpblTUe EHECTPUPOBAHHOW 3annaTowu,
OTKa3 OT BMeLlaTenbCcTBa).

3akpbiTre MM He pekomeHayeTca nauneHTaMm ¢ CUHAPOMOM Ji3eHMeHrepa, 60nbHbIM C
JIAI n JICC =5 en. Byna Ha dhoHe TapreTHOM Tepanuu, a Takke naumeHtTam ¢ npusaHakamu
JecaTypauuun Ha poHe PU3NYECKON HarpysKu.

OMXIT (HaTUBHbLIV UM OCTATOYHbIN)

MaumneHtam ¢ npusHakamn obbemHoun neperpysku JIK B otcytctBue JIAI (HeT npusHakos
JIAI no gaHHbIM HeuHBa3MBHbIX MeToAdoB obcneposaHua unu JICC <3 ea. Byma npwm
WHBa3MBHOW OLIEHKe) pekoMeHayeTcsa 3akpbiTne OMXKIT BHe 3aBMCUMOCTM OT Hanuuusi
CYMNTOMOB.

3akpbiTne AMXKI1 He pekomeHayeTCca naumeHTam ¢ CUHAPOMOM Q3eHMeHrepa U 605bHbIM
c tskenon JIAI (JICC =5 en. Bypa), y KOTOpbIX BbIABNSAETCA AecaTypauusi Ha (ooHe
(PM3NYECKOM HarpysKku.

OTkpbIThIN AB KaHan

Xupypruyeckasi KOppekLms He pekoMeHAoOBaHa nauMeHTam ¢ CUHOPOMOM OW3eHMeHrepa u
naumeHtam B JIAI (JICC 5 en. Byna), y KOTOpbIX BbISIBNISETCA CHWXKEHWE caTypauun Ha
¢oHe pnsmyecKkon Harpysku.

Xvpypruyeckoe 3akpbiTUe pPeKOMeHOOBaHO MauMeHTaM CO 3HavyuTenbHOW OB6beMHON
neperpyskon [MK, BMewaTtenbCTBO AOMKHO BbINOMNHATECSA WCKMOYMTENBHO XUPYPromM
cneumanuaupyroemcs Ha nedexHum BI1C.

Xvpypruyeckoe  BMellaTenbCTBO,  NpeanoytuTensHo  nnactuka AB  knanaHa,
PEKOMEHAOBAHO CUMMNTOMHbIM NaUWEHTaM C YMEPEHHOW W TSHXKEMNOW CTENeHbio
peryprutaumm, BMeLLaTeNbCTBO OOMKHO OblTb BbINOMHATECSA WCKMIOYMTENBHO XUPYPromM
cneumanuaupyrowemcs Ha nedexum BI1C.

BeccMMNTOMHbIM NauueHTam C BbIpaXEHHOW peryprutaumMen Ha nesocTopoHHeM AB
KnanaHe Xvpyprmyeckoe BMeELLATENbCTBO pekoMmeHaoBaHo, korga KCL JDK 245 mm n/vnn
®B JIK £60%, npu ycrnoBuu oTCYTCTBUS APYrMX Npuy4uH ancyHkumm JDK.

OAI

MaumeHTam ¢ npusHakammn obbemHon neperpyskm JIXK u 6e3 JIAI (HeT npusHakoB JIAI no
OaHHbIM HEWHBA3MBHbIX METOAOB 0OCnefoBaHWsi WM MPU HanmMuMu ee NpPU3HaKoB,
nHBasuBHasi oueHka JICC <3 en. Byna) pekomeHayetcs 3akpbiTue OAl BHE 3aBUCMMOCTHU
OT HaNM4yns CUMMNTOMOB.

YpeckoXkHoe 3aKpblTve, MPU Hamvuuy TeXHWYECKMX BO3MOXHOCTEW, pPEeKOMeHOyeTcsi B




Ka4yecTBe MeToaa Bbibopa.

3akpbiTne OAI He pekoMeHAyeTCs nauueHTam ¢ CUHOPOMOM Jr3eHMeHrepa u 60mnbHbIM
CO CHWXEHMEM caTypaunmM B HKHUX KOHEYHOCTSX NPy OU3NYECKON Harpyske.

