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TepMuHBI U onIpeaeICHUS

Karerepm3zanusi cepama — MHBa3uWBHAs Mpoleaypa, MpoBOAMMAas C  JIeYeOHBIMU WU
JUArHOCTUYECKUMHU LENSIMU TPU TATOJIOTHUH  CEePACYHO-COCYAUCTOM CHCTEMbl IYTEM BBEICHUS

KaTr€TCpOB B MMOJIOCTL CE€pAla NN IMMPOCBECT MAIruCTPaJIbHbIX COCYI0B.

I'paguenT cucrosmuyeckoro aasiaenuss mexay JIZK m Ao — nponmuep-sxokapauorpapuueckui
MOKAa3aTellb, OTPAYXKAIOIIMI CKOPOCTh KPOBOTOKA 4YE€pPE3 aOpTalbHbIM KJIAllaH U XaPaKTEPHU3YHOLIUN

CTCIICHb CTCHO34a.

Cunagpom Williams-Beuren — TEHETHYECKHII CHMIOTOMOKOMIUIEKC, TMPEICTABISIIONUNA CcOOOU
COYETAaHUE aHOMAJIUI CEPACUHO-COCYAUCTON CUCTEMBI C MHOKECTBEHHBIMU CUCTEMHBIMU aHOMAJIUSIMU

Y UMEIONINI B CBOEH OCHOBE HapylIeHHUE METa00IM3Ma KalbIus.

Ilo3uTpoHHO-3MUCCHOHHAS TOMOrpadusi — PaTUOHYKIUIHBIM METON HccienoBaHus nepdy3uu

MHUOKapaa, HO3BOJ'I$IIOI].[PII>1 BBIABUTD 30HBI UIBMCHCHHOI'O KOPOHAPHOI'O KPOBOTOKA.

Omnepauusa Doty — meToanka paclIMpeHHs] BOCXOASILENW aopThl C IMOMOINBIO 3aruiaTtel B ¢dopMme

«IITAaHOB)».

YpoBeHb 10CTOBepHOCTH A0Ka3aTejabCcTB (YI/) — cTeneHs yBEpEeHHOCTH B TOM, UTO HaWJCHHBIN

3¢ PexT OT MpUMEHEHNS MEIUIIMTHCKOTO BMEIIATEIHCTBA SBIISETCS UCTUHHBIM [ 1].

YpoBenb yoOemurtesbHOCTH pexoMeHgaumid (YYP) — creneHb yBEpEHHOCTHM B JOCTOBEPHOCTH
s¢dexTa BMENIaTeabCTBA U B TOM, YTO CJIE€I0BAHUE PEKOMEHIAIMSAM MPUHECET OOJbIIE MOIb3bI, YEM

Bpe€Jla B KOHKPETHOU cutyauuu [1].

3x0Kapzmorpa([mﬂ — MCTOA YJIBTPA3BYKOBOI'O HCCJICAOBAHUA, HaHpaBHeHHBIfI Ha HCCJICAO0BAHUC

Mop@oaornyeckux U GyHKIMOHAIBHBIX U3MEHEHUH Cep/illa U €ro KJarmaHHOro anmapara.



1. Kparkast nHpopmMauus 1mo 3a001€BaHNI0 WIH
COCTOSTHUIO (rpynnbI 3200 1eBAHUM UJIA COCTOSHMI)



1.1 Onpenenenue 3a00/1eBaHUsA UM COCTOSTHUS
(rpynnbl 32001€BAHUMA UJIA COCTOSTHUI)

Bpoxkaennbiii Haakiaananublii creHo3 aopThl (HCA) — oOcTpykuusi, BbI3BaHHAsE OTpaHUYECHHBIM
i i @Py3HbIM Cy)KEHHEM aopTaIbHOTO MPOCBETA HA YPOBHE U BHIIIE CUHOTYOYIsApHOU 30HBI. [Ipu
ATOM TATOJOTMYECKUM MPOIECC MOXKET TMOpaKkaTh BCE KPYMHBIE CHCTEMHBIE apTEPUU: AOPTY,

IIJICYCTOJIOBHBIC 1 a6I[OMI/IHa.HBHbIe COCYIbI, JICTOYHBIC apTCPHUH.



1.2 DTHOJIOTHUS U MATOT¢HE3 3a§0J1eBaHnﬂ HJIH _
COCTOSIHUA (TPynnbl 3200/1€BAHUIN UJIM COCTOSHUMN)

B nomunupylomeM MpoleHTe cliydaeB BpOXKICHHAas NATOJOrUS BOCXOAsAled AO Te€HEeTHYECKU
00yCIIOBIIEHa MyTallueH WU JIeJEIUeH TeHa IacTHHA, PACIION0KEHHOTO B XpoMocome 7q11.23 [2-5].
Bpoxnennsiiit HCA wmoxer BxomuTh B coctaB cunapoma Williams-Beuren, a B 5% ciy4aes
comyTcTtBoBaTh cunapomy Marfan [5-7]. Ilpu cunapome Williams-Beuren HCA, kak mnpaBuio,
COMPOBOXKIACTCS KJANMaHHBIM CTEHO30M JIETOYHOW apTepuu U nepudepuyecKuMH  JIETOYHBIM
CTeHo3aMHU. B nuTeparype BCTpe4arOTCs €AMHUYHBIE COOOMICHHS O COYETaHWH JIETOYHOU
apTepuaIbHON M MOPTAJIbHOM THIlepTeH3uH y manueHToB ¢ cuaapomoMm Williams-Beuren, cxoxem c
cunapomoM Alagille ¢ nuppozom [8]. Umerorcss gannsie o coueranuu BpoxkjaeHHoro HCA c TICA,
KOApKTalueil Ao M OTKPBITBIM apTepUaTbHBIM MPOTOKOM, T€(PEKTOM MEAOKETYI0YKOBOM MEPEropoaKu
[2,6,7]. OOmen3BecTHBIM (DAKTOM SIBISICTCSl MATOJIOTHUS KOPOHAPHBIX apTepUid, COMPOBOXKIAIOIIAS
HCA [9]. B npokcuManbHBIX 4acTsIX COCYAOB MOXKET HAONIONAThCS PACIIUPEHUE WIM OOCTPYKLIMSL.
[Ipu >TOM CTPYKTypHBIE U3MEHEHUSI apTePUATbHON CTEHKU MOTYT OBbITh OOYCIIOBJICHBI KaK BBICOKUM

TaBJICHUEM, TaK U OBITh YaCThIO TEHEPATM30BaHHON apTepuonaruu [10].

Mopdonoruueckuii cnektp BpoxaeHHoro HCA B Hacrosimiee BpeMs JOCTaTOYHO XOPOILIO H3yuYeH
[3,11-14], u coBepiieHHO 0YeBUIHBIM sBIsAeTCS (akT cymiectBoBanuss HCA B OONBIIMHCTBE CITy4aes,
KaK 4acTu oOmiel 00JIe3HN apTepHaTbHON CTEHKH TeHETHUYECKOro MPOUCXoxaeHus [6]. CTeHO3 MOXKeT
ObITh OrpaHM4YeHHbIM WK U Py3HbIM. OrpanndyenHas memopano3Has popma HCA nHanbonee yacto
MpeCTaBIsAeT COOOM BBICTYMAIONIYI0O B MPOCBET AO MONYIYHHYIO WM KOJBLEBHUIHYIO MeMOpaHy
(momoOHYI0 KiIamaHHOW CTBOPKE) [4], pacHoOOKEHHYIO HEMOCPEACTBEHHO Ha ypoBHE komuccyp AK
WIM HECKOJIbKO BbINIe. BHemHwmil muametp Ao mpu dTol dopMe MOXKET ObITh He m3MeHeH [3], a
MMOCTCTEHOTUYECKOE pacuipenue — orcyrcrBoBarh [15]. Ilpu npyroit orpanuuennoit gopme HCA
UMeeTcs Cy)KeHue Ao B MECTe CTEHO3a C OJHOBPEMEHHBIM pacCUIMPEHHEM CHHYCOB BasbcalbBbl 1O
TUITy TIECOYHBIX YacOB, 32 YTO OHA U TMOJIy4HJia CBoe Ha3BaHwue. [Ipu maHHON opMe aHOMATHHN UMEET
MECTO YTOJIIEHHE WHTUMBI B (OpME BHYTPEHHEW CKIAAKU WIM TpeOHs, KOTOpbIE 3HAYUTEIBHO
YBEJIMYUBAIOT CTEHO3 U MOTYT JaXXe 3aKpbIBaTh yCThE JIEBOW KOopoHapHOUl aprepuu [16]. [Tommumo
3TOrO, KOMHCCYpalbHbIe Y4YacTKh CTBOPOK AoK MoryT mpupactarb Ha pa3HOM MPOTSKEHUH K
CTEHOTUYECKOMY TpeOHI0 (uamie JieBas KOpoHapHas cTBopka) [4,13], d9ro Takke yCHIMBaeT
OOCTPYKIUIO YCTh KOPOHApHOU aprepun. OHAKO, Yallle OTMEUAeTCs AUIaTalusl YCTheB KOPOHAPHBIX
apTepuil BCIIEJICTBUE MOBBIIICHHOTO JABJICHUsI HUXKE YpOBHs creHo3a [17]. Ilaromorust kopoHapHBIX
aptepuit — npuszHanHas ocooennocts HCA [9,10].

bonee penxoit sBasercs auddysnas dopma BpoxaeHHoro HCA, kxoTopelil mpeactaBisieT coOoiu
TYOyJsipHOE CyXKEHHE, PACIIPOCTpaHSIOLIeecs] Ha BCIO JJIMHY BOCXOJsIIed Ao ¢ 3axBaToM Iyrd Ao U
Jaxke ycTbeB OpaxuonedanbHbix cocynoB. [lpu stom, kak mnpaBuio, oTmeyaercs auddysHoe
YIUIOTHEHUE U yToilleHue cTeHku Ao 1o 5-6 mMm. Jlannas ¢opma HCA Takke Xxapakrepusyercs
HaJIMYMEM W3MEHEHHBIX W YTOJILIECHHBIX CTBOPOK KIIAllAHA, KOTOPBIE B PSAE CIy4aeB MOTYT
npupacTath K cTeHke Ao B cuHOTYOynspHoW 30He [4]. CornacHO JaHHBIM THUCTOJIOTHYECKUX
UCCJIEIOBAaHUN MOP(OJOTHUYECKUM CyOCTpaToM MAaTOJOTMU CTEHKHM Ao SBISIETCS JIuCIUIa3us

