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# - Ha3HAUCHHE JIEKAPCTBEHHOTO Mperapara Mo MOKa3aHUsIM, HEe YTBEPKIEHHBIM TOCYIapCTBEHHBIMU

PEryIupyrOmnuMn OpraHaM, HE YIIOMAHYTBIM B MHCTPYKIHUU 110 TPUMCHCHUIO.



TepMuHBI U onIpeaeICHUS

EBponeiickoe 001ecTBO KapAMOJOIOB - B TEKCTE€ HACTOAIIMX KIMHUYECKHX PEKOMEHIAIUN
JOTIOJTHUTENIPHO YKa3aHbl MOKa3aHUs K TE€3UCaM B COOTBETCTBHHM C PEKOMEHmanusiMu EBpomneickoro
kapauonorudeckoro obmectBa (EOK). B coorBercTBUM ¢ MEXIyHApOJHBIM JOKYMEHTOM,

BBIJICIAROTCA KJIACChI peKOMeH}IaHI/Iﬁ 1 YPOBHH JOKA3aTCIbHOCTH.

NudexuuoHHbIH IJHIOKAPAUT - HHDEKIIMOHHO-BOCIAIUTEIBHOE CEPACUYHO-COCYANCTOE 3a00JIEBaHUE,
oOyCIIOBJICHHOE TMPSMON WHBa3WeW MHUKpoopraHusmMamu (OakTepusmu, TrpuOaMH) SHIOKapIa
KJIAIIAHHBIX CTPYKTYpP, NOBEPXHOCTEN MCKYCCTBEHHBIX MATEPUAIIOB, PACIIOJIATAIOIIMXCS HA ITyTH TOKa
KpOBHU (MpoTe3a KJalmaHOB, BHYTPUCEPJCUHBIX YCTPOMCTB) WIIM, pEXkKe, MPUCTEHOYHOTO AHAOKApAa ¢
Pa3BUTHEM TMOJIUIMO3HO-A3BEHHBIX U3MEHEHHUM MOPAKEHHBIX CTPYKTYpP Cepiia ¢ uX (pyHKIHOHATHHOU
HEJIOCTaTOYHOCTbhIO; MPOTEKAIOIIee C CUCTEMHBIM BOCHAaJIeHUEM, OaKTepueMHel, mporpeccupyromen
CEepIeYHONM  HEJOCTaTOYHOCTHIO, KApAUOTEHHBIMH SMOOIMSIMH ¥  MMMYHHOKOMIUIEKCHBIMU
BHECEPJICUHBIMU  TMOPAXKEHUSIMH, HWH(PEKIIMOHHOE TMOpakeHWe HSHJOKapAa KiamaHoB — ceplua

Ppa3InuYHbIMHU B036YI[I/ITCJ'I$IMI/I.

Hcxon - 1100011 BO3MOXHBIN pe3yibTaT, BO3HHUKAIOUIMN OT BO3AECUCTBUS NMPUUYMHHOTO (hakTopa,
MpPO(QHUIAKTUYUECKOTO WM TEPaneBTUUYECKOTO BMEIIATEIbCTBA, BCE YCTAHOBJICHHBIE W3MEHEHUS

COCTOSAHUA 340POBbs, BOBHUKAIOIIHUE KaK CIICACTBHUEC BMCUIATCIILCTBA.

Kiannnueckoe uccienoBanue - jir000€ UccleA0BaHNUE, POBOJUMOE C YUACTHEM YEJIOBEKA B KaueCTBE
CyObeKTa JUIsl BBISIBJICHUS! WU TOATBEPXKACHUS KIMHUYECKUX H/WIH (apMaKoIOrHdeckux 3¢h(HeKToB
UCCIIEAYEMBIX MIPOAYKTOB W/WIIM BBISBICHHS HEXEJIATEIbHBIX PEaKIMii Ha UCCleayeMble TPOIYKTHI, 1/
WIM U3y4YEHHUs MX BCACBIBAHUS, pacIpelesieHusi, MeTa0oIu3Ma U BBIBEICHUS C II€JIbI0 OLIEHUTh HX

6e3omacHOCTb W/ HiH 3PHEKTUBHOCTD.

Kondaukr wuHTepecoB - cuTyanus, OpU KOTOPOM y MEIUIMHCKOTO MK (hapMaleBTHIECKOTO
pabOTHUKA TPU OCYIIECTBICHMM HWMU MNPO(PECCHOHANBHON JESITebHOCTH BO3HUKAET JIMYHAS
3aMHTEPECOBAHHOCTh B TMOJYYEHUHU JMYHO, JIMOO dYepe3 MPEeACTaBUTENS KOMIIAHWM MaTepHaTbHOU
BBITOZl WJIM HMHOTO MPEUMYIIECTBA, KOTOPOE BIMSET WM MOXET MOBIUATH Ha HaJJexaliee
UCIIOJIHEHHWE MMHU Npo(deCCUOHATIbHBIX OOS3aHHOCTEW BCJIEACTBHE IMPOTUBOPEUUS MEXKAY JIHUYHON
3aMHTEPECOBAHHOCTHIO MEIUIIMHCKOTO PabOTHUKA MM (hapMalleBTHUECKOrO pabOTHUKA U UHTEPECAMU

ITanucHTa.

JlabopaTopHasi JMATHOCTUKA - COBOKYIHOCTb METO/IOB, HAIlPABJICHHBIX Ha aHAJIM3 HCCIEIyeMOro
Matepuaga C TIOMONIBI0 PAa3IUYHOIO CIEIUATU3UPOBAHHOTO 000pymoBaHUA. MeAUIMHCKOE
BMEIIATENIbCTBO - BHUABl MEIUIIMHCKUX OOcCienoBaHUNA W (WIM) METUIIMHCKUX MaHUITYJSIUH,
BBITIOJIHSAEMbIE MEIULIMHCKUM paOOTHUKOM M UHBIM PAOOTHUKOM, UMEIOIIMM [IPaBO HA OCYILIECTBICHUE
MEIUIIMHCKOM JESTeNIbHOCTH, IO OTHOIICHHWIO K TMAalMeHTy, 3aTpardBamoiiue (U3NYecKoe WIn
TICUXMYECKOE COCTOSTHME YeJIOBEKAa U MMEIOIIHE MPO(UIAKTUIECKYIO, TUAarHOCTHUECKYIO, JIEYEOHYIO,
PeadMIMTAIIMOHHYIO WU UCCIIEIOBATENIbCKYIO HAPaBIEHHOCTD, & TAK)KE UCKYCCTBEHHOE MPEPHIBAHUE

OEpEeMEHHOCTH.