Knananubin AC

CVMNTOMHBIM nauneHTam ¢ TsbkenbiM AC ¢ BbICOKUM rpagueHToM (cpeaHuin rpagueHT 240
MM PT.CT.) peKOMeHayeTcsl onepaTMBHoe BMeLIaTenbCTBO.

OnepaTuBHOe BMeLIATENbCTBO MOKA3aHO CUMMATOMHbIM MNauMeHTam C  TSDKenbIM
HN3KOMOTOKOBBIM HU3KOrpaameHTHbIM AC (cpegHuii rpagueHTt <40 mm pT.CT.) NPy HaNU4Mm
CHWKeHHon ®B ¢ nogTBepXAEeHHbIM HanMuuMem COKpaTUTENbHOro pesepBa, 3a
ncknyeHmem ncesgotsxenoro AC.

OnepaTtuBHOE BMeLLATENBbCTBO MOKa3aHO 6ecCMMNTOMHBIM naumeHTam ¢ Tskensim AC u
MONOXUTENbHbIM pe3ynbTaTtoM npobbl C U3NYECKON HAarpy3kKoW, AEMOHCTPUPYIOLLIEN
nosiBNieHne CUMNTOMOB, SIBHO CBA3aHHbIX ¢ AC.

OnepaTuBHOE BMeELLATENBLCTBO MOKa3aHO 6eCcCUMNTOMHbIM naumeHTam ¢ Tshkensim AC u
cuctonunyeckon aucdyHkumen JIK (OB JIXK <50%), He cBA3aHHOW C APYrMMW NPUYUHAMMN.

Xupypruyeckoe BMeLLATENbCTBO pPeKOMeHAyeTca nauueHtam ¢ TsxenbiM AC, KOTOpbIM
BbINOMHAETCA onepaunsa Ha BocxoAsllen aopTe, ApyroM knanadHe mnu AKLL.

HapknanaHHbin AC

Xvpypruyeckoe BMeLLATeNbCTBO PEKOMEHAOBAHO Yy MauUMEHTOB C  CUMNTOMaMu
(CNOHTaHHBLIMU UMK BbISIBNEHHBLIX C MOMOLLLIO NPO6bI C (PU3NYECKON Harpy3komn) u cpeaHem
rpagMeHTe AaBneHns no gaHHbIM AONNNepoBCKOro nccrnegosanna =240 My pT.cT.

npl/l 3Ha4YeHnAX cpeagHero rpaguneHTa pgaBleHna no JaHHbIM - OONniepoBCKOro
nccnegoBaHmss <40 mm PT.CT. XUpyprnm4eckoe BMeLWaTeNbCTBO peKomMeHOayeTCAaA npu
Hann4nm oaHoOro UM HeCKosNbKMX U3 cregyrLwmnx npn3Hakos:

. CvmnTombl, obycnoeneHHble o6CTpyKUuen (ogbllika npyu U3NYECKON Harpyske,
KMWHMKa CTEHOKapAMKW, CUHKONE).

. Cuctonuyeckas gucdyHkumsa JDK (OB <50% B oTCyTCTBUE APYrMX NPUYUH).

. Heobxoaumo npoBeneHve onepatMBHOrO BMellaTensctBa no nosogy VBC wnu

KnanaHHOro nopoka cepaua.

CybGaopTanbHbI CTEHO3

Xupypruyeckoe BMeLLATENbCTBO PEKOMEHAOBAHO CMMTOMHbLIM MauMeHTaM (CMOHTaHHbIMM
UMW BbISIBIEHHBIMWU C MOMOLLBIO NPoObI ¢ (OM3NYECKON Harpyskoin) u cpegHem rpagueHTe
JaBIeHUsi MO AaHHbIM OOMNMIEPOBCKOro nccnegoBanms 240 MM pT.cT.

