LUMAPFAJIKA MO KITMHUYECKOW PEKOMEHOALIWM - LLKOMA CEYEHOBA

BpoXxaeHHbI HaagKanaHHbIM CTEHO3 aOpThl

KnuHuyeckune pekoMmeHdaumn MuHsapasa Poccun - oetu - peaakumns 2024 ., ctatyc «[pumeHsieTcsa» Ha 04.11.2026 - MKB-10: Q25.3 -
AccouuaLmg cepe"Ho-CoCyancTbIX XMpypros Poccun, Bcepoccuinckasn obLiecTBeHHasa opraHu3aums “AccoumaLma 0eTCKMX KapaMonoros
Poccun', ObLuepoccumnckas obLeCcTBEeHHas opraHu3aumns CoOAeNCTBUS Pa3BUTUIO TyYEeBOW ANarHOCTUKM U Tepanum "Poccumnckoe obLLecTBo
PEHTreHoNnoros 1 paanonoros”

BpoxaeHHbI HaaknanaHHbIM CTEHO3 a0PTbl — BPOXAEHHOE OrPaHUUEHHOE NN AN OY3HOE CyKEHNE aopThl Ha
YPOBHE U BbILLE CHOTYBYNSIPHOM 30HbI, HEPELKO Kak NPOsIBEHWE reHepanv30BaHHOM apTepuonaTum u
rEHeTUYEeCKOro CHAPOMa. PEKOMEHAALIMA NOCBSILLEHa AMarHOCTVKE, OLLEHKE NopaxeHus cepaua v Apyrnx
COCYA0B, BbI6OPY CPOKOB XMPYPrMUYECKOr0 NeYeHs v mocnenytowemMy HabnoaeHuo nauveHTos ¢ HCA.

FnaBHOe

« HCA MOXeT 6bITb TOKanbHbIM U ANPPY3HbIM 1 COYETATLCH C MOPaXeHNEM KOPOHaPHbIX, bpaxuoLedarnbHbIX,
NoYeyYHbIX U Apyrux aptepun; HCA MoxeT BXxoOuTb B cocTaB cuHapomMa Williams-Beuren, cBA3aHHOMo ¢ MyTaLmen
WY feneunen reHa snacTuHa.

eMoanHaMmyecKyto TAXECTb OLLEHMBAIOT MO MakcUManbHOMy rpaaveHTy JDK/aopTta: 4o 50 MM pT. CT. —
YMepeHHbIn cTeHO3, 50-80 MM PT. CT. — BblpaxeHHbIn, 60rnee 80 MM pT. CT. — pe3kun. o cpeaHeMy rpagmneHTy:
MeHee 25 MM PT. CT. — He3HaunTeNbHbIN, 25-40 MM PT. CT. — YMEPEHHbIN, 60nee 40 MM PT. CT. — BbIPaXEHHbIN.

TeyeHne MOXET 6bITb MPOrPeCcCHpYOLLMM: HabntoaaeTCs NPOrpeccMpoBaHne HaaknanaHHoOM 06CTPYKLMN a0OpThl;
NPV reHeTUYeCKUX CUHAPOMaXx C MynbTHUapTEpPUasibHbIM NOPaxXeHUeM NPOrpPecCUpYOLLMN CTEHO3 NMOYEUHbIX
COCYOB MOXET NPUBOANTD K BA30PEHANBLHON MMNepTEH3NM, @ NOpPaXeHne LiepebparnbHbIX COCYA0B — K
HEeBPONOrNYECKNM OCMOXHEHNAM. [aLlMeHTbl OTHOCATCS K rpyrnne prcka BHe3anHom CMepTu Npu HapacTaHum
OBCTPYKLMM KOPOHAPHbIX apTEPUI NN MPOTrPECCMPOBaHNM CTEHO3a BbIBOAHbBIX OTAEN0B 060MX XenyaoukoB
cepaua.

[na HCA xapakTepHbl OTCYTCTBME CUCTONUYECKOrO LLeYKa Haf aopTanbHbIM Kf1anaHoM, 60nee BbiICOKoe
pacnonoXeHne anuLeHTpa CUCTONMYECKOro WyMa, akLLEHT 3aKpbITUS a0pTanbHOro KamnaHa v BO3MOXHbIN LLyM
Haf Nero4YHbIM CTBOMOM.