HankeaynoukoBble TaXuKapauu — TpU U Oojyiee (MO0 HEKOTOPHIM JINTEPATYPHBIM HMCTOYHUKAM 5 U
OoJiee) mocie0BaTeNbHBIX COKpAIIEHHUs cep/iia ¢ yacToTol cepaeunbix cokpamienuit (HCC) > 100 B 1
MHUHYTY MPU YCIOBUM YYACTHUSI B MEXAHU3ME CAMOIOJICPKAHUS apUTMUU KIIETOK CHHYCOBOTO Yy3Ja
(CY), wMwmokapma mpeacepAuii, MBIIICUHBIX MYQT JIETOYHBIX/TIOJIBIX BEH HW/HIH  KJIETOK

aTpuoBeHTpUKYJsIpHOTO (AB) coenunenus.

HaIlI/IeHT - (1)I/ISI/I‘IGCKOG JUIOO, KOTOPOMY OKa3bIBACTCA MCIHMIMHCKASA IIOMOIINb HJIM KOTOPOC
O6paTI/IJ'IOCI) 3a OKazaHUueEM MC}IHHHHCKOﬁ IMOMOIIN HE3aBUCHUMO OT HAJIUYUA y HCTO 3a00JICBaHUS U OT

€Iro COCTOsAHMA.

PaGouass rpynnma mo pa3padoTke/aKTyajJu3anuM KIMHUYECKHX PEKOMEHJAAUMH - KOJUICKTUB
CIEIUATNCTOB, pPA0OTAIONIMX COBMECTHO M COIVIACOBAaHHO B IMENAX pa3pabOTKH/aKTyaln3aiiu

KJIIMHUYECKUX PEKOMEHIAINH, M HECYIIMX OOIIYI0 OTBETCTBEHHOCTh 3a PE3YJIbTAThl JaHHOUN paOOThI.

Cunapom Boabpa-Ilapkuncona-yaiita - OIpeeIIsIeTC, KakK HAJIUYHE SIBHOTO
«MaHH(PECTUPYIOIIETO» JTOMOTHUTEIBHOTO ITyTH IPOBEICHUS, YTO MPHBOJUT K PA3BUTHIO Tak

Ha3bIBACMOI'O HpGZ[B036y}KI[GHI/I$[ JKCIIYAOYKOB B COUCTAHUHN C PCHUINBUPYIOINUMHU TaXUKAPAUAMMU.

Te3nc-peK0MeHnaunﬂ - IOJIOKCHUC, OTPAXKAIOIICS MMOPAAOK W IMPABUJIBHOCTDL BBIITOJIHCHUA TOT'O WUJIU

WHOTO MEJUIIMHCKOTO BMEIIATEIbCTBA, UMEIOIIETO JOKa3aHHYI0 3()PEKTUBHOCTh U OE30MIaCHOCTD.

Tpeneranue mpencepauii - Ha/PKETyIOYKOBas TaXHUAPUTMHUS, XapaKTEPU3YIOMIAsCcs BO30YyKIECHUEM
npeacepauii ¢ yactoroit 250-350 B MUHYTY («BOJIHBI TPETIETaHUSD» C OTCYTCTBUEM M30MHUU Ha DKI)
BCJIEICTBHE IIpollecca Makpo re-entry (pUEHTpPU) BOKPYT ONPEIEICHHOIO aHAaTOMUYECKOrO WM

(YHKIIMOHAIBHOTO MPETSTCTBUS (KakK MPaBUjIo, C y4aCTHEM TPUKYCIHIAIBLHOTO KJlamaHa).

YpoBeHb aoctoBepHOCcTH AoKa3areabcTB (Y/IJI) - cTenens yBepeHHOCTH B TOM, YTO HaWJICHHBIN

3(1)(1JGKT OT NPUMCHCHHA MCAUTTNMHCKOI'O BMCIIATCIILCTBA ABJISICTCA HCTUHHBIM.

YpoBenb yOeaurTeabHOCTH pekoMenaauuu (YYP) - creneHb YBEPEHHOCTH B JOCTOBEPHOCTHU
s¢dexTa BMEIIaTeaIbCTBA U B TOM, YTO CJIEIOBAaHUE PEKOMEHIAIMSAM MPUHECET OOJbIIE MOIb3bI, YEM

Bp€Zla B KOHKPETHOM CUTYalllH.

OuiOpu/UIANUA NPeACepAuil - PAa3HOBUIHOCTb HAJDKEIYAOYKOBOM TaXHAPUTMUU C XaOTHYECKOU
ANIEKTPUUYECKON aKTUBHOCTHIO npeacepauit ¢ yactoroit 350—-700 B MunyTy (¢ oTcyTcTBUEM P-BOJIHBI Ha
OKT'), wuckimroyaromei BO3MOXXHOCTh HX KOOPJAMHUPOBAHHOIO COKpAIEHWS, W, KakK I[PaBUIIO,

HEPETYISPHBIM PUTMOM KEITYIOUKOB

Jxokapauorpadusi - MeTon YIBTPa3ByKOBOTO HCCJICIOBAaHHWS, HAIMpPaBICHHBIA HA HCCIEIOBaHHUE

Mop(]ororudeckux u GyHKIIMOHATBHBIX U3MEHEHUH Cep/Ilia ¥ ero KJIAaHHOTo anrmapara.