KoapkTauus aopTbl U peuuane koapkrauum

Koppekuus koapKTauuy aopTbl MU pe-KoapKTauum (XMpypruydeckas Ui aHAoBackKyrsipHast)
nokasaHa nauuentam ¢ Al c noBbIlEHHBIM TpaaMeHTOM AaBneHus (MO AaHHBLIM
HEeMHBA3MBHbIX METOdOB 06CnefoBaHWsl) MeXAy BEPXHUMU U HUKHUMU KOHEYHOCTSMMU,
NOATBEPXKAEHHbIM pe3ynbTaTamMy¥ WHBa3WBHOW OLEHKM (pasHuMua MUKOBLIX FPadVeHTOB
AaBneHus 220 MM pT.CT.), NpeanoyYTeHre OTAaeTCA 3HAO0BACKYNAPHOMY BMeLLaTenbCTBY
(CTEHTMPOBAHWIO) MPWU HANMUYUKU TEXHUYECKON BO3MOXHOCTU.

XI/IpprI/ILIeCKI/Ie BMeLlaTesIbCTBa HA aopTe Npu aopTonaTtnax

Monoabim naumMeHTam ¢ CMHOPOMOM Map(baHa nnn accounmnpoBaHHbIMM HacneaCcTBEHHbIM
3aboneBaHunsMun rpygHoro orvgena aopTbl, UMEKWMM pacllnpeHne KOpPpHA aopTbl U
TpeXCTBOpHaTbIﬁ AK, pekoMeHaoBaHO BMeLLATeNIbCTBO Ha AK, BKknoyas nmnnaHTaumo unm
NnacTuky, Npn ycnosun BbINOJTHEHUA onepauni OnblITHbIM XUPYProMm.

Xvpypruyeckoe BMeLLIaTeNbCTBO pPeKOMEeHOoBaHO naumeHTam c¢ cuHgpomom MapdpaHa,
UMEILNM MOpaXeHUe KOPHA aopTbl, €CnN MakCUManbHbI AuameTp aopTbl Ha YpPOBHEe
CUHycoB 250 mMm.

O6cTpykumst BTITK

Mpn knanaHHOM cTeHo3e J1A GannoHHasa BanBynonfacTuka siBnsieTcss meTogom Bblbopa
NpW YCNOBUW TEXHNYECKOW BO3MOXXHOCTMW.

lMpn ycrnoBuM OTCYTCTBMSA MOKa3aHWA K 3aMeHe KnanaHa BmellaTenbCcTBa Mo noBogy
obctpykumm BTIMK Ha nobom ypoBHE peKOMEHOOBaHbl MpU  TSHXKENIOM  CTEHO3e
(MakcMmanbHbIV rpagueHT gaBrneHus No pesynbTataM AONMnepoBCKOro nccnegosanns >64
MM pT cT.f) BHE 3aBMCUMOCTM OT HaNMuKsi CUMMNTOMOB.

Ecnu Xnpyprnyeckaa 3ameHa KrnanaHa aBndaeTcd €4UHCTBEHHbIM BO3MOXXHbIM MEeTOL4O0M,
OHa NnokKasaHa nauneHTam C TaXeJibiM CTEHO30M Npu Hann4mm CI/IMI'ITOMOBI.

Ecnu xupyprnyeckaa 3ameHa knanaHa $IBNA€TCH €AMHCTBEHHbIM BO3MOXHbIM METOLO0M
neyerusifl y 6eCCMMNTOMHbIX MALMEHTOB, OHA MoKasaHa MY HanMYUU XOTst Gbl OAHOrO U3
cneayroLLmnx NpnU3HaKoB:

o OBBbEeKTMBHOE CHUXEHME NEPEHOCMMOCTU PU3UHECKMUX Harpy3ok.

° CHumxeHne dyHkumm DK w/unm nporpeccupoBaHne TP, kak MUHUMYM, O




YMEPEHHOW CTENEHU.
° Hanw4dne wyHTMpoBaHusa KpoBu cnpasa-Haneso npw OMMM nnn OMXKIT.