Mpwv curapome Williams-Beuren HyXHO UCKaTb CUCTEMHbIE NPOSABIEHNS: OTCTaBaHWE B GU3NYECKOM Pa3BUTUM,
XEny[oYHO-KULIEUHbIE HapyLLEeHWs, TMNepYyBCTBUTENBHOCTb K 3BYKaM, XapakTepHble YepThl NnLLa, rMa3Hble,
3y60yentoCTHbIE M yponormyeckue 3abonesaHus.

MNocne onepauunn TpebyeTtca AnuTenbHoe AncnaHcepHoe HabnaeHe: B Nepsbii rog OCMOTP AETCKOro
Kapauonora ¢ Oxo-KIM NpoBOAAT He pexe 04HOro pasa B 3 MecsLLa, 3aTeM 06CnefoBaHue B CTaLMOHape — He pexe
O[HOro pa3a B rof; B OTAA/IEHHbIE CPOKM KOHTPONMPYIOT CePALLE U MarncTparbHble apTepum.

OunarHocTuka

1. CobpaTb xanobbl h aHaMHe3 y NaumeHTa U poamnTenen: OLEHUTb OTCTaBaHNe B GU3NYECKOM PasBUTUN,
YTOMIIAEMOCTb, OAbILLKY NPW Harpy3ke, cepaLedbuneHme, CMHKonanbHbIe COCTOSHUS, CTEHOKapAUTUYECKne 6onu 1
Xanobbl, xapakTepHble A5 COMYyTCTBYIOLMX FEHETUYECKUX CUHAPOMOB; YTOUYHUTb Hanuune KOHCynbTaLum Bpaya-
reHeTuKa C OKYMEeHTarbHbIM MOATBEPXAEHNEM UMK ONPOBEPXEHWEM reHeTuyeckor natonorun. YYP C, YOO 5 ang
cbopa xanob v aHamHesa; YYP C, YO 4 ong yTOYHEHUS reHEeTUYECKOW MaToMorunm.

2.poBecT 0OCMOTP, NanbnaLmio 1 NepKyCcCuio cepaLa 1 CoCyaoB Len, ayCKynbTauumio cepaLa U COHHbIX apTepun,
CpaBHUTb MyrbC U apTepuanbHoe AaBneHue Ha 06enx BEPXHNX KOHEUHOCTAX. OcnabneHve nynbca crnesa unm
Bornee BbICOKOE [laBfeHne cripaBa BO3MOXHO MpY BOBNEYEHM Ay aopThl U nogknoumnyHon aptepun. YYP C, YOO
5.

3. 3apeructpuposaTb OKI" BCeM naLeHTam ¢ nofo3peHnemM Ha HCA; OLLeHUTb MPU3HaKM runepTpopun nesoro
Xenynouka v niemmyeckune nameHeHus. lNpu anarHoctrmposaHHoM HCA 1 anm3oaax noTepu CO3HaHWSA BbIMONMHUTD
XoNnTepoBckoe MoHUTOopupoBaHve. YYP C, YOO 5.

4. BoinonHWTL TpaHcTopakanbHyto 3xo-KI™: Bu3yanusmnposats BOTK 1 BOCXOAALLYIO a0OPTY, ONPeaenTb YPOBEHb U
reMoanHaMMyYecKyo 3Ha4UMMOCTb OBCTPYKLMK, GYHKLMIO JTXK, COCTOSHME aopTanbHOro KramnaHa, ConyTCTByoLMe
BINC, BbIBOOHOWM TPaKT NPaBoro Xxenynouka v neroyHo-aptepuansHoe pycno. YYP C, YOO 4.
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5. OueHUTb pacnpoCTPaHEHHOCTb apTepUonaTnm: BbIMONHUTL AOMMNEPOorpaduio apTepuit BEPXHUX KOHEYHOCTEN U
[OynneKkCcHoe CKkaHWpoBaHWe bpaxmoLedarnbHbiX apTeEPUN, a Takke AyniekCHoe CKkaHpoBaHue BpIoLLIHON aopThl 1
ee BucLepanbHbix BeTeen. YYP C, YO 5.