MBIIMICYHOTO CJI0A COCYAOB M 3aMCIICHHUC OHAOTCIINA COGI[HHHTGHBHOﬁ TKaHbIO, O6OFaHleHHOI>'I



koJutareHoM. [laronornueckuii mpouecc B a0pTaJIbHOM CTEHKE MOXKET PACIPOCTPAHATHCS AUCTAIbHEE

AYTH U OAKC 3aXBATbIBATH 6pIOH_IHy10 Ao ¢ MoYeYHBIMHU apTCpUAMHU



1.3 Dnuaemuosorus 3a60J1gBaHnﬂ WJIM COCTOSTHMS
(rpynnbl 32001€BAHUMA UJIA COCTOSTHUI)

Csenenust o pacrpoctpaHeHHocTH nonHoro cuHiapoma HCA nporuBopeunBbl. [Io gaHHBIM OgHUX
uccnengosareinei, yacrtora ero cocrasiser 1:100000, no nanubsiM apyrux — 1:25000 HOBOPOKIEHHBIX
[2,6]. ITo nHaOmtonennsam M.I. biromMuHOM B Halieil CTpaHe CUHAPOM BCTPEYAETCS 3HAYUTENIBHO Yallle -
y omgHoro u3 3500 wnoBopoxaeHHbix [18]. KommuectBo omnepanuii koppexkuumu HCA B Poccum
cocraBisier 0,27% oT Bcex omnepanui, BbIIOJHEHHBIX M0 noBoxy BIIC. JlerampHOCTh 1pH
BBITIOJTHEHUU T0I00HBIX omeparuii coctaBmia 0% B 2015 1. [19]. HCA ¢ omuHakoBOH 4YacTOTOM

BCTPCUACTCA KaK Y neren JKCHCKOI'O, TaK U MYJ>KCKOT'O I10JI1a.

[Tpu cunapome Williams-Beuren Bpoxaennsii HCA nocratouno gacto (10 83% ciyuyaeB) coueTaercs
CO CTEHO30M JIETOYHOTO CTBOJa W TEpUPEPUUECKUMU CTEHO3aMM JIETOYHBIX apTepHil, HaIU4Yue

KOTOPBIX MPUBOJUT K MEPErpy3Ke U TUNepTpoUu MpaBoro xemyaodka cepaua [21-23].

ITomumo ero coderanus ¢ cuaapomom Williams, HCA BcTpedaeTcss B HaclIeACTBEHHOM, ayTOCOMHO-
JIOMUHAHTHON ceMeiHol (opme 0e3 HecOCYyauCThIX ocoOeHHocTel cuHapoma Williams, n kak
criopaguueckue ciayyan «u3onupoBanHoro» HCA  [3,6]. [T'ucronorudeckue UCCIEIOBaHUS
MEepBOHAYAIBHO YKa3bIBaJIM HA CXOACTBO OCHOBHOW marosnoruu mnpu Bcex Tpex gopmax HCA [4]. B
HACTOSIIEE BpeMs yCTAaHOBIICHO, YTO Y MAIMEHTOB ¢ cuHApoMoM Williams, reH 3nmacTuHa yaajieH Uiu
pa3pyllieH BMECTE C MHOXXECTBOM COCEIHHUX T'€HOB, KOTOPbIE, BEPOSITHO, SIBJSIOTCS Ba)XHBIMH JUISI
Ipyrux ocooeHHocter cuuapoma [23,24]. Y namuentoB ¢ cemeitnoit popmoit HCA (ne Williams) ren
AJIaCTHHA TIOJBEPTHYT TOJIBKO MEPEMENICHUIO0 WJIM TOYEUHON MyTaluu c noteper ¢yHkiuu [25,26].
[Mammentsl co «cmnopanudeckoi» (opmoit HCA sBnsitoTcs WM 4yieHaMH CEMENCTBa, HECYyIEro
MYTalMI0 TE€Ha 3JIaCTUHA C CyOKIIMHUYECKUM (PEHOTUIIOM, WU HECYT Ae(PEeKT I'eHa 3JIacTUHA Kak

HOBYIO MyTalHo [5].

Coueranue BpoxaeHHoro HCA ¢ mynbTUCHUCTEMHON mnarosnorueil (B OOJIBIIOM IPOLIEHTE CIy4aeB)
ONpENENsAECT €CTECTBEHHOE TEUEHHE IIOPOKAa M €ro OCJHOXHEHMs. Kak CBUIETENbCTBYIOT JaHHBIE
JUTEPATYpPHhI, C TCICHUEM BPEMEHH HAOMIONAETCS MTPOTPECCUPOBAHNE HATKIAAHHON OOCTpYKIIMH A0 U
HEKOTOPBIN perpecc CTENEHU JIETOYHBIX CTEHO30B [27-29]. Tak Kak Npu reHEeTUYECKUX CUHAPOMAX,
couetaronquxcst ¢ HCA, umeer MeCTO MyNbTHAPTEPUAIBHOE IOPAXEHUE, TO MNPOTrPECCHPYIOLIUN
CTEHO3 IOYEYHBIX COCYIOB MOXET IMPUBOAUTH K BO3HMKHOBEHUIO Ba30pPEHAJIbHOM THIEPTEH3UH, a

Hep€6paHBHHX COCYI0B — K HCBPOJIOTMYCCKUM OCJIOKHCHUS.



1.4 Oco0eHHOCTH KOAUPOBAHHUSI 3200/ 1€ BAHUSA UJIH
COCTOSIHUA (IPyNIbI 3200J1€BaHUIl HIH COCTOSTHHIA) 110
MexayHapOAHOH CTATHYECKOH KJIACH(PUKALMH
0oJ1e3Hel U NPo0JieM, CBI3aAHHBIX CO 310POBbEM

Q25.3 — HaaKIanaHHBINA A0PTAJIBHBIA CTEHO3



1.5 Knaccudpukanust 3a001€BaHust MM COCTOSTHHSA
(rpynnsl 32001€eBAHAMA UJIA COCTOSTHU)

JInst OLleHKM cTeneHU BbIpaxeHHOCTU BpOXkKJIeHHOTO IICA Takke MCMONIb3YIOTCS T€MOJAMHAMUYECKHUE
KJTaccuuKaIui, OCHOBAaHHBIC Ha 3HAaUYCHHAX MakcuMmanbHoro u cpemunero ['CI JIDK/Ao, koTopeie

MPEACTABJIICHBI B KIIMHUYCCKUX PCKOMCHAAIMAX 110 BPOXKICHHOMY KCA.

B HIICCX um. A.H. bakynesa B 2003 1. mst o6sierdeHusi BbIoopa TaKTUKU XUPYPTrUYECKOTO JCUCHUs
BpokenHoro HCA mpennokena cieayromas KiacCH(pUKAMsa, OCHOBaHHAasS Ha MOP(OIOTHUSCKUX

TUIIax mopoka [6]:

I. ®opma HagKIIAIAaHHOTO CTEHO3a A0PTHI
1. JlokanpHas popma:

A. MeMOpaHO3Has;

b. «rmecounble yack»;

2. uddyznas popma:

A. 11O IPOTSKEHHOCTH

e BOCXOIdIIas aopTa A0 OTXOXKACHUA 6anI/IOHCCbaJ'II>HLIX COCynoOB;,

e BOCXOJsIIas a0pTa + Ayra aopThl.
b. o crenenu runoriaszuu

e yMEpEHHas;

e BBIpa)KCHHAS.
II. BoBieueHHOCTH B IPOLIECC KOPOHAPHBIX APTEPUIL:

e OTCyTCTBYET 3HaYMMAs MMATOJIOTUSI KOPOHAPHBIX ApTEPUL;

o lMmeeTcs maTonorusi KOpPOHAPHBIX APTEPUIA:

A. munaranys KOpOHApHBIX apTepuil (JieBas KOpOHapHas apTepus, MpaBas KOpOHapHas apTepus, ooe

KOpOHApHBIE apTEepUH);

b. creHo3 kopoHapHbBIX apTepuil (JieBas KOpOHapHasi apTepus, MpaBas KOpOHapHas apTrepus, ooe

KOPOHAPHBIE apTEPUH ).
[II. Boeneuennocts B npouecc AoK:

e OTCYTCTBYET MaTOJOTHS KJIallaHa.

e Hanuuwne narojioruu KiarmaHa:

A. maronorusi GuOPO3HOTO KOJbIIA KIanaHa (CTeTeHb TUTOTIIIa31 )



b. maronorus CTBOpPOK KiianaHa.



1.6 Kianmanyeckas KApTHHA 3a§0J1eBaHnﬂ WA _
COCTOSTHUSA (IPyNnbI 3200/ 1€ BAHUM UJIM COCTOSIHUMN)

Knunnueckum ormnuuem BpoxaeHHoro HCA ot apyrux ¢opm obcrpykiuu BOJDK sBnsiercs yactoe
COYETAHHE 3TOr0 TUIA MOPOKA C MHOKECTBEHHBIMM CHCTEMHBIMU AHOMAJIUSIMH W T€HETUYECKUMU
cungpomamu. Kak yxe ykaspiBajoch Bbilie, BpoxaeHHbIH HCA BXOOUT B CHUMITOMOKOMILIEKC
cugapoma Williams-Beuren, npencrasistomero co0oii coyeTaHue aHOMAJIUN CEpAEYHO-COCYIUCTON
CHUCTEMBI C MHO)KECTBEHHBIMH CUCTEMHBIMH aHOMAJIHMSIMUA M MMEIOLIETO B CBOEH OCHOBE HAPYIIECHUE
MeTabonu3Ma Kaiblus. J[eTr ¢ JaHHBIM TeHETHYECKUM CHHIPOMOM OTCTAIOT B (PU3NYECKOM Pa3BUTHH,
UMEIOT MPOOIEMBI CO CTOPOHBI JKEITYI0YHO-KUIIIEYHOTO TPaKTa (KUILIEYHbIE KOJIUKH, 3all0pPbl, IOHOCHI),
OTJIIMYAIOTCSl TUIEPUYYBCTBUTEIBHOCTBIO K 3BYKaM. XapaKTepHOM SBJISETCS BHEIIHOCTh peOEHKa —
dopMmupyercs U0 «3b(ay C BHICOKUM, IMUPOKUM M BBIMYKJIBIM JIOOM, BBICTYIAIOIIUMU CKYJIaMH,
OOJBIIMMH OKPYTJIBIMH YIIHBIMH pakOBHHAMHU. J[OCTAaTOYHO 4YacTO WUMEETCS MATOJIOTHS YEITFOCTHO-
JULEBON CUCTEMBI, pa3MyHble aHOMAJIMM Pa3BUTHUS 3yOOB, MATOJOTUs PadyHOUM OOOJIOUKM IIia3a,
Kocornasue, naxosas rpbpka. [lo mepe pocta pebeHKa CHHAPOM MOXKET OCJIOXKHSTHCS Pa3BUTHEM
CUCTEMHOW THIMEpPTEH3UH, 3a00JEBAHUSAMU SKETYTOYHO-KUIIEYHOTO TpaKTa M ypPOJIOTHYECKUMU

3abosieBaHusIMU [2,23,24].