AHomanusa O0LWwTenHa

Xupypruyeckas Koppekums nokasaHa naumeHtam ¢ Tskenon TP npu Hannumm KnMHNYeCKnx
NPOSIBIEHUA WU MPU OOBEKTUBHBIX MPU3HAKax CHWKEHWUS MepPeHOCMMOCTU (PU3NYECKNX
Harpysox.

PekomeHayeTcs BbINOMHATb Xupypruyeckoe BMeLLaTenbCTBO XUpypry
crneumanuaupyloemycsa Ha nedeHun BI1C u nmetowemy onbIT B BbINOSIHEHUN KOPPEKLUK
aHomanuu SoLTenHa.

Mpy HanuumMM nokasaHWn K XMpyprudyeckoMy BMmellaTtenbcTBy Ha TK pekomeHayetcs
3akpbiTe OMIIM/oTKpbITOro oBanbHOrO OKHa BO BPEMSA Onepauuym Ha KnanaHe, ecrniv 3To
no3BonsieT remoanHamMumKa.

MaumeHTam C CUMNTOMHbLIMW apPUTMUAMWU UMK NpPU3HAKaMK CUHApPOMAa NpenBo3GyKaeHus
xenyooukoB Ha OKI  pekoMeHOyeTcA  BbINOMHEHWE  3MeKTPOodM3NONornieckoro
nccrnenoBaHusl U, NPy BO3MOXHOCTU, NMPOBEAeHMe abrnaunum Unmn XMpypruyeckoro nedeHust
apuTMUK B crlyYae NaHnpyeMoro onepaTMBHOIO BMeLlaTenbCcTBa Ha cepaue.

Mocne koppekumun TeTpagbl Panno

MpoTesunposaHue MK pekomeHAoOBaHO NaumMeHTam, UMELLMM KITUMHUYECKNE NPOSIBIIEHUS, C
Tsbkenon MNP n/vunn, kak MMHUMYM, ¢ yMepeHHom obcTpykumen BTIDK.

MauyneHTam ¢ oTcytcTBUEM HaTuBHoro BTIK pekomeHOyeTcs BbINOMHEHUS KaTeTEpPHON
npouenypsl (TpaHckaTeTepHon nvnnanTaumu NK), ecnmn oHa TEXHUYECKM BbIMOMHUMA.

TMA nocne onepaumm nepekntovYeHnsa npeacepann

CYMMNTOMHBIM MauueHTaM ¢ OBCTPyKUMEA NEeroyHbIX BeH Npeacepausl, PeKoMeHOoBaHO
Xnpypruyeckoe neveHve (kateTepHoe BMeLWaTenbCTBO 06bIYHO HEBO3MOXHO).

CuUMNTOMHbIM MNauueHTaM CO CTEHO30M TOHHENst W HEBO3MOXHOCTU KaTeTepHoro
BMeLlaTenbCTBa peKOMEeH4OBaHO XMpyprn4eckoe rie4eHune.

CumnTOMHbIMMauMeHTaM ¢ cBpocoM  KpoBM  Ha  3annarte,  (opmupytoLlein
BHyTpUNpeacepaHbli  TOHHENb W HEBO3MOXHOCTM  KaTeTepHOro  BMellaTenbcTBa
PEKOMEH0BaHO XMPYPrMyeckoe neveHue.

CyxuBaHvne JIA «kak meToan TpeHupoBku JDK nepen onepauven apTepmansbHOro
NnepekioyeHns y B3POCHbIX NALUEHTOB HE PEKOMEHAYeTCS.

CUMNTOMHBIM NauueHTam CO CTEHO30M TOHHEs! pekomMmeHOgoBaHO CTEeHTUpOBaHUE Mpu
YCNOBUN TEXHUYECKON BO3MOXHOCTH.

CUMMNTOMHBIM ~ NauueHTam ¢ CcOpOCOM  KpPOBM Ha  3annate,  (opMupytoLien
BHyTpUNpeAcepaHbli TOHHENb W LMaHO30M B MOKOE Wiv Npu (pU3NYecKoi Harpyske, Unu
Mpy Hanu4yMM 06OCHOBAaHHbIX MOAO3PEHNIA HA NapafgoKcarbHy 3MGONMI0 PEKOMEHOOBAHO
CTEHTMPOBaHME (C MOKPLITUEM) WM 3aAKPbITUE C MOMOLLBI0 YCTPOWCTBA MPU Hanmuyum
TEXHNYECKON BO3MOXHOCTU.

