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CIMcoxk coxkpalueHun

BIIC — BpOKIeHHbIe IIOPOKU cepalia

Ao - aopra;

AoK — aopTanbHbIN Ki1allaH;

BOJIDK — BbIBOAHOI1 OTIE JIEBOTO KeJTya04YKa Ceplia;
I'CH JDK/Ao — rpaiuieHT CUCTOIMYECKOT'0 JAaBJIeHUS MeXAY JIEBbIM JKeTyo0UYKOM U a0pTOiA;
IOMDKII — medeKT MesksKeTyI0UKOBO IeperopoaKi;
KI' - kopoHaporpadusi;

HCA - HagK/anaHHbIMA CTeHO3 aOPThI;

KT — koMmbloTepHasi ToMmorpagus;

JDK — neBbiit 5kentynouex;

MK — MUTpasIbHbBIN KJIallaH;

MPT — MarHUTHO-pe30HaHCHasi ToMoTrpadus;

OAII - OTKpBITBINV apTepUAIBbHBIN ITPOTOK;

[19T — NO3UTPOHHO-IMMCCUOHHAsT ToMorpadus;

@B - ¢pakuus BbiOpoca;

@K - hubpo3HOEe KOIbIIO;

OKT - snekTpokapauorpadus;

9x0-KI' - sxokapanorpadus.



TepMMUHBI U OIIpeae/iIeHUS

KareTrepusanmusi cepaiia — MHBa3MBHAs IIpolleoypa, IPOBOAMMASI C JIEYEOHBIMM WU
OMArHOCTUYECKMMM IIeJIIMM IIPM  IIaTOJOTUM CepPHeUHO-COCYAMCTOM CUCTEeMBbI ITyTeM
BBEJIEHMSI KATETEPOB B IMOJIOCTh CeP/IIla MM IIPOCBET MarucTPaabHbIX COCYIOB.

I'pagyieHnT cucrommueckoro pasjnenuss wmexay JDK u Ao - pomruiep-
9xoKapayuorpaduueckuii mokasaTesib, OTPaskaloIINii CKOPOCTh KPOBOTOKA Yepes3 aopTaabHbIN
KJIaIlaH U XapaKTepU3yIoIuii CTelieHb CTeHO3a.

Cuugpom Williams-Beuren - reHeTMYeCKMiI CUMIITOMOKOMILIEKC, HpeACTaBsSIONiA
coboil coueTaHMe AaHOMAa/IMIA CEPHEUYHO-COCYOMUCTOM CHUCTEMbI C MHOKECTBEHHBIMM
CUCTEMHBIMM aHOMAaJIMSIMM M MMeEIOIIMII B CBO€i OCHOBe HapylleHue MeTabonamsMa
KaJIbLIVSI.

ITO3UTPOHHO-3MUCCMOHHASA ToMorpadmuss — paaVMOHYKIMIHBINA METOJ MCC/IeIOBaHMS
nepdysuM MMOKApAa, IO3BOJSIIOMINMIA BBISIBUTh 30HBI M3MEHEHHOTO KOPOHApPHOTIO
KPOBOTOKA.

Onepanusa Doty — MeTonuka paciIMpeHMs] BOCXOISINEN aopThl C IOMOIIbIO 3aruiaThl B
dbopme «ILITAaHOBY.

YpoBeHb O0CTOBEpHOCTM OoKasaTeabCTB (YI/) — cTenmeHb yBepeHHOCTM B TOM, UTO
HalileHHbIV 5PdeKT OT mpuMeHeHUsT MeAUIIMHCKOTO BMellaTeIbCTBa SIBJISIETCS MCTUHHBIM

[1].

YpoBeHb yoOeauTeabHOCTHM pekomenganuii (YYP) - crerneHb YBEpPEeHHOCTM B
noctoBepHocTM 3(ddekTa BMelIaTeJbCTBA M B TOM, UTO C(JiefOBaHME pPeKOMeHAAIMSIM
TipyHeceT 60JIblile MOJIb3bl, UeM Bpella B KOHKPeTHO cuTyauyu [1].

Oxokapauorpadussi — MeTOH VYJAbTPa3BYKOBOTO MCCAeNOBaHMS, HampaBieHHbII Ha
ucciaenoBanme MopQoJOTUMUYECKMX UM (PYHKIMOHAJBHBIX M3MEHeHMIt cepalia U ero
KJIaIlaHHOTO armnapara.



1. KpaTkasa nH@opmanus 1mo 3a00/j1eBaHNI0 UIN
COCTOSIHMIO (TPYIIIbI 3a00/1€BaHUI WIN
COCTOSIHUMN)



1.1 Onpenenenue 3a001eBaHUSI WIM COCTOSHMUSI
(rpynnsl 3a60/1€eBaHUI UJIV COCTOSTHMIA)

BpoxaeHHbIVI HaakKIanmaHHbI cTeHo3 aoptel (HCA) - o00CTpyKius, BbI3BaHHAS
OrpaHMYEHHbIM MM IUQP@PY3HBIM CY’KeHMeM aopTajJbHOrO MPOCBETAa HAa YPOBHE U BBIIIE
CUHOTYOY/SIPHOI 30HbI. [IpM 9TOM MATOMOTMUECKUIi TIPOLeCcC MOXKEeT ITopaykaTh BCe KPYIHbIE
CHUCTEMHbIE apTepum: aopTy, ILIeUerojioBHbie ¥ abJOMMHA/IbHbIE COCYIbI, JIETOUHbIE
apTepum.



1.2 3TMonorus u nnaroreHe3 3ado1eBaHUs UIN
COCTOSIHMA (TPyIIibl 32a00/1eBaHUI U
COCTOSTHU )

B moMuHuMpywOIleM MpOLEeHTe CIydaeB BpPOXIEHHAs] I1aTOJOTUS BOCXonsuiein Ao
reHeTHYeCcKM OOyC/IOBJeHa MyTallMeil Wiu [ejeliyeil TeHa 37aCTUMHA, PacIlONOKeHHOTO B
xpomocome 7q11.23 [2-5]. BposkneHHblit HCA MoskeT BXoguTh B cocTaB cuHApoMa Williams-
Beuren, a B 5% ci1yuyaeB conyTcTBOBaTh cuHApomy Marfan [5-7]. [Ipu cunapome Williams-
Beuren HCA, Kak mpaBu/io, CONPOBOKIAETCS KIallaHHBIM CTEHO30M JIETOUHOM apTepum U
nepudepnuuecKMMI JIETOYHBIM CTeHO3aMM. B JuTepaType BCTpeuvalOTCs eIVMHUUYHbIE
COOOILIEeHNsT O COYeTaHMM JIETOUHOM apTepuasbHOM UM IIOPTAJIbHON TUIIEPTEH3UM §
naiyueHToB ¢ cuHApoMmoM Williams-Beuren, cxoxkem ¢ cuagpomoMm Alagille ¢ uupposom [8].
VimeroTcsl maHHble 0 coueTaHunu BpoxkaeHHOro HCA c¢ ITICA, koapkranueii AO U OTKPBITbIM
apTepuaJbHbIM  IIPOTOKOM, JedeKkToM  MeXCKeTyoouKoBOil — meperopoiaku  [2,6,7].
OO1en3BecTHBIM (PAKTOM SIBJISIETCS ITATOJIOTUSI KOPOHAPHBIX apTepuii, COMPOBOKIAIONIAS
HCA [9]. B mpokcMMasIbHBIX YacTSIX COCYIOB MOKET HaOMIOmaThCsl paciiMpeHue WiIn
ooctpykiusa. IIpy 3TOM CTPYKTypHble M3MeHeHMUSI apTepuaibHOW CTEHKM MOTYT ObITh
00yc/IOB/IeHbI KaK BBICOKMM JaBjieHMeM, TaK ¥ ObITh YacTbl0 TeHepaa30BaHHOM
aprepuomnatuu [10].

Mopdonormnueckuit criekTp BpokgeHHoro HCA B HacTosiIiee BpeMsl AOCTaTOYHO XOPOIIO
usydyeH [3,11-14], U coBepiIeHHO OueBUAHBIM SiBisieTCsS (akT cymectBoBauus HCA B
OOJIBIIMHCTBE CJIy4aeB, KaK 4acTy oOIeii 60e3HM apTepuaabHOM CTEHKM T'€HEeTUYEeCKOTO
nipoucxoxkaeHus [6]. CTeHO3 MOXeT ObITh OrpaHMYeHHbIM WK Au@dy3HbIM. OrpaHueHHas
Memb6paHo3Hast ¢popma HCA Hambosee yacTo mpecTaBiisieT o600 BBICTYIIAIONIYIO B IPOCBET
Ao TIOMYNMYHHYI0O WMIM KOJIBIEBUOHYIO MeMOpaHy (IMOJOOHYIO KJIaIllaHHOW CTBOpKe) [4],
PACIIOJIOKEHHYI0 HeIOCPeICTBEHHO Ha YypoBHe Komuccyp AK MM HECKOJbKO BbIlIe.
BHenrHuit nuameTp Ao Tipu 3Toi popmMe MOKeT ObITh He M3MeHeH [3], a TOCTCTeHOTUYeCcKoe
pacuiMpenue — oTcyTcTBoBaTh [15]. Ilpm ppyroit orpanmuenHoit ¢popme HCA umeertcs
Cy>)keHue A0 B MeCTe CTeHO3a C OOHOBPEMEHHBIM pacCllMpeHMeM CUHYCOB BaibcasibBbl I10
TUITy TeCOUYHBIX YacoB, 3a UTO OHA M TOJy4YMjia CcBoe Has3BaHMe. [Ipu maHHOI dopme
aHOMAaJIMM MMeeT MECTO YTOJIleHe UHTUMBI B (popMe BHYTpPeHHe CKIagKM WIu TpebOHs,
KOTOpbIE€ 3HAUMTE/IbHO YBEJIMUYMBAKOT CTEHO3 M MOTYT [a)ke 3aKpbiBaThb YCThe JIeBO
KOpoHapHoOM aprepuu [16]. [lomrmo 3TOr0o, KOMMCCypaabHble y4aCTKM CTBOPOK AOK moryt
MpupacTaTh Ha pa3HOM ITPOTSKEHMM K CTEHOTMUECKOMY rpebOHIO (Jallle jieBasi KOpoHapHasi
CTBOpKa) [4,13], 4TO Takke yCUIMBAET OOCTPYKIMIO YCThsI KOpOHapHON apTepuu. OmHaKo,
yalle OTMevaeTcs AuaTalysl YCTbeB KOPOHApPHbIX apTepuil BCIeNCTBME IIOBBIIIEHHOTO
IaBJIeHNs HIKe YpoBHS crTeHo3a [17]. IlaTomoruss KOpOHapHBIX apTepuil — NpU3HAHHAsA
ocobenHoctb HCA [9,10].