[Tomumo ero coderanus ¢ cuaapomom Williams, HCA BcTpedaeTcs B HacIeACTBEHHOM, ayTOCOMHO-
JIOMUHAHTHON ceMeiHoi (opme 0e3 HecoCyaucThiX ocoOeHHocTel cuHapoma Williams, u kak
cropaauueckue ciydam  «usoinupoBanHoro» HCA  [3,5]. T'ucromormueckue  MCCIEIOBAHUS
MEepBOHAYAIBHO YKa3bIBAJIM Ha CXOJACTBO OCHOBHOM marosnoruu mpu Bcex Tpex ¢opmax HCA. B
HAaCTOSIIEE BPEMs YCTAaHOBJICHO, YTO y MAIMEHTOB ¢ cuHapoMoM Williams, TeH amacTuHa yiajieH Win
pa3pylIeH BMECTE C MHOXXECTBOM COCEIHHUX T€HOB, KOTOPbIE, BEPOSITHO, SIBISIOTCS BaXKHBIMH JUIS
Ipyrux ocooeHHocten cuuapoma [23,24]. Y namuentoB ¢ cemeitnoit popmoit HCA (ne Williams) ren
AJIaCTHHA TOJBEPTHYT TOJIBKO MEPEMENICHUIO WJIM TOYEYHOM MyTaluu ¢ noteped ¢yHkiuu [25,26].
[TanimenTsl co «cmopagudeckoit» (opmori HCA sBISIOTCS WM 4YjeHAMW CEMEWCTBA, HECYIEeTOo
MYTalMI0 T€Ha 3JIaCTUHA C CyOKIIMHUYECKUM (PEHOTUIIOM, WU HECYT Ae(PEKT I'eHa 3JIacTUHA Kak

HOBYIO MyTalHo [5].

Coueranmne BpoxiaenHoro HCA ¢ mynbTrcucTeMHOM marojorueil (B OONBIIOM MPOIEHTE CIy4yacB)
ONpENENsIeT €CTECTBEHHOE TEUEHHE IIOPOKAa M €ro OCHOXHEHMs. Kak CBUIETENbCTBYIOT JaHHBIE
JTUTEPATYPHI, C TECUCHHUEM BPEeMEHHU HAOII0aeTCs MPOTrPECCUPOBAHIE HAIKJIAIAHHON 00CTPYKIIMU A0 U
HEKOTOPBIN perpecc CTENEeHM JIETOYHBIX CTEHO30B [5,27-29]. Tak Kak mpu reHEeTHYECKUX CHUHJIIPOMaX,
couetatromuxca ¢ HCA, nmeer MecTo MyJbTHApTEPUAIBHOE IMOPAKEHUE, TO MPOTrPECCUPYIOIINN
CTEHO3€ TOYEYHBIX COCYIOB MOXET MPUBOAUTH K BOZHUKHOBEHHUIO Ba30PEHAJBHOW TUIIEPTEH3HUH, a
1epedpaIbHBIX COCYIOB — K HEBPOJIOTHUECKUM ociokHeHus. [lanmentsl ¢ BpoxkaeHnHbiM HCA taxxe
OTHOCST K TpyINNe pUCKa MO0 BO3HMKHOBEHHIO BHE3AIHOM CMEpTH, OOYCIIOBICHHOH HapacTaHUEM
O0OCTPYKIIMU KOPOHAPHBIX apTepuil WM K€ MPOrPECCUPYIOLIUM CTEHO30M BBIBOJIHBIX OTIEIOB 000UX

KEITyTOUYKOB Cep/Iia.



2. Jlmarnocruka 3a00J1eBaHUsI UJIM COCTOSTHUS
(rpynnsl 320071€eBAHAMA UJIH COCTOSTHUI) MeAUIIMHCKHE
MOKA3aHUS U MPOTUBONMOKA3AHUSA K IPUMEHECHUIO
METOA0B JMATHOCTHUKM

Huarno3 HCA BepuduiupyeTcs Ha OCHOBAaHMHM CBOJHBIX TaHHBIX Kajlo0 poAMTENeH MaIlMeHTOB,
KJIMHUYECKUX TMPOSBICHUNA TOpPOKa, JIaHHBIX JIA0OPAaTOPHBIX W HMHCTPYMEHTAJIBHBIX METOJOB

HCCICIOBAaHMA.

OcHoBononararonuM B auarHoctuke HCA sBisiercst oOHapykeHHE TeMOJAMHAMUYECKH 3HAYUMOTIO
CyxkeHuss Ao, pacrmojaramomierocss Bbllle ypoBHS  kjanaHa. Haubonee  mpuemiieMoit
reMoAHaMu4ecKoi kiaaccudukanueit creneHu crenoza BOJIK sBnsieTcs rpamamusi, oCHOBaHHasl Ha
BenmunHax MakcumanbHoro ['CI] JIDK/Ao. CornacHo 3To# kKiaccupuUKaIuK BCe MAIMEHTHI MOTYT OBITh

pacnpeneneHsl Ha 3 KInHU4ecKkue rpynnsl [30]:

e yMmepeHHbIH aopTranbhbiii cTeHo3 — ['CJ] JIK/Ao 10 50 MM pr.cT.;
e BbIpakeHHBIN aopTanbHbli cTeHo3 — ['C/I JIDK/Ao — 50-80 MM pT.CT.;

e peskuit aopranbHbI cteHo3 — ['CI JIDK/Ao > 80 MM pT.CT.

CornmacHo craHgapram OoJie3HEH KJamaHoOB cepama, paspadoranHeiM B 2006 . AMepHKaHCKOM
KOJIJIETMEHN KapJmoJioroB 1 AMepukaHckor accoruanuen kapauonoroB (ACC/AHA), cTenens TsHKeCcTH
cteHo3a Ao MoOxeT ObITh oueHeHa mo BenuuuHe cpensero I JDK/Ao. B coorBercTtBUM € 3THUM

BBIJCIISIIOT:

e HE3HAUMUTENIbHBINA CTEHO3 (cpenuuil rpaaueHT AaBieHus JDK/Ao menee 25 Mm pr. CT.),
e YMEpEHHBIN cTeHo3 (cpenuuid rpaaueHT aasienus JIDK/Ao — 25-40 mm pr. cT.),

e BBIpOKEHHBIN CTeHO3 (cpenuuii rpagueHT aaBienus JDK/Ao 6onee 40 MM pT. CT.).



2.1 /Kaa100bI 1 aHAMHE3

° PEKOMeHIlyeTCﬂ Ha 3Tarc IJUarioCTHUKH C60p aHaMHe3a M Kajunoo Yy BCEX MAIIMCHTOB (pO,Z[I/ITeJIeﬁ

nanueHToB) ¢ nogo3penueM Ha HCA [2,6,7,18].
(YYP C, VI 5).

o PexoMeHnayercsi mpu cOope aHaMHE3a U KaJIOO PaCCIPOCUTH POAUTENICH MAMEHTa O HAJTUYUHU Y
peOeHKa oTcTaBaHUS B (DM3WYSCKOM Pa3BUTHH, IMOBBIMICHHONW YTOMIISIEMOCTH, OJABIIIKH (OCOOSHHO
npu  (HU3MYECKOW AaKTUBHOCTH), NPHUCTyNax CepaleOMeHus, BO3HMKHOBEHUU CHHKOTATBHBIX
COCTOSIHUM, CTEHOKapAUTHYECKuX Oo0isax. Taxxke mnanueHTsl (MW WX POJICTBEHHUKH) MOTYT

MPEIBSBIATD KATOOBI, XapaKTEPHBIE JIJISl COMYTCTBYIOIINX FTeHETHUECKUX CUHIPOMOB [2,6,7,18].
(YYPC, YOO 5).

Kommentapuu: Jlemu ¢ cunopomom Williams-Beuren omcmaiom 6 uzuueckom paseumui, umeom
npoobnemvl co CMOPOHbLL HCETYOOUHO-KUUEUHO20 MPAKma (Kuuieuhvle KOAUKU, 3Anopvl, NOHOCHL),

OMIUHAIONICA cunepuyecmeumeylbHoCnbsro K 36YKAM.

o Pexomenayercsi mpu cOope aHamHe3a 3a00leBaHHS ONPOCUTH POAUTENCH HAa HaJIHMIUC
KOHCYJIbTAllMU Bpada-TeHeTHKa C JIOKYMEHTAJbHBIM ITOITBEPKICHUEM/HIN  ONPOBEPKEHUEM

CONMYTCTBYIOLIEH T€HETUUECKOM naronoruu [5,23,24].
(YYPC, YOI 4).

o [Ipu ocMoTpe pekoMeHayeTcsi 0OpaTUTh BHUMAHHWE HA BHEIIHWI BHJI MAIlUEHTA, KOTOPHIA MOXKET
OBITh JOCTATOYHO XapAKTEPHBIM TMPH HAJTUYHH COIMYTCTBYIONMICH TEHETHYCCKON ITaTOJIOTHH
[2,5,23,24].

(YYP C, VIUI 4).

KommenTapuu: Xapakmepnou ons nayuenmog ¢ cunopomom Williams-Beuren sgnsemcs 6HeuHOCHb
pebenka — gpopmupyemcs auyo «31bda» ¢ 8bICOKUM, WUPOKUM U GLINYKILIM JOOM, 8bICIYRAIOWUMU
CKyamu, OONbUUMU OKPY2IbIMU VUHBIMU PAKOGUHAMU. J[OCMAmMOYHO Yacmo umeemcs namono2us
YeNIOCMHO-TUYEBOU  CUCIEMbL, DA3TUYHbIe AHOMAIUU paA3eumus 3y008, NAmMonN02usi paodydHcHOU

000104KU 2nasa, Kocozaiasue, naxoedas cpuvloicd.



2.2 Ou3uKaJbHOE 00CTeI0BAHUE

° PEKOMCHIIyeTCﬂ BO BpCM: (i)I/ISI/IKaJIBHOI‘O O6CJICI[OBaHI/IH O6paTI/ITB BHUMAHHEC Ha IIaJbIIAlIIUIO H

nepKyccuro o01acTu cepara u cocyaon meu [2,18,21,23,24].
YYP C, VI 5).