CMMNTOMHBIM ~ nauueHTam C CcOGPOCOM  KpPOBM Ha  3annate, (opMupytoLLein
BHYTpuNpeacepaHblii TOHHENb, 0GYCNOBMNEHHbIMU LWYHTUPOBAHNEM KPOBM CreBa Hanpaso,
PEKOMEH0BaHO CTEHTMPOBaHMWE (C NOKPLITUEM) NPU HANUYMN TEXHUYECKON BO3MOXHOCTH.

TMA nocne onepauumv apTepuanbHOro NepekniyeHns

CTeHTMpOBaHMe WNKU  XuUpyprudeckoe nedveHne (B 3aBUCMMOCTM OT cybeTpaTta)
peKkoMeHA0BaHbI Npy cTeHo3e KA, Bbi3bIBaOLLMX ULLEMUIO.

KoppurnposaHHas TMA

Mpn Hanuuum cuMNTOMOB NauMeHTam C Tskenom TP n HopmanbHOM wunu cnerka
CHWKEHHOW cucTonuyeckon gyHkumnern cuctemHoro MK (®B >40%) nokasaHa 3ameHa TK.

Kongyutsl mexay MK un J1A

MaumveHtam ¢ cumntomamn ¢ COMK >60 MM pT.CT. (BO3MOXHO HUXE B Criydae CHUKEHHOro
notoka) wunu Tskenon TMPf crnegyeT BLINOMHWTL WHBa3MBHOE BMeELIATEMNLCTRO,
nNpeanoyTUTENbHO KaTeTepHoe (YpeckoxHas mmnnaHtaums [MK), ecnn oHo aHaToMMyeckn
BO3MOXHO.

EXC

BspocnbiM nauneHTam ¢ HeornepupoBaHHLIMU UMM ONEPUPOBaHHbIMK NannuaTneHo EXC,
peKkoMeHAyeTCsl MPOBECTU TLUATENbHYI0 OLEHKY B CMeLuanusMpoBaHHOM LIEHTpe, BKIoYas
MyIbTUMOZAIbHYI0 BM3yanu3aumio, Tak e MHBasuBHble MEeTOAbl UCCreAoBaHus, Ans Toro
yToObl OMpeaenuTb, BO3MOXHO /M AN HUX [OOCTUYb  YNYYLWEHUss C  MOMOLLbIO
XVPYPr1YEeCKOro Unm MHTEPBEHLIMOHHOIO BMellaTe1bCTBa.

Mocne onepauun ®oHTEHA

YcronumBas npegcepgHas  Taxukapamsa C  6bicTpeiM  AB  npoBeaeHuem  siBnsieTcs
HEOTMNOXHbIM COCTOSIHUEM U ee crnefyeT HeEMeOIeHHO NeYnTb C MOMOLLBLIO ANEKTPUYECKON
KapanoBepcun.




AHTUKOArynsHTHaaA Tepanus nokasaHa npu HanuMuuu (Unv ykasaHum B aHamHese) Tpom6os | | C
B NpeAcepaunsix, NpefacepAHbIX HapyLUEeHW putMa unm annsogos TpomGoambonuu.

>KeHwuHam ¢ kpooobpalleHeM PoHTEHa MMEIOLLMM THOObIE OCIOXHEHUS PEKOMEHAOBaAH | | C
oTKa3 OT 6epeMeHHOCTM.
KateTepusauus cepaua pekomeHayeTcs npoBoanTb 6e3 npomeaneHust B cnyvasx Hanuuus | | C

HEOOBACHUMBIX OTEKOB, YXYALIEHWUS MEPEHOCMMOCTU (PU3UYECKMX Harpy3ok, MOsIBEHUU
apUTMKWI, UMaHo3a U KpOBOXapKaHbS.