Bonee penxoii siBnsiercsi nuddysHas Gopma BpokaeHHoro HCA, KOTOpbIii MpencTaBiisieT
coboii TyOynsIpHOe CyKeHMe, pacIpoCTpaHsIoleecsi Ha BCIO AJIMHY Bocxopsiineit Ao c
3aXBaToM AyrM Ao U Jaske ycTheB OpaxuoliedanbHbIX cocymoB. IIpu 3TOM, Kak ITpaBMIIO,
oTMeuaeTcs nuddy3Hoe YIIOTHEHME U YTOJIleHue cTeHKM Ao 1o 5-6 MMm. JaHHasi ¢popma



HCA Taxke xapaKTepus3yeTcs Ha/iMuMeM M3MEHEHHBIX M YTOJIEHHBIX CTBOPOK KJjarlaHa,
KOTOpble B psijie c/lyyaeB MOTYT MNpUpacTaTb K CTeHKe A0 B CUHOTYOY/ISIpHOW 30He [4].
CormacHO [AHHBIM TUCTOJIOTMUECKUX MCCAeOOBaHMII MOPQOJIOTUIECKMM CYyOCTpaTOM
MaTOJIOTUM CTEeHKM A0 SBISeTCS OUCIIA3Us MBILIEYHOTO (JI0SI COCYOOB M 3aMelleHue
SHJIOTENIMS COeIMHUTETbHOM TKaHbl0, 000TallleHHO KoJlyiareHoM. [TaTosiornueckuii mpoiiecc
B aOpTaJIbHOM CTE€HKe MOXXeT PaCHpOCTPaHSITLCS OUCTaJlbHee OYIM M [la’ke 3axXBaThbIBATb
OPIOLIHYIO AO C TIOYEUHBIMM apTEPUSIMU



1.3 dnuaemmnosiorus 3adoieBaHuUs UIN
COCTOSIHUA (TPYyIIibl 32a00/1eBaHUI U
COCTOSTHU )

CBenmeHMs: 0 pacrnpocTpaHeHHOCTU MonHoro cuHapoma HCA rniporuBopeuuBsl. [10 JaHHBIM
OIHUX MCCAemoBaTeseii, yactota ero cocrapisiet 1:100000, mo maHHBIM Apyrux — 1:25000
HOBOPOXXAEHHbIX [2,6]. Ilo Habmopgenusm M.I. BiroMuHOV B Halleil CcTpaHe CUHIPOM
BCTpeYaeTCss 3HAUMUTENbHO vaiie - y ogHoro u3 3500 HoBopoxaeHHbIX [18]. KomnuecTBO
onepauuit kKoppekunun HCA B Poccuu cocrasisier 0,27% OT Bcex omnepariuii, BbITIOJTHEHHbIX
1o noBogy BIIC. JleTa/ibHOCTD IIPY BBITIOJTHEHUM TTOO00HBIX orepaiuit coctaBmia 0% B 2015
r. [19]. HCA ¢ oguHakoOBOI 4aCTOTOM BCTpeYaeTcsl Kak y IeTeil KeHCKOro, TaK U MYKCKOTO
rosa.

[Tpu cungpome Williams-Beuren BposkaeHHbiii HCA mocTtaToyHO yacTo (mo 83% cirydyaeB)
COUeTaeTcss CO CTEHO30M JIETOUHOTO CTBOJMA M mepudepuyeckMMy CT€HO3aMM JIETOYHBIX
apTepuii, HaJiMuye KOTOPBIX IIPUBOAUT K MeperpysKe U rurepTpoduu mpaBoro skeayaouyka
cepnua [21-23].

[Tomumo ero couetanus ¢ cuHapomom Williams, HCA BcTpedaeTcsi B HacCaeICTBEHHOIA,
ayTOCOMHO-IOMMHAHTHOV ceMeliHOl ¢opme 6e3 HeCcOCyAMCTbIX OCOOeHHOCTel CHMHApOMa
Williams, 1 kak criopaguyeckue ciayuau «usonampoBaHHoro» HCA [3,6]. I'cTonoruueckue
UCCIIef0BaHMS IIePBOHAYAILHO YKa3bIBAIM HAa CXOLCTBO OCHOBHOM IMATOIOTUYU IIPU BCEX TPeX
dopmax HCA [4]. B HacTosiiiee BpeMsl YCTAaHOBJIEHO, UTO Yy IMAlMEeHTOB C CUHIPOMOM
Williams, reH anacTMHa ygajeH MM pas3pyllieH BMeCcTe C MHOXEeCTBOM COCeOHUX T'eHOB,
KOTOpbIe, BEPOSITHO, SIBJISTIOTCS BaKHBIMM IIJISI IPYTUX OCOOEHHOCTel cuHApoMma [23,24]. V
naiyeHToB ¢ ceMmeliHoii ¢opmoii HCA (He Williams) reH smacTuHa MOABEPIHYT TOJbKO
repeMeIlieHnI0 WM TOYeYHO MyTauuu C norepeii GyHKuumM [25,26]. IlaumeHTb €O
«criopaguueckoit» dopmoit HCA gBASIOTCS MM WieHaMM CeMeiCTBa, Hecyllero MyTalluio
reHa 3/71aCTMHA C CYOKIMHNYECKUM (HeHOTUTIOM, U HecyT nedeKT reHa 3/1acTMHa KaK HOBYIO
MyTauuio [5].

Couetanme BpoxkaeHHoro HCA ¢ MynbTMCUCTEMHOJN IaTonorueil (B OOJbIIOM IIPOLIEHTe
ClydyaeB) oOIpelenseT eCTeCTBEHHOe TeueHue T[IOpoKa UM ero owiokHeHusi. Kak
CBUIETeIbCTBYIOT [JaHHble JIMTepaTypbl, C TeuyeHMeM BpeMeHM HabIOgaeTCs
MporpeccupoBaHMe HaAKIAlIaHHOM OOCTPYKUMM AO U HEKOTOpPbIii perpecc CTeleHu
JIETOYHBIX CTEHO030B [27-29]. Tak Kak Mpu reHeTUYEeCKUX CUHApPOMAX, couetaroumuxcsa ¢ HCA,
MMeeT MeCTO MyJbTUapTepuaibHOe IOpaskeHue, TO IMPOTrpPecCUPYIONUA CTEHO3 ITOUYEeYHbIX
COCYyIOB MOXeT TMPUBOAUTh K BO3HUMKHOBEHUIO Ba30PEHAJIbHOI TUIEPTEeH3UN, a
1lepebpabHbIX COCYNOB — K HEBPOJIOTMUYECKMUM OCIOKHEHMSI.



1.4 OcobeHHOCTM KOAVIPOBaHMSA 3a00/IeBaHMSI
MJIN COCTOSIHMS (TPYILIIBI 3200/ IeBaHUA UJIN _
COCTOSIHUI) 10 MeXXIyHapOSHOV CTaTU4YeCKOM
Kjaacu@ukanyum 0oje3HeNn u npoosiem,
CBSI3aHHBIX CO 34,0POBbEM

Q25.3 — HagK/IATIaHHBIV a0PTaIbHBIN CTEHO3



1.5 Knaccudukanysa 3adosieBaHUg MIN
COCTOSIHUA (TPYyIIIbI 32a00/1eBaHUI U
COCTOSTHU )

I OLleHKM CTeleHM BbIPa)KeHHOCTM BpokaeHHoro I[ICA Takke MCIIONb3YIOTCS
reMoAMHaMMueckue KaacCu@uKaluMy, OCHOBAaHHbIE HAa 3HAUYEHUSIX MaKCUMMaJbHOTO U
cpendero I'CH JDK/Ao, KoTOpble IIpeACTaB/JeHbl B KIMHUMYECKUX pPeKOMeHAalUsSIX II0
BpoxkneHHOoMY KCA.

B HIICCX mm. A.H. BakyneBa B 2003 r. ajis1 o6jerdyeHusi BbIoopa TaKTUKU XUPYPTUUECKOTO
neueHusi BpoxxgeHHoro HCA mipepjiokeHa wiemywolas kiaaccudukaiys, OCHOBaHHas Ha
Mopdomormueckux Tuiax mopoka [6]:

[. ®opma HagKIAIaHHOTO CTEHO3a a0PThI
1. JIokanbHasa ¢popma:

A. MmemOpaHO3Has;

b. «ImecouHbie yachl»;

2. InddysnHas bopma:

A. 110 IMPOTA)KE€HHOCTU

BOCXOJISIIAsl a0pTa 10 OTXOXKAeHMS OpaxmonedaabHbIX COCYIOB;

BOCXops1ast aopTa + gyra aopThl.

b. o crennedu runomaasuu

yMepeHHas;

BbIpa’KeHHasl.
II. BoB/1IeUeHHOCTD B MPOLIeCC KOPOHAPHBIX apTepuit:

e OTCYyTCTBYET 3HaUMMas MATOJOTMS KOPOHAPHBIX apTepuii;
e lMeeTcs 1aTosorusi KOpOHapHbIX apTepuit:

A. muaTtainusi KOpOHApHBIX apTepuii (eBasg KOpoHapHasi apTepus, IpaBasg KopoHapHas
aprepusi, 06e KOpoHapHbIe apTepun);

B. cTeHO3 KOpOHAapHBIX apTepuii (JieBasi KOpOHapHast apTepusi, IpaBasi KOpOHapHas apTepusi,
00e KopoHapHbIe apTepun).

I11. BoBineyeHHOCTH B mpoiiecc AoK:

e OTCyTCTBYeT IaTOJIOIUS KJlalaHa.
e Hamu4yue mmarosioruu KjarnaHa:



A. matonorust Gu6pO3HOTOo KOJbIla KIalaHa (CTeleHb I'MITOTUIa3un)

b. maToysiorus CTBOpPOK KJiariaHa.