KommenTapuu: [lpu obcnedosanuu nayueHmos modxcem Ommedamsvcs NepKymopHoe pacuiupeHue
epanuy cepoya 61ego ecieocmeue eunepmpoduu JK, a npu narenayuu onpedensiemcs paziumotl
BepxXyuledHblll mMoI4oK. B psade cayuaeé ma ocumosamuu cepoya naibNaAmMopHO ONpeoensiencs

cucmonuyeckoe 0podicanue, nepeoarouieecs 8 APeMHYI0 AMKY U no X00y COHHbIX apmepull.

o Pexomenayercsi BO BpeMsi (pU3UKAIBHOTO OOCJENOBaHUsA OOpaTUTh BHUMAHWE Ha ayCKYJIBTAIHIO

cep/illa ¥ COHHBIX apTEPUil C LIEIbI0 OLIEHKU cTeneHu BoipaxkeHHocTn HCA [2,18,21,23,24].
(YYP C, YO 5).

KommenTapuu: /lpu ¢usukarvnom obcnedosanuu nayuenmos c epoxcoennvim HCA obpawaem na
cebsi GHUMAHUE HeCKONbKO OMIUYHAS AYCKYIbMAMUSHAs Kapmuna nopoka: 1) omcymcmeyem
cucmonuveckuil wer4ok Hao AoK, a snuyenmp cucmonuveckoco uiyma Hao Ao cmeujen golute, yem npu
cybaopmanvroi oocmpykyuu, 2) ommeuaemcs axyenm moua 3akpvimusi AoK; 3) ouacmonuueckuii
wym  nedocmamounocmu AoK evicnywusaemcesn kpaune peoko;, 4) modcem  GulCIYUUBAMBCS

CUCMONUYECKULL wym 6 npoeKkyuu j1e2o04Hoco cmeod.

o PexoMeHnayercsi BO BpeMs (PU3UKaIBHOTO MCCIIEIOBAHUS OLICHUTH IMYJIbCAIMIO Ha 00€MX BEPXHUX
KOHEUHOCTAX TAIlMCHTa, W IPOU3BECTHU CPABHUTEIBHBIA aHAJIM3 IIOJIYYEHHOIO pe3yJbrara
[2,18,21,23,24].

(YYP C, VI 5).

KommenTapuu: /lpu pacnpocmpanenuu cmenosa na 0yey Ao u NOOKIIOYUYHYIO apMeEPUI0 MOdicem

HabI00amvbcsi ACUMMEMPUS NYIbCA — NYIbC HA J1€60U pyKe Modicem Oblmb 0CableH.

o PexomeHnayercsi BO BpeMs (DM3UKAIBHOTO HCCIACAOBAHUS M3MEPUTHh apTepHAIbHOE JaBJICHHUE Ha
00enx BEepPXHMX KOHEYHOCTAX TMAIMEeHTa, W TMPOM3BECTH CPABHUTEIBHBIA aHAIMU3 IOJYYCHHOTO
pesynbrara [2,18,21,23,24].

(YYP C, VI 5).

KommenTapuu: /lpu usmepenuu apmepuanbHo2o 0agieHus e2o nokazamenu Ha npasou pyke Mo2ym

ObLIMB BblULe, YeM HA 1e60U (NpU pacnpoCmpareHuu cmeno3a Ha 0y2y Ao u NOOKIIOYUYHYIO apmepuro).



2.3 J1abopaTopHbIe JMATHOCTHYECKHE MCCIeI0BAHUS

o PexoMenayercsi BceM DalMEHTaM IIeped NPOBENCHUEM XUPYPIrHYECKOTO BMEIIATEIbCTBA
BBINIOJIHEHUE KOAryjaorpamMmbl  (OpUEHTUPOBOYHOTO HCCJENOBAaHUSA CHUCTEMbl TeMOCTaza) u
UCCJIEIOBAaHUE YPOBHS TPOMOOIIMTOB B KPOBU JJisi TPOTHO3a pHCKA MEPUONEPAMOHHBIX

KpOBOTEUYEHUI U BEJIMUMHBI KpoBonotepu [41,42].
YYPC, YIA)S).

o PexoMenayercsi BceM DalMEHTaM IIeped IPOBEAECHUEM XUPYPrHYECKOTO BMEILIATEIbCTBA
BBINIOJIHEHHE OOHIero (KJIMHUYECKOT0) aHalu3a KpPOBU Pa3BEPHYTOrO JJisi  BBISIBJICHUS

JIOOTIEPAllMOHHON aHEMUU U €€ CBOEBpeMEHHOU Tepanuu [41,42].
YYPC, YA 5).

o Pexomenayercsi BceM mnamuentaM ¢ HCA wu cungpomom BuibsiMmca mnepen mpoBeIeHUEM
XUPYpPru4ecKkoro BMENIATEIbCTBA MCCIEAOBAHME YPOBHS OOIIEro Kajablusi B KPOBU JUIS

MPOrHO3UPOBAHUS TEUCHUS MOCIeoNeEPalMOHHOro nepuoaa [5,18,21,23,24,28] .
(YYP C, V1] 4).

KommenTapuu: V nayuenmos ¢ cunopomom Bunvsimca ypoeewvb Kaibyus 6 Kpo8U, KAK NPAsulo,

SHAYUMO NOBBIULEH.



2.4 NucTpyMeHTAJIbHbIC JUATHOCTHYCCKUE
UCCJIeA0BAHMSA

e Pexomenayercs Bcem nauuentam c nopo3peHuemM Ha HCA perucrpanusi 31eKTpoKapIuorpaMMbl
[2,6,7,18].

(YYP C, VL 5).

Kommentapuu: Ha DK mooxcno evisisums eunepmpoguio JDK paznuunoti cmenenu. Taxoice
B03MOJNCHBI ULeMUYeCKUe USMEHEeHUsl 8 3A8UCUMOCIU O MANCECMU OKKIIO3UU 8bl80OH020 MpaKma

JDK u cmenenu nopasicenuss KOpoHapHuIX apmeputi.

o PexoMeHnayercsi Bcem nanueHTaM ¢ quarHoctupoBanHbiM HCA, uMmeromuyM B aHaMHEe3€ MPUCTYITbI
MOTEPU CO3HAHUS, BBINOJHEHUE XOJTEPOBCKOIO MOHUTOPUPOBAHUSL CEPACYHOTO PUTMA C IIEJBIO

BBISIBJICHUS] HAJIMYUSI BOBMOYKHBIX TPAH3UTOPHBIX HapylieHuu [2,6,7,18].
(YYP C, VI 5).

e Pexomenayercs Bcem nanuentam ¢ HCA BeinmonHeHue peHTreHorpaduu OpraHoB IPyAHON KIETKH

B Tpex npoekuusx [2,6,7,18].
YYPC, VI )5).

Kommenrtapuu: /[annoe ucciedosanue npogooumces ¢ yeivio OYyeHKy KoHguaypayuu cepoya u oyeHKu
J1e20YHO20 PUCYHKA. Penmeenonocuueckas rkapmuna epoowcoennoco HCA xapaxmepuzyemcs
VCUNIEHUEM JIe20YH020 DUCYHKA U YETUUEHUEM pA3Mepo8 JesblX Omoenog cepoya (npu Haiuduu
2eMOOUHAMUYECKU 3HAYUMO20 HAOKIANAHHO20 CYICEeHUS)) U He umeem Cheyupuyeckux npusHakos, 3d

UCKJTIIDYEeHUEeM omcymcneusd npu Hem pacilupeHus eocxodﬂmeﬁ Ao.

o Pexomenayercst Bcem mamuentaM ¢ HCA BbimonHeHHE TpaHCTOpakajibHOW sXokapauorpaduu
[2,6,7,18,45].

(YYP C, VIUI 4).

KommenTapuu: Ocnoguvivu nosuyusmu O eusyaiuzayuu 6vleo0no2o mpaxma JDK sensiomes:
napacmepHaibHas no3uyus 6 npoekyuu no oauxHou ocu JIVK u no kopomkoii ocu na ypoeue Aok,
AnuKanrbHas 5-mu KamepHas no3uyus, a maxdice cyoOKOCmanbHulll 00CMyn 8 NPoeKyuu no OTUHHOU OCU
BOJDK u cynpacmephanvuolil 6 npoexyuu no OaunHou ocu gocxoosiweti Ao. C nomowpro IXO-KI'
onpeodensom mopgonocuio u cmenensb oocmpykyuu, pazmepvl BOJDK u @K AoK, eocxooaweii Ao,
Qyukyuro JDK u conymemeyiowue BIIC. Taxowce onpedensiom cocmosiHue 6bl80OH020 MpaKma

npasoeo Hceryo0ouKka u Harudue/omcymemeue 00CmMpyKyuu Ha yposHe 1e204H0-apmepuaibHo20 pycid.

o PexoMmenayercsi BceM mnamueHTtaMm ¢ auarHocTUpoBaHHbIM HCA BbINOIHEHHE YIbTPa3ByKOBOM
nomnrieporpaduu apTepuil BEpXHUX KOHEYHOCTEH U TYIJIEKCHOE CKaHUpOBaHUE OpaxuornedanbHbIX

apTepuil ¢ LIBETHBIM JONIUIEPOBCKUM KapTUpPOBaHUEM KpoBoTOKa [2,6,7,18].

(YYP C, VI 5).



Kommentapum: V nayuenmose ¢ HCA u cunopomom Bunvsamca modxxcem umems Mecmo

obcmpykmueHoe nopasicenue cocy0og dy2u Ao, Kak nposeienus 2eHepailu308aHHOU apmepuonamui.

o Pexomenayercss BcemM mnanueHTam ¢ jauarHoctupoBaHHbiIM HCA BbIMOSHEHUE AYIJIEKCHOTO

CKaHMPOBaHMS apTepuii novek [2,6,7,18,46].
(YYP C, VI 5).

Kommentapuun: V nayuenmos ¢ HCA u cunopomom Bunvamca moocem umemsv mecmo
0bCcmpyKmugHoe nopaxicerue cocyo008 No4eK, KaK NPoseileHus 2eHepalu308aHHOU apmepuonamuu, 4mo

MooHcem npueodumb K 603HUKHOBEHUIO 66130peHa]ZbHOl/7 cunepmeH3ul.

e PexomeHayercss BceM MalMeHTaM C YCTaHOBIEHHbIM 1o JaHHbIM OXO-KI'-uccrnenosanus
nuaraozom HCA ¢ I'CJ] JIDK/Ao 6onee 60 MM pT.CT. (BBIpaKEHHOM M PE3KOM aO0pTaIbHOM CTEHO3e
COTIIACHO TEeMOIWHAMHYCCKOW KiIacCH(UKAIIMK)  BBIMOJHCHHE YPE3BCHO3HON KaTeTepH3allud
cepilla U PEeTPOrpajiHOM KaTeTepus3alliy JIEBBIX OTIEIOB Cepjlla C JIEBOM BEHTpHUKyJOrpaduei
[2,6,7,18,30].

