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Cnuncok cokpalieHuun

BIIC — BpoIeHHBIE NOPOKHU CepAaLa

Ao — aopra;

AoK — aopranbHblii K1ana-;

BOJIX — BBIBOIHOM OTJEN JIEBOTO KEIyI0YKa CEPALIa;
I'CJ1 JDK/Ao — rpamiieHT CHCTOIMYECKOTO JIABJICHUS MEK Ty JIEBBIM KEITYA0UYKOM U a0PTOH;
JAMXII — nedext MexKenyJ0UKOBOM MeperopoaKH,;
KI" — xoponaporpadmus;

HCA — HankmanaHHbIA CTE€HO3 aOPTHI;

KT — xommbroTepHas Tomorpadus;

JDK — neBblii xKeny104ex;

MK — MuTpanbHbIi Ki1anaH;

MPT — marauTHO-pe30HaHCHas TOMOTpadus;

OAII — OTKpBITBIN apTepUATIBHBIN MMPOTOK;

19T — mo3uTpOHHO-3MHUCCHOHHAs TOMOTpadus;

®B — ¢pakuus BeIOpoCa;

®K — ¢pubpo3HOE KOJIBIIO;

OKT — snexrpokapauorpadus;

Ox0-KI" — sxokapauorpadusi.

TepMUHbI N onpeaeneHns

Karerepuzamus cepana — WUWHBa3WBHAs MPOIEAypa, MPOBOAMMAs C JICUEOHBIMU HIIU
JMArHOCTHYECKUMHU IENISIMU TIPU TATOJIOTUU CEePACYHO-COCYIAUCTON CHUCTEMBI MYTEM BBEICHHUS
KaTeTepOB B MOJIOCTh CEPALIA UM MPOCBET MarCTPAIbHBIX COCY/IOB.

I'paguent cucromuueckoro nasnenus mexay JOK m Ao — mommuiep-axokapauorpaduueckuit
MoKa3aresb, OTPAKAIONINN CKOPOCTh KPOBOTOKA Yepe3 aopTaNIbHBIN KJIamaH M XapakTepu3yIoUIuit
CTENEeHb CTEHO34a.

Cungpom Williams-Beuren — reHeTudeckuii CUMOTOMOKOMIUIEKC, MPEACTABISIONINI co00M
COUeTaHWE AaHOMAIUU CEePJACYHO-COCYAUCTON CHUCTEMBI C MHOXKECTBEHHBIMH CHCTEMHBIMU
aHOMAJTUSIMU ¥ UMEIOIIIUN B CBOEH OCHOBE HapYIICHHE METAa00IM3Ma KaJIbIIHSIL.

[To3uTpoHHO-3MUCCUOHHASA TOMOTpadus — paAUOHYKIUAHBIA METO UCCIeIoBaHus niepdy3uu
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MHUOKap/1a, IO3BOJISIOLUIUI BBISIBUTH 30HBI H3MEHEHHOTO KOPOHAPHOTO KPOBOTOKA.

Omnepanust Doty — MeToIMKa pacimpeHns BOCXOAAIICH a0pThl C IOMOLIBIO 3aIlIaThl B popme
"mraHoB".

VYpoBenb noctoBepHOCTH gokaszarenbcTB (Y/J]) — creneHb yBEpeHHOCTH B TOM, YTO
HalIeHHBIN 3Q(EKT OT MPUMEHEHHSI METUIIMHCKOTO BMEIIATEIILCTBA SIBJISCTCS UCTUHHBIM [1].

VYposens yoenurenbHoCTH pekoMmenaannii (YYP) — creneHb yBepeHHOCTH B JIOCTOBEPHOCTH
s¢dexTa BMEIIaTeIbCTBA U B TOM, YTO CJIEOBAaHHE PEKOMEHAAIMSAM MPHUHECET OOJIbINE IOJIB3HI,
4YeM Bpejia B KOHKPETHO# cutyauuu [1].

Oxokapauorpadus — METOJ  YABTPA3BYKOBOI'O  HCCIENOBAHMs, HalpaBICHHBIA Ha
uccieoBaHue MOP(OIOTHYECKHX U (DYHKIMOHATBHBIX M3MEHEHHH CepJlia M €ro KJIAMaHHOTO
anmapara.

1. KpaTtkaa wuHdpopmaumsa no 3aboneBaHUd UM COCTOAHUIO (rpynnbl
3aboneBaHU UNN COCTOSAAHUN)

1.1. OnpepneneHne 3aboneBaHUs UNU COCTOSAHUA (rpynnbl 3ab6oneBaHUN UK
COCTOSIHUN)

Bpoxnennelii  HaaximanaHHelii  creHo3  aoptel  (HCA) —  oOcTpykumsi, BbI3BaHHAs
OTpaHUYEHHBIM WM AU(PPY3HBIM CyKEHHEM aopTaJbHOIO IPOCBETa Ha YPOBHE U BBIIIE
CUHOTYOyNsApHOU 30HBL IIpum 3TOM maroioruyeckuil Mpoliecc MOXKET Mopa)xkaTb BCE KPYIHbIE
CUCTEMHBbIE apTEepPHUU: a0PTY, MJIEUEr0JIOBHbIE M a0JOMUHAIBHBIE COCY/IbI, JIETOYHBIE apTEPHU.

1.2. JdtmmonorMa W nartoreHe3 3aboneBaHUsi WU COCTOSIHMA (rpynnbl
3aboneBaHUN UM COCTOSIHNN)

B nomunupyromeM nporeHTe caydaeB BpOKICHHAs MaTOJIOTHs BOCXOAAIIe A0 reHeTUYeCKU
00yCIIOBJICHa MyTalluel WM ACJIeIUeH TeHa 3JIaCTHHA, PACTIONoKeHHOTo B XxpoMocome 7q11.23 [2-
5]. Bpoxnennsnii HCA moxeT BXomuTh B coctaB cuHapoma Williams-Beuren, a B 5% cnydyaes
conyrcTBoBaTh cuHApoMmy Marfan [5-7]. IIpu cunapome Williams-Beuren HCA, kak mpasuio,
COMPOBOXKIAETCA KJIANaHHBIM CTEHO30M JIETOYHOM apTepuu U mepudepuueckuMH JIErOYHbIM
CTeHO3aMH. B nwurepaType BCTpedaroTCsi €AMHUYHBIE COOOLIEHUS O COYETaHHMU JIETOYHOMU
apTepHalIbHOM U MOPTANBHON IMIePTEH3UHU y nanueHToB ¢ cunapomom Williams-Beuren, cxoxem ¢
curapomoM Alagille ¢ upposom [8]. Mmerorcst manubie 0 coyetanuu BpoxaeHHoro HCA ¢ TICA,
KOoapKkTaneii AoO U OTKpPBITBIM apTePUAIBHBIM MPOTOKOM, AEPEKTOM MEXIKEIyJI0UYKOBON
neperopoaku [2, 6, 7]. OOumen3BecTHBIM (AKTOM SIBIISIETCS MATOJIOTHS KOPOHAPHBIX apTEpHid,
compoBokaromass HCA [9]. B npokcHMManbHBIX 4YacTAX COCYJOB MOXKET HaOIH0AaThCs
pacmupenue win ooctpykuus. [Ipu 3ToM CTpyKTypHBIE U3MEHEHHs apTepPHaTbHOM CTEHKH MOTYT
ObITh OOYCJIOBJIEHBI KaK BBICOKMM JaBJICHHEM, TaK M OBbITh 4YacTbl0 TIE€HEPaTU30BAHHOMN
aprepuomnaruu [10].

Mopdonoruueckuii crextp BpoxaeHHoro HCA B HacTosiee Bpemsi JOCTaTOYHO XOPOIIO
mzyueH [3, 11-14], m coBeplIeHHO OYEBHUIHBIM sBIseTcs (akt cymectBoBanus HCA B
OOJBIIMHCTBE Cly4yaeB, Kak 4YacTH oOmieid OoJIe3HM apTepHaJbHOW CTEHKH T'€HETHYECKOTO
npoucxoxaeHus: [6]. CteHo3 MokeT ObITh orpaHudeHHBIM WM Juddy3HBIM. OrpaHuueHHAS
MemOpanosHas ¢popma HCA Hambozee yacto mpenacraBisieT coO0M BBICTYHAIOIIYIO B MPOCBET Ao
NONYJIYHHYIO WJIM  KOJBLUEBUIHYIO MeMmOpaHy (TOJZoOHYI0  KiamaHHOHW — cTBOpke)  [4],
PacIoNOKEHHYIO HEMOCPEICTBEHHO Ha ypoBHe komuccyp AK wiam Heckonbko Bblle. BHemrHwii
auametp Ao mpu 910l popmMe MoxeT ObITh HEe M3MEHEH [3], a MOCTCTEeHOTHYECKOEe paclIMpPEHUE —
orcyrctBoBatk [15]. Ilpu apyroit orpanmuenHoit popme HCA umeercs cyxeHne Ao B Mecre
CT€HO3a C OJIHOBPEMEHHBIM PACIIMPEHHEM CHHYCOB BanbcalbBbl IO THUIY ECOYHBIX YACcOB, 3a YTO
OHa U TMOJTy4YHJia cBoe Ha3BaHue. [Ipu ganHON popMe aHOMAIMM MMEET MECTO YTOJIIEHUE HHTHMBI
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B (hopMe BHYTpeHHEH CKIaJKU MM TPEOHs, KOTOPbIE 3HAUYUTEIILHO YBEITHMUMBAIOT CTEHO3 U MOTYT
Jae 3aKpbIBaTh YCThE JIEBOW KopoHapHOU aprtepuu [16]. Tlommumo 3TOrO, KOMHCCYpajbHBIC
y4dacTku cTBOpoK AoK Moryr mpupactaTh Ha pa3HOM NPOTSHKEHHH K CTEHOTHYECKOMY T'pEOHIO
(vame yieBasi KOpoHapHasi CTBOpKa) [4, 13], uTo Takke yCUIMBAEeT OOCTPYKIHUIO YCThsI KOPOHAPHOU
aprepuu. OnHaKo, dYalle OTMEYaeTcs JWIaTalusl YCTbeB KOPOHApPHBIX apTepHil BCIIEICTBUE
MOBBIIICHHOTO JaBJCHUS HW)KE YpoBHS crTeHo3a [17]. Ilartonorus KOpOHApHBIX apTepuil —
npusHanHas ocobernnocts HCA [9, 10].

bonee penxoit sBnsiercs muddysnas dopma BpoxkaenHoro HCA, koTopswlii mpeacTaBisieT
co0oii TyOynsipHOE Cy)KXEHHE, PaclpOCTPaHSIONIeecs] Ha BCIO JIMHY BOCXOAAIIEH A0 C 3aXBaToMm
ayru Ao W naxe ycrbeB OpaxuonedanbHbIX cocymoB. IIpu sToM, Kak HpaBHIIO, OTMEYAETCs
mudpdy3HOoe YIUIOTHEHHE M yToJeHue cTeHKu Ao 1o 5-6 MMm. [lannas dopma HCA Takxke
XapaKTepU3yeTcss HaJM4YMeM HM3MEHEHHBIX U YTONIIEHHBIX CTBOPOK KJamaHa, KOTOpbIE B psJle
cllydaeB MOTYT TpHpacTtaTb K CTeHKe Ao B cuHOTYOymspHo#l 30He [4]. CoriacHO IaHHBIM
TUCTOJIOTMUYECKUX UCCIe0BaHUN MOPQOJOTHYECKUM CyOCTpaTOM MATOJOTHU CTEHKH AO SIBISIETCS
JUCIUIA3UST MBILIEYHOTO CJIOS COCYIOB M 3aMEUIEHUE DHHJIOTENUS COECIUHUTENIbHON TKaHbIO,
oOorameHHol kosareHoM. [larosornueckuif mpomecc B aOpPTaJbHOW  CTEHKE  MOJKET
pacnpoCTpaHATbCS AUCTAJIbHEE IYTU U JIaXKe 3aXBAaThIBATh OPIOIIHYIO AO C MOYEYHBIMU apTEPUIMU