1.6 KnuHn4yeckasi KapTuHa 3a00/1eBaHUsI WIN
COCTOSTHUSI (TPYIIIIbI 3a00/I€BaHUIT U
COCTOSIHUMN)

Kmmanueckum omimunem BpokaeHHoro HCA ot apyrux ¢opm oocrpykumyu BOJDK siBiaseTcs
yacToe CcoyeTaHue 3TOTO TUMA IOPOKA C MHOKECTBEHHBIMM CUCTEMHBIMM aHOMAJIUSIMU U
reHeTMYeCKMMM cuMHApoMamMu. Kak yxke yKasbplBajoCh Bbille, BpokaeHHbI1 HCA BxoouT B
cuMIITOMOKOMILIeKC cuHApoma Williams-Beuren, mpepcraBisiioniero coboil codeTaHMe
aHOMaJIUM CepAeuYHO-COCYAMUCTON CUCTEMBI C MHOXKECTBEHHBIMI CUCTEMHBIMU aHOMAaIUSIMU
M MMeIOIlero B CBOelf OCHOBe HapyllleHue MeTabonmu3Ma Kajabliusi. [eTu ¢ OaHHbIM
reHeTMYeCKMM CHHIPOMOM OTCTAalOT B (PM3MUYecKoM pa3BUTHUM, UMEIOT MpobiaeMbl CO
CTOPOHBI  SKEeJYOOYHO-KUIIEUHOTO TpakTa (KUILIeYHble KOJIMKU, 3arlopbl, ITOHOCHI),
OT/IMYAIOTCSI TUIIEPUYYBCTBUTENbHOCTBIO K 3BYKaM. XapaKTEpPHOM SBJSETCS BHEIIHOCTb
pebeHka - dopmupyercsi JUIO «31bda» C BBICOKMM, IIMPOKMM M BBIITYKIbBIM JIOOM,
BBICTYMAIIVMM CKyJaMM, OOJNbIIMMM OKPYIJIBIMM VYIIHBIMM pakOBMHAMM. [IOCTAaTOUHO
YaCTO MMEEeTCS IMaTOJIOTUS YeTI0CTHO-JIUIEeBOM CUCTEMBI, pa3/iMuHble aHOMAJIMU PA3BUTUS
3y00B, TTaTOJIOTUSI Paay>kKHOI 000JI0UKM T/Ia3a, KOcorjaasue, raxoBas rpbika. IIo Mepe pocrta
pe6eHKa CUHAPOM MOXET OCIOXKHSTbCS  pasBUTHMEM CUCTEMHOV  TUIIepPTeH3UMN,
3a00/1€eBaHMSIMM  KEJTyIOYHO-KUIIIEYHOTO TpaKTa ¥ YPOJIOTMUECKMMM 3a00/ieBaHUSIMU
[2,23,24].

[Tomumo ero couetanus c¢ cuHapomom Williams, HCA BcTpeuaeTcss B HacjaeACTBEHHOIA,
ayTOCOMHO-JIOMMHAHTHOV ceMeitHOi ¢opMe 6e3 HeCcOCyOMCThIX OCOOEHHOCTEN CUMHIpOMa
Williams, 1 kak criopaguyeckue ciayuau «usonampoBaHHoro» HCA [3,5]. I'mcTtonoruueckue
UCCIIefOBaHMS IePBOHAYAILHO YKa3bIBAIM HA CXOLCTBO OCHOBHOM IMATOOTUYU IIPU BCEX TpeX
dopmax HCA. B HacTosiliee BpeMsl YCTaHOBJIEHO, UTO Y IalMeHToB ¢ cuHapoMmoM Williams,
reH 371acTUHA yhajleH WM pa3pylleH BMecTe C MHOXEeCTBOM COCeIHUX TeHOB, KOTOpbIe,
BEPOSITHO, SIBJISIFOTCSI BAXKHBIMM JIJISI IPYTUX OCOOGeHHOCTe cuHapoma [23,24]. YV nalyeHToB C
cemeliHoii ¢popmoit HCA (He Williams) reH snacTuHa 1oaBepruyT TOJbKO MepeMelleHII0 MU
TOYEYHOI MyTaluu C rnorepeit GyHkimm [25,26]. [TaieHTsI CO «cIIopaauueckoit» Gopmoit
HCA 4BASIOTCS WIM YleHaMM CeMeJiCTBa, HeCyllero MyTaluio TreHa 371acTuHa C
CYOKIMHMYECKUM (PeHOTUTIOM, MJIM HeCyT AedeKT reHa 37acTyHa Kak HOBYIO MyTaluio [5].

Couetanne BpoxxgeHHOTo HCA ¢ MyIbTUCMCTEMHOV MaTOaOTHeN (B OOAbLIOM IpOLEHTe
clyuyaeB) OIpefessieT eCTeCTBEHHOe TeueHye II0poKa M ero OowlokHeHMsl. Kak
CBUIETENbCTBYIOT  [aHHble JIMTepaTypbl, C TeyeHUeM BpeMeHU  HabmozaeTcs
MporpeccMpoBaHMe HAAK/IANaHHOM OOCTPpYKUIMM AO UM HEKOTOpbIii perpecc CTereHu
JIETOUHBIX CTEHO030B [5,27-29]. Tak Kak ONpu TeHeTUYeCKUX CUMHAPOMaX, COUeTaIoUUXCS C
HCA, umeeT mMeCcTO MyJbTHMApTEPUAIbLHOE TIOpaKeHMe, TO MPOTrpPecCUpPYIONNL CTEeHO3e
IIOYEYHBbIX COCYLOB MOXET IPUBOAUTH K BOSHMKHOBEHMIO Ba30PEHabHOM TUIIePTeH3UH, a
1iepeOpanbHbBIX COCYIOB — K HEBPOIOTMYeCKUM OC/IOKHeHMS. [TaniueHTsI ¢ BpoxkaeHHbIM HCA
Takoke OTHOCSIT K TpyIIle pucka MO BO3HMKHOBEHMIO BHE3amHON cMepTy, 00yCI0BIEHHOI
HapacTaHueM OOCTPYKIMM KOPOHApHBIX apTepuii MM ke IPOTPecCUpYIoLMM CTE€HO30M
BBIBOJHBIX OT/IEJIOB 000MX KeJTyJOUKOB Cep/iia.






2. [IuarHoCTHNKa 3a00/IeBaHUS VI COCTOSIHUSA
IPYIIbI 3a00/1€BaHUIA MJIM COCTOSTHII)
MeIUIIMHCKYE ITOKa3aHUS U
IIPOTUBOIIOKA3aHMUSI K IPMMEHEHMIO METOI0B
OVarHOCTUKU

IOuarHo3 HCA Bepuduiimpyetrcsi Ha OCHOBAaHMM CBOIHBIX JAHHBIX Kaj0o0 pomuTeneii
MMallieHTOB, KIMHMYECKMX  IIpOSIBJIeHUI  IOpPOKa, [OaHHBIX  JabOpaTOPHBIX U
VHCTPYMEHTAJIbHBIX METO0B UCC/IeIOBAHMSI.

OcHoBomnonaramyum B auarHoctTuke HCA saBiaseTcss oOHapyskeHMe TeMOAMHAMMUUEeCKN
3HAUMMOTO CyKeHusi Ao, pacriojaraloilerocss Bbillle YpOBHS KjarnaHa. Haumbosee
MpuemMaeMoil reMoAMHaMMUueckoit knaccubukaimeit crermeHu creHoza BOJDK saBisercs
rpaganmsi, OCHOBaHHas Ha BeauumHax MakcumanabHoro I'CH JDK/Ao. CornmacHO 3TOM
KiIaccuduKaum Bee MalyeHTbl MOTYT ObITh pacIipee/ieHbl Ha 3 KIMHMYecKue rpyrmsbl [30]:

e yMepeHHbIl aopTanbHbIii cTeHo3 — ['CI JIDK/Ao 1o 50 MM pT.CT.;
® BbIpa’KeHHbI aopTaibHbI cTeHO3 — ['CIT JDK/Ao — 50-80 MM pT.CT.;
e pe3kuit aopTanbHbii cTeHO3 — I'CII JDK/Ao > 80 MM pT.CT.

CormacHo craHpgapraMm Oojie3Heil KjaallaHOB cepaiia, paspaboranHbiMm B 2006 T.
AMepuKaHCKOM KoJIIerMeil KapAuoaoroB M AMepMKaHCKOM acconmalyein KapauoaoroB
(ACC/AHA), cTeneHb TSKECTU CTeHO3a A0 MOXeT ObITh OlleHeHa II0 BeauuuHe cpegHero I'7]
JDK/Ao. B cOOTBeTCTBMM C STUM BBIAEISIOT:

* He3HAUUTEeIbHbI CTeHO3 (CpeaHMit rpaaueHT naBaeHnus JDK/Ao meHee 25 MM PT. CT.),
* yMepeHHbIl CTeHO03 (cpegHmii rpaaueHT gasaeHnst JIK/Ao — 25-40 MM pr. CT.),
e BbIpaKeHHbIN CTeHO03 (cpemHuii rpaaueHT masieHnst JIXK/Ao 6onee 40 MM pT. CT.).



2.1 J)Kay1o0b1 M aHAMHeE3

e PekoMeHAyeTCS Ha 3Talle OMAarHOCTMKM CcOOp aHaMHe3a U Kajob y Bcex MalieHTOB
(pomuTerieii mauyeHTOB) ¢ rtogo3penreM Ha HCA [2,6,7,18].

(VYP C, VIIII 5).

e PekomeHpayeTcs: Tipu cOope aHaMHe3a M 3Kajob pacCIpOCUTh POAMTENIeN MalyeHTa O
HaIMuMy y pebeHKa oTcTaBaHusl B (PM3MueckoM pa3sBUTHUM, ITIOBBIIIEHHO! YTOMJISI€MOCTH,
OIbIIKKM (0CcOOeHHO Tpu GU3MUECKOt aKTMBHOCTM), IIPUCTyIAX cephaliedueHus,
BO3HMKHOBEHMM CUHKOITQJIbHBIX COCTOSIHMII, CTeHOKapOUTUUecKux Oomsix. Taxke
MalyeHTbl (MM UX POACTBEHHUKM) MOTYT IIPEeObSBJSITh >KajJo0bl, XapaKTepHbIe [IJIS
COITYTCTBYIOLLIMX TeHeTUYeCKUX CUMHAPOMOB [2,6,7,18].

(YYP C, VI 5).

KommenTtapum: Jlemu c cunopomom Williams-Beuren omcmaioom 8 puauueckom paseumui,
umerm npoosiemsl €O CMOPOHbL HeMY0OUHO-KUWEUH020 mpakma (KuuleuHsle KOJUKU, 3anopul,
NOHOCbL), OMJIUUAIOMCS 2UNEePUYBCMBUMENILHOCMBIO K 38YKAM.

e PekomeHAayeTcs1 TIpu cO60pe aHaMHe3a 3a00jieBaHMSI OMPOCUTh poAUTeseil Ha Haauuue
KOHCYJIbTallUN Bpaya-reHeTuKa C IOKYMEHTaJIbHbIM MOATBEPXKAEeHMEM/ WU
OIIpOBepskKeHMEeM COITYTCTBYIOIEI reHeTUUeCKoii maTonoruu [5,23,24].

(YYP C, VI 4).

e [Ipy ocMoTpe peKOMeHAyeTCsA OOpaTuTh BHMMAaHME Ha BHEIIHMI BUJ, IIaIMEeHTa,
KOTOpbIii MOXeT ObITh [JOCTAaTOUYHO XapaKTepHbIM IIpU HAIUUUMU COMYTCTBYIOIIEH
reHeTHYeCcKoi marojaorun [2,5,23,24].

(VVYP C, VIIII 4).

KommeHnTapumn: XapaxkmepHoti 051 nayueHmos ¢ cuHopomom Williams-Beuren sensemcs
BHEWHOCMb pebeHKa — (opMmupyemcst IUYo «31bpa» ¢ 8bICOKUM, WUPOKUM U BbINYKIILIM JIOOM,
8bICMYNAIOWUMU CKYAMU, OONBLUUMU OKPY2JIbIMU YWHBIMU PAKOBUHAMU. [[ocmamouHo uacmo
umeemcss namoJsiozust 4eJrCMHO-JIUYEeBoll Cucmempl, pasiuuHble aHOMAaiuu paseumus 3y00s,
namonozust padyxcHoti 000J104KU 271a3a, Kocozjia3ue, Naxoeast 2pbixa.