1. Kparkast nagopmanus 1mo 3a001€BaHNI0 WIH
COCTOSIHUIO (Ipynnbl 3200/ 1eBAHUM UJIHA COCTOSTHUM)



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

AHomajns JomTeilHa (AD) BpOXKICHHBIM MOPOK Pa3BUTHUS BCEX MPABBIX OTACJIOB cep/ia (IpaBoro
npeacepusi, TPaBoro >KeJylo4yka, TPUKYCHHAAIBHOIO KianaHa. BO3MOXHBI MATOJIOTUsl JIETOYHOTO

KJIallaHA ¥ aHOMAJIMU ITyTEeW NPOBEAECHUS pUTMA CEPLIA:

- YBelIuucHUE mpaBoro mnpcacepanda 3a CUCT paCHIMPCHHUC €TI0 IMOJOCTH M 3a CUHCT aTpuaJIr3alun
IpaBoOro XeJIyaoukKa,

- Paznuunoit crenenm ymeneslmieHue pasMmepoB IDDK 3a cuer cMelieHHsl 3anuparollero JIEMEHTa
cTtBOpoK TK B CTOPOHY BBIBOJTHOTO OTJIENA;

- Paznuunoii ctenenu HenoctatogyHOCTh TK B 3aBHCHMOCTH OT HEIOPAa3BUTOCTH €T0 CTBOPOK;
- JImmaranust uctuaHoro (hrbpo3noro kombia TK

AHaToMHYecKHe U MaTo(pU3nOIIOTMYECKUEe HapylIeHusl Mpu AHOManuK DOMITeHa UMEIOT IIUPOKYIO
WHIUBUIYaJIbHYIO BapuaOeIbHOCTh OT KpaitHeill (hopMbl MOpOKa, MPUBOASIICH K Pa3BUTHIO TXKEIOU
CEpIICYHON HEJOCTAaTOYHOCTH y HOBOPOXKACHHBIX M TpeOyromeld XUpyprudecko KOPpPeKIMH B
OnmKallliie  CpOKH, JI0  CIy4YallHO  BbISIBJIEHHbIX  u3MeHeHut TK  npu  miaHoBoM

AXOKapAauorpapuyeckoM 00CIECIOBAHUH Y JIFOJIEH TIOKUIOTO BO3pacTa.

Orinunem AD ot npyrux aHomanuid TK sBiIsieTcs CTeNeHb aNMKaJIbHOIO CMEIIEHMSI CENTAIbHON
CTBOPKHM > 8§ MM/M2 IUIOIIAM MMOBEPXHOCTU TeJd, OTHOCUTENHHO (PHOPO3HOrO KOJIblIa MUTPAIBHOIO

KJlarlaHa, U3MEpeHHas MpU TpaHcTopakaibHOM DXOKI' B anmukaibHONW YEThIpEXKaMEPHOU MO3UIUU
[1.2]

CormyTcTByIOIIME AHOMAJIUH CEPALIA

1) HedexT MexmnpencepaHoii neperopoAaKy NprucyTCTBYET B OONBIINHCTBE CIy4Yaes.
2) O6ctpykius BerxogHoro otaena [DK paznudaHoi cTeneHn BRIpaKEHHOCTH.

3) CreHo3 unu arpesus JIETOYHOU apTepun

4) OTKpBITHIA apTepUaIbHBIA TPOTOK MPU aTPE3UH JIETOYHON apTepun

5) AMIXKII [3]

ApuTMuM npu AHOMaJIMu J0ITeiHA.

VY nanuentoB ¢ AHomanued D0mITelHa pacnpOCTPaHEHHOCTh CYNPABEHTPUKYISIPHBIX TaxUKapAun
cocTaBiser 26-65% [2,4-6]

[Ipencepansie re-entry TaxukapAuM pa3BUBAIOTCS y MAIlMEHTOB MOCIE XUPYPIUUECKON KOPPEKLIUU.

[IprunrHOM pa3BUTHSA APUTMUM SBJISAETCS XPOHUUYECKASI TEMOJMHAMUYECKAs IIeperpy3ka B COYCTaHUU C



HaJMYUEM TOCJIEeONepalMoHHbIX pyonoB. CambiM pacnpocTpaHeHHbiM TunoMm [IPT sBusercs

kaBoTpuKycnuaaneHbliil uctmyc (KTH) 3aBucumoe tpeneranue npencepauii [7,8].

[TapokcusmanbHasi aTpuoBEHTpUKYIsipHas re-entry Taxukapaus (ABPT) cBszannas ¢ Hanmuumem
JIOTIOJIHUTEIIbHBIX TMPEACEPAHO-KETYI0UKOBbIX coenuHennit y 10-38% [5]. ¥V 10-45% mnamnueHToB ¢
AHomanueir DOmTeilHa MUMEIOTCS MPAaBOCTOPOHHUE  JAOMNOJIHUTENbHBIE MyTH nposeaenus (A1),

WHOTIa uX JBa u 6oiee [9-11].

Puck passurus Il moBblmaeTcs ¢ yBEJIWYEHHEM BO3pacTa IMALMEHTOB, IPOTPECCUPYIOLIMMU
W3MEHEHUSAMM B  MHUOKApJAE NpeACepAud, NPEeApacnoNaraloliiMyd K  Pa3BUTHIO  ApPUTMUM,

(bopMHUPOBAHHUIO apUTMOTEHHOTO cyOcTparta [12].

XKenynoukoBble apUTMUN BCTPEYAIOTCS PEIAKO, HO MOTYT MPUCYTCTBOBATH MPU JAUCPYHKIMH IPABBIX

otnenoB cepaua [13]

[Marmenram ¢ AHomanueidl DOmTeliHa W TpU3HAKAMH NPeaBO30YKaeHHs xkemynoukoB Ha OKI
MOKa3aHO BBINOJIHEHHUE KaTeTepHoi abmauuu (KA) B Ommkaiiiime cpoku, U3-3a BBICOKOM BEPOATHOCTH
Hasmuuss MHOKecTBeHHBIX [IIII, pucka pa3BuThs nmpeacepaHbIX TaxXUKapIWU C T€MOJAMHAMHYECKOU
HeCcTaOMIbHOCTHIO Ha oHe aputmuun. Y manueHtoB ¢ I ¢ubpunnauus npencepauii uim apyras
HA/KETYJI0UKOBass TaxUKapJausi ¢ OBICTPBIM IPOBEICHUEM Ha KEIYAOUKH SIBIISIOTCS MOTEHIMATIbHO

KU3HEYTPOXKAIOIINMHU, BCICACTBHE PUCKa TpaHChopMaIuu B (PUOpUIIIAIINIO sKeTy10ukoB [9,14,15].

Anomanus DOmTeiiHa TpeOyeT AETambHOro OOCIIEOBaHUS MAllMEHTAa Ha HaJMYHe CKPBITHIX (QOopM

HapyueHuil purma cepaua [5,10,11].