AHomanuun KA

Hedapmakonornyeckas yHKUMOHaNbHasi Bu3yanusaumst (Hanpumep, paguousoTonHoe | | C
nccnegoBaHue, axokapauorpadms nnm MPT ¢ usmyeckon Harpyskon) pekoMeHOOBaHbI
naumeHtam ¢ aHomanuammn KA ons nogTBepXaeHNs/MCKMIOYEeHNs nemMmumn Mmokapaa.

AHomanbHoe oTxoxaeHue KA ot J1A

Xvpypruyeckoe nevYeHne pekoMeHL0BaHO NaLMeHTaM C aHoOMarbHbIM OTXOXAeHMeM neson | | C
KA ot J1A
Xvpyprnyeckoe reyeHve peKOMEHOOBaHO MauMeHTaM C aHoMasbHbIM  OTXOXAEHMEM | | C

npason KA ot J1A npn Hann4um cumMnToMoB, 06ycnoBneHHbIX aHomanuen KA.

AHomanbHoe otxoxaeHne KA ot aopThbl

Xupypruyeckoe fnevyeHne pekoMeH4oBaHO nauueHTaM ¢ aHoMarnbHbIM oTxoxaeHnem KA ot | | C
aopTbl NPU HaMMuUMKU TUNWYHOW CTEHOKApPAWUW, Y KOTOPbLIX AOKA3aHO Hanuuue CTpecc-
MHOYUMPOBaAHHOW MLIEMMM COOTBETCTBYIOLLEN 30HbI MWOKapaa WM  NPUCYTCTBYIOT
aHaToOMMUYeckne 0cob6eHHOCTU BbICOKOro pucka.

Xvipyprnyeckoe neveHve He pekomeHayeTcs 6eCCUMNTOMHBIM MauueHTam ¢ aHomarnbHbiM | 11 C
oTxoxaeHnem npaBoi KA oT aoptbl 6e3 npuM3HaKkoB MWWEMUM MUOKapaa u 6e3
aHaToOMMyeckmx 0cCOBEHHOCTEN BbICOKOTO pUCKa.

I'IpumeanMe: I — Knacc peKOMeH,D,aLI,I/IIZ, I— YpoOBEHb AOKa3aTesIbHOCTW.

CokpaweHusn: ABPT — aTpuoBEHTpuKynsipHas peuunpokHas Taxukapausi, ABYPT — aTpuoBeHTpuKynsapHas
y3noBas peuunpokHasa Taxukapausi, AB — atpuoBeHTpukynspHbin, Al — apTepuanbHas runepteHsunsa, AK —
aopTanbHbln knanaH, AKLL — aopTtokopoHapHoe wyHTupoBaHue, AC — aopTtanbHbin cTeHO3, BINC — BpoXAEHHbIN
nopok cepgua, BTIDK — BblHOCAWMA TpakT npasoro xenypouka, AMXI — pedekt mexkenygoykoBow
neperopoaku, QMMM — gedekt mexnpeacepaHon neperoponku, EXXC — eamMHcTBeHHBIN Xenyaodek cepaua, KT —
xenygoukoasa Taxukapausa, MBC — uwemnyeckas 6onesHb cepaua, VKO — umnnaHTupyemsin kapanoBepTep-
aedmbpunnartop, KA — kopoHapHas aptepusi, KCLl — KoHeuHo-cucTtonuyeckuin ganametp, JIA — neroyHasa aptepus,
JIAT — nerodHasa apTepuanbHas rmnepteHsud, JIAL — apTepuanbHoe AaBneHue B nerodHown aptepuun, JIIN —
neroyHas runepteHsus, JIXK — nesbiii xxenygouek, JICC — neroyHoe cocyanctoe conpotuenenne, MPT — marHMTHO-
pe3oHaHcHast Tomorpadms, OAIlT — OTKpbIThIN apTepuanbHbii NpoTok, MK — npaebii xenygodvek, MK —
nynbMoHasnbHbI kKnanaH, MNP — nynbMoHanebHas peryprutauus, NPT — npeacepgHas pe-eHTpu Taxukapama, MNT —
npegcepaHas Taxukapgusa, CBT — cynpaBeHTpukynsipHas Taxukapgusa, COIMXK — cuctonuyeckoe faerneHune B
npaeBoM xenygouke, TK — TpukycnuganeHbin knanaH, TMA — TpaHcnosvums MaructpanbHbix aptepui, TP —
TpukycnuganbHas peryprutaums, ®B — dpakuus Bbibpoca, PXK — dubpunnaumus xenygodkos, OKIM —
anekTpokapguorpamma, 9®U — anekrpodusnonornyeckoe nccregoBaHue.