1.3. Annaemmonorus 3aboneBaHUsi ULNIM COCTOAHUA (rpynnbl 3aboneBaHUn unun
COCTOSIHUN)

Ceenenns o pacrnpoctpaHeHHOcTH noiHoro cunapoma HCA mpornBopeuuBsl. 1lo 1aHHBIM
OJIHMX HWCclieoBaTenet, yacrora ero cocrapmsier 1:100000, mo mamabiM apyrux — 1:25000
HOBOPOXKJEHHBIX [2, 6]. [To Habmogenusm M.I'. biiromuHO# B Halelt cTpaHe CHHIIPOM BCTpeYaeTCs
3HAYMTENIBHO Yarlle — y oaHoro u3 3500 HoBopoxkaeHHbIx [18]. KomuuecTBo omeparuii KOppeKIuu
HCA B Poccum cocraBmser 0,27% oT Bcex omepaiuid, BbINOJHEHHbIX 10 mnoBoay BIIC.
JletanmpbHOCTh TPU BBIMIOJHEHHH NOJOOHBIX omepaiuii cocraBwiaa 0% B 2015 r. [19]. HCA ¢
OJMHAKOBOM YaCTOTOM BCTPEYAETCA KaK y JETEH )KEHCKOT0, TaK U MYKCKOT0 ToJia.

[Ipu cungpome Williams-Beuren Bpoxnaenusiiit HCA pocratouno wacro (mo 83% ciiyuaes)
COUETAETCSI CO CTEHO30M JIETOYHOIO CTBOJA M MepueprUuecKUMU CTEHO3aMU JIETOYHBIX apTepui,
HaJIMYKE KOTOPBIX IPUBOIMT K MEPErPy3Ke U rUIepTpo UK IIPaBoro Keiyaouka cepama [21-23].

I[Tomumo ero coueranmst ¢ cuHapomom Williams, HCA BcTpewaercsi B HacieICTBEHHOM,
ayTOCOMHO-JIOMUHAHTHON ceMelHoi (¢GopMe 0e3 HEecOCyIuCThIX OCOOEHHOCTEH CHHJIpOMa
Williams, u kak cnopagudeckue ciaydaun "uzoimupoBanHoro" HCA [3, 6]. I'mctomoruueckue
UCCIIEIOBAaHUS TEPBOHAYAILHO YKa3bIBaJld Ha CXOJCTBO OCHOBHOM MAaTOJOTMHM INPU BCEX TPEX
dopmax HCA [4]. B HacTosiiiee BpeMsi yCTaHOBIJICHO, YTO Y MAIIMEHTOB ¢ cuHapoMoM Williams, ren
ANIaCTUHA YJAaJeH WIM pa3pylleH BMECT€ C MHOKECTBOM COCEIHHMX T'€HOB, KOTOPbBIE, BEPOATHO,
SBJIIOTCST BOXXHBIMU JUI JIPYTUX OcoOeHHOocTed cuHapoma [23, 24]. Y manueHTOB ¢ ceMeWHOi
dopmoit HCA (me Williams) reH smacTuHa MOABEPTHYT TOJBKO IMEPEMEIICHUI0 WA TOYEUHOM
MyTanuu ¢ notepeit ¢pynkuuu [25, 26]. [lamuentsl co "cnopanudeckoit” dpopmoit HCA sBnstorcs
WM YJIEHAMH CEMEICTBa, HECYILEro MYTAllMIO TeHa 3JIaCTHHA C CYOKIMHUYECKUM (PEHOTHUIIOM, WU
HECYT JIEeKT reHa MaCTHHA KaK HOBYIO MyTaruio [5].

Coueranue BpoxaeHHoro HCA ¢ MynbTUCHUCTEMHON maTojorueil (B OOJBIIIOM MPOLIEHTE
CllydaeB) OMpeAeNsieT €CTeCTBEHHOE TEUYEHHE MOpOoKa U €ro ociokHeHus. Kak CBUIETENbCTBYIOT
JaHHBIE JUTEpaTypbl, C TEUEHHWEM BpPEMEHHU HaAOII0JaeTCsl MPOrPEeCcCCHPOBAHME HATKIAMaHHON
oOCTpyKIMM AO M HEKOTOPBIA perpecc CTEMEeHHM JerOYHbIX CTeHO030B [27-29]. Tak kak mpu
TeHeTUYECKUX CHUHApoMax, coueratomuxcs ¢ HCA, wumeer MecTo MylIbTHApTEpUATbHOE
MOpaXeHHe, TO MPOTPECCUPYIONINI CTEHO3 TIOYEYHBIX COCYAOB MOXET MPHUBOJIUTH K
BO3HMKHOBEHHUIO Ba30pPEHAILHON THNEPTEH3UHU, a 1epeOpaIbHBIX COCYI0B — K HEBPOJIOTHYECKUM
OCIIO’KHEHHUSI.
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1.4. OcobeHHOCTU KoAupoBaHus 3aboneBaHUsi WM COCTOSAAHMA (rpynnbl
3aboneBaHun unu coctosiHun) no MexayHapoaHOM cTaTU4YecKoW Knaccudukaumm
6one3Hen n Npo6nem, CBA3aHHbIX CO 340POBbLEM

Q25.3 — HamkamaHHBIA A0PTATBHBIN CTEHO3

1.5. Knaccudmkauma saboneBaHMA unm cocTosHUA (rpynnbl 3aboneBaHun unum
COCTOSIHUN)

JUis  OneHKM CTeleHW BbIpakeHHOCTH BpoxzaeHHoro IICA  Takke HCHOJB3YHOTCS
reMoJJMHaMH4ecKHe Kiaccu(uKaluy, OCHOBaHHbIE Ha 3HAYEHUSAX MakcuMalibHoro u cpeanero I'CJ]
JDK/Ao, koTOpBI€ Ipe/ICTaBIeHbl B KITMHUUECKUX peKOMeHAausIX o BpoxkaeHHoMy KCA.

B HIICCX um. A.H. bakynesa B 2003 r. s obneruenus BpIOOpa TAaKTUKH XUPYPTHUECKOTO
neuenus BpoxzaeHHoro HCA npemnoxena crnenymoomas Kiaccudukanus, OCHOBaHHas Ha
MOPQOIOTHYECKHUX TUIIAaX Mopoka [6]:

I. ®opma HaAKIIAMIAHHOTO CTEHO3a A0PTHI
1. JloxaneHas gopma:

A. MmeMOpaHO3Has;

b. "mecounsie yacer";

2. Juddysnas popma:

A. IO IPOTSHKEHHOCTH

- BOCXOJIAIIIasi a0pTa J0 OTXO0XKJIeHUs OpaxuolieaibHbIX COCYIOB;
- BOCXOJdIIIasg aopTa + ayra aopThl.

b. no crenenu runomnazun

- YMEpEHHas;

- BBIPA)KEHHAI.

II. BoBiieueHHOCTH B IIPOIIECC KOPOHAPHBIX apTEePHUid:

- OTcyTcTBYET 3HAaYMMast MaToJIOTUsSI KOPOHAPHBIX apTepuil;

- Imeetcs naToyiorust KOPOHAPHBIX apTEePUL:

A. punaTtanus KOpPOHApHBIX apTepuil (JieBasi KOpOHApHas apTepus, IpaBas KOpOHapHas
apTepus, 00e KOpOHAPHBIC aAPTEPHH ),

b. creno3 kopoHapHbIX apTepuii (JeBasi KOpOHapHas apTepus, MpaBasi KOpOHapHas apTepus,
00€ KOpOHApHBIC aPTEPUH).

III. BoBneuennocts B mporiecc AoK:

- OTcyTCTBYET MAaTOJIOTHS KiIanaHa.

- Hanuuue naTonoruu kiamana:

A. matosiorust (uOPO3HOTO KOJIbIIA KJIarmaHa (CTEIeHb TUIOTLIa31H )
b. maTonorus cTBOpok KiamaHa.

1.6. KnuHu4yeckas KapTuHa 3aboneBaHMA wNM  COCTOAHMA  (rpynnbl
3aboneBaHUN NN COCTOSIHUMN)

Knuanueckum otnnunem BpoxkaeHHoro HCA ot apyrux ¢opm o6crpykuuu BOJDK sBnsercs
4acToe COYeTaHHWEe HTOr0 THMAa TMOPOKAa C MHOXKECTBEHHBIMH CHCTEMHBIMH aHOMAIMAMU U
reHeTHYeCKUMHU cuHApoMamu. Kak yxke ykasbiBajoch Bbllle, BpokaeHHbld HCA Bxomur B
cuMnrTomMokomIiekc cuaapoma Williams-Beuren, npencrasistomniero cob6oit couetanue aHOManui
CEepACYHO-COCYUCTON CUCTEMBI C MHOXKECTBEHHBIMU CHUCTEMHBIMH AHOMAIUSIMH U UMEIOLIETO B
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CBOEHl OCHOBE HapylleHue MeTabosin3Ma Kanplus. /et ¢ JaHHBIM I'€HETHMYECKUM CHHIPOMOM
OTCTAlOT B (PU3UYECKOM Pa3BUTHH, UMEIOT MPOOIEMBI CO CTOPOHBI JKETYI0UHO-KUILIEYHOTO TPAKTA
(KuIleuHble KOJMKH, 3allopbl, I[OHOCHI), OTJIMYAIOTCSI TUIIEPUYBCTBUTEIBHOCTBIO K 3BYKaM.
XapaKkTepHOH SBISETCS BHEIIHOCTh pebeHka — Gopmupyercs auio "subda" ¢ BBICOKUM, HIMPOKHM
M BBITYKIBIM JIOOM, BBICTYMAIOIIUMH CKYJIAaMH, OOJBIIUMH OKDPYIJIBIMH YITHBIMH PaKOBHHAMH.
JlocTaTOYHO 4YacTO KMMEETCSl MAaToJIOTHS YEIIOCTHO-JIUIEBOW CHCTEMBI, pPa3IMyHble AHOMAJIUU
pa3BuUTHs 3yOOB, MATOJIOTHS PaxyXKHOW OOOJOYKH IJa3a, Kocoriasue, maxosast rpepka. [lo mepe
pocta peOEHKa CHHIPOM MOXKET OCJOXHSTBHCS PAa3BUTHEM CHCTEMHOM THUIEPTEH3UH,
3a00JIeBaHHUSIMHU JKEIYJIOYHO-KUIIEYHOTO TPAKTa U YPOJIOTHYSCKUMU 3a00sieBanusiMu [2, 23, 24].