2.2 dusmuKajabHOE 00Cc/IenoBaHue

e PekomeHAyeTcss BO BpeMsi GU3MKaJIbHOTO 00C/ienoBaHMsI OOpaTUTh BHMMaHMe Ha
MaJIbIaIMIo U MePKYCCHUI0 06/1aCcTy cepAliia U cocynoB eu [2,18,21,23,24].

(VYP C, VIIII 5).

KommeHTapum: I[Ipu 00c1edo8aHuu nayueHmos Moxem O0mmeuamscs nepKymopHoe
pacuiupeHue epaHuy cepoya eneso 8ciedcmesue eunepmpoguu JDK, a npu nanshayuu
onpedenisiemcsi pasnumoii eepxyuleuHolli moauox. B psode cnyuaee Ha ocHosaHuu cepdua
naivnamopHo onpeodensemcst CUCMOoNUUecKoe opoxaHue, nepedarnuieecs 8 SpemHy IMKY U no
X00y COHHbIX apmepulti.

e PekomeHAyeTcss BO BpeMsi (U3MKAILHOTO 00C/IemoBaHMSI OOpaTUTh BHMMaHMe Ha
ayCKyJIbTAlMIO Cep/lia M COHHBIX apTepuii C 1e/IbI0 OLleHKM CTeleHM BbipaxkeHHOCT HCA
[2,18,21,23,24].

(VYP C, VI 5).

KommenTapum: [Ipu ¢usuxkanvHom ob6credosaruu nauueHmos ¢ epoxcdeHHoim HCA obpaujaem
Ha cebs1 BHUMAHUE HEeCKOJIbKO OMJIUYHASL AYCKYbMamusHas kKapmuHa nopoka: 1) omcymcmeyem
cucmonuueckuti wjeauox Hao AoK, a snuyeHmp cucmoauueckozo wyma Hao Ao cmeujeH eolule,
uem npu cybaopmaavHoli obcmpyKkuyuu; 2) ommeuaemcs akyeHm moHa 3axkpsimus AoK; 3)
duacmoauveckuti wym HedocmamouHocmu AoK ewicnywiusaemcs KpaiiHe pedko; 4) moxcem
8BICIYUUBAMBCS CUCMONIUUECKUTL WYM 8 NPOEKUUU J1e204HO020 CME0J1d.

e PekomeHayeTcst BO BpeMsl (GM3UKaAJIbHOTO MCCIeIOBaHMsI OLIEHUTD MybCallMi0 Ha 00enx
BEPXHUX KOHEYHOCTSX MalMeHTa, Y IPOU3BECTU CPAaBHUTEIbHbIA aHaIN3 MOTYYEHHOTO
pesyabrara [2,18,21,23,24].

(VYP C, VI 5).

Kommenrapuu: IIpu pachpocmpaHeHuu cmeHo3a Ha 0yzy A0 U NOOKIWUUUHYIO apmepuio
MOX}cem Habndamscs acummempust NyavCa — NYJbC HA J1€80T pyKe Moxcem Oblmb 0CN1aAONEH.

e PeromeHayeTcsi BO BpeMs (QU3UKaJIbHOTO MCCAeIOBaHUS M3MEPUTh apTepuaibHOe
IaBjieH/e Ha 00euxX BEepXHMUX KOHEUHOCTSX ITallieHTa, M IIPOM3BECTM CpPaBHUTEIbHBIN
aHaJn3 MoJy4YeHHOro pesynbrara [2,18,21,23,24].

(YYP C, VII]I 5).

KoMmmenTapum: I[Ipu usmepeHuu apmepuaibHoz20 0asjieHus e20 nokasameu Ha npasoli pyke
Moz2ym 0blmb 8vlllle, UeM HA J1e80li (NpuU pacnpocmpaHeHuu CmeHo3a Ha dyzy Ao U NOOKIHUUUHYHO
apmepun).



2.3 JIabopaTOpHbIE€ AMArHOCTUUYECKHE
MCC/Ied0OBaAHUS

e PekomeHpyeTcst BCeM MalyieHTaM Iepe[ [IpoBeieHreM XMPypPruyeckoro BMelaTe/1bCTsa
BBITIOJIHEHME KOaryJIorpaMMbl (OpMEeHTUPOBOYHOIO MCCIeNOBaHMS CYCTeMbl reMocTasa) U
McCef0OBaHMe YPOBHSI TPOMOOIIMTOB B KPOBM ISl POTHO3a PUCKA MepuorepalMOHHbIX
KPOBOTEUEeHMI 1 BeJIMUMHBI KpoBororepu [41,42].

(VYP C, VI 5).

e PexkoMeHAayeTcCs BCeM MallMeHTaM Iiepe[ IIPOoBeleHeM XPYyPruuyeckoro BMelaTeabCTBa
BBITTOJTHEHME 001ero (KIMHMYECKOro) aHaau3a KPOBM Pa3BEPHYTOTO [JIS1 BBISIBIEHMUS
IOoIepalOHHOV aHeEMIUM U ee CBOeBpeMeHHOI1 Tepanuu [41,42].

(VYP C, VI 5).

e Pexomenpnyercs Bcem nauyentam ¢ HCA u cuagpomom Busbsgmca riepeq rpoBeneHuemM
XUPYPTUUECKOTO BMeIIaTeIbCTBA MCC/IeIoBaHMe YPOBHSI OOIIEro KajablMsl B KPOBU [IJISI
MIPOTHO3MPOBaHMS TeUeHMs oC/IeoIepalioOHHOro epuoga [5,18,21,23,24,28] .

(VYP C, VIIII 4).

KommeHTapum: Y nayueHmos ¢ CUuHOpoMoM Busbsimca yposeHs Kanvlus 8 Kposu, KAk npasuJio,
3HAYUMO NOBbBIUIEH.



2.4 UHCTpyMeHTa/IbHbIE OVarHOCTUYECKue
UCCIeJOBaHUS

e PexomeHnpayercssi BcemM TIamueHTtaMm ¢ momo3peHmeM Ha HCA  perucrpauus
JIeKTpOKapAMorpaMmel [2,6,7,18].

(VVP C, VI 5).

Kommentapumu: Ha DKI' moxcHO 8bia8ums zunepmpoguio /DK pasnuuroti cmenenu. Takxie
B03MOMCHbI UUlEMUYECKUEe U3MEHeHUsl 8 3asucumMocmu 0m msamecmu OKKA3UU 8bl800H020
mpakma JDK u cmeneHu nopaxceHust KOpOHApHbvIx apmeputi.

e PekoMeHAyeTCS BCeM MaliMeHTaM C AuarHocTupoBaHHbIM HCA, Mmewmum B aHaMHe3e
IPUCTYIIbBI  TIOTEPU  CO3HAHMS, BBINIOJIHEHME  XOJITEPOBCKOTO MOHUTOPUPOBAHUS
CepoevYHOro puTMa C 1eJbl0 BbISIBJIEHUS HAJINUYMS BO3MOXHBIX TPaH3UTOPHBIX
HapylieHuii [2,6,7,18].

(VYP C, VI 5).

e PekomeHpayercsas BceM nmnainyeHTaM ¢ HCA BbillONIHeHMe peHTTeHorpadguyu OpraHoB
IPYLHOM KJIeTKU B TpeX MpoeKuusIx [2,6,7,18].

(YYP C, VI 5).

KoMmmenTapum: /laHHoe ucciedosaHue nposooumcs ¢ Ueavto oyeHKu KoHguzypauuu cepoya u
OUEHKU JIe204H020  PUCYHKA. Penmeenonozuueckas kKapmuua 8poxcdeHHozo HCA
xapakmepu3yemcsi yCujleHuem Jie204H020 PUCYHKA U Y8enudeHUeM pPasmepos Jie8blx 0moel08
cepduya (npu Haauuuu 2eMOOUHAMUUECKU 3HAUYUMO20 HAOKJAANAHHO20 CYXCE€HUsl) U He umeem
cneuuguueckux npu3HAKos, 3a UCKJAUEHUEM OMCYMCmMaeUs npu Hem pacluupeHust 8ocxodsiueti
Ao.

e Pexomenpayercss BceM mnauyeHtam ¢ HCA  BbIlIOJIHEHME  TPaHCTOPAKAJIbHON
sxokapauorpaduu [2,6,7,18,45].

(VVYP C, VII]I 4).

KommenTtapum: OcHOBHbIMU no3uyusmu 0151 eudyanudauuu 6vi800H020 mpakma JDK
ABSHOMCS: NAPACMEPHAIbHAS NO3ULUSL 8 npoekuuu no dnuHHotl ocu JDK u no Kopomkoti ocu Ha
yposHe AoK, anukanvHas 5-mu KamepHas no3uuusi, a makxxe cyoKocmanvHblli docmyn 8
npoexkuyuu no onumvHolti ocu BOJDK u cynpacmepHanvHbuili 8 npoekyuu hno OJIUHHOU OcCu
gocxoosauweti Ao. C nomouwpio DXO-KI' onpedensirom mopgonoz2uio u cmeneHb 00CMpyKuuu,
pasmepvt BOJDK u @K AoK, socxoosauieti Ao, pynxkyuro DK u conymcmayrouwiue BIIC. Taxxce
onpedensiom cocmosiHue 8bl800H020 Mpakma npaeozo xceayodouka U Haauuue/omcymcmaeue
06CcmpyKyuu Ha yposHe J1e20uHO-apmepuaibHozo pycid.



e PekoMeHayeTcsA BCeM TIlaliMeHTaM C OuarHoctupoBaHHbiM HCA  BbIIIOJIHEHME
VJIbTPa3BYKOBOW mormiieporpadum apTepuii BepXHUX KOHEUHOCTe U OyIIeKCHOe
CKaHMpoBaHMe OpaxuoliedaabHbIX apTepuii C IIBETHBIM JIONIIIEPOBCKUM KapTHUPOBaHMEM
KpPOBOTOKa [2,6,7,18].

(VYP C, VI 5).

KommeHnTapum: YV nayuernmos ¢ HCA u cuHOpomom Bunesimca moxcem umems MeCmo
06cmpykmueHoe nopaxyeHue cocydos Oyeu Ao, KAk NposieNeHUs 2eHepanu308aHHOl
apmepuonamuu.

e PekomeHayeTCcsA BcCeM TIlalMeHTaM C OuarHoctupoBaHHbiIM HCA  BbIIIOHEHMeE
IYIJIEKCHOTO CKAaHVMPOBAHUS apTepuii rmovek [2,6,7,18,46].

(VYP C, VI 5).