(YYP C, VI 5).

Kommentapuu: Ilpogedenue pempocpaouoil kamemepuzayuu Jjesblx 0moenos cepoya U Jesol
senmpuxynocpaguu npu HCA nozeonsiem ymounums yposenv u npomsidiceHnocms oocmpykyuu BOJDK
U onpederums 2eMOOUHAMUYeCKUe napamempuvl CmeHosd. Brmwouenue 6 npomokon ucciedosamust
11e60U 8eHMPUKYI02paduu no3eoisem oyenums pazmepsl nonocmu JIK u cmenenv eco eunepmpoghuu,
a makdce  6bIAGUMb  HAIUYUE/OMCYMCMBUE — SHYMPUIICETYOOUKOBOU  0OCMPYKYUl,  OYeHUmbs
COKDAMUMOCHb, A MAKNHCEe HATUHUE/OMCYMCmeUe e20 anespusmvl.  Upe3eeno3nas Kkamemepuzayus
cepoya 0aem 803MONCHOCHb OYEHUMb COCMOSIHUE 8b1800OHO20 MPAKMA NPABO20O HCEIYOOUKA cepoyd U
N1e204UHO-APMEPUATLHO20 PYCAA (YEeHMPATbHBIX U NepU@epudecKux omoenos), Ymo 6 c8ow ouepedb
MOJICEmM NOBIUAMb HA MAKMUKY XUPYPSUHUECKO20 8Meuamenbcmed U UsMeHUms 00bem KoppeKyuu
BIIC.

o PexomeHnayercss BceM MalMeHTaM C YCTaHOBIEHHBIM 1o JaHHbIM OXO-KI'-uccnenoBanus
nuarao3oM HCA c I'CJ] JIDK/Ao 6onee 60 MM pT.CT. (BBIpAXKEHHOM U PE3KOM a0pPTAIBHOM CTEHO3€
COMNIACHO  TeMOJMHAMUYECKOM  KilacCU(PUKAIUN) BBIIIOJIHEHUE  NaHaopTorpapuu  C

KopoHaporpaduwueii [2,6,7,17,18,30].
(YYP C, Y1 5).

KommenTapuu: Bxuwouenue 6 npomoxon ucciedosanusi nawaopmozpaguu ¢ KopoHapoepaguet
N0360JI5lem OYeHumsb CoCmosiHue cocyoos oyeu Ao u xkoponapHvix apmepuil. Y nayuenmos ¢ HCA
MOdCem UmMems Mecmo CmeHo3upylouee nopaxcenue cocyoos oyeu Ao u KopoHapHuix apmeputi, 4mo 8
pAde ciyyaed Mmodxcem nompebogamsv 6 Kauecmee nepeo2o IdMana Xupypeuuecko2o JleyeHus

6bINOJIHEHUA PASTUYHBIX UHIMEPBEHUUOHHBIX eMeulamenbCcme

e Pexomenayercsas mnamueHtam ¢ auarHoctupoBaHHbIM HCA  BBINOJHHUTH  KOMIIBIOTEPHYIO

Tomorpaduro cepara ¢ KoHTpactupoBanuem [2,7,17,18,30-32].



(YVYP C, VI 5).

KommenTapuu: Boinoinenue xomnvlomepHol momocpaguu cepoya ¢ KOHMPACMUPOBAHUEM
PEKOMEHOYemcst 8 Kauecmeae OONOMHeHUsl K IXoKapouozpaguu, a makice 8 Kauecmee aibmepHamuesl
UHBA3UBHBIM ~ MEeMOoOaM UCCIe008anusi OJisi  VMOYHEHUs. MOopgoniocuu nopokd, OnmuMuzayuu
XUpypeuueckol MmexHuxku, a maxoice Ol MPexmepHo20 MOOeIUpo8aHUs Npeocmosujell onepayul.
IIpuopumemmnoe 3uHaueHue MoMOSPAPUUECKUX MEMOOUK Y Oemell 3aKuouaemcs 6 NpeBoCXOOHOM
NPOCMPAHCMBEHHOM PA3PEULeHUU  IKCMPAKAPOUATbHBIX cmpyKmyp. B  npoenocmuueckom niawne
xupypeuueckoeo Jneyenuss ewvinonnenue MPT c/be3 npumenenus KOHMPACMHO2O Hpenapama
peKomeHOyemcsi 0jisi O0CMOBEPHO20 ONpedelieHUs. 00bema noiocmu, QYHKYUOHATIbHO2O COCMOSAHUS U
cmenenu puobposza muokapoa JUK [31,32].

o Pexomenayercsi mamuentam ¢ auardHoctupoBaHHbiM HCA u mopgo3speHueM Ha BOBJICYEHUE B
MaTOJIOTHYECKUIM TPOLECC YCThEB KOPOHAPHBIX apTEpHl WM IPU HUMEKOIIMXCA IPU3HAKAX
KopoHapHOW wumemun 1o AaHHbIM OKI' BbIMONHEHHE MO3WTPOHHO-OMUCCHOHHON TOMOTpaduu

muokapaa (I19T) ¢ uenbto onenku ero nepdysuu [2,6,7].
YYPC, YOI )5).

KommenTapuu: Ha ocrnosanuu Oannvix 0 cocmosnuu nep@ysuu mMuokapoa modxcem Obimb uzbpana
XUpYpeudeckas, makmuka JjedyeHus, npeoycCMampuearuids KOPPeKyuto KOPOHAPHO20 KPOBOMOKA C
NOMOWbIO UHMEPBEHYUOHHBIX BMEUlamensCms 6 Kaiecmee nepeo2o 2mand JjledeHus Ulu e npu

oonospemennom yempanenuu ¢ HCA 6o epems onepayuu na omkpwvimom cepoye.

o PexoMenayercsi mamueHtam ¢ guarHoctupoBaHHbiM  HCA, wuMeronmM JOKYMEHTaJbHO
NOATBEPXKACHHYIO HapylIEHHYI0 Tepdy3uio MHUOKapia, BBINOJIHEHUE 3XoKapAuorpaduu c

¢dusnueckoit Harpyskoi [2,6,7].
YYPC, YII5).

Kommentapuu: Memoo sxoxkapouoepaguu c ¢uzuueckoii Haspy3Kou modxcem Oblmb NONe3eH npu

oyeHKe 00CMOBEPHOCIU ULEeMUYECKOU nepghy3uu MUuoxkapod.



2.5 Uubple TMArHOCTHYECKHE MCCJIeIOBAHNSA

° PEROMeHIIyeTCﬂ rnepen BBITTMCKOM U3 cTaguoHapa BCEM ITalUCHTAM C LCJIbIO KOHTPOJIA IMOCJIC
BBIIIOJTHCHHOI'O OIICPATUBHOI'O BMCHIATCIIBCTBA BBLIIIOJHUTL PCTUCTPAINUIO JJICKTPOKAPAHUOTPAMMBI

JUTSL BBISIBJICHUS! HAJIMUKST BO3MOXKHBIX HAPYLICHUI pUTMa U IpoBoAUMocCTH [2,6,7,30, 33-36].
(YYP C, VI 5).

° PeKOMeH)]yeTCH nepen BBIITMCKON U3 cTaguoHapa BCEM IalMCHTaM C ILCJIbIO KOHTPOJA IMOCIIC
BBIIIOJIHCHHOTO OIICPATUBHOTO BMCHIATCIILCTBA BBLIIIOJIHUTH 3XOKapm/10rpa(bm0 C IOCJIbIO OLCHKHU

3¢ (HEKTUBHOCTH XUPYPrUUECcKOr KoppeKkuu nopoka [2,6,7,30, 33-36].
YYPC, VI 5).

o PexoMmenayercst y nmauneHToB ¢ quarHoctupoBanHbiM HCA u nmono3pennem Ha cuaapoM BunbsiMca
IIPOBEJICHNE MOJIEKYJIIPHO-TEHETUYECKOTO MCCIIEI0BaHUs C UCIOIb30BaHneM crienuansHoro JJHK-
MUKpOUHIIA, KOTOPBIM BBIABISET HapylleHUs Npu GOpMUPOBAHUM 7-i XpomMocoMbl. B pe3ynbrare

CTAHOBUTCSI OUYEBUHBIM OTCYTCTBUE €€ yuacTka [4,21,23,24,28].
(YYP C, VI 4).

KOMMeHTapI/II/I: ﬂGHHOe ucciedosanue ABNAemcs CamblM MOYHbIM ONsl OUACHOCMUKU CUH@pOMCl

Bunvsmca.



3. Jleuenue, BKJIKYAST METUKAMEHTO3HYIO U
HeMeIUKAMEHTO3HYI0 TePalluH, TUeTOTEPAIHUIO,
00e300/1MBaHNe, MEIUIIMHCKHE NTOKA3aHUA U
IPOTHBONOKA3AHNA K IPMMEHEHUIO METO/I0B JIeYeHHU S

3.1 KoncepBaruBHOe JieueHH e

He cymectByer menukameHTo3HOro JjedeHus: BpoxaeHHoro HCA, 3a uckitoueHrneM npouiaakTUKU

SHAOKAPIUTA.

3.2 Xupypruueckoe JiedeHue

e PexomeHayeTcsl BBINOJIHATh XUPYPrUUECKOE BMEIIATENILCTBO MAIMEHTAM C JUArHOCTUPOBAHHBIM
HCA nipu 3Ha4eHUM MUKOBOTO IpaJiIi€HTa CUCTOJIMYECKOro naBieHus mexay JDK u aoproit Bbiiie

70 MM PT. CT. WJIM TIpU 3HAYEHUU CPEJIHETO IpajueHTa Boime 40 mm pT. cT. [2,6,7,30].
(YYP C, YOI 5).

KommenTapuu: /lpu naruuuu noxazanuii Kk xupypauueckomy nevenuto oonvuvix ¢ HCA  cneoyem
onepupogams He3ameoUmenbHo, mMaK KAk ONUMeNbHoe CYUecmeosanue NOpoKa Npusooum K e2o
npocpeccupo8anulo, B03HUKHOBEHUIO COYEMAHHbIX (QOpM, a MmakKdice NOAGNEHUI0 OUCPHYHKYUU
AOpManbHO20 U MUMPANIbHO20 Kiananos, JDK u napywenusm pumma, ymo npugooum K 6blNOJIHEHUIO

onepayuu 6 xydumx YCaosusax u oaem menee OnMmuUMUCMUYHBLU NnPOCHO3.

o [Ipu BbIOOpe MeToma xupypruueckoro jeuenusi HCA pexomenayercsi MCIONB30BaHUE OHOM M3
METOJIMK IIJIACTUYECKOro pacmupeHus Bocxopsuied Ao tuna McGoon, Doty, Brom, Myers
[2,6,75,17,22,29,33-36].