I[Tomumo ero coueranmst ¢ cuaapomMoMm Williams, HCA BcTpeuaeTrcst B HacieICTBEHHOM,
ayTOCOMHO-JIOMUHAHTHOM ceMelHHOi Qopme 0e3 HECOCYAUCTHIX OCOOCHHOCTEM CHHIpOMA
Williams, u kak cnopaandeckue ciydaun "m3ommpoBanHoro" HCA [3, 5]. I'mcronorumyeckue
UCCIIEIOBAaHUS MEPBOHAYAIbHO YKa3bIBaJld Ha CXOJCTBO OCHOBHOM MAaTOJOTMM INPU BCEX TpPEX
dbopmax HCA. B Hacrosiiee BpeMsi YCTaHOBJIEHO, YTO Y TAIMEHTOB ¢ cuHApomoMm Williams, rex
ANIaCTUHA Y/AaJeH WIM pPa3pylleH BMECT€ C MHOKECTBOM COCEIHUX T'€HOB, KOTOpPBIE, BEPOSITHO,
SBIISIFOTCSL BXKHBIMH JUISL PYTUX OCOOCHHOCTEH cuHIpoma [23, 24]. Y mamueHToB ¢ CeMeHHOM
dopmoit HCA (me Williams) reH snacTiHa MOIBEPTHYT TOJBKO TMEPEMENICHUI0 WM TOYSUHOH
MyTaruu ¢ notepeit ¢ynkmuu [25, 26]. Ilamuentsr co "cnopaanueckoir" Gopmoit HCA sBasttoTcst
WM YIEHAMH CEeMEICTBa, HECYILEro MyTallMI0 T'eHa 3JIaCTHHA C CYOKIMHUYECKUM (PEHOTUIIOM, WU
HecyT Je(eKT reHa d1acTHHA KaK HOBYIO MyTaruio [5].

Coueranue BpoxaenHoro HCA c¢ mynbTucuCTEMHON mnaTojorueil (B OOJIBIIOM MPOLIEHTE
CllydaeB) OIpeeNsieT €CTEeCTBEHHOE TE€UYEHHE MOpOoKa U €ro ocioxHeHus. Kak CBUIETENbCTBYIOT
JaHHbIE JIUTEPaTypbl, C TEUEHHWEM BpPEMEHHU HAOII0JAeTCsl MPOrPEeCCUPOBAHME HAIKIAMaHHON
0OCTpYKIIMM AO M HEKOTOPBIA PETpecC CTEMEHH JIETOYHBIX CTEHO30B [5, 27-29]. Tak kak mpu
FEHETUYECKUX CHHApoMax, couetatomuxci ¢ HCA, wumeer MecTo MyNbTHAPTEPUATIBLHOE
MOpaXEHHe, TO MPOrPECCUPYIONINI CTEHO3€ TOYEUHBIX COCYIOB MOXET NPHUBOIUTH K
BO3HMKHOBEHHIO Ba30pEHAIbHON TMIEPTEH3UHU, a LepeOpalIbHbIX COCYA0B — K HEBPOJIOTHYECKUM
ocnoxxaeHus. [lanmentsl ¢ BpoxkaeHHBIM HCA Takyke OTHOCST K TpyNIle pUCKa M0 BOSHUKHOBEHUIO
BHE3aMHOW CcMepTH, OOYCIOBJICHHONW HapacTaHHWeM OOCTPYKLHMHU KOPOHApPHBIX apTepHil WM Ke
MIPOrPECCUPYIOLIUM CTEHO30M BBIBOJHBIX OTAENIOB 000UX JKETYA0UYKOB Cep/IIa.

2. [InarHocTtuka 3aboneBaHUs UMK COCTOSAHUA (rpynnbl 3aboneBaHMKU WU
COCTOSIHUW) MeAULMHCKME MOKa3aHMA W MNPOTUBOMNOKA3aHUA K NPUMEHEeHUIo
MeTO[0B ANarHOCTUKMU

Huarno3 HCA Bepudumupyercs Ha OCHOBAHHMM CBOJHBIX JIQHHBIX JKalno0 pojuTeneit
NAIMEHTOB, KIMHUYECKUX HPOSBICHUH NOPOKA, JAHHBIX J1a0OpaTOPHBIX M HHCTPYMEHTAJIbHBIX
METO/IOB UCCIICIOBAHMSI.

OcnoBononaratomum B auarHoctuke HCA  sBisercs oOHapykeHHE TIeMOJUHAMUYECKU
3HaYMMOTO CyXeHHUs Ao, pacroJjararollerocs Bbllle ypoBHs kianaHa. Haumbosee mpuemiemoit
reMoJiMHaMU4ecKoi Kiaccudukanuei crernenu creHoza BOJDK sBnsercs rpaganus, oCHOBaHHas
Ha BenmuunHax MakcumanbHoro I'CJl JIDK/Ao. CormacHo 3To#l kiaccuduKaluu Bce MaMEHTHI
MOTYT OBITh pacnpezeneHsl Ha 3 kiauHudeckue rpynmsl [30]:

- yMepeHHbIi aopransHblii cteno3 — ['CJ] JDK/Ao 1o 50 MM pr.cT.;

- BeIpaXXeHHbIH aopTanbHblil creHo3 — I'C/] JDK/Ao — 50-80 mm pr.cT.;

- pe3kwuii aopranbHbii cteHo3 — ['CJ] JIDK/Ao > 80 mm pr.cT.

CornacHo craHnmapram OoJjie3Hel KilamaHoB cepiua, paspabotanHeiM B 2006 T.
AMEpHUKaHCKOM  KOJUIETMEW KapauoJIoroB M AMEpUKAaHCKOH accolualued KapauoJIoTOB
(ACC/AHA), cremneHb TsDKeCTH CTeHO3a A0 MOXET OBITh OlleHEHa Mo BenuuuHe cpeanero I']]
JDK/Ao. B cOOTBETCTBUU C 3TUM BBIJIEJISAIOT:
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- He3HAYUTENbHBIN cTeHO3 (cpennuii rpaguent aasienus JK/Ao menee 25 M pT. CT.),
- YMEpEeHHbIH cTeHo3 (cpeanuit rpaguent aasnenus JK/Ao — 25-40 mwm pT. cT.),
- BBIP@XXCHHBIN CTEHO3 (cpenHuii rpaauent nasienus JOK/Ao 6onee 40 M prt. CT.).

2.1. XKano6bl n aHamMmHe3

- Pexomenmyercs Ha JTane AWArHOCTHKU cOOp aHamMHe3a W JKajlo0 y BCEX IMAalMEHTOB
(poauTeneit nmaruentoB) ¢ mogo3penrem va HCA [2, 6, 7, 18].
(YYPC, Y1 )5).

- Pexomennyercs mpu cOope aHamMHE3a M Kalo0 pacCIpOCHTh POAWTENEH MNanueHTa o
HAINYAH y peOCHKa OTCTaBaHUS B (PU3MUECKOM PA3BUTHH, MOBBIIICHHOW YTOMIIIEMOCTH, OJBIIIKA
(0ocobeHHO TmpH  (QU3MYECKONW AaKTUBHOCTH), MpPHUCTyNaxX CcepaleOneHus, BO3HUKHOBEHUU
CHHKOTIAJIBHBIX  COCTOSIHUM, CTEHOKapauTHYecKnx Ooysax. Taxke mamueHTsl (WM WX
POJICTBEHHHUKH) MOTYT TPEIBSBIATH XKaJIOOBI, XapaKTePHBIE JJIsI COMYTCTBYIOMIMX T€HETHYECKUX
CHHJIpOMOB [2, 6, 7, 18].

YYPC,YIAH5).

Kommenrtapuu: Jletu ¢ cunapomom Williams-Beuren otcraior B (uznueckoM pa3BUTHH,
UMEIOT TPOOJIEMBI CO CTOPOHBI JKETYAOYHO-KUIIEYHOTO TPaKTa (KUIIEYHBIE KOJUKH, 3aIlOpBI,
MTOHOCHI ), OTIIMYAIOTCS TUTIEPYYBCTBUTEIBHOCTHIO K 3BYKaM.

- PexomeHmyercs mpu cOope aHamHe3a 3a00JICBaHHs ONPOCUTH POJHUTEICH HaA HAITUYHC
KOHCYJ’II—;T&HI/II/I Bpaqa-reHeTHKa (o} )IOKYMeHTaJ'II)HI)IM HO}ITBep)KJIeHI/IeM/HHI/I OHpOBep)KeHI/IeM
COITYTCTBYIOIICH reHeTHYeCKOi marooruu [5, 23, 24].

(YYP C, YO/ 4).

- IIpu ocmoTpe pekoMeHayeTcsi 0OpaTUTh BHUMaHHWE HAa BHEIIHWM BUJ MAIEHTa, KOTOPBI
MOXXET OBbITh JIOCTATOYHO XapaKTEPHBIM MPH HAJIUYUH COMYTCTBYIOIIEH T'€HETHYECKOM MaToioruu
[2, 5, 23, 24].

(YYPC, YOI 4).

KommenTapun: XapaktepHol uisi manueHToB ¢ cuHapoMoM Williams-Beuren sBasiercs
BHEIIHOCTh pebeHka — (opmupyercs aumo "auibda" ¢ BBICOKMM, HIMPOKUM U BBIIYKJIBIM JIOOM,
BBICTYNAIOUIUMHU CKYyJaMH, OOJBIIMMHM OKPYTJBIMH YIIHBIMH pakoBHHamH. JloCTaTOYHO dYacTo
MMEETCSl TATOJOTUSl YENIOCTHO-JIHMIIEBOM CHUCTEMbI, pa3IUYHbIe aHOMAaJIMH pa3BUTUSA 3YOOB,
MATOJIOTUA Paly’KHOI 000JIOUKH TJ1a3a, KOCOTrIa3ue, axoBasi rpbhKa.

2.2. ®usnkanbHoe obcnegoBaHue

- Pexkomenmyercss Bo Bpems (u3MKaIbHOTO 0OCHenIOBaHHS OOpaTUTh BHUMAaHHE Ha
HaIbIAlKI0 U IEPKYCCHIO 00JIACTH Cep/lia U cocyoB mieu [2, 18, 21, 23, 24].

(YYPC, Y1 5).

Kommenrtapuu: Ilpum oOcienoBaHWM MAllMEHTOB MOXET OTMEUYaThCs IMEPKYTOPHOE
paciiupeHue TpaHHUI] cepima BieBo BcaeactBue runeprpoduu JDK, a npu mnanpnanuu
OTIpeJIeNIIeTCS PA3JIUTON BEpXYIIEYHBIH TONYOK. B psime ciaydaeB Ha OCHOBaHUU Cep.Ia
MaIbIIaTOPHO OMPEENSIEeTCS CHCTOIMUYECKOE IpO’KaHHe, MepeAarolieecs B SAPEMHYIO SIMKY U IO
XOJTy COHHBIX apTepuH.

- Pexomenmyercs BO BpeMs (uU3MKaIbHOTO OOCIeIOBaHHS OOpaTUTh BHHMAaHHE Ha
ayCKYJIbTAIMIO CEP/lla U COHHBIX apTepHil C IENbI0 OIIEHKU cTeneHu BeipaxkeHHocTn HCA [2, 18,
21, 23, 24].

(YYPC, Y1 )5).
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Kommenrtapuu: Ilpu ¢usukamsHOM 00CiIeIOBaHUU MAlMEHTOB C BpoxkiaeHHbIM HCA
oOpamjaer Ha ce0s BHHMaHHME HECKOJBKO OTIMYHAs ayCKyJIbTaTHBHAas KapTHHAa MoOpoka: 1)
OTCYTCTBYET CHUCTOJIMYECKMH ILIenuoK HaJg AoK, a snuueHTp cucrojmyeckoro myma Hajg Ao
CMEIIEH BBIIIE, YeM MPHU CyOaopTaIbHOM 00CTPYKLIMH; 2) OTMEUAETCS aKIEHT TOHA 3aKpbITui AoK;
3) Iuactoiauueckuil 1IyM HenocTaroyHocTH AoK BeichmymmBaeTcst KpaiiHe peako; 4) MOXeT
BBICIIYILIMBATHCS CUCTOJIMYECKHH 1IyM B MPOEKIUH JIETOYHOI'O CTBOJIA.