1.2 DTHOJIOTHUS U MATOT¢HE3 3a§0J1eBaHnﬂ HJIH
COCTOSIHUA (TPynnbl 32001€BAHUIN UJIM COCTOSHUMN)

B nuteparype omucanbl cemeiiHble ciaydan aHomanuu OOmteitHa. Mclntosh N. C coaBropamu
JUArHOCTHPOBAIIM TSDKEIYI0 aHOMalIMio ODOLITeiHa MpeHaTaldbHO Yy ABYX CECTep, POAMBILUXCS OT
ponuteneit u3 lpu—Jlanku [16].

Bonee peranbHble mpeacTaBieHuss 00 STUOIOTUM aHOMAIUU DOIITEHHA MOXKHO IMOIYYUTh, OMUPAsCH
Ha nuroreHernyeckue wuccienoBanus. de Lonlay-Debeney u coaBropbl ommucanu 2 pa3iHYHBIX

NepeCTPONKH IJIMHHOIO IIe4a XpoMocoMbl 11 y maruenTa ¢ anomanuei DomreitHa [17].

B wuccnenoBanum 44 manMeHToB ¢ aHoOMaiued OOmTeiiHa 1O pe3ynbraTaM CTaHJApPTHOTO
XPOMOCOMHOTO aHanu3a y 12 marueHToB, y KOTOPhIX aHOMayus DOITeiiHa Oblla YacThI0 CHHIPOMA,
UACHTU(PUIUPOBAIN PsIi XPOMOCOMHBIX aHOMalui: y 3 u3 Hux: genenuto 1p36 B coueraHuu c

nyrmkanuen Xpter-Xp22.3., nenennto 8p23.1 u nenenuro 18q21.3-qter [18].

MyTainuu reHoB OOJBHBIX ¢ aHOMaiueil DOmrTeliHa ObLIM UACHTU(UIUPOBAHBI KaK IeTePO3UTOTHHIC
mucceHc-mytanun resa NKX2.5 ¢ ayTOCOMHO-JOMMHAHTHBIM ITyTEM HACIEAOBaHUS U Pa3IMYHON
MEeHEeTpaHTHOCThIO0. bemok  NKX2.5 — wjieH 3BONIONHOHHO-KOHCEPBATUBHOIO  CEMEWCTBA
TPaHCKPUTIIIMOHHBIX (hakTopoB, aAeicTByeT kak JIHK-cBs3piBaromuii akTuBaTrop TpPaHCKPHIIIHH.

NKX2.5 perynupyer sKCIpeccHuio reHOB, HEOOXOAUMBIX JJIsl pa3BUTHs cepana [19].

Kpome Toro Obuti 0OHApY»KEHBI TeTepO3UroTHbIe MyTaruu reHa MYH7 ¢ ayTocoMHO-IOMHHAHTHBIM

nyTeM Tepefadyd W BapbHUPYIOIIEH SKCIPECCUBHOCThIO — Tpu MucceHc-myTanuu (Tyr283Asp,
Asnl1918Lys, Glul573Lys) [20, 21].

Ha ceromnsimiHmii 1neHb [OKAa3aHO, YTO B ONPEACICHHOM MEpEe BBICOKAS 4YacTOTa IIOPOKa BO
BHYTPUYTPOOHOM TME€pUOJIE CBS3aHA C MPUEMOM MAaTEpblO MpEenaparoB JHUTHUS. Y IKEHILUH,
MPUHUMABIINX B TEUEHHE IEPBbIX TPUMECTPOB OEPEeMEHHOCTH Mperaparbl, CoAepKallue KapOoHAT
JUTHS, BEPOSTHOCTH TMOSBIEHUS JETe ¢ aHoManue OOmTelHa 3HAYUTENIbHO YBEIWYUBACTCS.
W3BecTHO TO, YTO y IUIOAOB, Y KOTOPBIX AHOMAJIUs OINpPEAENSeTCS BHYTPHUYTPOOHO, BCTPEUAIOTCS
caMble HEOJaronpusITHbIE aHATOMUYECKUE BapUaHThI MOPOKA, ONPEAEISAIONINE BBICOKYI0O CMEPTHOCTh

BHYTPUYTPOOHO WIIM Cpazy MOCIIE POXKICHHUS.

ITo mamapiM D. Celermajer u coaBt. (1992), HabGnromaBmUX €CTECTBEHHOE TEUYCHHE, YMEPIU BCE
MJaJeHIbl ¢ KapauoTopakaibHbiM HHAEKCOM (KTU) >90%. B cBs3u ¢ 3tuM, aBTOpBI pazpaboranu
OxoKI' kmaccudpukanuio MOpOKa, MO3BOJSIONIYI0 OIEHHWBATh TSHKECTh MAIMEHTOB C aHOMAallMen
D6mreitHa B 3aBucumMocTd oT awiarammu [T u yBemmuenus AUIDK. Kak cremyer w3 maHHBIX,
IPEJICTaBJIEHHBIX aBTOPAMU, CMEPTHOCTh Y MJIAJICHIIEB, OTHECEHHBIX K | U 2 CTENEHSIM U3MEHEHUN, He

npessimaet 7%, a 3-4 crenenu cocrasiuset 75-100% [22].

B JIUTCPATYpPC HMMCIOTCA COO6IH€HI/I}I 0 HOPMAJIbHBIX pOJdaxX Yy HCOIICPHUPOBAHHBIX JKCHIIWH. 4030805071
CJIOBaMH, ITallUCHTBI C HE3HAYUTEIIbHOMU HCAOCTATOYHOCTBIO TK MOT'YT OBITh ACUMIITOMHBIMU

JIOCTAaTOYHO JI0JITO, U TaKKE MAlMEHTHI B XUPYPruueCcKOM JICUeHUHU He Hy)aatores [2,4,8].



B3pocnbie ¢ anomanueir D0miTeliHa MODKHBI HAOMIOAATHCS B CIENUATU3MPOBAHHBIX IIEHTpax,

uMeronux onbIT ieueHust BIIC y B3pocibiX, B YaCTHOCTH aHOMAJIUK DOIITEHA.