(YYP C, VIUI 4).

Kommentapuu: Hcnonvzosanue yKazamHviX MemooOuxk no36o0jsiem OO0CMUSHYMb aA0eK8aAmHO20
pacuupenuss gocxoosiuje Ao ¢ Xopouwium 2emMOOUHAMUYECKUM pe3yibmamom. Buibop memoouxu

onpe()eﬂ;zemcg xapakmepom u nponANCeHHOCNnvbio HCA, a maxokee npe@noqmeHuﬂMu u onslmom

xupypea.

e [Ilpu nHamuuum y pebGenka HCA, coderaromierocs ¢ BBIpQXEHHOW THUMOMIa3ue ayru Ao,
reMOJIMHAMUYECKH 3HAYUMBIM I'PaJMEHTOM CHCTOJIMYecKoro napienust mexay JIK u Ao, a takxke
MOCJIE paHee BBIIOJIHEHHOTO XMPYPruYecKoro BMEIIATeNbCTBA Ha BOCXOIALIEH AO B KayecTBe
omeparyy BeIOOpa PeKOMEHAYeTCs OTeparus UMIUIAaHTAINKA KJIallaHCOACPIKAIIEero KOH ynTa™* **
mexay JOK u mucxonsmeit Ao [2,30,37,38].

(YYP C, VIUI 4).



KommenTapuu: /Jannas memoouxa noszeonsiem aodexeamuo pasepyzums JUK, evieecmu pebenxa u3
KpUmuuecko20 CcoCmosAHus, umobOvl 6 Oojlee cmapuiem 803pacme GepHYmbCs K B80Npocy O

XUpypeuueckou Koppekyuu namoao2uu.

e YuuThIBas B psje ciydyaeB coueTaHue BpoxkaeHHoro HCA co cTeHO30M KOpOHapHBIX apTepuil BO
BpeMsl BBINOJIHEHHUS] OTKPBITOM OIepaluyd KOPPEKIMH MOpOKa O00s3aTeIbHO PeKOMEHyeTCsl
BHU3yaJIN3alls U PEBU3US YCTbEB KOPOHAPHBIX apTepuit [2,6,7,29].

(YYP C, VIUI 5).

o Ilpy HanMWUMM IUArHOCTUPOBAHHOIO 10 omeparuu koppeknuun HCA cTeHo3a OJHOro M3 yCThEB
KOPOHAPHBIX apTepuii PeKOMEHIYeTCsl BBCJICHHE KapAMOIUIETHYECKOTO PacTBOpa PETPOrpaHO
(uepe3 ycThe KOpoHapHOTO cuHyca) [2,6,7,30].

(YYP C, VI 5).

e [Ipu auMarHOCTUPOBAHHBIX 10 OMEPALMHU CTEHO3aX YCThEB KOPOHAPHBIX APTEPHU peKOMeHAyeTCs
o0si3aTeIbHOE yCTpAaHEHHWE OOCTPYKIIMH KOPOHApHOTO KpoBoToka mnpu koppeknun HCA ¢

HNCITIOJIb30BAHUEM pas3IIMIHbIX IJIACTUYCCKUX MCTOAUK HJIIN A0PTO-KOPOHAPHOI'0 HIYHTHUPOBAHMUA
[2,6,7,30].

(YYP C, VI 5).

3.3 DHaoBaCKY/JISIpHbIE BMEIATEILCTBA

e Ilpu coueranum HCA c maronorueid BeTBe nyru Ao, a TaKXKe YCThEB IOYEUHBIX apTEepUil B
KayecTBe  MEpBOr0  dTana  XUPYPrUYECKOro  JICUEHHUS] ~ PEKOMEHIYETCS  BBIIIOJIHEHUE

SHIOBACKYJSIPHBIX Mporienyp (0asioHupOBaHUE W/UIU CTEHTHUPOBAHNE) YCTHEB COOTBETCTBYOIIMX
aprepuii [2,6,7,30].

(YYP C, VI 5).

3.4 NHoe JieueHnEe

Her



4. MeaqMuMHCKAA peadUIuTALUS, MeAUIIUHCKHE
NMOKA3aHUA M IPOTUBOIMOKA3AHUA K IPUMEHEHU IO
METO0B peaduJIMTAUU

o PexoMeHayercsi B TeueHHE 6 MeECSLEB IMOCIE BBINOJHEHUs Xxupypruueckoil koppekuun HCA B
YCIOBUSIX  HMCKYCCTBEHHOIO  KpPOBOOOpAalIEHWS  MAlMEHTYy C  OCJHOXHEHHBIM  TEUCHHEM
nocneonepanuonHoro nepuoaa (HK, nHpexnmonHble OCIOXHEHHS, MOBTOPHBIE XUPYPIHUECKUE
BMEIIATENIbCTBA B TEUYCHUE OJHOM TOCHHUTAIM3AIMU) TPOUTH peadUIUTAIMI0 B YCIOBHSIX

CIIEIIUATM3UPOBAHHOTO JICUSOHOTO YUPEKIACHUS KapIUOJIOTHISCKOTO TIpodus [44].
YYPC, YOI 5).
Kommentapuu: [locne xoppexyuu KCA mocym ecmpeuamuvcsi ciedyrowjue coCmosiHusL:

o I'emoounamuuecku snauumslii pezudyanvruiii I CI{ JDK/Ao;

o ['emoouHamuuecku 3Hauumvle pe3udyaibHvle CMeH03bl nepugepuieckux apmepuil,

o Peyuous oocmpykyuu na Ao;

o Pazeumue npome3-3a8UcumMvlx O0CI0MCHEHUU (IHOOKApOUm, mpomoo3, cucmemuvle MOOIUL,
napanpomesHas pezaypaumayusi Uiu OKKIIO3Us, C6A3AHHAA C pa3sumueMm namwyca) — npu
UMNIAHMAaYUU KIANAHCo0epHcauux KoHoyumos*** yexcoy JDK u nucxoosuwetl Ao;

o [lpoepeccuposanue umemuu Muokapoda, 00YCi061eHHOe 2eHEPATU308AHHOU apmepuonamueti,

o Pazeumue HapyweHui pumma cepoya, 8 psoe Cayuaes npueoosuee K GHEe3anHOU cepOedHol
cmepmu Ha ¢hoHe ocmpoti KOPOHAPHOU HedOCMAamouYHOCU

o PexoMeHnayercsi orpaHuYuTh PU3MUECKYIO HATPY3KY B TEUCHHE TPEX MECSIIEB C MOMEHTA BBIMTUCKH
u3 cTanuoHapa [44].

(YYP C, VI 5).



S. IIpoduiaakTuKa ¥ AUCHAHCEPHOE HAOJIIOIEHHE,
MEIUIMHCKHNE NMOKA3AHUSA U MPOTUBONOKA3AHUSA K
NMPUMEHEHHUI0 METOA0B NPOPHIAKTUKH

e Pexomenayercsi nucnaHcepHoe HaONIOJEHHE Bpaya-KapAHOJIOra BCEM ONEPUPOBAHHBIM WU

HEONEepUpPOBaHHBIM NaleHTaM ¢ quarnoctupoBanHbiM HCA [2,6,7,18,44].
YYPC, YIA)S).

o [lamenTtaM c yMepeHHOM M TsKeloM creneHblo BbipaxkeHHOCTH HCA He pexomeHnayercs

yBJIEKaThCsl (PU3NUECKUMU Harpys3kamu [2,6,7,18,44].
(YYP C, YOO 5).

o PexomeHayeTcss HEONEPUPOBAHHBIM JETSAM, UMEIOIIUM JUArHOCTUPOBaHHbBIN BpoxaeHHbIN HCA ¢
MMUKOBBIM TPAJUECHTOM CHUCTOJIMYECKOro naamieHust mexay JIDK m aoptoit 1o 50 MM pT. CT. Win
CPEIHUM T'PAJMEHTOM CUCTOJIMYECKOro JaBiieHust Menee 30 MM PT. CT., AUHAMUYECKOE HAOI0IeHHE

C MPOBEACHUEM 3X0Kapauorpaduu B IiIaHOBOM MOPsiAKe Kaxabie 6 mec. [2,6,7,18,30,44].
(YYPC, YIAS).

Kommentapuu: goinonnenue 3XO-KI-uccnedosanus xkaxcovie 6 mec. 0053amenvHO C Yeavio OYeHKU
@yukyuonanvrozo cocmoanusn JDK u evisisnenus napacmanus spaoueHma CUCmoIu4eckoeo 0aeieHus
medxncoy JK u Ao, u coomsemcmeenno onpeoenenus ONMuMAaibHblX CPOKO8 ONepamueHo20 JledeHusl

npu ompuyamenbHol OUHAMUKE.

e Pexomennyercs nauventam ¢ HCA mnociie Xupyprudeckoro jJe4eHus OCMOTP Bpada-Kapauosiora C
4acToTOM He MeHee | pa3a B 7 JHEW B TEUEHHUE MEPBOr0 MeEcsla MOCiie XUPYPruyecKoro JeUeHUs
nopoka [44].

(YYP C, VI 5).

o [Tanmentam ¢ HCA mocne Xupypruyeckoro JIeYeHUs: peKOMEHIYeTC OCMOTp Bpada-KapauoJiora ¢
yacToToM He MeHee | pa3a B 3 mecsia B TeueHue 2-12 mecdieB nocie Xupypruyeckoro Je4eHHs
nopoka [44].

(YYP C, VI 5).

e [lanmentam ¢ HCA nociie Xupypruueckoro jJeueHus peKOMeHayeTcsl 00CiieJoBaHUE B CTAllHOHAPE

He pexe | pasa B roz nocie Xupypruaeckoro JieueHus rnopoka [44].
(YYPC, YIA5).

o Pexomenayercsi B OTAQJICHHBIE CPOKM HAOMIOACHMSI BCEM OmepupoBaHHBIM manueHtam ¢ HCA
KOHTPOJIb COCTOSIHMSI Ha OCHOBaHMM JaHHBIX dJEKTpokapauorpaduu, sXxokapauorpaduw,
JOMIIEPOrpapUUECKOro MCCIEAOBAHUS MAaruCTpPajbHbIX apTEpUil,  HEUMHBA3UBHBIX TECTOB C
¢dbuzmdeckoit Harpyskou [2,6,7,18,30,46].