- Pexomenayercst BO BpeMs (U3MKAJIBHOTO HCCIIEJOBAaHUS OLICHUTH IYJIbCALMI0O HAa 00eux
BEPXHUX KOHEYHOCTSX MAllMEHTAa, U ITPOU3BECTU CPABHUTEIBHBIM aHAIN3 MOJYYEHHOTO pe3ysbTaTra
[2, 18, 21, 23, 24].

YYPC,YIAH)5).

KommenTapun: Ilpu pacnpocTtpaHeHun CTeHO3a Ha AYry A0 M NOJAKIIOYAYHYKO apTEpHUIO
MOJKET HabJI0AAaThCsl ACHMMETPUS ITyJIbca — MyJIbC HA JIEBOM pyKe MOKET OBbITh OCIalIIeH.

- PeKOMCHHyeTCfI BO BperI q)HSI/IKaHI)HOFO HCCIICO0OBAHUA I/I3M€pI/ITB apTepI/IaIII)HOC JABJICHUC
Ha O6€I/IX BCpXHI/IX KOHCUYHOCTAX ITallM€HTa, U HpOI/ISBCCTI/I CpaBHI/ITeJII)HI)IfI aHaJIn3 HOJ'IyLIeHHOl"O
pesyibrara [2, 18, 21, 23, 24].

(YYPC, YOI 5).

Kommenrapuu: [Ipu u3mMepeHnn apTepraaIbHOTO JaBACHHS €ro MOKa3aTeld Ha MpaBOi pyKe
MOTYT OBITH BBIIIIE, YEM Ha JIeBOI (IIpH paclpoCTpaHEHUH CTE€HO3a Ha AYTYy Ao U MOJKIIOYMYHYIO
apTepuIo).

2.3. JlabopaTopHble AMarHoOCTU4YeCKue uccnenoBaHus

- PexomeHnyeTcss BceM mMalueHTaM Iepes MPOBEACHHEM XHPYPrHUECKOro BMEIIATEIhCTBA
BBITIOJIHEHHE KOAaryJlorpaMMbl (OpUEHTHPOBOYHOTO HCCIIEIOBAaHMS CHUCTEMBbl Te€MOCTa3a) U
UCCIIEIOBAaHUE YPOBHS TPOMOOLUTOB B KPOBH JUIsi MPOTHO3a pPHCKA IEPUOTEPAIITOHHBIX

KPOBOTECUEHH U BEIMYMHBI KpoBomoTepu [41, 42].
(YYPC,YI1)5).

- PeKOMeHI[yeTCSI BCEM IManMeHTaM IEPEC] MPOBCACHUCM XHPYPrud€CKOIo BMEMIATCIIBCTBA
BBIITOJIHCHHC O6HICFO (KJ'II/IHI/ILICCKOFO) aHaJlM3a KpOBH  PA3BCPHYTOI'0  IJId  BBIABIICHHUSA

J0OTIEPAIIMOHHON aHEMHUH U €€ CBOCBpEeMEHHOM Teparnuu [41, 42].
(YYPC, Y1 )5).

- Pexomenpayercs Bcem manuentam ¢ HCA u cunapomom BumbsiMca mepen mpoBeleHUEM
XAPYPrUYeCKOT0 BMEIIATEILCTBA HCCIICOBAHUE YPOBHS OOIIEro KajiblMsg B KPOBHU IS
[IPOrHO3UPOBAHMS TEUECHHUS MMOCIEONEpalMOHHOro nepuoaa [5, 18, 21, 23, 24, 28].

(YYPC, Y1 4).

KomMenTapuu: VY mnanueHTOB ¢ CHHApOMOM BuibsiMmca ypoBeHb Kalbliii B KpPOBHU, Kak
MIPABHUIIO, 3HAYMMO TIOBBIIIICH.

2.4. UHCcTpyMeHTanbHble AuarHoctuyeckue uccriegoBaHus

- Pexkomengyercs BceM mamueHtam ¢ noxo3spenneM Ha HCA  perucrpanus
ANIEKTpOKapanorpammel [2, 6, 7, 18].

(YYPC,Ya1)5).

Kommenrtapun: Ha OKI' moxHO BbIsiBUTh runeprpoduto JDK pasnuunoit crenenu. Taxxe
BO3MOJKHBI MILIEMUYECKUE U3MEHEHMS B 3aBUCHUMOCTU OT TSKECTU OKKIIFO3UU BBIBOJAHOIO TPaKTa
JDK u crenenu nopakeHusi KOpPOHAPHBIX apTEPHA.
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- Pexomennyercs BceM manueHTaMm ¢ auarHoctupoBaHHeiM HCA, umeromuMm B aHaMmHe3e
MPUCTYIIBI IOTEPH CO3HAHUS, BBHITIOJIHEHNE XOJITEPOBCKOIO MOHUTOPHUPOBAHHUS CEPJCUHOTO PUTMA C
LEJBIO BBISIBIICHHS HAJIMYMS BO3MOXKHBIX TPAaH3UTOPHBIX HapylieHwuii [2, 6, 7, 18].

(YYP C, VI )5).

- Pexomennyercst Bcem manmentam ¢ HCA BoInodHEHHE peHTreHorpaduu OpraHoB TpyTHON
KJICTKU B TpeX mpoekuusix [2, 6, 7, 18].

YYPC,YIAH)5).

KommenTtapun: JlaHHOE MccieoBaHUE IPOBOIUTCS C IENbIO OLIEHKU KOH(GUIYpaIluy Cep/ma
U OLEHKM JIETOYHOTO pHUCYHKa. PeHTreHosnoruueckas kaptuHa BpokjaeHHoro HCA
XapaKTEPU3yeTCs YCWICHHEM JIETOYHOTO PHUCYHKa W YBEIMYEHHUEM DPa3MEpOB JIEBBIX OTICIIOB
cepaua (Mpu HATUYUM TEMOJMHAMMYECKH 3HAYMMOIO HAJKIIAlIAHHOTO CYKEHHUs) U HE HMEET
CHenU(pUUECKUX MPU3HAKOB, 32 UCKIIFOUEHUEM OTCYTCTBHUSA IIPH HEM PACIIMPEHUs BOCXO e Ao.

- Pexomennyercs Bcem mamueHtam ¢ HCA  BbImojgHeHHWE  TpaHCTOpaKaJlIbHOU
axokapauorpaduu [2, 6, 7, 18, 45].

(YYPC, YOI 4).

KommenTtapun: OCHOBHBIMH TO3ULMAMM JUI  BH3yaldu3alMu BbIBOJHOTO Tpakrta JDK
SIBJISIFOTCA: MTapacTepPHAIbHASL NMO3UIKS B MPOEKIMK 1o JUIMHHOW ocu JUK m mo xopoTkol ocu Ha
ypoBHe AoK, anukanbHas 5-TH KaMepHas MO3ULMUS, a TaKKe CYOKOCTaJIbHBIN JAOCTYI B MPOEKINH
o jummHHONW ocu BOJDK u cynpacTepHanbHbBIN B MPOEKIMH MO JUIMHHOM ocu Bocxoasmed Ao. C
nomoieio DXO-KT' onpenensitor mopdosioruto u creneHb oocTpykiuu, pazmepsl BOJDK u ©K
AoK, Bocxonsameit Ao, pynkuuto JOK u conmyrcrByrounue BIIC. Takxke omnpenensitoT cOCTOSIHHE
BBIBOJTHOTO TPaKTa IPaBOTO KEIyl0YKa U HaIM4YME/OTCYTCTBUE OOCTPYKLIMU HA YpOBHE JIETOYHO-
apTepHAILHOTO pyca.

- Pexkomenayercss BceM nanmuMeHtamM ¢ auarHoctupoBaHHbiM  HCA  BhImosiHeHHE
yIIbTPa3BYKOBOH Jomruieporpaduu apTepuil BEpXHUX KOHEUHOCTEH W IYIJIEKCHOE CKaHMPOBAHHE
OpaxuoredanbHBIX apTEPUil C IBETHBIM JOMIIJICPOBCKUM KapTHPOBaHHUEM KpOBOTOKa [2, 6, 7, 18].

(YYPC, YOI 5).

Kommentapuu: Y mnammentoB ¢ HCA u cunapomoM BuibsimMca MOXET HMETh MECTO
00CTPYKTUBHOE MOPaKEHHUE COCYIOB AYr'H A0, KaK MPOSBICHUS I'eHEepaTu30BaHHON apTeprUONaThu.

- PexoMenayercsi BceM marueHTam ¢ aquarHoctupoBaHHBIM HCA BBITIOJHEHHE JYIICKCHOTO
CKaHMPOBaHHUs apTepuil mouexk [2, 6, 7, 18, 46].

(YYPC, YOI 5).

Kommenrtapuu: Y mnauuentoB ¢ HCA u cunapomom BunbsiMca MOXET HMETb MECTO
OOCTPYKTHBHOE MOPAKCHUE COCYIOB TOYEK, KaK MPOSBICHUS IeHEPAIN30BAaHHON apTepHOIATHH,
YTO MOXET IPUBOJIUTh K BOSHUKHOBCHHIO Ba30PEHAILHOW THIIEPTECH3HU.

- PexoMeHyeTcs BceM malMeHTaM ¢ yCTaHOBJIEHHbIM O JaHHbIM DXO-KI'-uccienoBanus
muarnozoM HCA ¢ I'C/] JDK/Ao 6om1ee 60 MM pT.CT. (BBIpQXKEHHOM U PE3KOM a0pTajIbHOM CTEHO3E
COTJIACHO T'eMOJMHAMUYECKOW KiacCH(PHKAIMN) BBIMOJTHEHHE YPE3BEHO3HON KaTeTepu3aluu
cepaIia U peTporpagHoi KaTeTepu3alliy JEBhIX OTACTIOB Ceplla ¢ IEBOM BeHTpUKyIorpadueii [ 2, 6,
7, 18, 30].

(YYPC,Ya1)5).

KommenTapuu: [IpoBeaenne perporpagHoil KaTeTepu3aliy JIEBBIX OTIEIOB CepJla U JIEBOU
BeHTpuKynorpapun npu HCA m03BONSET YTOYHUTH YPOBEHb U MPOTSHKEHHOCTH OOCTPYKIIUU
BOJDK wu omnpeneauTs reMOJAMHAMHYECKHE MapaMeTpbl CTEHO3a. BkiloueHne B TPOTOKOI
WCCIIETIOBAHUS JIEBOM BEHTPUKYIOTpaduu MO3BOJSIET OIEHUTH pa3Mmepbl mojioctu JIK u creneHn
ero TumepTpoduu, a TaKkKe BBIIBUTH HAJIMYME/OTCYTCTBHE BHYTPHIKEIYIOYKOBON OOCTPYKIIUH,
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OLICHHTh COKPAaTUMOCTb, a TaKKe HaJMYME/OTCYTCTBUE €ro aHeBpH3MbL Upe3BeHO3Has
KaTeTepu3als ceplia JacT BO3MOXHOCTh OILICHHTh COCTOSIHHE BBIBOJIHOTO TPaKTa MPaBOrO
KeITyJ0UKa CepAla M JISTOYHO-apTEPHAIBLHOTO pycia (LEeHTPANbHBIX U Iepu(epHIecKuX OTIENIOB),
YTO B CBOIO OYepeb MOXKET HOBJIMATh Ha TAKTUKY XHPYPTUYECKOTO BMEIIATEIbCTBA M M3MEHHTh
o0bem koppekiun BIIC.