6. MNMpu rpagmneHTe JIK/aopTa no Oxo-KI" 6ornee 60 MM PT. CT. BLINMOMHUTL YPE3BEHO3HYIO KaTeTepulaumio cepaua u
peTporpanHyto KaTeTepnsaLmio NeBbiX OTAENO0B CepALA C NeBOW BEHTPUKYNOrpaduen, a Takxe naHaopTorpapuio
C KopoHaporpaduen. MNpu rpagneHTe 6onee 70 MM PT. CT., OCOBEHHO NPW CoYeTaHUM C 06CTPYKLMEN NErOYHON
apTepuu, KaTeTepmnsaLmio 1 aHrnokapanorpaduio NPOBOAAT C OCTOPOXHOCTBIO; B TAKMUX Cy4Yasx JOCTaTOUHYIO
MHpopMaumo MoxeT datb KT. YYP C, YOO 5.

7.TTpn nofo3peHnn Ha cuHapom Williams-Beuren BbINOMHUTL MONEKYNAPHO-reHETUYECKOE UCCNedoBaHNe C
ncrnonb3osaHneM JHK-MuKpounna Ana nckmoyYeHns unv noateepxaenHna cuHgpoma Williams. YYP C, YOO 4.

8. B KpUTMYECKOM COCTOAHMM 1 MPUX MOArOTOBKE K ONepaTMBHOMY NedeHuio BbinonHWTbL KT cepdua ¢
KOHTPaCTUPOBaHNEM U OLLEHKOW KOPOHaPHbIX COCYA0B. MNpy HEAOCTAaTOUYHOCTM UMK MPOTUBOPEYNBOCTM AAHHBIX
Ox0o-KI"y naumeHToB ¢ HCA B codeTaHum co cnoxubiMm BIC BeinonHUTE MPT cepdua ¢ KoHTpacTupoBaHueM n MPT
MarucTpasnbHbix cocynos. YYP C, YOO 5.

NeueHue

» Cneundunueckoro MeamkamMeHTo3Horo nedeHna HCA HeT; npefycMOTpeHa TOMbKO NPOdUIakTUKa aHAOKapanTa.

* Y 6eCCUMMNTOMHbIX MaLMEHTOB C N30nnpoBaHHbIM HCA 1 coxpaHHoM GpyHKUmen JTK onepaLmio BbINOMHAKOT Npu
NKoBOM rpaaneHTe no 3xo-KI" 6onee 70 MM PT. CT. U cpefHeM 6onee 50 MM PT. CT. 60 NpU MHBa3VBHOM NMKOBOM
rpagveHTe 6onee 60 MM PT. CT. JONONHUTENbHBIMW NOKa3aHUSAMM CIyXaT BO3HUKLLAS MW MPOrpeccupyoLLas
runeptTpodua JIK n HapyweHusa penonspusaumm Ha 3K YYP C, yOO 5.

MauneHTam ¢ HCA pekoMeHayeTCs BbiMONHEHWE NIacTUKM a0pThl 3annaTton. [nsg paclumpeHns BOCXOAALLEN aopThl
npuMeHsoT MeToankn McGoon, Doty, Brom nnu Myers; BbI6op METOAMKM ONPeAenFaeTCs XapakTepoM U1
MPOTAXEHHOCTbIO CTEHO33, a TaKXe NPEeAnoYTEeHMAMM 1 OMNbITOM Xupypra. YYP C, YO 4.

[pw BbIpaXXeHHOM rmnonnasum 4yru aopTbl, FfeMOANHaMNYECKM 3HAUMMOM FPpaamneHTe CUCTONMYECKOrO AaBNeHns
mMexay JTK n aopTon nnm nocne onepawmm Ha BOCXo4sLen aopTe BbIbUPatoT 9KCTpaaHaTOMUYECKOoe
LWyHTHpOoBaHWe Mexay JTK n Huexoasiuen aopTon; onTuMarnbHbl KnanaHcoaepxatime koHayutel. YYP C, YOO 4.