1.3 Dnuaemuosorus 3a60J1§BaHuﬂ WJIM COCTOSTHMS
(rpynnbl 32001€BAHUMA UJIA COCTOSTHUI)

[lo paHHBIM JUTEpaTypbl JOJITHE TOAbl CUUTAJIOCh, YTO aHOMalus OOIITEHA JOBOJIBHO pelKas
MaToJIOTHs, YacTOTa KOTOPOM Cpelar BCEX BPOXKICHHBIX IMOPOKOB cepAna He mpeBbimaer 1%.
AHomanust DOIITEHHA SBISETCS PEIKOW BPOXAEHHONW Maib(opMaluei, 4acToTa BCTPEYAEMOCTH
xotopoii cocrasisier oT 0,7 no 1% cpemu mpoumx BIIC. Ilo maHHBIM HEKOTOPBIX YYEHBIX, 3Ta
naTojorusi Becrpevaercs: npubnusurenbHo B 1 ciyyae Ha 20000 HoBOpoxkaeHHBIX. U, TeM He MeHee,
9Ta pejKas aHOMaJusl MpeACTaBisieT co0ol Hanboiee YacThlil MOPOK C MATOJIOTHEe TPEeXCTBOPUATOIO
kjnanaHa, cocrtaeisis 40% cpeaum BceX BpOXKIEHHBIX IOPOKOB CEpALA C IMOPAKEHUEM IMPaBOro

aTPUOBEHTPUKYJSPHOTO KJIallaHa, B PaBHOM CTENEHU CTpaaatoT oba nona [2,4,8,23].

C pocTtoM BO3MOXXHOCTEH COBPEMEHHBIX JMArHOCTHYECKHX METOAOB CTal0 SCHO, YTO MPUBOAUMBIE
3[1IeCh MarepHhasibl 10 UCTUHHOM YacTOTe aHOMaJIMM DOIITEWHA B pa3Hble NepuoAbl (HOpMHUpPOBAHUS
ceplilla U B MEPHUOJ MOCIE POXKACHUS MAIMEHTOB HECKOJBKO ycTapeiau U TpeOyioT mepecMoTpa. Kak
MOKa3ald HEJaBHUE HWCCIENOBaHWs, BHYTPHUYTPOOHAs 4YacTOTa aHOMAIMHM OOIITEHHA 3HAYUTEIHHO
IPEBBIIAET TAKOBYHO B IIOCTHATAJIbHOM Iiepuoae. B  mocTHaranpHON — IeAMaTpU4eCcKOu
KapAHOJIOTHYECKON MpaKTHKE aHoManus DOTeiiHa BecTpedyaercs: B oqHoM ciydae u3 1000 nanueHToB
¢ BpokJIeHHbIMU TIopokamu cepaua. [lo manueim G. Sharland u coast. (1991), Lang u coasrt., (1991)
4acTOTa aHOMAaJIMK DOIITEHHA Cpeld BPOXKIEHHBIX MTOPOKOB CEP/IlIA, JUATHOCTUPYEMBIX MPEHATaIbHO,
coctasnsger 8,5% [24, 25]. IlpubnusutenbHo TakoBa ke (7,8%) yacTtora aHomanuu OOIITEHHA MO
JaHHBIM TIpeHaTallbHOM 53xokapauorpaduu. BolpakeHHble HapymieHus (YyHKUAMA ceplaua mpu
aHoManuu DOIITelHa, elle BHYTPUYTPOOHO MPUBOISIINE K KAPIUOMETATUN U TaXUKAPIAUH, SIBISIOTCS
OJHOM M3 HamOoJee 4YacThIX MPUYMH HAMpaBICHUS MAllMEHTOK OT Bpauel aKylIepOB-TMHEKOJIOIOB K
BpadyaMm-kapauoioram. C  y4deroMm TOro, 4YTO ClIydal C HEBBIPAXEHHOM KapAuOMeraiuei
axokapauorpadueit 00bIYHO HE TUaTHOCTUPYIOTCSA, UCTUHHASA YaCTOTa aHOMAaJINU DOIITeHA Y TI0I0B
enle BbllIE. DTU JAHHBIE TOBOPAT O TOM, YTO MCTUHHAS YacTOTa aHOMAJIUU DOIITeiHa 3HAYUTEIbHO

BBIIIIE TIpeinoiaaraemMoit [26].



1.4 Oco0eHHOCTH KOAUPOBAHHUSI 3200/ 1€ BAHUSA WJIH
COCTOSIHUA (IPyNIIBI 3200J1€BaHUIl HIH COCTOSTHHA) 110
MexayHapOAHOH CTATHCTHYECKON KIaCCH(PUKAIMU
0oJ1e3Hed U NPodJIeM, CBA3AHHBIX CO 310POBbEM

Bpoxaennbsie anHomanuu (MMOPOKU pa3BUTHSI) JIETOUHOIO M TpeXcTBopyaroro kianaHoB (Q22): Q22.5 —

AHoMmasus DOmITeinHa.

136.1 — HepeBMaTH4ecKkasi HEIOCTATOYHOCTh TPEXCTBOPUATOIO KilaraHa.



1.5 Knaccudpukanust 3a001€BaHus MM COCTOSTHHSA
(rpynnbl 320071€BAHUMA UJIA COCTOSTHUI)

Knaccuduxanus Anomanuu D0mrelina npeanoxkeHa A. Carpentier ¢ coapropamu B 1988 roay. B ee
OCHOBE JIeKaT TIOKAa3aTeNM, KOTOpPble BAXKHO YUYWUTHIBATh NPHU IUIAHUPOBAHUHM XUPYPrHUECKOU

Koppekuuu nopoka (pyunkuuonansubiid pazmep IDK u coctosinue nepenneit ctBopku TK) [27].
Tun A. Ilepennsis ctBopka TK nmeer HopmansHyto Mopdosoruto, pazmep DK noctatounbsiid.

Tun B. Ilepennsis crBopka TK mmeer aHOMalibHbIE XOpIbl, HO MOJABHXXHOCTH €€ coxpaHeHa, [DK

peayLpoBaH, HO pa3Mep €ro J0CTaTOYEH.

Tun C. Ilepennsisi ctBopka TK mmeer orpanmueHHyr0 MOABMXKHOCTH, [IDK manenbpkuil ¢ OONbIIUM

ATPpHUAJIM30BaAHHBIM KOMITIOHCHTOM.

Tun D. CtBopku TK GopMupyror «TpuKycnuaanbHbIii MEIIOK» U3 (UOPO3HON TKaHH, CPOCIIHICS C
BHyTpeHHel mnoBepxHocThio IDK. EaunctBenHoi ¢ynkiuonansHoil uacthto DK sBisieTcss ero

UHGYHIUOYISIPHBIN OTAEII.