- PexoMenyercs BceM maieHTaM C yCTaHOBJIEHHBIM 1o JgaHHbIM DXO-KI'-uccrnenoBanus
muaranozoM HCA ¢ I'C/] JIDK/Ao 6onee 60 MM pT.CT. (BBIPaXEHHOM U PE3KOM a0PTAITLHOM CTCHO3¢
COTJIACHO reMOJMHaMHYECKON KJIaccU(UKAIN) BBIMIOJIHEHWE  TaHaopTorpaduu c
KopoHaporpaduwueii [2, 6, 7, 17, 18, 30].

(YYPC, YOI 5).

KommenTapuu: BriroueHne B MpOTOKOJI UCCIIEIOBaHUS ITaHAOpTOrpaduu ¢ KopoHaporpaduei
MIO3BOJISIET OLIEHUTh COCTOSIHUE COCYNIOB Jyrd A0 U KOpOHapHBIX aprepuil. Y mamnuentoB ¢ HCA
MOXXET UMETh MECTO CTEHO3UPYIOLIee MOpaKeHHE COCYI0B AYrd A0 ¥ KOPOHAPHBIX apTepHil, 4TO B
psne ciydaeB MOXeT MOTpeOoBaTh B KayeCTBE IEPBOTO 3Tama XUPYPru4ecKoro JeuyeHus
BBITIOJIHEHUS PA3JIMYHBIX HHTEPBEHIIMOHHBIX BMEIIATENbCTB

- PexkoMmeHnyercs manumeHTaM ¢ JuarHocTHpoBaHHBIM HCA BBINOJHHUTE KOMIIBIOTEPHYIO
Tomorpaduio cep/lia ¢ KoHTpacTupoBanuem [2, 7, 17, 18, 30-32].

(YYPC, YOI 5).

KommenTapuu: BrinonHeHne KoMmMIbloTepHONW ToMmorpaduu cepiana ¢ KOHTPACTHPOBAHHEM
pEKOMEHAyeTCsl B Ka4eCTBE JIOTOJIHEHUs K 3XOKapAuorpauu, a Takke B KaueCTBE ajlbTePHATHBBI
MHBAa3UBHBIM METOJaM HCCIEAOBaHUSA JJI YTOYHEHHs] MOPQOJOTMU TMOPOKa, ONTUMHU3ALNU
XUPYPrU4ECKON TEXHMKH, a TAKKE Ul TPEXMEPHOTO MOJAEIUPOBAHUS IPEACTOSINECH ONEPALNH.
IIpuopureTHoe 3HaueHHe TOMOIrpaUUYECKUX METOIUK y JeTeH 3aKiIIoYaeTcss B IMPEBOCXOIHOM
IIPOCTPAHCTBEHHOM PAa3pEUICHUH DJKCTpakapIualbHBIX CTPYKTYp. B NpOrHOCTHYECKOM IIIaHe
XUPYpPTUUECKoro JeueHus BboimoaHeHHe MPT c¢/6e3 mnpuMeHeHHsT KOHTPACTHOTO Ipernapara
pPEKOMEHyeTCs Ui JOCTOBEPHOIO OIpeJiesieHUs] 00beMa MOJIOCTH, (PYHKIIMOHAIBHOIO COCTOSIHUSA
u crenenu pudbpoza muokapaa JIK [31, 32].

- Pexomennyetcs nanuentam ¢ quarHoctupoBanHbiM HCA W mogo3peHneM Ha BOBJICUCHHUE B
MATOJIOTMYECKUI TIPOLIECC YCThEB KOPOHAPHBIX apTepUil WM TPH HWMCIONMIUXCS MpPHU3HAKaX
KOpoHapHOW wumemun 1m0 JMaHHBIM OKI BBITIOJHEHWE MO3UTPOHHO-3MUCCHOHHON ToMorpaduu
muokapaa (IT9T) ¢ uenbro oeHku ero nepdysuu [2, 6, 7].

(YYPC, Y1 )5).

Kommenrapun: Ha ocHOBaHMM IaHHBIX O COCTOSIHUM Tiepdy3ur MHOKapaa MOKET ObITh
n30paHa XHPYpruveckas TaKTHKa JICYCHUS, MPEIyCMATPUBAIONIAS KOPPEKIIMIO KOPOHAPHOTO
KPOBOTOKA C IMOMOIIIbIO HHTEPBEHIIMOHHBIX BMEIIATEIBCTB B KAYECTBE TIEPBOTO 3Tara JICYCHUS WIN
ke Mpu ofHOBpeMeHHOM yctpaneHun ¢ HCA Bo Bpems ornepaliiiil Ha OTKPBITOM CEep/IIIE.

- Pexomenayercs nauumeHtam c¢ auarHoctupoBaHHbeM HCA, umerommMm J0KyMEHTalIbHO
MOJTBEPXK/IECHHYIO HapyIIeHHYI0 Meppy3Hui0 MHMOKap[a, BBIMOJIHEHUE 3XOoKapauorpaduum c
¢busndeckoit Harpy3koii [2, 6, 7].

(YVYPC, VI )5).

Kommenrtapuu: Metoa sxokapauorpaduu ¢ Gpu3HuecKod Harpy3koil MoOKeT ObITh IOJIe3€H
IIPU OLIEHKE JOCTOBEPHOCTHU UILIEMUYECKON nepdy3un Muokapa.

2.5. UHble guarHocTuyeckme nccnenoBaHums

- PeKOMeH,Z[yeTCH nepenq BBIITMCKOM U3 CTalluoHapa BCEM IMallUCHTAaM C LCJIbKO KOHTPOJIA MOCIIC
BBIIIOJIHCHHOTI'O OIICPATUBHOI'O0 BMCHIATCIIBCTBA BBINIOJHUTL PCTUCTPAUIO IJICKTPOKAPAUOTPAMMEL
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JUTSL BBISIBJICHHSI HAJTMYKsI BO3MOYKHBIX HAPYIICHUI puT™Ma U poBoaumoctu [2, 6, 7, 30, 33-36].
(YYPC, VI 5).

- PexomeniyeTcst nepe/1 BBITUCKOW M3 CTAIMOHAPA BCEM IMALMEHTaM C IeJIbI0 KOHTPOJIS [OCIIe
BBINOJIHCHHOTO OIEPATHBHOTO BMEIIATEIbCTBA BBHINIOJIHUTH 3XOKapAUOTPA(HUIO C IETIbI0 OICHKU
3¢ deKTUBHOCTH XUPYPrUYIeCcKoil KoppeKiuu nopoka [2, 6, 7, 30, 33-36].

(YYPC, YOI 5).

- Pexomennyercs y manueHToB ¢ auarHoctupoBaHHbIM HCA M mopo3peHueM Ha CHHAPOM
Bwibsimca mpoBeneHue  MOJIEKYJSIPHO-T€HETHYECKOTO  MCCIIEIOBAHMS € HCIOJIb30BAHMEM
cnenuansHoro JIHK-mukpoummia, KoTOpbIii BBISBISET HapyumleHUs Npu (OPMUPOBAHUU 7-H
XpOMOCOMBI. B pe3ynbTaTe CTAaHOBUTCS OUYEBUIHBIM OTCYTCTBHUE €€ ydactka [4, 21, 23, 24, 28].

(YYPC, YOI 4).

KommenTapun: JlaHHOE HccnenoBaHUeE SBISETCA CaMbIM TOYHBIM U1 JUArHOCTUKHU CUHAPOMA
Bunssmca.

3. JleyeHne, BKNroO4vasn MeAUKAMEHTO3HYH0O U HeMeOAUKaMEeHTO3HYH Tepanuu,
AuvneTtToTepanuio, ob6e3bonnBaHue, MegULIMHCKUE MOKa3aHUA U NPOTUBONOKa3aHuUA K
npUMeHeHno meToao0B neYvyeHus

3.1. KoHcepBaTMBHOE fneYyeHue

He cymectByer wmeamkameHTO3HOro JedeHuss BpoxkaeHHoro HCA, 3a HCKIOUYeHHEM
NpOoQUIAKTUKH SHAOKAPANUTA.

3.2. Xupypruyeckoe neyeHuve

- Pexkomenayercss  BBINOJNHATH  XUPYPrUYECKOE  BMEIIATENIbCTBO  MAlMEHTaM  C
nuarnoctupoBaHHbIM HCA mipu 3HaY€HUHM MTUKOBOTO TPAJAMEHTa CUCTOJIMYECKOTO JAABIICHUS MEXKIY
JIXK u aoptoii Beime 70 MM pT. CT. WJIM TIPU 3HAYEHUU CPEIHETO rpaaueHTa Boie 40 MM pT. CT. [ 2,
6, 7, 30].

(YYPC, YOI 5).

KommenTtapun: Ilpu Hamuumm mOKa3aHWA K XUPypruveckomy JedeHuto O0osbHbIX ¢ HCA
clieIyeT ONepUpOBaTh HE3aMEIUTENbHO, TaK KaK JUINTEIbHOE CYIIECTBOBAHUE OPOKA MPUBOIUT K
€ro MpOTrPEeCCHpPOBAHUIO, BOSHUKHOBEHHUIO COUYETAaHHBIX (POpPM, a TaKkKe MOSBICHUIO TUCHYHKIIMU
A0OpTaNBbHOTO U MUTpaJIbHOTO KianaHoB, JOK u HapymeHus M puTMa, 4To MPUBOAUT K BBIMOTHEHUIO
oTepanuy B XyIIIUX YCIOBHUSIX U Aae€T MEHEE ONTUMHUCTUYHBINA MTPOTHO3.

- Ilpu BwIOOpe MeToma xupyprudeckoro mnedenuss HCA pexkomeHIyeTcss HCHOJIb30BaHUE
OJIHOM M3 METOJHMK IJIACTUYECKOIo pacumupeHus Bocxogsamieil Ao tuna McGoon, Doty, Brom,
Myers [2, 6, 75, 17, 22, 29, 33-36].

(YVYPC, Y1 4).

KommenTtapun: Mcnonb3oBaHuE yKa3aHHBIX METOJUK IO3BOJSET JOCTUTHYTH aJ€KBaTHOTO
paciupeHuss BOCXoAdiel Ao ¢ XOpOIIUM TeMOAMHAMHYECKUM pe3yabTaToM. BwiOop meTomuku
ompenensieTcs XapaktepoM M OpoTskeHHOCTho HCA, a Takke NpearnouyTeHHsIMH U OIBITOM

XUpypra.

- Ilpu Hannuum y pebenka HCA, couetaromerocs ¢ BbIpaKEHHOW TUMOIIa3uel ayru Ao,
reMOIMHAMUYECKH 3HAUYMMBIM T'PAJIMEHTOM cucTojimueckoro nasieHus mexay JOK u Ao, a takxke
MOCJIE€ paHEe BBINOJHEHHOTO XUPYPTrHYECKOTO0 BMENIATENIbCTBA HAa BOCXOMsIIE A0 B KauecTBe
oTiepalui BBIOOpa PEKOMEHAYETCS OIepanus UMIUIAHTAIMK KIJIAaaHCOIEPKAIero KOHaynTa***
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mexay JOK u mucxomsmieit Ao [2, 30, 37, 38].