Kommentapumu: YV nayuenmos ¢ HCA u cuHOpomom Bunvsamca Mmoxcem umems Mecmo
00CmpyKmueHoe  nopaxeHue cocy0o8 NoueK, KAk NposieeHUs  2eHepalu308aHHOL
apmepuonamutul, 4mo Moxcem npusoodums K 803HUKHOBEHUI0 8A30PEHAbHOL 2unepmeH3uu.

e PekomMeHAayeTcCs BCeM MallMeHTaM C YCTaHOBJIEHHBIM 110 AaHHbIM JDXO-KI-nucciemoBanus
nuarto3zom HCA c I'CI, JDK/Ao 6onee 60 MM pT.CT. (BbIpaXX€HHOM U Pe3KOM aOpPTaibHOM
CTeHO3e COIJIaCHO TreMOIVHaMMUecKoi KiaaccuduKaluu) BBITIOJHEHME UYpe3BeHO3HOM
KaTeTepusaluu Cepala U peTporpagHoil KaTeTepusalum JIEBbIX OTAEI0B cephlla C JIeBOM
BeHTpUKyaorpadueri [2,6,7,18,30].

(VYP C, VLI 5).

KommeHnTapum: [IposedeHue pempozpadHoli kamemepusayuu Jedslx 0maoesnos cepoud u Jeeoli
geHmpuxynozpaguu npu HCA noseonsem ymouHums ypo8eHs U NPOMSAIKEHHOCMb 00CMPYKYUU
BOJDK u onpedenumsb zemoouHamuueckue napamempsl cmeHo3d. BxjioueHue 8 npomoko
uccnedosaHus J1e8oli 8eHmpukynozpaguu nosgonsem ouyeHums pasmepst noaocmu JDK u
cmeneHb €20 2unepmpouu, a Makxie 8bvi8UMs HaaUUUe/0mcymcmaue 8HYmMpuIceayoouKosoli
o6cmpyKuuu, OueHums COKpamumocms, d MAK#Ee HAJIUYUe/0mcymcmeue €20 aHespu3Mbl.
YpesseHo3Hass kamemepudayusi cepdua oaem 603MOMHOCMb OUEHUMb COCMOSIHUE 8bl800HO20
mpaxkma npaeozo xenyoouka cepoud U JIe20UHO-apmepuanbHozo pycia (UeHmpanvHbiX U
nepugepuueckux omadenosg), umo 8 (80K ouepedb MOxMem NOBAUAMb HA MAKMUKY
XUpypauueckozo eMeulamenscmea u usmeHums o6sem koppexyuu BIIC.

e PexoMeHAyeTCS BCEM IMMallMeHTaM C YCTAaHOBJIEHHBIM 110 AaHHbIM DXO-KI-uccuiemoBanus
auargo3om HCA c I'CI JIDK/Ao 6onee 60 MM pT.CT. (BBIpaK€HHOM U pe3KOM a0pPTaJIbHOM
CTEeHO3€e COIVIAaCHO reMOAMHaMMUeCKoi KaacCcu@uKalMy) BbIIOJIHEHMe aHaopTorpadun
c kopoHaporpadwueii [2,6,7,17,18,30].

(VYP C, VI 5).



KommeHTapum: BriwueHue 8 npomokoJ ucciedosarus naHaopmozpaguu ¢ KopoHapozpadgueti
n0380.15.em oyeHumMs cocmosiHue cocydos dyzu Ao u KopoHapHwsix apmeputi. Y nauyuenmos ¢ HCA
MOMem umems Mecmo cmeHo3upyouiee nopaxetue cocydog dyzu Ao u KOpoHApHwuIX apmepuii,
umo e pside cayuaes mMoxcem nompebo8amo 8 Kauecmee nepeozo Imanda Xupypauueckozo JieueHusl
8bINOJIHEHUS. PA3JIUUHBIX UHMEPBEHYUOHHBIX BMEUAMENbCME

e PekomeHpayeTcsl MmamnyeHTamM C AMarHOCTMPOBAaHHBIM HCA BBINIOJHUTH KOMIbIOTEPHYIO
ToMoTrpaduio cepAiia C KOHTpacTupoBaHuem [2,7,17,18,30-32].

(VYP C, VI 5).

KommeHnTapum: BoinonHeHue KomMnsromepHoli momozpaguu cepoya ¢ KOHMpacmuposaHuem
pekomeHdyemcss 8 Kauecmee OJONOJHeHUs K 3xokapouozpaguu, a makxxe 8 Kauecmee
albmepHamu8sl UHBA3UBHBIM Memodam uccnedosaHus 011 YmouHeHus Mop@oso2uu nopoka,
onMuMU3auyuu Xupypauueckoll MmexHuxKu, a makxxie O0ns mpexmepHoz0 MoOeaUupo8aHus
npedcmosuweii onepayuu. IIpuopumemHoe 3HaueHue momozpaguueckux memoouk y demeli
3aKauaemcss 8 NpesocXoo0HOM NPOCMPAHCMBEHHOM pa3peuleHuu 3KCMmpakapouaabHuiX
cmpykmyp. B npozHocmuueckoM haHe Xupypauueckozo JjeueHus evinonHeHue MPT c/6e3
npuMeHeHuss KOHMpAcmHoz20 npenapama pekomeundyemcsi ons docmosepHozo onpedeneHus
0b6sema nonocmu, GyHKYUOHAIbHO20 COCMOSIHUSL U cmeneHu ¢pubpo3a muokapda JDK [31,32].

e PekomeHpayeTrcst mnaunueHtam ¢ gauarHoctuposaHHeiM HCA u  1momospeHueM Ha
BOBJIEUEHME B [IaTOJIOIMUYECKMII MpOLecC YCTbeB KOPOHApPHBLIX apTepui Win IIpu
UMERIINXCA TPU3HAKaX KOpOHapHOW wuiuemunu 110 JOaHHBIM OJOKI'  BbilosHeHUe
MO3UTPOHHO-3MUCCUOHHOM Tomorpadpumu wmuokapga (I[I9T) ¢ 1enbl0 OIeHKM €ero
nepdysun [2,6,7].

(YYP C, VI 5).

KommenTapum: Ha 0CHO8aHUU OAHHBIX O COCMOSHUU hepgy3uu muokapoa moxcem Ovimb
u3bpaHa Xxupypauueckass maxkmuka JieueHus, npedycmampusarnuwas Koppekyur KOpPOHAPHO20
KpOBOMOKA C NOMOWbI0 UHMEPBEHYUOHHbIX BMeEWldmebCme 8 Kauecmee hnepeozo mand
JleyeHusl Ulu xe npu ooHospemeHHom ycmpaneHuu ¢ HCA 8o epems onepauuu Ha omkpslmom
cepdye.

e PekomeHAayeTcsl mauyeHTamM € AuarHOCTMpoBaHHBIM HCA, mMeroummum JOKYMeHTaIbHO
MOATBEPXAEHHYIO HapyllleHHYI0 TTepdy31i0 MMUOKapaa, BbITIOIHEHME 9X0Kapauorpadum ¢
(busnueckoit HarpysKor [2,6,7].

(VYP C, VIIII 5).

KommenTapum: Memod sxokapouozpaguu ¢ usuueckoii Hazpy3koli moxcem Obimb noJie3eH
npu oyeHke 0CMOBEPHOCMU ULeMUUECKOLl nepgy3uu Muokapoa.



2.5 IHble nuarHocTnYecKue uccjaegoBaHus

e PexomMeHAayeTcCs epe] BbIIIMCKONM M3 CTalMOHapa BCeM ITaliMeHTaM C LieJbl0 KOHTPOJIS
IOCJIe  BBINIOJIHEHHOTO OMNEepaTMBHOrO BMeIIAaTeIbCTBA BBINOIHUTH PErucTpaLio
97IeKTPOKApAMOrpaMMbl [OJisl BBISIBJIEHUSI HaAWuusi BO3MOXXHBIX HapyIIeHUI pUTMa U
IIPOBOAMMOCTH [2,6,7,30, 33-36].

(YYP C, VII]I 5).

e PekomeHAyeTcs Tiepe]i BbIMMCKONM U3 CTaliOHapa BCeM IMallieHTaM C LieJIbI0 KOHTPOJIS
10C/ie BBITIOJITHEHHOTO OIepPaTMBHOIO BMellaTebCTBAa BBIMOJHUTh 3XOKapauorpaduio c
11eJ1bI0 OlleHKM 3 (PEeKTUBHOCTU XUPYPrUUeCcKoii KoppeKiLuu mopoka [2,6,7,30, 33-36].

YYP C, V41 5).

e PeroMmeHpayeTcCsl y MallMEeHTOB C AuarHoctTupoBaHHbIM HCA 1 nomo3peHemM Ha CMHIPOM
BuibsiMca npoBefeHue MOJIEKYISIPHO-TEHETUYECKOTO UCCIeNOBaHMS C MUCIIOIb30BaHNEM
crieanbHOro JITHK-MuKpouniia, KOTOpbIii BISBIISIET HApyIleHMsT TIpU (OpMUPOBaHUMA 7-
M XpoMOCOMBI. B pesyinbraTe CTAaHOBUTCS OYEBUIHBIM OTCYTCTBME €€ YydYacTKa
[4,21,23,24,28].

(YVP C, VO] 4).

KommenTapum: /[aHHoe uccniedosarue s187151emcs CamviM MoUHbIM O OUuazHOCMuUKU CUHOpoMa
Bunwssamca.



3. JleueHHue, BK/II0Uasi MeAVKaAMEHTO3HYIO U
HeMeaUKaMEeHTO3HYIO Tepanmnu,
oyieToTepanmnio, 00e300/1MBaHue, MeIUIIMHCKIE
IIOKa3aHMA U IIPOTUBOIIOKa3aHMA K
IIPUMMEHEeHNIO MEeTOAOB JIeUeHU S

3.1 KoHcepBaTUBHOE jIeUeHE

He cymecTtByeT MeOMKaMeHTO3HOro JjedyeHus BpoxaeHHOro HCA, 3a uckiawdyeHuem
MPOOUIAKTUKY SHAOKAPAUTA.

3.2 Xupypruueckoe jedueHue

e PekxoMeHayeTCsl  BBINIOJHSITL  XUPYPrUUECKOe  BMEIIATe/JbCTBO  IMalieHTaM C
ouarHoctupoBaHHbiM HCA 1ipy 3HaueHMM IIMKOBOrO TpaJueHTa CUCTOINYECKOIo
masineHusa mexny JUOK u aoproit Bbiie 70 MM PT. CT. WIM TIPpU 3HAUYEHUU CpeIHero
rpagueHTa Boiue 40 MM pT. CT. [2,6,7,30].

(VYP C, VI 5).