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

KimmHndeckue nposiBIEHHsS] CEPIEYHOM HENOCTAaTOYHOCTH MO IMpaBoMy TUIy npu AD B NEPBYIO
ouepenb 3aBUCAT OT creneHu HepgoctatoyHocTd TK  w arpmanuzammum IDK. Tak xe kamHH4Yeckas
KApTHUHA MOXET 3aBUCETh OT COYETAHHBIX AHOMAJIMi, TAKUX KaK arpe3usl JIErOYHOM apTepuu,
OTKPBITHIA apTepUANIbHBIM MPOTOK, CENTalbHbIE NEe(PEKThI, BRIPAXKCHHbIC HAPYILIEHUs] pUTMA CEplia.
Oco0CHHO TSDKEJIOW TPYIIION MAIlMEHTOB, SIBISIOTCS HOBOPOXKIEHHBIE JIETH C aHATOMHUYECKOH
aTpe3neH JIETOYHOM apTepuu. B 3TuX ciaydasx omepalus B MEpHOJIe HOBOPOXKICHHOCTH HEHW30eKHA
[28,29].

Knunnueckast kaptuHa aHomainu DO0MITelHA y psAa MalUEeHTOB MOXKET ObITh OECCUMIITOMHA, U OHU
BeAyT OOBIYHBINA 00pa3 KU3HU. B psje ciaydaeB OHUM MOTYT BBINONHSTH JaXke TSDKETYI0 (pU3HMUecKyro
paboty. Ilpu 3TOM mOSBIEHHE NPU3HAKOB CEPICYHONW HETOCTATOYHOCTH MOXKET IPOSBUTHCS CO
BpPEMEHEM IIpH JH000H opme aHOManuu DOmTeHa. Y Apyrux NalUeHTOB, P PaHHEM IOSIBICHUU

1IMaHo3a, 3a00JIeBaHNEe MaHU(PECTUPYET B paHHEM JCTCTBE U pe3ko mporpeccupyer [2,4,8,23].

[TocTrosiHHOM >kan000¥M TAIMEHTOB C aHOMaMel DOINTeHHA SBIACTCS OJBIIMIKA. Y TMOAABIISIONIETO
OOJBITMHCTBA TMAIIMCHTOB OJBIIIKA BO3HUKACT TOJNBKO mpu (u3nueckord Harpyske. Oxono 90%
MAIMEHTOB CTPAAAOT OT OBICTPON yTOMIIsIeMOCTH. [[aTOTHOMOHHMYHBIM MPU3HAKOM JJisi aHOMAaJUuu
D0umiTeitHa, O HalIeMy MHEHHUIO, SBJISOTCA npucTynbl cepaueduenus (80-90% mnamuentos). Ilpu
BBIpaKEHHON HepoctaroyHocTH TK ¢ OOJbIIMM  MEXMOPEICEPAHBIM COOOIMIEHHEM BO3MOXKHO
KJIIMHAYECKHUE TIPOSIBICHUS CEPACUYHON HETOCTATOYHOCTHU C BBIPAKEHHBIM IIMAHO30M 32 CYET IMPaBo-

aeBoro cOpoca KpoBH Ha ypoBHE mpezacepauit [2,4,8,23].



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

IlI/IaFHOCTI/l‘IeCKI/Ie KPUTEPHUH IMOCTAHOBKH IHArHo3a

Kanoonr:

OJIBIIIIKA;
e YACTBHIC PECIUPATOPHBIC 3a00ICBaHUS;

e TUIOXasl MpuOaBKa B BECE;

e TIOTJIMBOCTH MPU KOPMJICHUHU;

e OTKa3 OT I'pyaH;

e YYAIICHHOE Cep/IcONCHHE.

AHaMHe3: npeHaraibHas auarsoctuka BIIC.
du3suKaIbHOE 00c/IeJ0BaHUE:

o TaXHUKapIus;

e OJIBIIIKA;

e TEMaTOMETaJHs;

e I[MAHO3 PA3JIMYHOW CTENEHU — MPHU PA3BUTHUU CEPACYHOW HEAOCTATOYHOCTU WM coyeTaHuu AD C

apyrumu BIIC (pyHKUIMOHAMBHAS WM OpraHUYecKas aTpe3ust JIETOUHOM apTepun);

e CHCTOJMYECKHUH IIYM pa3IU4HON MHTEHCUBHOCTHU (uuUpoKoe pacujenyieHue nepeoeo mouna (3a cuem
bonee no30He20 3aKpvlmus YOJIUHEHHOU NepeoHell CMEOPKU MpPexcmeopuamoz0o Kianaua),
CUCTNONUYECKUU WYM MPUKYCNUOATbHOU HeOOCMAmMOYHOCMUY, MAKCUMAIbHbIUL 68 MOYKe NpoeKyuu

Mpexcmeopuamozo K1anaua — ) OCHOBAHUS Me4e8UOHO020 OMPOCMKA).
JlabopaTopHble HCCIeI0BaHUSA: HE TPEIOCTABISAIOT XapaKTepHo nHpopmauu s AD.
HNHcTpyMeHTAIbHBIE UCCJICIOBAHUA:

Pentrenorpadust opraHoB rpyIHOM KJIETKU:
e KApAMOMETAINS PA3IUYHON CTEIICHU;

OKT™:



e OTKJIOHEHUE JIEKTPUIECKOM OCH Cep/ilia BIPaBO;
e TPU3HAKH MEPETPY3KH MPABBIX OTAEIOB CEP/IIA;

e CHMIKCHHC BOJIbTAKaA KCIIYIOYKOBLIX KOMIIJICKCOB QRS n ,Z[C(i)OpMaHI/IH HUX B IpaBbIX T'PYAHBIX

OTBEICHMUSIX;
e 1pu couetranuu ¢ cuaagpomom WPW BrisiBisiercs Ha DKI' nenbra BosHa;
e JIPYTHE KEIYAOYKOBbIC U HAXKEITYJOUYKOBbIC HAPYILLIEHUS PUTMA.
OxoKT™:

e ormuueM AD ot npyrux aHomannii TK sBnsiercst creneHp anMKalbHOIO CMEIIECHHS CENTajJbHOM
CTBOPKH > 8 MM/M?2 TIJIOMIAN TIOBEPXHOCTH TeJa, OTHOCUTEIHHO (PHOPO3HOTO KOJIbIIa MUTPAITEHOTO

KJIanlaHa, U3MEepeHHas npu TpaHcTopakaibHOi Dx0oKI' B anukanbHONU YeThIpeXKaMEpPHOU MO3ULINN;
e HEIOCTATOYHOCTH PA3IMYHOMN CTETICHH HAa TPEXCTBOPYATOM KJIaraHe;

e mop¢onorus ctBopok TK, pasmep dynkunonansHoi yactu IDK, pasmep arpuanuzoBaHHONW yacTu
IDK.