(YYPC, VA 4).

KommenTapuu: JlanHas MeTtoAuKa Mo3BOJIAE€T ajekBaTHO pasrpy3utb JIK, BeiBecTn pedeHka
U3 KPUTHYECKOTO COCTOSIHHS, YTOOBI B OoOJiee CTapiieM BO3pacTe BEPHYTHCA K BOMPOCY O
XUPYPruyecKoil KOPPEKIIMU NATOJIOTHH.

- YuuthiBas B psAe ciy4aeB coderaHue BpoxxaeHHOTo HCA co cTeHO30M KOpOHApHBIX
apTepuii BO BpEMS BBINOJHEHHS OTKPBITOH OINEpaldy KOPPEKIHMH TOpOKa 00s3aTeIbHO
PEKOMEHyeTCsl BU3yallU3allksl U PEBU3HS YCThEB KOPOHAPHBIX apTepwii [2, 6, 7, 29].

(YVYPC, VI )5).

- Ilpy HanmMYMKM JUATHOCTHPOBAHHOTO 10 omepanuu koppekiun HCA creHo3a ogHOro us
YCThEB KOPOHAPHBIX apTEepPHii PEKOMEHIYETCS BBEJACHHWE KapAMOIUIETMYECKOr0  pacTBOpa
perporpaaHo (uepe3 ycThe KOpoHapHOTOo cuHyca) [2, 6, 7, 30].

(YYP C, VI 5).

- Ilpm [marHOCTHMpPOBaHHBIX JI0 OIEpalMy CTEHO3aX YCTbEB KOPOHAPHBIX AapTepui
pexomeHayeTcst 00s3aTeIbHOE yCTpaHEeHHe OOCTPYKIIMU KOPOHAPHOIO KPOBOTOKA MPU KOPPEKLIHU
HCA ¢ wucnonp3oBaHMEM pa3IuYHBIX IJIACTUYECKUX METOJMK WJIM  a0pTO-KOPOHAPHOIO
uryHTHpoBanus [2, 6, 7, 30].

(YYPC, YOI 5).

3.3. QHAOBaCKynsipHble BMellaTeNnbCcTBa

- IIpu coueranun HCA ¢ natonorueit BeTBer Ayru Ao, a TaKKe YCThEB MOUYECUHBIX apTEpU B
KauecTBE  MEpBOr0  dTala  XUPYPrUUYEeCKOro  JIEYeHHs]  PEKOMEHAYEeTCS  BBINOJHEHHE
SHIOBACKYJISIPHBIX Mpolneayp (O0auIOHMpOBaHHWE W/WIU CTEHTUPOBAHKE) YCTHEB COOTBETCTBYIOIIUX
aprepuii [2, 6, 7, 30].

(YYPC, YOI 5).

3.4. NHoe neyeHune

Her

4, MepguuunHckas peabunutauus, MeanUuMHCKue nokasaHus 7]
NPOTMBOMNOKa3aHUA K NPUMMEHEeHUI0 MeTo40B peadbunuraumm

- Pexomenayercs B TedueHue 6 MecsleB NOCIe BBINOJIHEHUsT XUpypruueckoin koppekiuu HCA
B YCIIOBHUAX HCKYCCTBEHHOTO KpOBOOOpAIICHHUS MAlMEHTy C OCJIOXHEHHBIM TEUCHUEM
nocneonepanuonnoro nepuoaa (HK, mHQeKkMOHHbIE OCIOXKHEHHS, OBTOPHBIE XUPYPTUYECKUE
BMEILIATEILCTBA B TEUYEHHWE OJHON TOCHUTANIM3AIMM) TPOUTH peabUIUTAIMI0 B YCIOBUAX
CTMEIUATM3UPOBAHHOTO JICYEOHOTO YUPEKACHUS KapIHOoJorHueckoro nmpodus [44].

(YVYP C, Y1 5).

KommenTapuu: [Tocne koppekuun KCA Moryt BcTpedarbest CIIEYIOIINE COCTOSHUS:

- emonmnamudecku 3HaunMbIi pesunayanbabiii ['CJ JIXK/Ao;

- ['eMoiMHaMU4eCKH 3HAUUMBbIE pe3u lyalbHbIe CTEHO3bI epudepruuecKux apTepHii;

- PermunuB o6cTpykuuu Ha Ao;

- Pa3zBuTue mpoTe3-3aBUCUMBIX OCJIOXKHEHUH (PHIOKApIUT, TPOMOO3, CHCTEMHBbIE 3MOOINH,
napanpoTe3Hasi peryprutanusi WJIA OKKJIIO3US, CBSI3aHHAs C pa3BUTUEM MaHHyca) — IMpHU
MMITIAaHTAIUY KIanmaHcoAepKaux KOHIyuToB* ** mexny JIOK u Hucxosmeii Ao;

- IIporpeccupoBaHue  HWIIEMUH  MHOKapjaa, OOYCIOBIEHHOE  TIeHEpaTu30BaHHON
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apTepUOIIATHEN;
- Pa3BuTHe HapyleHuil puTMa cepala, B pale CilydyaeB IPUBOJILEE K BHE3AMHOM cepleuHOn
cMepTd Ha (JOHE OCTPO KOPOHAPHON HETOCTATOYHOCTH

- Pexomennyercs orpaHu4nuTh (PU3MYECKYI0 HArpy3Ky B TEUCHHE TPEX MECSIIEB C MOMEHTA
BBINKCKY U3 CTalMoHapa [44].
(YYPC, YOI 5).

5. npO(*)VI.I'IaKTMKa n AncnaHcepHoe HaGnwaeHne, MegULIMHCKUE NMOKa3aHUA U
NPOTUBOMNOKAa3aHUA K npuMeHeHno metonoB HpO(bVIﬂaKTVIKVI

- PexkoMeHyeTcst mucnaHcepHOe HAOJIOICHNE Bpada-KapauoJiora BCeM OIePUPOBAHHBIM WITH
HEOMEePUPOBAHHBIM MalueHTaM ¢ auarnoctupoBannbiM HCA [2, 6, 7, 18, 44].
(YYPC, YOI 5).

- [TanmmenTam ¢ yMepeHHOW M TsDKeNou crerneHpto BeipaxkeHHOCTH HCA He pexoMeHayercs
YBIIEKAThCSl PU3MYCCKUMU Harpy3kamu [2, 6, 7, 18, 44].
(YYPC, YOI 5).

- PexomMeHnyercss HEONEpUPOBAHHBIM JETSIM, UMEIOIINM JUArHOCTUPOBAHHBIA BPOXKICHHBIIN
HCA ¢ nukoBeIM rpagrieHTOM cuctoiimueckoro nasiienus mexay JOK u aoproit no 50 mm prt. cT.
WU CPEIHUM TPAAUCHTOM CHCTOJIMYECKOro mAaBieHUss meHee 30 MM pT. CT., JTUHAMHYECKOE
HaOJIOZICHUE C TIPOBEACHUEM dXoKapauorpaduy B MIIAHOBOM TOPSIKE Kaxkaeie 6 mec. [2, 6, 7, 18,
30, 44].

(YVPC, Y1 5).

KommenTapun: Bemonnenne IXO-KI-uccnenoBanust kaxapie 6 Mec. 00s13aTeIbHO C IETBIO
oneHKkH (QpyHKIMOHAIBHOTO cocTosiHus JIDK u BBIsSBIIEHUS HapacTaHUs TPAAMCHTA CHUCTOJIUYECKOTO
nasnenus mexay JOK u Ao, 1 COOTBETCTBEHHO OTIPEIEIICHHS ONITUMAIIBHBIX CPOKOB OTIEPATUBHOTO
JIEYCHUS TIPU OTPUIIATEIILHOW THHAMHUKE.

- Pexomennyercs mamuentam ¢ HCA mociie XMpypruyeckoro Ji€4eHHs OCMOTp Bpaya-
KapJnoJjora ¢ 4YacToToii He MeHee | pa3a B 7 JHEHl B TEYCHHE IIEPBOrO MeCsAla IOCIe
XHPYPru4ecKoro JiedeHus mopoka [44].

(VVP C, VI 5).

- INanmenram ¢ HCA mnocne XHpypruyeckoro JIEUEHHUs PEKOMEHAYETCS OCMOTp Bpaua-
KapaMoJiora ¢ 4actoTod He MeHee | pasa B 3 wmecdma B TedeHue 2-12 MecsieB mocie
XUPYPrU4eCcKOTo JICYCHUs opoka [44].

(YYPC, Y1 5).

- INammentam ¢ HCA mocne Xupyprudeckoro JIe4eHHs PEKOMEHIyeTcsi OO0ClieJOBaHUE B
CTallMOHApe He pexe | pasza B roJ| Mociie XUPyprudecKoro jJeueHus mopoka [44].
(YYPC,YI1)5).

- PexomenayeTcsi B OTHalieHHbIE CPOKM HAOMIOJECHUS BCEM OINEPUPOBAHHBIM IMAlUEHTaM C
HCA xoHTpoJIb COCTOSIHHS Ha OCHOBAaHMHU JAHHBIX DJIEKTpOKapauorpaduu, sXxokapauorpaduu,
JOMIIIEpOrpaUIecKkoro HUCCIEIOBaHUs MarucTpalbHBIX apTepHil, HEHMHBA3WBHBIX TECTOB C
busrueckoi Harpyskoii [2, 6, 7, 18, 30, 46].

(YVYP C, Y1 5).

KommenTtapuu: BrimosiHeHHe TOJ00HOTO anropuTMa OOCIEAOBaHHS B OTAAJICHHBIE CPOKU
nociie koppekunud HCA HeoOXoauMo TSt BRISIBIICHUS U MIPEAYIPEKICHIS] HAPACTAHHS OCTAaTOYHOTO
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rpaaveHTa cuctojuueckoro aasneHus Mexay JDK um aoptoil, BeisiBienus auchynkuuu JIK,
oOHapyXeHHS BO3MOXHON KOPOHApHOW MIIEMHH, a TaKXKE CTEHO30B JPYrHUX LEHTPAJIbHBIX H
nepudepuyecKux apTepuil.

- Pexomenpyercs BcCeM HEONEPUPOBAHHBIM M OINepHpoBaHHBIM manueHTam ¢ HCA B
COYETaHWU C CHUHAPOMOM BuibsimMca nucmancepHoe HaONMIOACHHWE Bpaya-yposora, Bpada-
9HIOKPUHOJIOTA, Bpada-oTaapMoJIoTa, Bpadya-HEeBpOJora, Bpada-opTorneaa-rpapmaroiora [2, 6, 7,
18, 30, 46].

(YYPC, Y1 )5).

KommenTapun: ducnancepHoe Habmtonenue 0o0mpHbIX ¢ HCA cMeXHBIMHU clienHaTUCTaMu
HEO0OXO0IUMO C IIEeTTBI0 CBOEBPEMEHHOTO BBISIBICHHS BO3MOXHBIX OCIIOKHEHUH CHHIpoMa Buibsmca
1 UX KOPPEKITHH.