Bo Bpema oTkpbiTon koppekuun HCA 06a3aTenbHO BU3Yanu3mpyoT 1 PEBU3YIOT YCTbA KOPOHAPHbIX apTepui. Mpn
3apaHee BbIIBNIEHHOM CTEHO3€ OHOMO U3 KOPOHaPHbIX YCTbEB UCMOMb3YIOT PETPOrpaaHyo KapaAMonieruio, a
OBCTPYKLMIO YCTPaHAT NNaCTUKOW COCYyAa UM a0OPTOKOPOHaPHbLIM WyHTUpoBaHveM. YYP C, YOO 5.

Mpw coveTaHnn HCA c naTtonornen BeTBemn Oyrn aopThbl, 8 TakXe YCTbEB MOYEYHbIX apTepPU B Ka4eCTBe NepBoro
3Tana xXMpypruyeckoro neyeHms pekoMeHayeTcsi paCCMOTPEeTb IHA0BACKYNAPHbIE BMeLaTeNnbCTBa: 6anioHHY0
aHrMoNIacTMKY MNOYEYHOM apTepuu, IHOOBACKYAPHYIO aHIrMONNacTUKy 1 CTEHTUPOBaHWe bpaxmouedarnbHbIX
COCY[OB, CTEHTUPOBAHWE KOPOHAPHOW apTePUM UNN CTEHTUPOBaHKE NoyeuHbix apTepuit. YYP C, YOO 5.

Mocne xupypruyeckomn KoppekLmMm OrpaHUUMBaOT GU3NYECKYIO Harpy3Ky B TEYEHME TPexX MeCcALLEeB C MOMEHTA
BbINUCKN 13 CTalMoHapa. [1py 0CNoXHEHHOM NnocneonepaunoHHOM Neproae Nocne onepawmm ¢ UICKyCCTBEHHbIM
KpOBOObpaLLeHVEM pEKOMEHOYETCS NPONTN peabunuTaumio B Cneuman3vpoBaHHOM Ne4ebHOM yupexaeHum
KapAmonoruyeckoro npoduna B TedeHne 6 Mecaues nocne koppekuun. YYP C, YO 5.

HeonepupoBaHHbIX AeTen ¢ AnarHocTMpoBaHHbIM HCA 1 NMKOBLIM MpaaueHTOM CUCTONMYECKOrO AaBneHns Ha
Bocxoasien aopTe Ao 50 MM PT. CT. UM CPeaHWM rpadneHTOM CUCTONMYECKOro AasneHns meHee 30 MM PT. CT.
HabnooalT AMHaMmndeckn ¢ nnaHoBon Oxo-KI™ kaxabie 6 mecsaues. YYP C, YO 5.

Korpa HanpaBuTb U Kak HabnogaTb
« [1naHoBag rocnmMtTanndaunmd nokaldaHa I'Ipl/l CUMNOTOMaX Cep,ueuHoM HeOOCTaTOYHOCTW, OANd OI'IepaTl/IBHOFO nedeHunsd
HCA nnv nocne paHee BbINOMHEHHBIX BMELLATENbCTB Ha aopTe Mo NoBOA4Y CTEHO3a.

« OKCTpeHHas rocnuTanusaLmns HyxHa npu yxyaweHUn KpoBoobpaLleHWs, HapyLweHNsSX pUuTMa, OCTPOM KOPOHapHOM
HedoCTaTOUYHOCTH, AMCOYHKUMM JTK, MHPEKLIMOHHOM 3HAOKaPAMTE UMW NPU3HAKaX ULLIEMUN OPraHoB.

+ HeornepunpoBaHHbIX feTen C MMKOBbIM rpadneHToM A0 50 MM PT. CT. Unu CpeHnM rpagmeHToM MeHee 30 MM PT. CT.
HabnhalT AMHaMUYeCcKu ¢ nposedeHnemM Oxo-KI Kaxable 6 MecALLEB MO MECTY XUTebCTBA.

- [ocne onepauum B NepBbIV rO HYy>XeH OCMOTP AETCKOro kapavonora ¢ 9xo-KIM He pexe oAHOro pa3a B 3 MecsiLLa,
3aTeM obcrnenoBaHue B CTaUMOHape — He pexe OHOro pasa B rof.