KommenTapum: [Ipu Hanuuuu NOKA3amuili K Xupypeuueckomy JjeueHuro 6onvHuix ¢ HCA
cedyem  onepuposams He3amedaumenvHo, MAak Kak OJUmMeNbHoe CywecmeosdaHie nopoka
npugoodum K e20 npozpeccupos8aHuio, 603HUKHOBEHUN) COUEMAHHbBIX (POPM, a MAKHce NOos6JeHUI0
OUCHYHKYUU aopmaisHoz0 U MUMpPAaabHo20 Kaanamos, DK u HapyweHusam pumma, umo
npusoodum K 6wINONHEHUI0 onepauyuu 8 XYOwux YcA08usx u odaem MeHee ONMUMUCMUYUHBLL
NpPOZHO3.

e IIpu BrIOOpe MeToma xupypruueckoro jeueHusi HCA pekoMeHayeTcs MCIIOb30BaHMe
OIHOI M3 METOOUK IIJIAaCTUMYEeCKOro paciuupeHus: Bocxopsiuein Ao tuna McGoon, Doty,
Brom, Myers [2,6,75,17,22,29,33-36].

(YYP C, VI 4).

KommenTapum: Fcnonv308auue YKa3aHHslX Memoduk no3eosisiem 00CmuzHyms adekeamHozo
pacuiupeHus 80cxoosauieti Ao ¢ Xopowum 2emMoOUHAMUUECKUM pe3yabmamom. Beibop memoouxu
onpedensiemca xapakmepom u npomsaxceHHocmsio HCA, a makice npeonoumeHusMu u onsimom

xupypea.

e [Ipu Hamuuuu y pebenka HCA, codeTaroIierocsi ¢ BeIpaxkeHHOW rumoriasueit myru Ao,
reMoAMHaMMUUeCKy 3HaUMMbIM I'PaJieHTOM CUCTOIMYeCcKoro nasieHus Mexny JDK n Ao,
a TakKe IoC/Ie paHee BBIMIOJIHEHHOTO XUPYPIUUeCckoro BMellaTeIbCTBa Ha Bocxoasien Ao



B KauecTBe oOlepanuu BbIOOpa PpeKOMEHAYyeTCs ollepalius  MMIUIaHTaluu
KIJIaraHcogepskaiero kouaymura™*** mexxay JOK n Hucxonsueit Ao [2,30,37,38].

(YYP C, VI 4).

KoMmmenTapum: /laHHas memoouka no3eossiem adekeamHo paszpy3ums JDK, evigecmu pebeHka
U3 Kpumuueck02o COCMOsHUS, Umobsl 8 06oJiee cmapuiem 803pacme 8epHYMmMuCsi K 80npocy o
Xupypauueckoti Koppekuuu namoJio2uul.

e VuuTbiBasi B psge ciayyaeB couertaHue BpoxxkageHHOro HCA cO CTeHO30M KOPOHapHBIX
apTepuit BO BpeMsI BBITIOJIHEHMS OTKPBITON oIepaliuy KOPPeKIUy Mopoka 00si3aTeTbHO
peKOMeHAyeTCsl BU3yaln3anys U peBU3Ns yCTbeB KOPOHAPHbIX apTepuii [2,6,7,29].

(YYP C, VI 5).

e [Ipy HamMuMM OUMArHOCTUPOBAHHOIO OO ornepauuu Koppekuun HCA cTeHO3a OOHOTO U3
YCTbeB KOPOHAPHBIX apTepuii peKOMeHAYeTCs BBeleHle KapAuOoIIermyeckoro pacTsopa
peTporpazgHo (yepes yCThe KOpOHApPHOro CUHYyca) [2,6,7,30].

(VYP C, VIIII 5).

e [Ipy JOMAarHOCTMPOBAHHBIX JO OMNepalyyu CTEHO3aX YCThbeB KOPOHApPHBIX apTepuii
pekoMeHayeTcss 00si3aTe/ibHOe yCTpaHeHMe OOCTPYKIMM KOPOHApHOTO KPOBOTOKA IpU
koppekuun HCA ¢ MCIonb30BaHMEM PA3JIMUHBIX IUIACTUYECKUMX METOAMK WM aopTO-
KOPOHAPHOTO LWIYHTUpOBaHus [2,6,7,30].

(VVP C, VI 5).

3.3 JHO0BACKY/ISIPHbIE BMellaTe/IbCTBa

e [Ipu coueranun HCA c maTosmorueit BeTBei nyru Ao, a TakKe YCThbeB [IOYEeUHbIX apTePUil B

KayeCcTBe TMepBOro 2JTara XUPYPrUuyecKoro JedeHUs pPeKOMEeHOYeTCs BbIIIOJIHEHNe

SHIOBACKY/ISIPHBIX IIpolenyp (O6a/uloHMpOBaHME  U/WIM CTEHTUPOBaHME) YCThEB
COOTBETCTBYIOILINX apTepuii [2,6,7,30].

(VYP C, VIIII 5).

3.4 NlHoe j1eueHue

Hert



4. MeguniHCKasi peadomwanTanyus, MeIUIIMMHCKHUE
IMOKa3aHMs U IPOTUBOIOKA3aHMA K
IIPMMEHEeHUI0O METOL0B peaouanuTanumn

e PexomMmeHayeTcsl B TeueHMe 6 MecCslieB I10CI€e BbITIOJIHEHUS XUPYPTUUECKOM KOppeKUUmn
HCA B yOIOBMSIX MCKYCCTBEHHOT'O KpOBOOOpaIleHMs MallMeHTy C OCIOKHEHHBIM Te4eHMeM
rociaeonepanuonHoro nepuosa (HK, wuH@eKnIMoHHbIE OCIOKHEHUS, TOBTOpPHBIE
XUPYypruyeckue BMeIIaTe/JbCTBA B TeUEeHMe OOHOM TOCIUTAIU3aLUU) TMPOATU
peabuauUTalMI0 B YUIOBMSIX — CIIELMaJIM3MPOBAHHOIO  JIEUEOHOTO  YUPEKIEeHMUS
Kapayuoyiornueckoro mpoduis [44].

YVYP C, YOI 5).
KommenTapumn: [locne koppekyuu KCA mozym ecmpeuamucs ciedyoujue COCMosiHUs:

o TemoduHamuuecku 3Hauumplli peaudyanvHoiti I'CI JDK/Ao;

o TemoOduHamuuecku 3HauuMvle pe3udyaibHvle CMeHO03bl nepugepuyeckux apmeputi;

o Peyudus o6cmpykuuu Ha Ao;

o Paszgumue npome3-3asucumslx 0CN0MCHeHULl (3HJokapdum, mpom603, cucmemHoie IMOO0IUL,
napanpomesHas pezypaumayusi uiu OKKJIK3USl, C853AHHASl C pa3eumuem NAammyca) — npu
UMNJIAHMAayuu K1anamcooepxcaujux KoHoyumos *** mexcdy JDK u Hucxoosueii Ao;

o [Ipozpeccuposanue uwiemuu mMuokapoa, 00ycnoe1eHHoe 2eHepaIu308aHHoL apmepuonamueti;

o Pazsumue HapyweHuii pumma cepoua, 8 psode ciyuaes npugoosujee K 6He3anHoul cepoeuHol
cmepmu Ha poHe ocmpoti KOpOHApHOU HedocmamouHocmu

e PekoMeHAyeTCA OTPaHNYUTD (U3NUECKYI0 HAarPy3Ky B TeUeHlMe Tpex MecsieB C MOMeHTa
BBITIMCKY U3 CTallMOHapa [44].

(YVP C, VII]I 5).



5. IIpodminakTka M gUcCIIaHCepHoOe
HaO/oZieHe, MeIUIIMHCKME IIOKA3aHua U
IIPOTUBOIIOKAa3aHMS K IPMMEHEeHUIO MEeTO0B
NMpOoPMIAKTUKU

e PekoMeHAyeTCA OViCIIaHCEpHOe Hab/oeHMe Bpadya-KapAuosora BceM OIllepMpOBaHHbBIM
VIV HeOoIlepUPOBAHHbIM MalyeHTaM ¢ auarHoctupoBaHHbiM HCA [2,6,7,18,44].

(VYP C, VIIII 5).

e [laneHTaM C yMepeHHOM U TSDKeJIOi cTeleHblo BbipakeHHOCTM HCA He pekomMeHayeTcCs
yBJIeKaTbCsl GU3MIeCKMMU Harpys3Kamu [2,6,7,18,44].

(VVP C, VI 5).

e PekoMeHayeTCsT HEOIIepMPOBAHHBLIM  OETSIM, MMeEIWIMUM  OUMAarHOCTUPOBAHHBINM
BpoxkaeHHbIM HCA ¢ MMKOBBIM TpaJMeHTOM CUCTOJMYECKOTO HaBieHus mexny JDK u
aopToii 1o 50 MM PT. CT. M CPeAHUM I'PAAVEHTOM CUCTOIMUYECKOro AaBjieHus meHee 30
MM PT. CT., IMHAMMUYECKOe HabJII0eHne ¢ IIPoBeIeHreM 3xXxoKapauorpadum B IIJIAaHOBOM
ropsiake Kaxzaple 6 mec. [2,6,7,18,30,44].

(YVP C, VO] 5).

KommenTapum: soinonHeHue 3XO-KI-uccnedosarusi Kaxcovle 6 mec. 0013amenvHO C UeNbH
OUEHKU  (DYHKUUOHaNbHO020 cocmosiHua JDK u  ebiss/eHuss Hapacmadusi 2padueHma
cucmonuueckoz2o dasneHusi mexdy /DK u Ao, u coomeemcmeeHHO onpedeneHust ONMUManibHbLx
CPOK08 0NepamueHo20 JieueHus Npu ompuuamenbHoti OUHAMUKE.

e Pexomenpayercss nauyveHtam ¢ HCA 1mowie Xxupyprmyeckoro JjieyeHusi OCMOTP Bpaua-
Kapamuosiora ¢ 4aCcToToil He MeHee 1 pa3a B 7 OHel B TeueHMe MEepBOro Mecsiia Iocjie
XUPYPrUuecKoro jeueHus mopoka [44].

(YVYP C, VII]I 5).

e [lauyentam ¢ HCA mocie Xupypru4yeckoro JjiedeHUsI PEKOMEHAYETCSI OCMOTpP Bpaua-
KapAuosiora ¢ 4aCTOTOM He MeHee 1 pasa B 3 Mecslla B TeueHue 2-12 mecsieB Iocie
XUPYPIUUECKOro JieueHus IopokKa [44].

(VVP C, VI 5).

e [lanmentam ¢ HCA mocwie Xupypruyeckoro JieueHus] peKOMeHAyeTcs o0cienoBaHue B
CTalMOHape He pexe 1 pasa B rof mocjie Xupypruueckoro jeueHus rnopoka [44j.

(YVP C, VII]I 5).

e PekoMeHAyeTCS B OT[a/ieHHbIe CPOKM HAOJIOMeHMSI BCEM OIlepMPOBAaHHBIM Mal[Mi€HTaM C
HCA  KOHTpOJIb COCTOSIHMSI Ha  OCHOBAaHMM  JAHHBIX  3JIeKTpoKapauorpabduu,



axoKapauorpadum, gomrvieporpa¢puyeckoro MCCiIegoBaHMs MarucTpaJbHbIX apTepuii,
HeMHBA3UBHbBIX TECTOB C (pM3MUYeCKOit HAarpy3Koii [2,6,7,18,30,46].