(YVYP C, VI 5).

KomMmenTapuu: Buinonnenue nodoonozo aneopumma 00C1ed08aHus 8 OMOAIeHHble CPOKU NOCjie
xkoppexyuu HCA neobxooumo 015 6viAGNIeHUs U NPeoynpelrcOeHus HaApAcCmaHus oCmamoyHo20o
epaouenma cucmoauyeckoeo oasnenus medxcoy JDK —u aopmotl, eviasnenus oucgynxyuu JDK,
O0OHAPYIICEHUSL BO3MOJICHOU KOPOHAPHOU UWleMUlU, d MAKHCe CMeEeH0308 Opyeux YeHMmpAaibHbiX U

nepugepuieckux apmepuii.

o Pexomenayercst BceM HEOINEPUPOBAaHHBIM U onepupoBaHHbIM mnarueHTam ¢ HCA B coueranuu c
cuHApoMoM BuibsMmca nucnancepHoe HaOMIOEHHE Bpada-ypoJiora, Bpaua-dHAOKPUHOJIOTa, Bpada-

odTampMo0Ta, Bpada-HeBPOJIOTa, Bpaya-opTorena-rpaBmarosora [2,6,7,18,30,46].
(YYP C, VI 5).

KommenrTapuu: /[ucnancepnoe wnabnwoodenue 6onvnvix ¢ HCA cmedxcHvimu  cneyuanucmamu
HeobX00UMO C Yelblo CB0E8PEMEHHO2O0 BbIABLEHUSL BOZMONCHBIX OCN0NCHEHUU cCuHOpoma Bunvsimca u ux

KOppeKyuu.



6. Opranusanus oKa3aHusl MeJIUIUHCKON IMOMOIIH

IToka3zanus Ay rocnuTaJIn3aniu B MCIUIIMHCKYIO OpTraHNU3alHnIo:

l. HaIMYKEe CUMITOMOB CEPJCYHON HETOCTATOUHOCTH;
2. mianoBoe onepatuBHoe neueHue HCA;

3. BBINIOJIHEHHBIE PAHEE BMEIIATEIHCTBA HA A0, HAPABJIECHHBIE HA YCTPAHEHUE CTEHO34;
[Toxazanus mJist SKCTPEHHOM TOCIUTAIN3AINHN:

1. yxynmenue (pyHKIMOHAIBHOTO CTaTyca MalMeHTa B CBA3M C MPOTrPECCUPOBAHMEM CHUMIITOMOB
HEJ0CTaTOYHOCTU KPOBOOOpAIIEHUS, HAPYIICHUSIMU pUTMa CEP/IIa;

. pa3BUTHE OCTPOU KOPOHAPHOW HEAOCTATOUHOCTH;

. pazButue quchyukiuu JDK;

. MH(EKIIMOHHBINA SHIOKAPIUT;

N A~ W DN

. TIOSIBJICHUE MPU3HAKOB UILIEMUH PA3JIMYHBIX OPTaHOB.
[TokazaHus K BBINMUCKE MAMEHTA U3 MEJUIIMHCKON OpraHU3alluN:

1. orcyrctBue 3Haunmoro ['CJ] JDK/Ao na Bocxomstieit Ao;
2. OTCYTCTBHE/KOMIIEHCAIIUS CUMIITOMOB HEJJOCTATOYHOCTH KPOBOOOpAILIEHUS;
3. OTCyTCTBUE MTPU3HAKOB KOPOHAPHOM UIIEMUH;

4. oTCyTCTBHE r€MOAMHAMUYECKN 3HAYMMbIX HApPYIIEHU pUTMa Cepaua.



7. JlonmoiHuTE IbHAA MHpopManus (B TOM YHCJIe
(baxkTOpPBI, BJUSIONINE HA MCXO0/ 3200/1eBAHUA HJIH
COCTOSIHMA)

MeTtoasl ycTpaHeHus JiokanpHOTO BpoxkaeHHoro HCA mgocTarodHo Xopomio OTpadoTaHbl U
NPUMEHSIOTCA C HEIJIOXUMHU TeMOJMHAMHUYECKUMU pesyiabTaramu. Texuuku pacmmpenus HCA mo
metonam Brom u Meyers saBnstorcs Oonee sddextuBHbIMU, yeM Doty u McGoon, T.K. MO3BOJISIOT
6oree 3pGEeKTUBHO PEKOHCTPYHPOBaTh KopeHb Ao. 10 JaHHBIM pa3IMYHBIX aBTOPOB BHIKHBAEMOCTH
MOCJIe BBITIOJIHCHHS TOA0OHBIX BMEMIATEIBCTB COCTaBisgeT OT 66 1o 97% B cpokn 20 neT mocie
onepauuu [33-36].

Hepemennoii mpoGiemoii mpomomkaer octaBarbesi BpoxkaeHHbI HCA muddys3Horo xapakrepa, koraa
MOTNBITKA YCTpPaHEHHUsS CTEHO3a TNPHUBOJUT HE K YCTPAHCHHIO MOP(OIOTHYECKOro cyOcTpara u
HOpPMAJIM3allU TE€MOJMHAMHUKHM, a JIMIIb CMEIIAeT YypOBEHb CTEHO3a JAUCTajbHEee Aayru Ao ¢

BOBJICYCHHUEM B I1aTOJIOTHYECKUMN mponeccCC yCTHCB IJICUCTOJIOBHBIX COCYIOB.



Kpurepun oieHKH Ka4yecTBa MEIUIUHCKOU MOMOILIH

Ne Kputepuu kayectsa EOK YYyP yon

3Tan NOCTaHOBKU AMArHosa

1 BbinosnHeH c60p aHaMHe3a 1 xanob nauyueHTa C 5
2 BbinosHeHa ayckynbTauunsa cepaua C 5
3 BbinosiHEHa perncTpauns 3neKkTpokapAnorpaMmbl C 5
4 BbinosHeHO XONTEPOBCKOE MOHUTOPMpOBaHue

cepAeyHoro putma

5 BbinonHeHa peHTreHorpadusa opraHoB rpyAHOM KETKU C 5
6 BbinonHeHa axokapauorpadus C 4
7 BbINnosHEHbI yNbTpa3ByKoBas ponnneporpadus C 5

apTepuvii  BEPXHUX  KOHEYHOCTEM U  AyMjeKCcHoe
CKaHupoBaHue bpaxuouedanbHbiX apTepuin C LBETHbIM
[OMMNJEepPOBCKNM KapTMpOBaHWEM

8 BbINo/IHEHO AynaeKkcHOe CKaHMpoBaHMe apTepui nodek C 2

9 BbinonHeHbl 4Ype3BeHO3Has KaTeTepusauus cepaua wu C 5
peTporpagHas KateTepusauusi JIeBbIX OTAENOB cepala
C JNeBOM BeHTpuKynorpaduen (4ns naumeHToB C
BbIp@XXEHHbIM W pe3KMM  aopTasibHbIM  CTEHO30M
COrnacHo reMoAMHaAMMYEeCcKon Knaccudukaumnm)

10 BbinonHeHbl naHaopTorpadmna C KopoHaporpaduen C 5
(80151 MAUMEHTOB C BbIPAXEHHbIM M PE3KUM aopTasibHbIM
CTEHO30M cornacHo reMoAnHaMU4ecKomn
Knaccubunkaumm)

11 BbinosiHEHa KOMMblOTEpHas ToMmorpadus cepaua C C 5
KOHTpacTupoBaHMeEM

12 BbinosHeHa 3xokapanorpadums C dunsmnueckon C 5

Harpyskom npu TMOAO3PEHMM Ha BOBJIEYEHME B
NaToNIOrMYECKNii NpoLLeCC YCTbEB KOPOHAPHbIX apTepui
WM NpU MMELWMXCA Npu3HaKax KOPOHApHOW uweMum
Mo AaHHbIM DK

13 BbinosIHEHA  MO3UTPOHHO-3MUCCUMOHHAsE Tomorpadus C 5
npu ANarHOCTMPOBAHHOM BOBJleUeHne B
NaToNIOrMYecKmnin NpPoLLecc YyCTbeB KOPOHAPHbIX apTepui

14 BbinonHeH MONeKynsipHoO-reHeTu4yeckoe uccnenoBaHue C 4
npv NoA03peHNE Ha HanMuyme cMHapoMa BunbsiMca

dTan KOHCEPBATUBHOIO U XUPYPruYECKOro sieyeHus

1 BbINO/THEHO XWPYpPruyeckoe Jsie4YeHUe Mno YCTPaHEeHUo C 4
MCA npu Hanuunn rnokasaHumn (4peskoxHoe
BMeLLaTeNbCTBO WM onepaums Ha OTKPbITOM cepaue)

STan nocneonepaumMoHHOro KOHTpons

1 BbinonHeHa peructpauus 3/1eKTpoOKapAnOrpaMmsl C 5
nepes BbIMMCKOW U3 CTaunmoHapa

2 BbinonHeHa 3xokapauorpadus nepes BbINMUCKOW U3 C 5
cTaumoHapa
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KoUKt uHTEpECOB OTCYTCTBYET.

Bce uwienbl PaGoueil rpynnbl nmoarBepaniM OTCyTcTBHE (PUHAHCOBOW NOMAEPKKU/KOHGPIMKTA

HHTEPeCcOB, 0 KOTOPHIX HEO0OX0AMMO COOOIIUTD.



IIpunoxkenne A2. MeronoJiorusi pa3padoTku
KJINHUYECKHUX PeKOMEHIAIMHT

LeneBasi ayTuTOPUS JAHHbIX KJINHUYECKUX PEKOMEH/TAIlHii:

1. Bpau-geTckuil Kapauoaor

2. Bpau-kapauosor

3. Bpau-cepaeuHo-COCYAUCThIN XUPYypr

4. Bpad yiabTpa3ByKOBOUM JUArHOCTUKU

5. Bpau-neauarp

6. Bpau o peHTreH HI0BaCKYJISIPHOM JTMarHOCTUKE U JICYEHUIO

B xone pazpabotku KP wucnonb3oBanbl HoBasi cuctemMa mkan Y/ u YVYP s neueOHbIx,

peabUIUTAIIMOHHBIX, NPOQUIAKTHYECKUX BMEHIATEIbCTB W  JUATHOCTUYECKUX BMEMIATEILCTB
(Tadauuw 1, 2 u 3), BBenennas B 2018 r. ®I'bY LIDKKMII Munsapasa PO.