6. OpraHusauvm OKa3aHusi MegULMHCKOW NOMOLLM

NMoka3aHua gna rocnuTanusauuv B MeaAULUMNHCKYI0 OpraHu3auuio:

1. HaTMYMe CUMITOMOB CEPACYHON HEJOCTATOYHOCTH;
2. utanoBoe onepatuBHoe aeueHne HCA;
3. BBINIOJIHEHHBIE pPaHEe BMENIATEIbCTBA HA A0, HAITPaBJIECHHbIE HA YCTPAHEHHUE CTEHO34;

MokasaHusa gnsa 3KCTpeHHOl:’1 rocnutTann3auun:

1. yxynmenue (yHKIMOHAJIBHOTO CTaTyca I[IallUeHTa B CBS3U C IPOTPECCHPOBAHUEM
CUMITOMOB HEJIOCTATOYHOCTH KPOBOOOpAILEHUS, HAPYIICHUSIMH PUTMA Cep/IlIa;

2. pa3BUTHE OCTPON KOPOHAPHOUN HEAOCTATOYHOCTH;

3. pazsutue auchynkiuu JOK;

4. nHGEKIMOHHBIN YHAOKAP/IUT;

5. mosiBJIeHNE MPU3HAKOB UILIEMUU Pa3IMYHBIX OPraHoB.

lNMoka3aHuA K BbINMUCKE NauMeHTa U3 MeguuMHCKOMN opraHunsauuum:

1. orcyrcrBue 3naunmoro I'CJl JIDK/Ao na Bocxosieit Ao;

2. OTCYTCTBUE/KOMIICHCAIUS CUMITTOMOB HEJ0CTATOYHOCTH KPOBOOOpAIIIEHHUS;
3. OTCYTCTBHE MPU3HAKOB KOPOHAPHOMW HIIEMUHU;

4. OTCYTCTBUE T€MOJAMHAMUYECKU 3HAYNMbBIX HApYIICHUI pUTMa cepala.

7. OJononHutenbHas uHdopmauma (B ToM uucne akTopbl, Bnusiowme Ha
ncxopn 3aboneBaHUA UNKN COCTOAHUA)

Mertoabl ycTpaHeHHUs JIOKaabHOTo BpokaeHHoro HCA noctarodyHo Xopomio oTpaboTaHbl U
IIPUMEHSIOTCS C HEIUIOXMUMH TeMOJMHAMUYECKUMHU pe3ynbraraMu. Texnuku pacmupenus HCA no
MetogaMm Brom u Meyers siBistotcs 6onee 3¢dexktuBHbIMH, yeM Doty u McGoon, T.K. O3BOJISIOT
6onee APPEKTUBHO PEKOHCTPyUpoBaTh KopeHb Ao. Ilo JaHHBIM pa3jaU4yHBIX aBTOPOB
BBDKMBAEMOCTh I10CJIE BBINOJHEHHUS MOJOOHBIX BMEUIATEIbCTB COCTaBIsET oT 66 10 97% B cpoku
20 net noce oneparnuu [33-36].

Hepemennoit mnpoGinemoill mpoaosmkaer octaBathesi BpoxJIeHHbIH HCA  auddysnoro
XapakTepa, KOorja MOIbITKa YCTPAaHeHUs CTEHO3a MPUBOJAUT HE K YCTPAHEHHIO MOP(OIOTHIECKOTO
cyOcTpaTta 1 HOpMAIM3alUMU FeMOJMHAMUKY, a JIMIIb CMEIaeT ypOBEHb CTEHO3a JHUCTalbHEee Iyr'H
Ao ¢ BOBJIEUYEHHEM B NIATOJOTMYECKHUM MTPOLIECC YCTHEB IJIEUETOJIOBHBIX COCY/IOB.
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KpI/ITepVIVI OLleHKM KayecTBa MeAULMHCKOMN NOMOLLU

N

Kpurepun kauecrsa

EOK

yvyp

YA

Ortan HoCTaHOBKHM AMAarHo3a

1

BeimosiHeH cOOp aHamMHe3a U )kanod manueHTa

BoinosiHena ayckynpranus cepaua

O

Beinonnena perucrpanus MEeKTpOKapIuOrpaMMBbl

2
3
4

BpInosHEHO XOATEPOBCKOE MOHUTOPUPOBAHUE
CEpJIEYHOTO PUTMaA

o1

BrinonHena peHTreHorpadus opraHoB rpyIHOM KJIE€TKU

Brinonnena sxokapauorpadus

O

BoinosiHeHs! yapTpa3ByKoBas AONIuieporpadus
apTepuil BEpXHUX KOHEYHOCTEN U AYIUIEKCHOE
CKaHUpOBaHUE OpaxuouedaibHbIX apTepUil C IIBETHBIM
JOTIIJIEPOBCKUM KapTUPOBAHUEM

BrInonHeHo 1ymiekCHOEe CKaHUPOBAaHUE apTepU
MOYEK

BrImiosTHEeHBI Upe3BeHO3HAS KaTeTepU3aIus cepa |
peTporpaaHasi KaTeTepu3aliis JIEBBIX OTICIIOB CEP/LIa C
JIeBOM BEHTpHUKYysorpaduel (A1 manueHToB ¢
BBIPQKCHHBIM U PE3KHM a0PTAJIBHBIM CTEHO30M
COTJIACHO TeMOIMHAMUYECKON Ki1acCu(PUKaIim)

10

BrinmonHens! manaoptorpadus ¢ KopoHaporpadueit
(UTsI TAITUEHTOB C BBIPAKEHHBIM M PE3KUM a0PTaTbHBIM
CTEHO30M COTJIACHO T'eMOIMHAMHYECKON
KJ1accupuKaIum)

11

Brinosinena komnbroTepHas Tomorpadus cepaua ¢
KOHTPAaCTUPOBAHUEM

12

BrinonHena axokapauorpadus ¢ GU3ndecKoi
Harpy3Ko# Mpu NOJI03PEHUH Ha BOBJICYCHHE B
MATOJIOTUYECKUH MPOIIECC YCTheB KOPOHAPHBIX
apTepuid WK TIPU UMEIOLTUXCS MPU3HAKaX KOPOHAPHOM
HIIeMud Mo ganabiM JKIT

13

BeinosnHeHa No3uTpOHHO-3MUCCHOHHAsE TOMOTpadust
IIpU AUarHOCTUPOBAHHOM BOBJICUEHUE B
MaTOJIOTMYECKUH MTPOLIECC YCThEB KOPOHAPHBIX
aprepui

14

Brinoanen MOJICKYJIAPHO-TCHETUYCCKOC UCCIICIOBAHNC
IIpr NIOAO3PCHUEC HA HATTMYNUE CUHAPOMaA Bunssamca

OTan KOHCCPBATUBHOI'O U XUPYPTUYCCKOTO JICUCHUA

1

BbINoJIHEHO XUPYPruvecKoe JIEUEHUE 10 YCTPAHEHUIO
[1CA npu Hanmu4uu nokazaHuil (4pe3KoKHOe
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BMCHIATCIILCTBO HUJIK OII€palus Ha OTKPBITOM cepnue)

OTan MO CJICONCPALIUOHHOT'O KOHTPOJIA

1 |BsimonHeHa perucTparys 1eKTPOKapIUOTPaAMMBI C 5
Iepes BBIMMCKOM U3 CTaMoHapa

2 | Bpmonnena sxokapauorpadus nepes BHIHCKON 13 C 5
cTalyoHapa
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[Tpunoxenue Al

Cocras pa0oueii rpynnsl mo pa3padorke u nepecMoOTpy KJIHHHUYECKUX
peKoMeHxaumnin

1. ABpamenko A.A., (Camapa)

2. ApunayroBa W.B., a.m.H., "Accoumauus cepaeyHO-COCYAMCTBIX XupyproB Poccun",
(Mockaa),

3. bormanor B.H., (Uensi6uHCK)

4. bokepus JL.A., akanemuk PAH, "Accounanus cepaedyHo-cocyaucTsiX Xxupypros Poccun",
(MockBa)

5. bopuckos M.B., 1.M.H., (KpacHoaap)

6. bopucoa H.A., "Poccumiickoe = HayyHoe  OOILNECTBO  CIELUAIUCTOB  TIO
PEHTIeHAHA0BACKYISIpHOM quarHocTuke u jgeuenuto”, (Cankr-IlerepOypr)

7. T'opbarukos K.B., n1.Mm.H., (TroMeHb)

8. 'opbateix FO.H., n.Mm.H., (HoBOoCHOUPCK)

9. Kum A.U., n.M.H., "Accounanus cepiedH0-cocyaucThIX Xupypros Poccun", (Mocksa)

10. KoBanes U.A., n.m.H., "Acconmanus aerckux kapauosoros Poccun", (Mocksa)

11. Kpusomiekos E.B., n.m.H., (Tomck)

12. Kynpsimos A.A., 1.M.H., (MockBa)

13. Jlepuenko E.I'., 1.m.H. (MockBa)
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14. MoscecsH P.P., n.M.H., "Acconuanus cepiedHo-cocyaucTeix xupypros Poccun", (CaHkr-
[etepOypr)

15. IInotHukoB M.B., k.M.H., (AcTpaxaHp)

16. [lypcanoB M.T"., n.m.H., (MockBa)

17. Cunensauxos 0.C., n.m.H., (Ilepmb)

18. Tpynuna U.1., n.M.H., "Accoumanus aerckux kapauoioroB Poccun", (Mocksa)

19. YepnorpusoB A.E., n.M.H., "Accomuanusi cepJAeuHO-COCYAUCTHIX XupyproB Poccun",
(Mocksa)

20. I[MHaramo K.B., a.m.H., "Accomumanus CepAeYHO-COCYAUCTHIX XupyproB Poccun",
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KoHpaukt nHTEpECOB OTCYTCTBYET.

Bce unensr Paboueil rpynmnsl HOATBEPAUIN OTCYTCTBUE (PUHAHCOBOM MOIEPKKU/KOHPIMKTA
HMHTEPECOB, O KOTOPBIX HEOOXOAUMO COOOIIUTH.

[Tpunoxxenne A2

MeTtonoJ10rusi pa3padoTku KIMHUYECKHX PeKOMEH AU

LleneBas ayanTopus AaHHbIX KIMMUWHUYeCKUx peKomer,auuﬁ:

1. Bpau — gerckuii KapauoJior

2. Bpau-kapauoJior

3. Bpau — cepieuHO-COCYAUCTBIN XUPYpPT

4. Bpau ynbTpa3ByKOBOW JTUArHOCTUKHU

5. Bpau-neguatp

6. Bpau 1o peHTreHAHA0BACKYISAPHOU TMArHOCTUKE U JICYEHUIO

B xonme paspabotku KP ucnonp3oBanbl HOBas cuctema mkan YJIJI u YVP ansa nedeOHbIX,

peadMIINTAIIMOHHBIX, TPOPHIAKTHUYECKUX BMEIIATEILCTB M JUATHOCTHYECKUX BMENIATEIHCTB
(Tabmuue! 1, 2 u 3), BBenennas B 2018 r. ®I'BY LIDKKMII Mun3zapasa PD.