(YVYP C, VII]I 5).

KommenTapum: BoinonHeHue nodobH020 anzopumma o00cn1edo8aHuss 8 omoaieHHble CPOKU
nocne xoppekuuu HCA Heobxo0umo Ons evisieneHus u npedynpexcdeHus Hapacmavus
0CIMamouHozo e2padueHma Ccucmouyueckozo dasnerus mexdy JDK u aopmoii, evisie/eHus
oucpymkuuu JDK, ob6HapymceHuss 803MOXCHOTU KOPOHAPHOLL UteMuu, a maxkxe cmeHo308 opyzux
LUeHMpPaibHbIX U Nepugepuueckux apmeputl.

e PekomeHAyeTcsI BCeM HeONepUpOBAaHHBIM M OnepupoBaHHBIM manyeHtam ¢ HCA B
coueTaHMUM C CMHIPOMOM BuibsiMca mycriaHcepHOe HabjoJeHe Bpaua-ypojora, Bpada-
SHIOKPUHOJIOra, Bpava-o¢TaabMOJIOra, Bpada-HeBpoJIora, Bpayva-opTrorena-
TpaBmaroJora [2,6,7,18,30,46].

(VVYP C, VII]I 5).

KommeHnTapum: /[ucnaHcepHoe HabnioodeHue 6ovHblx ¢ HCA cmexcHbiMU cheyuanucmamu
Heobx00UMO C YeJlblo C80EBPEMEHHO20 BblS18JIEHUSL BO3MOMCHBIX OCNIOMCHEHULl cuHOpoma Bunssmca
U UX Koppekyutul.



6. Opranmsanus oKkasaHuss MeaUIIMHCKOM
IIOMOIII A

[TokazaHus o151 TOCIIUTAIU3AlUN B MEeOIUIMHCKYIO OpraHm3annio:

1. HaIMYMe CUMIITOMOB CepIEeYHON HeJOCTaTOUHOCTH;
2. TJ1aHOBOe orepaTtuBHOe eueHne HCA;
3. BbITIOJIHEHHbIE paHee BMelllaTe/IbCTBA Ha A0, HallpaBJIEHHbIE HA YCTpaHEeHMe CTeHO03a;

ITokazaHus o4 3KCTpeHHOI71 ITOCIINTAIN3alI N .

1. yxyauienue QYHKIMOHAIBHOIO CTaTyca IlaliMeHTa B CBSI3M C IIpOrpeccupoBaHMEM
CMMIITOMOB HEJOCTATOUHOCTY KPOBOOOpallleHysl, HapyIlIeHUsIMM PUTMa cepalia;

2. pa3BUTHE OCTPOI KOPOHAPHOM HELOCTATOUHOCTMU;

3. pasputue auchyHkuum JDK;

4. uH(GEKIMOHHbIN SHAOKAPINUT;

5. mosiB/ieHMe MPU3HAKOB MIIeMMM Pa3/IMUHBIX OPTaHOB.

ITokasaHM4 K BbIIMCKE MMalieHTa U3 MG,EU/ILU/IHCKOVI OpraHM3alNN:

1. orcyrcrBue 3Hauumoro I'CJL JIXK/Ao Ha Bocxopsiieit Ao;

2. OTCYTCTBME/KOMIIEHCALIVMSI CMMIITOMOB HEJIOCTaTOYHOCTY KPOBOOOpAILlEeHNS ;
3. OTCYTCTBME IPU3HAKOB KOPOHAPHOI UIIIEMUH;

4. OTCYTCTBME reMOAMHAMMYECKM 3HAUMMBbIX HapyIIeHUI pUTMa cepalia.



7. lomomHuTenbHass MHpopmauusa (B TOM 4ucie
aKTOPbI, BJAUSIONIME HA MCXO0J, 3a00/IeBaHUS
VIV COCTOSIHUS)

MeTonbl ycTpaHeHUs JIOKIbHOTO BposkaeHHOro HCA gocTaTOUuHO XOpOIIO OTpaboTaHbl U
IIPUMEHSIOTCS C HeIUIOXMMMU TeMOAMHAMUYeCKMMU pe3ylbTaTaMU. TeXHUKU pacluvpeHust
HCA o meTomam Brom u Meyers siBiistioTcst 60iee addexktuBHbIMMU, YeM Doty u McGoon, T.K.
MO3BONISIIOT Oosiee 3DPEKTUBHO PEKOHCTPYMpOBaTh KopeHb Ao. [lo maHHBIM pa3IUYHbIX
aBTOPOB BbDKMBAEMOCTb I1OC/I€ BhITIOJIHEHUS TTOA00HBIX BMeEIIaTeNbCTB COCTABIISIeT OT 66 0
97% B cpoxkm 20 sieT rocie onepauuu [33-36].

HepemenHoit mpo6seMoii MOpomo/iKaeT ocTaBaTbcs BpoxkmeHHbIi HCA muddysHoro
XapakTepa, KoOrga TIIOIbITKA YCTpaHeHUsI CTeHO3a IMPUBOAUT He K YCTPaHEHUIO
MOPGhOIOrMUecKoro cyocTpaTa ¥ HopMaau3aluu reMOIAMHAMMKHM, a JIUIIb CMelllaeT YPOBeHb
CTeHO3a [AucrajibHee .OyI'M AO C BOBJIeYEHMEM B TIaTOJOTUMUYECKUI TIPOLeCcC YCTheB
[JIEYeT0JIOBHBIX COCYI0B.



Kpurtepuu oreHKM KayecTBa MeaUIIMMHCKOM
ITOMOII

Ne Kputepuu kayectsa EOK YYP yan

STan NocTaHOBKM AMarHosa

1 BbinonHeH cbop aHamHesa U xanob naumeHTa C 5
2 BbinosiHeHa ayckynbTauusa cepaua Cc 5
3 BbinosHeHa perncrpauns anekTpokapAnorpaMmbl C 5
4 BbinonHeHO XO/ITEPOBCKOE MOHUTOPUpPOBaAHNE

cepAeyvHoro putMa

5 BbinosHeHa peHTreHorpadusa opraHoB rpyAHON KEeTKM C 5
6 BbinonHeHa axokapauorpadus C 4
7 BbirnonHeHbl ynbTpa3ByKoBas ponnneporpadus C 5

apTepuyii  BEPXHUX  KOHEYHOCTeM U  AyrnjeKcHoe
CKaHupoBaHue bpaxuouedanbHbiX apTepuii C LBETHbIM
[ONMNEepOBCKUM KapTUpoBaHWEM

8 BbIMO/THEHO AYMJIEKCHOE CKaHWPOBaHME apTePUin novek C 2

9 BbInosiHEHbI Ype3BeHO3Has KaTeTepus3auma cepaua wu Cc 5
peTporpagHas KateTepusauus JIeBbIX OTAENOB CepaLla
C NneBOM BeHTpukynorpaduven (Ana nNauMeHToB C
BbIpaXEHHbIM W pEe3KWMM  aopTalibHbIM  CTEHO30M
COrflacHO reMoAMHaAMMYEeCcKon Knaccudumkaumnm)

10 BbinosHeHbl naHaopTorpaduss ¢ KopoHaporpaduen C 5
(AN NauMeHTOB C BbIPaXXEHHbIM U pe3KMM aopTasibHbIM
CTEHO30M CorsiacHo reMoAnHaMMUYeCcKown
Knaccuunkaunm)

11 BbinonHeHa KoMmmnbloTepHas Tomorpadwus cepaua c C 5
KOHTpacTupoBaHMeM

12 BbinonHeHa axokapauorpadums C dunsmnueckon C 5

Harpyskom npuv MNoAO3PEHMM Ha BOBJIEYEHME B
NaToONOrMYeCcKMin MpoLecc YyCTbeB KOPOHApPHbIX apTepui
WM NpU MMEeLWMXCS Npu3Hakax KOpOHapHOW uweMumn
Mo AaHHbIM K[

13 BbinonHEHa MO3UTPOHHO-3MUCCMOHHAsA  ToMmorpadus C 5
npu ANarHoCtmMpoBaHHOM BoBJiedyeHune B
NaToONOrMYeCcKmMin NpoLecc yCTbeB KOPOHAPHbIX apTepui

14 BbInonHeH MoOSeKynspHoO-reHeTun4yeckoe uccnenoBsaHue C 4
npuv NoA03peHne Ha Hanuume cuHapoma Bunbsamca

STan KOHCEepPBaTUBHOIO U XMPYPru4eckKoro se4yeHus

1 BbINO/THEHO XWPYpPruyeckoe sie4YeHne no YCTPaHeHUo Cc 4
MCA npu Hanuuun rnokasaHumn (4upeskoxHoe
BMeLlaTeNbCTBO WM onepaums Ha OTKPbITOM cepaue)

STan nocneonepauvoHHOro KOHTpons

1 BbinosHeHa pernctpaumsi  31eKTPOKapAMOrpaMMbl C 5
nepea BbINWCKOW U3 CTauMoHapa

2 BbinonHeHa axokapauorpadus nepen BbIMUCKOW U3 C 5
CcTaunoHapa
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KOH(b]II/IKT MHTEePECOB OTCYTCTBYET.

Bce unenbr Pa0Goueii rpymnmbl MOATBEPAWIM OTCYTCTBUME (MHAHCOBOI IOAJEPKKU/
KOH(QJIMKTa MHTEepPecoB, 0 KOTOPbIX HEOOXOAVMO COOOIINTD.



IIpunoxxenne A2. MeTomosnorusi paspadoTku
KJIMHUYECKMX PeKOMEeHI AU

LeneBas ayauTopus JaHHBIX KINHUYECKUX PEKOMEH Al UIA:

1. Bpau-geTckuit Kapamoaor

2. Bpau-kapauosor

3. Bpau-cepneuHo-CcoCyauUCThbIN XUPYpPT

4. Bpau ynbTpa3ByKOBO AMAarHOCTUKU

5. Bpau-neguaTp

6. Bpau 110 peHTreH3HI0BaCKY/ISIPHOM OMAarHOCTUKE U JIEUEHUIO

B xope paspabotku KP ucronb3oBaHbl HOBasi cucrteMa mkaa YA u YYP njis neueOHBIX,
peadbMInTalMOHHbIX, MPOPUIAKTUIECKUX BMeIlIaTe/IbCTB "u JUAarHOCTUYeCKUX
BMetnaTenbcTB (Tadmuusl 1, 2 n 3), BBemenHas B 2018 r. ®I'BY LIDKKMIT Muusgpasa PO.