2.1 /Kaa100bI 1 aHAMHE3

e Pexomenayercsi mpu cOope xano0 M aHaMHe3a y MalMeHTa ¢ Moxo3peHueM Ha AD obpamarb
BHUMAHHME Ha HAJUYME OJABIIIKU MPHU (PU3NUYECKON Harpy3ke U B MOKOE, IPUCTYIIOB CepALEONeHUS
JUTSl UCKJIIOYEHMS] WJIM BBISABIICHUS TPU3HAKOB ApUTMUK W Bepu(UKAIIMM JMArHO3a, a TakKXke

ONpeJIeTICHUs CTENIEHU TSKECTU COCTOsIHU naruenTa [4,30-32].
EOK\PKOIC (YYPC YO 4)

KommenTapuu: Hoeopoowoennvie oemu mo2ym ROCMYNUMb IKCMPEHHO 6 KIAUHUKU CPas3y nocie

podicoenusi no Heckonvkum npuuuram [4,30,31,32,33]:

1. AD ¢ ampesueti necounou apmepuu. Kax npaeuno, demu cmpadarom om pa3HOU cCmeneHu
HapyweHus YupKyIsayuu Kposu no Maiomy Kpyay KpogoooOpawjenus ¢ NPUHaKamu yuano3a Ha ghomue

NPOMOK-3A6UCUMOU YUPKVIAYUU,

2. AD y nayuenmog c ¢hyHxyuonanvHou ampesuil JIA, makodice ¢ npusHakamu yuamo3a Ha ¢houe

pabomuvl OMKPbIMO20 ApMePUAIbHO20 NPOMOKA.
3. Hoeopoorcoennvle Oemu ¢ NapoKCusMaibHOL maxukapouell.

Venosno ecex nayuenmos mooicno pazdenrumv Ha mpu epynnvl: 1. Beccumnmommuvle nayueHnmol,
Komopble, He UMeom Hcaiod u NposGleHUll HeOOCMAmOYHOCMU KpPOB0OOpawjeHus oaxce npu
Qusuueckoti naepysxe. Kax npasuno, sanupamenvrasn ¢pyukyus TK y maxkux nayueHmos npakmuiecxu
HopmanvHas u ampuanuzayus DK He ewipadicennas, 2 epynna: nayueHmsl, y KOMOPbIX Npu
Qusuueckoli Hacpysxke NpPOAGIAIOMCA NPUSHAKU HEOOCMAMmOYHOCMU KPOBOOOpAWeHUus o Npasomy
muny (maxuxapous, OmoblUKA B03MONCHO Yuaumos), 3 epynna: nayueHmvl ¢ NPOSAGLEeHUIMU
He0OCMAamouYHOCMU KpoB8oobpaujeHuss no npasomy muny 8 nokoe (OmovluKd, HenepeHoCUMOCHb
Qusuueckux Hazcpysox, cenamomezanus). Kax npasuno, y makux nayuenmos ommeuaemcs
svipadicennas neoocmamounocms TK. C go3pacmom nayuenmovl Mo2ym nepexooums u3 0OHOU 2pynnul
8 Opya2ylo ¢ NOCMENneHHbIM HApaAcmaHuem cepoeyHol HedocmamouHocmu. Puck 603HuxHosenus

HapyweHuti pumma cepoya ¢ 603pacmom , maxoice yseauuusaemcs [4,8].



2.2 Ou3uKaAJbHOE 00CTeI0BAHUE

e Pexomenayercsi BceM MamueHTaMm C MoAo3peHHeM Ha AD MpOBOIUTH (PU3MKAIBHBIA OCMOTP,

MAJIBIAIMIO TIEYEHHU, OIEHKY T€MOJIMHAMUKHY JIJI BBISIBJICHUS MPU3HAKOB OCHOBHOTO 3a00JICBaHMUS,
ocinoxuenuit [4,30,31,32,34].

EOK\PKOIC (YYPC, YOI 5)

KOMMeHTapI/lI/I! Hpu ocmompe ommedaenicA, 00blUKA U YCUlEeHHasA nyabCayusl ApemMHblX 6€H U

cepoyebuerue.

(] PCKOMCHI[yeTCﬂ BCEM IIallMUCHTAM BBIIIOJIHUTH aYCKy.HBTaL[I/IIO cepz[ua C ICJIBKO BBISABJIICHUSA H_IYMOB
cepama [4, 30,31,32,34].

EOK\PKOIC (YYPC, YOI 5)
KomMmeHnTapuu: Ayckyiomamueno 6viC1yuueaemcsi:

1. Hlupokoe pacwennenue nepso2o moua (3a cuem 6onee no30He20 3aKpblmusi YOJIUHEHHOU nepeoHell

CMBOPKU MPexcmeopyamozo Kianaua).

2. Cucmonuueckutl wym mpuKycRUOAIbHOU HedocmamoyHocmu no kiaccugukayuu Levin 2-3/6,
MAKCUMAJIbHBILL 8 MOYKe NPOeKyuu Mmpexcmeopuamozo KIanaud — Y OCHOBAHUSL MeYeBUOHO20

ompocmka, u 4ymbs jleeee no HanpaesilerHuro K 6epxyulKe cep()ua (I/lp0€K1/ﬂ/lﬂ CMEUEHHO20 KJZClI’lClHCl).