+ Bbinncka BO3MOXHa Mpv rpagueHTe, He NPEBbILLAoLLEM TAXENYIO CTENEHb CTEHO3a, OTCYTCTBUM UM KOMMEHCaL MK
HEOOCTaTO4YHOCTH KpOBOO6paL|J.6Hl/IFI, KOpOHapHOVI nwemMmm n reMogmHaMmyeckn 3Ha4nmMbIX Hapymeanh prUT™Ma.
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YacTble BOonpochl

Kakow rpagueHT cumMTaloT nokasaHueM K ornepauuu npm HCA?

Y 6€CCUMNTOMHOrO NauneHTa C CoXpaHHoM GyHKLmen JTX onepauuns nokasaHa npu NMKoBOM rpaaneHTe no 9xo-KIr
6onee 70 MM PT. CT. M cpeaHeM 6oree 50 MM PT. CT. 60 NP1 MHBA3MBHOM MMKOBOM rpaaneHTe 6onee 60 MM PT. CT.
[ononHuUTenbHbIE OCHOBaHWS — NporpeccupytoLas rmnepTpodus K v HapyweHus penongpu3saumm Ha OKT.

Kakue nccnenosaHusi o06s13aTenbHbl Npu noao3peHmum Ha HCA?
Mpv nopo3perHun Ha HCA peructpupytot 3K Mpu anarHoctrposaHHOM HCA BbIMONHSAIOT TPaHCTOpaKasbHyo 3xo-Kr,
OONMnneporpapuio apTepPuUi BEPXHMX KOHEYHOCTEN K OyNNeKCHOe CKaHMPOBaHWe bpaxuoLedarbHbiX apTepun, a

Takxe OynnekCcHOe CKaHMpoBaHWe BPIOLLIHON a0PThl 1 ee BUCLLeparnbHbiX BETBeW. MNpu rpaamenHTe JTK/aopTa 6onee 60
MM PT. CT. BbIMOMHSAIOT MHBA3MBHOE MCCNEN0BaHWE U MaHaopTOorpaduio C KOpoHaporpadpuen.

Hy>xHo nu noaTeepxaaTb unun ncknovatb cnHapoM Williams-Beuren?

Ha, npy nogo3peHunn Ha cuHapoM Williams-Beuren npoBoAsAT MONEKYNAPHO-reHETUYECKOe NCCeoBaHNE C
ncrnonb3osaHnem [HK-mukpoumna.

Kakne cneumanucTbl OMKHbI HabnogaTb naumeHToB ¢ HCA n cuHapomMom Williams?

Bcem HeonepupoBaHHbIM 1 onepupoBaHHbIM NaumeHTam ¢ HCA B coueTaHum ¢ cuHapomMom Williams pekomeHaytoTcs

KOHCY/bTaLLMW Bpada-AeTCKOro ypoora-aHaposora, Bpada-AeTCKoro aHAOKPUHoora, Bpada-odTanbmonora,
Bpaya-HeBporora v Bpaya-opToneaa-TpasmaTonora.

EcTb N1 MeankamMeHTO3HOEe neyeHmne HCA?

Cneundnyeckon MeAMKaMeHTO3HOW Tepanum HeT. B TekcTe 0TAENbHO yKkasaHa NpodunakTvka SHAoKapanTa.

Kak HabntogaTb nauueHTa nocne onepaumm?

B nepBbIt rof Nocne BbINMCKM OCMOTP AETCKOro Kapavornora ¢ 9xo-KIW NpoBOAAT He pexe OAHOro pa3a B 3 MecsLa,
3aTeM obcnenoBaHune B CTauMOHape — He pexe 04HOro pa3a B rof. B otaaneHHble cpoku ncnonb3dyoT 3K, Oxo-KT,
gonnneporpaguio MarucTpanbHbix apTepun, MPT MarucTpanbHbIX cocyaoB v MPT cepAua C KOHTPaCTUPOBaHWEM.

BbIXMMKa caenaHa no TeKCTy pekoMeHaaLmMm U He 3aMeHseT ero. MNonHbIN 0puLIManbHbIN TEKCT, KanbKynaTopk! 1 COKpaLLEHHas Bepcus:
https://lukonaceyeHosa.pd/cr/702-vrozhdennyj-nadklapannyj-stenoz-aorty. OpuumanbHbI ICTOUHKK: https://cr.minzdrav.gov.ru/preview-
cr/702_2
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