Ta6mmua 1. [lIkana oLeHKM ypOBHEN JOCTOBEPHOCTU HoKaszaTenbcTB (V) mjsi MeTOmoB
OVArHOCTUKY (OVMAarHOCTUYECKX BMeIIaTe/IbCTB).

yaa PacwudcdpoBka

1 CucrtemaTnyeckme 0630pbl UCCNEAOBaHMM C KOHTposieM pedepeHCHbIM MeToAOM WM  cUucTeMaTuyeckuii o063op
paHAOMU3NPOBAHHbBIX KITIMHUYECKUX UCCef0BaHUIN C NPpUMEHEHNEM MeTaaHanusa

2 OTaenbHblE NcCneaoBaHUsa C KOHTPOEM pe('bEDEHCHbIM MeTO,D,OM nnn OTLI,eJ'IbeIe PaHAOMU3NPOBAHHbIE KNNHUYECKUNE
nccnenoBaHunda U cuctemaTndeckune O630pb| nccnepoBaHnii noboro ,CLVIBaVIHa 3a UCKNKYEHMEM pPaHAOMU3UNPOBAHHbIX
KIIMHWYECKUX NCCNefoBaHunm C NMPpUMEHEHNEM METaaHaln3a

3 NccneposaHmsa 6e3 nocnegoBaTenbHOro KOHTPOA pecbepeHCHblM METOoA0M, WUIN unccneaoBaHuna cC pecbepeHCHblM
MEeToA0M, He 4ABndrwmMmMca He3aBUMCUMMbIM OT MUccieayemoro Metoga, WM HepaHAOMU3UMPOBaAHHbIE CpaBHWUTEJIbHbIE
nccneaoBaHusd, B TOM YMCne KOropTHble nccnegoBaHMs

4 HecpaBHUTeNbHbIE NCCNEAOBaHUA, ONMCAaHUE KIMHUYECKOro Crly4vas

5 MNmeeTcsa nuwb 060CHOBaHWE MexaHu3Ma AeNCTBUS WU MHEHMe SKCnepToB

Ta6nauma 2. Illkana olleHKM YpOBHeN HOCTOBepHOCTU AoKa3zaTenbcTB (YI) mjsi MeTOIOB
MpOoPMIaKTUKMA, JIeueHus 171 peadbuIMTaIN (mpodmIakTUUEeCKMX, JIe4eOHBbIX,
peadbuIUTALMOHHBIX BMEIIaTeIbCTB).

yan Pacwudposka

1 CucrtemaTtnyeckuin 063op PKW ¢ npumeHeHneMm meTaaHanusa

2 OtaenbHble PKU 1 cuctematmyeckme 0630pbl uccnenoBaHun noboro amsariHa, 3a ucknadeHnem PKW, ¢ npuMmeHeHunem
MeTaaHanusa

3 HepaHAOMU3MpPOBaHHbIE CpaBHUTENbHbIE NCCNEA0BAHUS, B T.4. KOFOPTHbIE NCCef0BaHNs

4 HecpaBHUTENbHbIE WCCNENOBaHUS, OMUCAHME KIMHMYECKOro Cryyas WM Cepumn CyyaeB, MUCCNefoBaHUs «Cny4yan-
KOHTPOJ1b»

5 Mmeetcas nuwb ob6oCHOBaHME MexaHu3Ma AeNCTBMS BMellaTenbCTBa (AOKIMHWUYECKME WCCNefoBaHUs) WM MHeHue
3KCNepToB

Ta6mmua 3. [lIkana oleHKM ypoBHei yoenuTeabHOCTM pekoMeHpanuii (YYP) njst MeTomoB
NMPOPUIAKTUKY, OMATHOCTUKM, JiedeHMs U peabwmmranuym  (IpopUIaKTUUECKUX,
OMArHOCTUYECKUX, TeUeOHBIX, peaduIMTALIMOHHbBIX BMEeIIaTeIbCTB).




YYP Pacwumdposka

A CunbHas pekoMeHaauus (Bce paccMaTpuBaeMble KpUTepumn 3 deKTUBHOCTU (MCXOAb!) SBASIOTCS BaXKHbIMU, BCE
MCCNefoBaHNS WMMEKT BbLICOKOE WM YAOBJIETBOPUTENIbHOE METOA0SIOrMYeckoe KayecTBO, WX BblBOAbl MO
WHTEPECYIOLMM UCXOAAM SBSIOTCA COrNacoBaHHbIMM)

B YcnoBHas pekoMeHaaums (He BCe paccMaTpuBaeMble KpuTepun ahheKTUBHOCTU (MCXOAbl) SBASIOTCA BaXHbIMMU,
He BCe MWCCNefoBaHMA MMEKT BbICOKOE WM YyAOBNETBOPUTENIbHOE METOAO0SIOMMYECKOe KauyecTBO W/UN KX
BbIBOAbI MO MHTEPECYIOLMM UCXOAaM He ABSTCA COrNacoBaHHbIMM)

C Cnabas pekomMeHgauuna (OTCYTCTBVIe A0Ka3aTeNbCTB HaAnexalwero Ka4yecrtea (BCG paccMaTpuBaeEMblE KPpUTEPUN
3d)d)€KTVIBHOCTVI (MCXO,EI,I:I) ABNAKTCA HEBaXHbIMW, BCE WUCCegoBaHMA WMMEKT HU3KOE METOoAO0JIornM4yeckoe
KayeCTBO U UX BblBOAbl MO MHTEPECYOLWMM NCX04aM He ABNIAKTCA COI'J'IaCOBaHHbIMVI)

ITopsioK 0OHOBIEHMS KIVMHUYECKUX PeKOMeHJallMii.

MexaHM3M  OOHOBJIEHMSI ~ KJIMHMUYECKMX  PeKOMEeHJAlMii  MOpemycMaTpuBaeT  UX
CUCTEMATUUYECKYI0 aKTyaJu3aluilo — He peXxe 4yemM OOVH pa3 B TPU roja, a Takke IIpu
MOSIBJIEHMM HOBBIX [AHHBIX C TIO3UIMKM [OKA3aTeJIbHOM MeOUIMHBI 110 BOIIPOCAM
OMArHOCTUKM, JieueHMs, TPOPMIaKTUKM U peadbuaIuTaluyM KOHKPETHBIX 3a00JIeBaHMIA,
HaIMuyuy 000CHOBAHHBIX AOIIOJTHEHMIi/3aMeYaHii K paHee yTBep:kaEeHHbIM KP, HO He uarie
1 pa3a B 6 mecslieB.



IIpunokenue A3. CripaBoYHbI€ MaTepHaJbl,
BK/II0YasA COOTBETCTBYE IIOKA3aHUM K
IIPMMEHEeHWIO ¥ IIPOTUBOIIOKAa3aHuM, CII0CO00B
IIPUMEHEeHUS U 003 JIeKapCTBEeHHBbIX
IpenapaToB, MHCTPYKIIUU 110 IPUMEHEHUIO
JIEKapCTBEHHOrO Iperapara

1.00 ocHOBax OxpaHbl 3M0POBbsl rpaskgaH B Poccmiickoit ®Pemepauymmu (P3 N2 323 ot
21.11.2011)

2. Tlopsamok oOKasaHMsI MEeOUIIMHCKOVM MOMOIIYM OOJbHBIM C CepHeuHO-COCYAUCTbIMU
3a6oneBanusmvu (Ilpukas Munsgpasa Poccuy N2918H ot 15.11.2012)



IIpunokeHue b. AIropUuTmMBI JeiCTBUI Bpadya
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ITpunokenue B. Undopmanust ajisi mamyeHTa

B HacTosiIee BpeMsl COBepIIeHHO OueBUAHBIM siBisieTcs (akT cyuiectBoBaHusi HCA B
OOJBIIMHCTBE C/y4aeB, KaK 4acTy oOIeii 60/e3HM apTepuaabHOM CTEHKM T'e€HEeTUYeCKOTO
npoucxoxnaeHusi. IloaTBepkaeHMeM 3TOMY SIBAseTcs 4Yactoe codetaHue BIIC ¢
reHeTUYeCKMMM CUHAPOMaMu, B 4acTHOCTU ¢ cuHApomoM Williams-Beuren. CTeHO3 MOXXeT
HOCUTb OrpaHMUeHHbIi wan 1Ouddy3HbI XapakTep, U SIBASITbCS COCTaBJISIOIIVM
KOMITOHEHTOM MHOTOCOCYOMCTOTO MOpakeHUsI.

YunuTbiBast JaHHbIE 0OCOOEHHOCTH, KIMHUYECKNEe CUMITTOMbI [TOPOKA MPOSIBJISIIOTCS] HE TOTbKO
CO CTOPOHBI CEPIIEYHO-COCYAMCTON CHUCTEMBI, HO M CO CTOPOHBI IPYTMX OPTraHOB U CUCTEM.

Omnepanys MokaszaHa IaiueHTaM ¢ BpoxkaeHHbIM HCA, korma rpagueHT CUCTOJIMNYECKOTO
IaBjeHMsI Ha YPOBHe cTeHOo3a cocTasjsgeT 50 MM pT. CT. ujiu 6oJbliie. Bo3pacT He MOXeT ObITh
orpannueHueM js Koppekuuym HCA BBuAy IIPOTPECCHMBHOrO XapaKTepa IaTOJOIMMA.
CBoeBpeMeHHOe XMpypruueckoe jedeHue BposkaeHHoro HCA B paHHeM IeTCKOM BO3pacTe
rpefoTBpaliaeT pa3BuUTHe 3a0ojeBaHMiIt KOpPOHApPHBIX apTepuit U, Kak CcJelcTBue,
IporpeccupoBaHmue WuIIeMuUu Muokapga. Kpome Toro, cBoeBpeMeHHass KOPPEeKILMs
HaJK/IAIIAaHHOTO CY;KeHMS A0 IIpeayIIpeskaaeT pa3BUTHE TaKMX OCIOKHEHMI CYII[eCTBOBAHMS
MOpoKa, Kak o6pa3oBaHMe aHeBPM3Mbl BOCXOAsIIEl A0 C ee pacCJIOeHUEM U MTaTOJIOTUYecKue
nsmeHeHus AoK ¢ pasBuTreM Ha HEM 3HAUMMOM PerypruTalyn.

[TaueHTHI ¢ ONEePUPOBAHHBIM ¥ HeomepupoBaHHBIM HCA MOCTOSIHHO JO/KHBI HAXOOUTbCS
1o, IMHAMMYECKMM HaOIogeHueM He TOJIbKO Bpaya-Kapauosiora, HO M JOPyTuUX
Y3KONPOMDUIbHBIX CIEIMATMUCTOB BBUAY BO3MOXXHOCTM MHOTOCOCYAMCTOTO IIOpasKeHMsI,
MIPUBOISIIETO K AUCHYHKINMM HECKOJIBKMX OPTraHOB U CUCTEM.



IIpunoxenue I'1-I'N. IIIKanbI O1l€eHKH,
BOIIPOCHUKMU U Jpyrue OlleHOYHbIe
MHCTPYMEHTBI COCTOSIHMSA MallMeHTa,
IpUBEOEeHHbIEe B KIMHNUYECKUX PEKOMEeHIAIUIX

Her.