9. NMpunoxeHue

ABTopbi/uneHbl Pabouen rpynnbl: Sonya V. Babu-Narayan, NHLI, Imperial College London, Royal Brompton
and Harefield NHS Foundation Trust, London, United Kingdom; Werner Budts, Congenital and Structural
Cardiology, UZ Leuven and Department of Cardiovascular Sciences, KU Leuven, Leuven, Belgium; Massimo
Chessa, ACHD Unit, Paediatric and Adult Congenital Heart Centre, IRCCS Policlinico San Donato, San Donato
Milanese, Milan, Italy; Gerhard-Paul Diller, Department of Cardiology Ill, Adult Congenital and Valvular Heart
Disease, University Hospital, Muenster, Germany; Bernard lung, Cardiology, Bichat Hospital, Paris, France;
Jolanda Kluin, Cardiothoracic Surgery, Amsterdam UMC, University of Amsterdam, Amsterdam, Netherlands;
Irene M. Lang, Cardiology, Medical University of Vienna, Vienna, Austria; Folkert Meijboom, Cardiology,
University Medical Centre Utrecht, Utrecht, Netherlands; Philip Moons, Department of Public Health and Primary
Care, KU Leuven, Leuven, Belgium, and Institute of Health and Care Sciences, University of Gothenburg,
Gothenburg, Sweden and Department of Paediatrics and Child Health, University of Cape Town, Cape Town,
South Africa; Barbara J. M. Mulder, Cardiology, Amsterdam University Medical Center, Amsterdam, Netherlands;
Erwin Oechslin, Medicine, Division of Cardiology, Peter Munk Cardiac Centre, University Health Network and
University of Toronto, Toronto, Ontario, Canada; Jolien W. Roos-Hesselink, Cardiology, Erasmus MC, Rotterdam,
Netherlands; Markus Schwerzmann, Center for Congenital Heart Disease, Department of Cardiology, University
Hospital Inselspital, University of Bern, Bern, Switzerland; Lars Sondergaard, Cardiology, Rigshospitalet,
Copenhagen, Denmark; Katja Zeppenfeld, Leiden UniversityMedical Centre, Leiden, Netherlands.



Komuter ESC no [lpaktuyeckum PekomeHaauusam (CPG): Stephan Windecker (Chairperson) (Switzerland),
Victor Aboyans (France), Colin Baigent (United Kingdom), Jean-Philippe Collet (France), Veronica Dean (France),
Victoria Delgado (Netherlands), Donna Fitzsimons (United Kingdom), Chris P. Gale (United Kingdom), Diederick E.
Grobbee (Netherlands), Sigrun Halvorsen (Norway), Gerhard Hindricks (Germany), Bernard lung (France), Peter
Jlini (Canada), Hugo A. Katus (Germany), Ulf Landmesser (Germany), Christophe Leclercq (France), Maddalena
Lettino (ltaly), Basil S. Lewis (Israel), Bfla Merkely (Hungary), Christian Mueller (Switzerland), Steffen E. Petersen
(United Kingdom), Anna Sonia Petronio (Italy), Dimitrios J. Richter (Greece), Marco Roffi (Switzerland), Evgeny
Shlyakhto (Russian Federation), lain A. Simpson (United Kingdom), Miguel Sousa-Uva (Portugal), Rhian M. Touyz
(United Kingdom).