Tabomuma 1. Illkana omeHku ypoBHEH A0cTOBepHOCTH JokazarenbcTB (Y/) s meronos

JTUArHOCTUKH (JIMarHOCTUYECKUX BMEIIATEILCTB).

yaa PacwudcdpoBka

1 CuctemaTnyeckme 0630pbl WUCCNEAOBaHMM C KOHTposieM pedepeHCHbIM MEeToAOM WM  CcUcTeMaTuMyeckui o063op
pPaHAOMU3UPOBAHHbBIX KITIMHUYECKUX UCCe0BaHUIN C NPpUMEHEHNEM MeTaaHanusa

2 OTaenbHbIE UCCNEAOBAHNSA C KOHTPONIEM pedEpeHCHbIM METOLOM WU OTAENbHbIE PAHAOMU3UPOBAHHBIE KIIMHUYECKUE
nuccnenoBaHus U cuctemMaTudeckme o630pbl MCCrefoBaHWiA 060ro AMsaliHa, 3a UCKIYEHMEM pPaHAOMU3NPOBAHHbIX
KJTMHUYECKUX UCCNef0BaHUI C MPUMEHEHUEM MeTaaHannsa

3 WccnepoBaHus 6e3 mocnefoBaTeNlbHOMO KOHTPOss pedepeHCHbIM MeTOAOM, WM WUCCeAOoBaHWs C pedepeHCHbIM
METOAOM, He SIBNSKLWMMCS He3aBUCUMbIM OT WCCNeAyeMoro MeToja, WM HepaHAOMWU3MPOBaHHblE CpaBHUTENbHblE
nccnenoBaHusl, B TOM YMCe KOrOpTHbIE UCCefoBaHus

4 HecpaBHWTENbHbIE UCCNENOBaHMWS, ONMCaHNe KITIMHUYECKOro Ciyyast

5 NmMeeTca nuiwb 060CHOBaHWE MexaHW3Ma AeNCTBUS UM MHEHME SKCNepToB

Tabampma 2. Illkana ouneHku ypoBHEW JAOCTOBEepHOCTH JokazarenbcetB (YIJI) nns meromos

NpoUIaKTUKHY, JeueHus U peadunurtanuu (mIpoduiIakTUYeCKuX, Je4eOHbIX, PeadMIUTAIIMOHHBIX

BMEIIIATEILCTB).

yaan PacwundpoBka

1 Cuctematnyeckuin 063op PKW ¢ npumeHeHneMm meTaaHanusa

2 OtaenbHble PKU 1 cuctematmyeckme 0630pbl uccnenoBaHun noboro amsariHa, 3a uckiaodeHnem PKW, ¢ npuMmeHeHunem
MeTaaHanum3a

3 HepaHAOMU3MpPOBaHHbIE CpaBHUTENbHbIE UCCNEA0BAHUS, B T.4. KOFOPTHbIE NCCef0BaHNs

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

5 NmeeTca nuwb 060CHOBaHME MexaHuM3Ma AeNCTBMS BMewaTenbCTBa (AOKAMHUYECKME WCCNef0BaHUS) WAW MHeHue

3KCMepToB

Ta6auuna 3. Illkana omeHkw ypoBHeW ybOemutenbHOCTH pekoMeHmanui (YVYP) s meronos

IHXMPHHaKTHKH, JUAarHoCTHUKH, JICHCHHUA H pea6HHHTaHHH (HpOdHlHaKTquCKHX, JUAarHoCTHYCCKHUX,

Je4eOHBIX, peaOUIUTAIMOHHBIX BMEIIATEILCTB).




YYP Pacwumdposka

A CunbHas pekoMeHaauus (Bce paccMaTpuBaeMble KpUTepumn 3 deKTUBHOCTU (MCXOAb!) SBASIOTCS BaXKHbIMU, BCE
MCCNefloBaHNS WMMEKT BbLICOKOE WU YAOB/IETBOPUTENIbHOE METOA0SIOrMYEeckoe KayecTBO, UX BblBOAbI MO
WHTEPECYIOLMM UCXOAAM SBASIOTCA COrNlacoBaHHbIMM)

B YcnoBHas pekoMeHaaums (He BCe paccMaTpuBaeMble KpuTepun ahheKTUBHOCTU (MCXOAbl) SBASIOTCA BaXHbIMU,
He BCE WCCNefOoBaHMA MMEKT BbICOKOE WAN YyAOBNETBOPUTENIbHOE METOAO0SIOMMYECKOe KauyecTBO W/Un KX
BbIBOAbI MO MHTEPECYIOLWMM UCXOAaM He ABSTCA COrNacoBaHHbIMM)

C Cnabas peKkoMeHgauuna (OTCYTCTBVIe A0Ka3aTeNbCTB HaAnexalwero Ka4yecrtea (BCG paccMaTpuBaeEMblE KPpUTEPUN
3d)d)€KTVIBHOCTVI (MCXO,D,I:I) ABNAKTCA HEBaXHbIMW, BCeE WUCCegoBaHMaA WMMEKT HU3KOE MeToaosiorm4yeckoe
Ka4yeCTBO U UX BbliBOAbl MO MHTEPECYOWMM UCXO04aM HE ABNIAKOTCA COI'J'IaCOBaHHbIMVI)

I[Mopsiiok 00HOBJIEHNSI KIMHUYECKUX PEKOMEH/ 1Al M.

MexaHu3m OOHOBIIGHHUS KIMHMUYECKUX PEKOMEHJAIMN MpelycMarpuBaeT HUX CHCTEMAaTHYECKYIO
aKTyallM3alfio0 — HE peXe 4YeM OJWH pa3 B TPHU TO/a, a TaKXKEe MPHU TMOSBICHUH HOBBIX JAHHBIX C
NO3UIMK JIOKa3aTeJIbHON MEIUIMHBI [0 BONPOCAaM JWAarHOCTUKH, JIEUEHHUs, NPOPHUIAKTUKUA U
peadmIuTaly KOHKPETHBIX 3a00€BaHUM, HAIMYUU OOOCHOBAHHBIX JIOMOJHEHUI/3aMeUaHnuil K paHee

yTBepxAEHHBIM KP, HO He yamie 1 pa3a B 6 mecsues.



IIpunoxkenune A3. CnpaBo4yHbIe MaTEPHAJIbI,
BKJIIOYasl COOTBETCTBHE NOKA3AHUI K IPUMEHEHUIO H
MPOTUBOIOKA3AHUI, CIOCO0O0B MPUMEHEHHUA U 103
JIEKAPCTBEHHBIX MPENaparoB, MHCTPYKIIMH 110
MPUMEHECHHIO JIEKAPCTBEHHOIO npenapara

1. O6 ocHOBax oxpaHbl 3710pOBbs rpaxkaaH B Poccuiickoit @eaepaunn (O3 Ne323 or 21.11.2011)
2. [lopsiiok oka3zaHus MEIUIIMHCKON MOMOIIU OOJIBHBIM C CEpPACUHO-COCYIUCTHIMU 3a00JI€BaHUSIMHU
(ITpuka3 Munzapasa Poccun Ne918n ot 15.11.2012)
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Ipuwioxenue B. Unpopmanus 1 manmeHTa

B Hacrosiiiee Bpemsi COBEpIIEHHO OYeBUAHBIM siBisieTcs (akT cymectBoBanuss HCA B GosbIIMHCTBE
CllydaeB, Kak YacTu oOmel OO0JIe3HH apTepHaJbHOM CTEHKHM TIE€HETHMUYECKOTO IPOMCXOXKICHUS.
[lonTBepkaenueM s3toMy siBisieTcs: yacrtoe coderanue BIIC ¢ reHernueckuMu CHHIpPOMaMmH, B
gacTHOCTH ¢ cuHapoMoM Williams-Beuren. CTeHO3 MOXXET HOCUTh OTpaHMYEHHBIA WM AUQPQY3HBIHI

XapakKTep, U ABJIATHCA COCTABIIAIOIINM KOMIIOHCHTOM MHOT'OCOCYAUCTOIO ITOPAKCHUSI.

YuutniBas JaHHBIC OCO6€HHOCTI/I, KIIMHUYCCKHUE CHUMIITOMBI ITIOPOKa MIPOABIAIOTCA HE TOJIBKO CO

CTOPOHBI CGpZ[G'—IHO-COCYI[HCTOﬁ CUCTCMbI, HO U CO CTOPOHEI APYTUX OPIraHOB U CUCTCM.

Onepanus nmokazaHa nagueHTam ¢ BpoxkaeHHbIM HCA, Korna rpalueHT CUCTOJIMYECKOTO AaBICHUS Ha
ypOBHE cTeHo3a cocTaBiugeT 50 MM pT. cT. win 6onblie. Bo3pacT He MOXKeT ObITh OrpaHHUYEHUEM IS
xoppekiun HCA BBuay mIporpeccMBHOrO xapakrepa maroyiorud. CBOEBPEMEHHOE XUPYPrHYECKOE
nedenue BpoxkaeHHoro HCA B paHHeM JeTCKOM BO3pacTe MpeJoTBpAIaeT pa3BUTHE 3a00JeBaHUMN
KOpPOHApPHBIX apTepuil M, KakK CIEACTBHUE, NPOrpecCHUpOBaHHE HIIEeMHUH MuOKapaa. Kpome Toro,
CBOEBpPEMEHHAsl KOPPEKLHS HAJKIANAHHOTO CYXEHUS A0 NpeaynpekJacT pa3BUTUE TaKHUX
OCJIIO)KHEHHMM CYIIECTBOBAHMSI TMOpPOKa, Kak oOpa3oBaHUE aHEBPU3MBI Bocxojsuieil Ao c ee

paccioeHueM U natoiorudyeckue n3mMeHeHus: AoK ¢ pazButueM Ha HEM 3HAYMMOM PErypruTalyH.

[TanmenTel ¢ onepupoBaHHBIM M HeonepupoBaHHBIM HCA MOCTOSSHHO IOJKHBI HaXOAUTBHCSA 0]
JUHAMUYECKUM HaAOMIOACHUEM HE TOJbKO Bpaya-Kapauoyiora, HO W JPYTUX Y3KOIPO(UIbHBIX
CHEIUATNCTOB BBHUY BO3MOXXHOCTH MHOTOCOCYAHCTOTO MOPaXCHUsI, TPUBOIAIIETO K TUCHYHKIUN

HCECKOJIbKHUX OPTaHOB U CUCTCM.



Ipuaoxkenue I'l-I'N. IlIkajabl OLleHKH, BONPOCHUKHU U
JApyrue OueHOYHbIC HHCTPYMEHTHI COCTOSIHUS
MANUCHTA, IPUBEJACHHbIC B KINHUYCCKUX
pPeKoOMEeHIalusX

Her.