Tabnuua 1. LLikana oueHKn ypoBHeN AOCTOBEPHOCTU AokasaTtenbcTs (YAO) ansa
MeTO[O0B ANarHOCTUKM (AMarHOCTMYECKUX BMellaTesibCTB)

YA Pacmmudposka

1 CucremaTudeckue 0030pbl UCCIEI0OBAaHUI C KOHTPOJIEeM pedepeHCHBIM METO0M WU
CUCTeMaTUYECKUi 0030p paHAOMUZUPOBAHHBIX KIMHUYECKUX UCCIIEIOBAHUH C
MIPUMEHEHHEM MeTaaHalln3a

2 OTI[GJ'ILHLIG HCCIICAOBAHUA C KOHTPOJIEM pe(bepeHCHBIM MCTOAOM HUJIN OTACJIBHBIC
PAaHAOMU3UPOBAHHBIC KIIMHUYCCKUC UCCIICAOBAHUA U CUCTEMATUYICCKHUC 0630pBI
HCCIIeJOBaHUI 000r0 I[PI38.I>1H8., 3a UCKJIFOUCHUEM PAaHAOMU3UPOBAHHBIX KIIMHUYCCKUX
HCCIIENOBAHUM C MMPUMCHCHUCM MCTaaHaAJIN3a

3 HccnenoBanus oe3 MOCJICA0BATCIIbHOTO KOHTPOJIA peq)epeHCHHM MCTOJ0M, HUIIN
HNCCICIOBAaHUsA C pe(bepeHCHBIM MCETOJA0M, HE ABJIAIOIIMMCA HE3aBUCUMBIM OT
HucciaeayemMoro Merozia, Ui HEPaHAOMU3UPOBAHHBIC CPABHUTCIIBHBIC UCCIICIOBAHUS, B
TOM YHUCJIC KOTOPTHBIC UCCIICAOBAHUA

4 HCCpaBHI/ITCJ'ILHLIC HCCIICA0BAaHMs, OITMCAHNUEC KIIMHUYCCKOTO ClIydyasd
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5 Nmeercs muis 000CHOBaHUE MEXaHU3Ma JICHCTBHS WIM MHEHHE SKCIIEPTOB

Ta6nuua 2. LLikana oueHKM ypoBHeN AOCTOBEPHOCTU AoKa3aTtenbcTB (YAO) ans
MeToooB nNpodunakTUKK, rne4vyeHuss U peabunutaumm (NpodunakTUYecKux,
neyvyeGHbIX, peabunNUTaLMoHHbIX BMeLLaTeNbCTB)

Y PacumdpoBka
1 Cucrematnueckuii 0630p PKU ¢ npuMeHnennem meraananusa
2 Otnenbabie PKU u cucremarnueckne 0030pbl MCCae0BaHUM JIFOOOTO 13aiiHa, 3a

nckiouennem PKH, ¢ npuMeHeHneM MetaaHainsa

HepaHILOMI/ISI/IpOBaHHBIe CPaBHUTECIIbHBIC UCCIICAOBAHNA, B T.4. KOTOPTHBIC UCCIICAOBAHUA

4 HecpaBHuTenbHBIC HCCIICIOBAHUS, ONTUCAHUE KIIMHUYECKOTO CITyJasi HITH CEPUU CITyYaeB,
rccaeaoBaHus "'ciydai-KOHTPOJIb"

5 Nmeercs nuib 000CHOBaHME MEXaHU3Ma JICHCTBUS BMEIIATENbCTBA (JOKIMHUYECKUE
WCCIIEIOBAHUS) UM MHEHHE SKCIIEPTOB

Tabnuua 3. WLkana oueHkM ypoBHen ybeautenbHocTu pekomeHpauun (YYP)
ansa  metoaoB NpodMNakTUKUM, AOUAarHOCTUKMU, JleYeHUs U peadbunurtauum

(npodmnakTnyeckux, AVNarHoCTUYeCKUX, ne4yeoGHbIX, peabunmMTaumMoHHbIX
BMeLLUaTenbLCTB)

YVYP Pacmdposka
A CunbHasi peKoMeHIanusl (Bce paccMaTpuBaeMble KpUTepuu d3PGHEKTUBHOCTH (MUCXOIbI)

ABJIAIOTCS Ba>XHBIMH, BCC UCCIICAOBAHUA UMCIOT BEICOKOC UJIM YAOBJICTBOPUTCIBHOC
METOAOJIOTHYCCKOC KaUC€CTBO, UX BBIBOABI IO MHTCPECYIOIHUM HUCXOAaM ABJIAIOTCA
COFJ'IaCOBaHHBIMI/I)

B VYcnoBHas pekoMeHaIus (He Bce paccMaTpuBaeMblie KpuTepun 3G (HEKTUBHOCTH (MCXO/IbI)
SIBIISIFOTCS] BA)KHBIMH, HE BCE UCCIICOBAHUS HMEIOT BBICOKOE WITH YIOBJIETBOPUTEIILHOE
METOJIOJOTMYECKOE Ka4eCTBO W/WIIM UX BHIBOJBI 10 HHTEPECYIONTHM HCX0JaM HE
SIBIISTFOTCS COTJIACOBAHHBIMHU)

C Cnabas pexomeHaaius (OTCyTCTBUE JOKA3aTENIbCTB HAJUIEKAIIIETO KauecTBa (Bce
paccmarpuBaeMble kKputepuu 3h(HEeKTUBHOCTH (MCXO/IbI) SBISIOTCS HEBAXKHBIMU, BCE
WCCIIeIOBAHUS UMEIOT HU3KOE METOA0JIOTMUECKOE KaueCTBO U MX BBIBOIBI I10
WHTEPECYIOIIUM UCX0IaM He SIBJITIOTCS COTJIACOBAaHHBIMHU )

Mopsaaok 0GHOBNEHUS KNMMHMYECKUX peKoMeHaaumnm

MexaHu3sM  OOHOBJEHUS ~ KIMHUYECKMX  pEKOMEHJalMi  OpeaycMaTpuBaeT — HX
CHUCTEMATHUYECKYIO aKTyaJU3allli0 — HE PEKe YeM OJMH pa3 B TPU rojia, a TaKXKe MPHU NOSBICHUU
HOBBIX JIaHHBIX C MO3UIMM J0KA3aTeNbHOW MEIUIMHBI MO BOMPOCAM JIUArHOCTHKH, JIEYEHMS,
OpoUIaKTUKA W peadMJIUTalMd  KOHKPETHBIX  3a00JieBaHMM, HaJU4uu OOOCHOBAHHBIX
JIOTIOJTHEHUI/3aMeuannii K paHee yrBepkaeHHbIM KP, Ho He yaine 1 pa3a B 6 mecsies.
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ITpunoxxenne A3

CﬂpaBO‘IHLIe MaTepualjbl, BKIO4Yasi COOTBETCTBUE NMOKA3aHUM K NMPUMEHECHHN IO

H nponmonoxa:;annﬁ, crnocoooB NMPUMEHEHUA M 103 JICKAPCTBECHHBIX

NpenapaToB, HHCTPYKI UM N0 NPUMEHEHUIO JIeKAPCTBEHHOI 0 Mpenapara

1. O6 ocHOBax oOXpaHBI 3II0OpOBBsI TpaxknaH B Poccuiickoit ®epeparmu (O3 N 323 or

21.11.2011)

2. Tlopsinok okazaHusi MEIUIMHCKOW TOMOIMM OOJIBHBIM C  CEepACYHO-COCYIUCTBIMU
3abosieBanusiMu ([Tpuka3z Munzapasa Poccuu N 9181 ot 15.11.2012)

AJITOPUTMBI IeCTBUI Bpa4ya
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IIpunoxenue B

HNudopmanus A naumeHra

B Hacrosimee BpeMs COBEpIIEHHO OYEBHIHBIM sBisercss (akt cymectBoBanus HCA B
OOJIBIIMHCTBE CIy4aeB, Kak 4YacTH oOmieid OO0JIe3HM apTepHalbHOW CTEHKM T'€HETHYECKOTO
npoucxoxaeHus. [loarsepxaeHuem 3tomy sBisiercss yactoe coderanue BIIC ¢ renernueckumu
CUHIPOMaMH, B 4aCTHOCTH ¢ cuHIpoMoM Williams-Beuren. CTeHO3 MOXET HOCHTh OTpaHUYCHHBIN
wm auddy3HBIH  XapakTep, M SBISATBCA COCTABIIONIMM KOMIIOHEHTOM MHOTOCOCYIMCTOTO
MIOPAKECHUS.

VYuuteiBas JaHHbIE 0COOEHHOCTH, KIMHUYECKHE CUMIITOMBI TIOPOKA MPOSIBIISIFOTCSI HE TOJIBKO
CO CTOPOHBI CEPJICYHO-COCYIUCTON CHUCTEMBI, HO U CO CTOPOHBI APYTMX OPTaHOB U CUCTEM.

Onepanus nokazaHa naunumeHTam c BpoxkJaeHHBIM HCA, korja rpaimeHT CHCTOJIMYECKOTO
JABJICHUSI HA YpOBHE CTeHOo3a cocTaBisieT S0 MM pT. cT. wiK Oosbiie. Bo3pact He MoOXkeT OBITh
orpanuueHuemM s koppekuuun HCA  BBHAYy MpOrpeccHMBHOIO — XapakTepa MaTOJIOTHH.
CBoeBpeMeHHOe Xxupypruyeckoe JjedyeHue BpoxjaeHHoro HCA B paHHEM [€TCKOM BO3pacTe
MpeloTBpallaeT pa3BUTHE 3a00JIeBaHMM  KOPOHAapHBIX  apTepuil W, Kak  CIEeACTBHE,
MPOrpeccupoBaHne HIIEMUU Muokapaa. Kpome Toro, cBoeBpeMeHHass KOPPEKIUs HaJKIalaHHOTO
CyxeHUs A0 TMpenynpexaaeT pa3BUTHE TaKUX OCJIOKHEHHH CYIIeCTBOBAHUS TMOpPOKa, Kak
o0Opa3oBaHHe aHEBPU3MbI BOCXOsIIEN Ao C ee paccioeHneM U natojorudeckue usmeHeHus Aok c
pa3BUTHEM Ha HEM 3HAUYMMOI perypruTaium.

[TarmenTsl ¢ onepupoBaHHBIM M HeonepupoBaHHBIM HCA MOCTOSIHHO AOJIKHBI HAXOJIUTHCS
M0/ TMHAMUYECKUM HaOII0JIECHUEM HE TOJBKO Bpaya-KapauoJiora, HO U JPYTUX Y3KOMPO(HIbHBIX
CHEIHaMCTOB BBULY BO3MOKHOCTH MHOTOCOCYIMCTOTO MOPaXEHUS, TPUBOAIIECTO K AUCHYHKIIUN
HECKOJIBKUX OPTaHOB U CUCTEM.
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KnuHnyeckne pekomeHaauum — BpoxXaéHHbI HagknanaHHbli CTeHo3 aopThl — 2021-2022-2023 (02.12.2021) — YTBepXxaeHbl
Mwunsgpasom PO

[Tpunoxxenue I'1-I'N

IIkanbl OEHKH, BONPOCHUKH U APYIrHe OLEHOYHbIe HHCTPYMEHTBI COCTOSIHUA
NALUEHTA, IPUBEJICHHbIC B KIMHUYECKUX PEKOMEHIANUAX

Her.

Hogeie, nznannsie B 2020-2022 rr. 1 opunmansHo yrBepKAEHHbIe MuH31paBoM PO,
KIIMHUYECKHE peKOMEHAAlNHU (PyKOBOJICTBA, MPOTOKOJIBI JIECUEHHS) — HA HAILIEM caifTe.
HNHTtepHeT-cepuIKa:
http://disuria.ru/load/zakonodatelstvo/klinicheskie_rekomendacii_protokoly_lechenija/54.

Ecnu roe-to keM-To JaHHBIN TOKYMEHT OBLI paHee pacreyaTaH, JaHHOe n3oo0pakenne QR-koma
ITOMOYKET BaM OBICTPO MEPEHTH MO CCHUIKE ¢ OYMaXKHOW KOITUU — B HEM HAXOMTCS 9Ta CChUIKA.
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