HaunoHanbHble kapauonoruvyeckne obuwectBa ESC, KoTopble akTMBHO Yy4acTBOBanuM B npouecce
nepecmoTpa PekomeHpauun ESC 2020r no BegeHUIO B3POCHbIX NaUMEeHTOB C BPOXAEHHLIMU MOpPOKaMu
cepaua: Algeria: Algerian Society of Cardiology, Naima Hammoudi; Armenia: Armenian Cardiologists
Association, Svetlana V. Grigoryan; Austria: Austrian Society of Cardiology, Johannes Mair; Azerbaijan:
Azerbaijan Society of Cardiology, Galib Imanov; Belarus: Belorussian Scientific Society of Cardiologists, Jouri
Chesnov; Belgium: Belgian Society of Cardiology, Antoine Bondue; Bosnia and Herzegovina: Association of
Cardiologists of Bosnia and Herzegovina, Naser Nabil; Bulgaria: Bulgarian Society of Cardiology, Anna Kaneva,
Croatia: Croatian Cardiac Society, Margarita Brida; Cyprus: Cyprus Society of Cardiology, Ourania Hadjisavva,
Czech Republic: Czech Society of Cardiology, Jana Rubackova-Popelova; Denmark: Danish Society of
Cardiology, Dorte Guldbrand Nielsen; Egypt: Egyptian Society of Cardiology, Maiy Hamdy El Sayed; Estonia:
Estonian Society of Cardiology, Raili Ermel; Finland: Finnish Cardiac Society, Juha Sinisalo; France: French
Society of Cardiology, Jean-Benoit Thambo; Georgia: Georgian Society of Cardiology, Zviad Bakhutashvili;
Germany: German Cardiac Society, Claudia Walther; Greece: Hellenic Society of Cardiology, George
Giannakoulas; Hungary: Hungarian Society of Cardiology, Olga Hajnalka Bflint; Ireland: Irish Cardiac Society,
Christopher J. Lockhart; Israel: Israel Heart Society, Amiram Nir; Italy: Italian Federation of Cardiology, Adriano
Murrone; Kosovo (Republic of): Kosovo Society of Cardiology, Artan Ahmeti; Kyrgyzstan: Kyrgyz Society of
Cardiology, Olga Lunegova; Latvia: Latvian Society of Cardiology, Ainars Rudzitis; Lebanon: Lebanese Society of
Cardiology, Zakhia Saliba; Lithuania: Lithuanian Society of Cardiology, Lina Gumbiene; Luxembourg:
Luxembourg Society of Cardiology, Kerstin Wagner; Malta: Maltese Cardiac Society, Maryanne Caruana;
Montenegro: Montenegro Society of Cardiology, Nebojsa Bulatovic; Morocco: Moroccan Society of Cardiology,
Rachida Amri; Netherlands: Netherlands Society of Cardiology, Berto J. Bouma; North Macedonia: North
Macedonian Society of Cardiology, Elizabeta Srbinovska-Kostovska; Norway: Norwegian Society of Cardiology,
Mette-Elise Estensen; Poland: Polish Cardiac Society, Lidia Tomkiewicz-Pajak; Romania: Romanian Society of
Cardiology, loan Mircea Coman; Russian Federation: Russian Society of Cardiology, Olga Moiseeva; San
Marino: San Marino Society of Cardiology, Marco Zavatta; Serbia: Cardiology Society of Serbia, Anastazija
Stojsic-Milosavljevic; Slovakia: Slovak Society of Cardiology, Iveta Simkova; Slovenia: Slovenian Society of
Cardiology, Katja Prokselj; Spain: Spanish Society of Cardiology, Pastora Gallego; Sweden: Swedish Society of
Cardiology, Bengt Johansson; Switzerland: Swiss Society of Cardiology, Matthias Greutmann; Tunisia: Tunisian
Society of Cardiology and Cardio-Vascular Surgery, Essia Boughzela; Ukraine: Ukrainian Association of
Cardiology, Yuriy Sirenko; United Kingdom of Great Britain and Northern Ireland: British Cardiovascular
Society, Louise Coats.

JinTepaTypHble CCbINKKM [OOCTYMHbl B COOTBETCTBYWOLLEM pasgene Ha caute ESC
www.escardio.org/guidelines.
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