3. Pannuii  ouacmonuveckuii. wym oo0paszyemcs npu KoieobamenibHblX OBUNCEHUAX VOIUHEHHOLU
nepeowell CmeopKuU.

4. V bonvuuncmea nayuenmos onpeoensnci CUCMONUYecKUll Wym Oyiouje2o xapakmepa.



2.3 JIabopaTopHblie JMATHOCTHYECKHE MCCIeI0BAHUS

o Bcem mamuenTam ¢ AD, OCTYNMAOIKUM B CTAllMOHAP, PEKOMEHYeTCsl MCCIIeIOBAHNE KUCIOTHO-
OCHOBHOro cocrtostHusi u razoB kposu (pH, BE, pCO2, PO2, Lac - ananu3 KanuJuisipHON/
apTepUaIbHOW/BEHO3HOU MPO0) C IEIbI0 OIEHKHU TSHKECTH THMIOKCEMHUH W CTETICHH BBIPAKEHHOCTH

MeTabonuueckux Hapymenui [4,30,31,32,34].
EOK\PKOIC (YYPC, YOI 5)

e Bcem mammentam ¢ AD pexkoMeHayeTcsl MpoBeneHUE OOMIETO (KJIMHHUYECKOTO) aHalu3a MOYM U
oOuiero (KJIMHUYECKOr0) aHajin3a KPOBH Pa3BEPHYTOTO C OLEHKOM YpOBHS TeMOIIOOMHA U
reMaTOKPUTa, KOJIWYECTBA DJPUTPOILIMTOB, JIEUKOIIUTOB, TPOMOOIIMTOB, CKOPOCTH OCEHAHHS
SPUTPOIIUTOB y BCEX MAIMEHTOB ¢ AD B paMKax NEPBUYHOTO OOCIEIOBaHUS, B MPOIECCE
JUHAMHUYECKOro HaOroneHus: He MeHee | pas3a B TOJ U IPU MOCTYIUIEHUHU B CTAI[MOHAp, a TaKKe B

Clydae OTepaTUBHOTO JICYCHUS TIPU HEOOXOAUMOCTH B MPE- W/HIH TOCICONEPAITMOHHOM TTEPUOJIC
Bcex maruenToB ¢ AD [4,23,30,31,35].

EOK\PKOIC (YYP C YV 5)

e Bcem mamumeHTaMm, ocoO€HHO cTapiiero Bo3pacTa, ¢ AD (B pamMkax MEpBHYHOTO OCMOTpa, MPHU
MOCTYIUICHUHU B CTAllMOHAP, B CJIy4ae ONEpPATUBHOIO JICUCHUS MPU HEOOXOJUMOCTH B MpE- U /WU
MOCJIEONEPAIMOHHOM TEPHOZAE, a Takke He MeHee | pa3 B Tol Ha KOHTPOJBHOM BH3HUTE MpHU
TUHAMUYECKOM HAOMIONCHUH) C IENbI0 OLEHKH (YHKIMKA TEYEHH U TIOYEK PeKOMEeHyeTCsi
MPOBE/ICHNE aHajn3a KPOBH OMOXMMHUYECKOTO OOIETeparneBTHUYECKOTO (MCCIICOBAHUE YPOBHS
KaJIusl, HaTpus, XJIOPUIOB, TIIFOKO3bI, KpeaTHHUHA, 00111ero Oenka, aib0yMHUHa, MOUYEBUHBI, OOIIETO
OwnupyOMHa B KpOBH, CBOOOJHOTO U CBA3aHHOTO OwiMpyOWHA, OMpEAeIeHHEe AKTUBHOCTH
JaKTaTAETUAPOTeHA3bl, acrapTaTaMUHOTpaHc(epa3bl U allaHmHAMUHOTpaHc(epassl B kpoBu) [30,
31,33,35,36].

EOK\PKOIC (YYP C YV 5)

KommenTapuu: V 63pocivix nayuenmos 00OnoiHuUmenibHo npo8ooumcst Ucciedosanue ypoehs ooujeo
XonecmepuHa Kpoeu, yposHs unonpomeudos Huskou (XcJIHII) u evicokou (XcJIBII) ninomnocmu,
mpuenuyepuoos (T1), ¢ yenvio vlsasieHUs hakmopa pucka conymcmesyowe2o amepockiepo3a u, npu

Heobxooumocmu, Koppexyuu mepanuu y écex nayuenmos ¢ A2 [30, 31,33,35,36].

Buoxumuyeckuii ananuz Kpoeu no3eonsem noayyums UH@GopmMayuro o pabome 6HYMpeHHUX OP2aHO8 O
memabonusme u yposre muxpodemenmos [112]. V nayuenmos ¢ A9 neobxooumo xonmponuposams
@yHKYUO neuenu, Komopas cmpaodem Npu HAIUHUU 3Havumol Heoocmamoynocmu TK (yposenw
ounupyouHa,  aKmueHOCMb  ACNAPMAMAMUHOMPAHCPepasvl U ATAHUHAMUHOMPAHCHepasbl).
layuenmam ¢ AD ¢ cepoeunoii HeOOCMAMOYHOCMbIO U HAPYULEHUAMU PUMMA cepoya HeooXooum

KOHMPONb (hYHKYUU NeyeHu, noueK, S1eKmpoIumHo2o daianca u mupeouonozo cmamyca [35- 37].

e Bcewm nanuenram ¢ AD, MOCTyNaoLIMM B CTAlMOHAP AJIsl ONEPATUBHOIO JICUEHUSI, peKOMeH/1yeTcst
BBIMIOJIHEHWE  KOAryjaorpaMMmbl  (OpPUEHTHPOBOYHOE  HCCJIEOBAHME CHCTEMBbl  T'€MOCTa3a)

(aKTI/IBI/IPOBaHHOG HYaCTHUYHOC Tp0M6OHHaCTI/IHOBOC BpCMm, l'IpOTpOM6I/IHOBOC BpCM:i,



MPOTPOMOMHOBBIM HMHJIEKC, HCCIEIOBAaHUE YPOBHS (UOPUHOTEHA B KpPOBHU, OIpeAeiieHHe
akTUBHOCTU aHTUTpoMOuHa III B KpoBH, a Takke MEXAYHAPOJHOTO HOPMAJIU30BAHHOTO OTHOIIEHUS
(MHO). Omnpenenenue ocHoBHBIX Ipynn no cucreMe ABO. Ompenenenue anturena D cucrembl
Pesyc (pe3yc-dakrop). Onpenenenne dpenoruma no antureHam C, ¢, E, e, Cw, K, k u onpenencaue
aHTHRIpUTponMTapHbIX anTuTen. Onpenenenne anturena (HbsAg) Bupyca remaruta B (Hepatitis B
virus) B KpoBu. Ompenenenue antuten k Bupycy remaruta C (Hepatitis C virus) B KpoBH.
Omnpenenenue antuten k OmemgHoi TpemoHeme (Treponema pallidum) B kpoBu. OmpenencHue
antuten kmaccoB M, G (IgM, IgG) k Bupycy ummmynomedummra ueroBeka BUUY-1 (Human
immunodeficiency virus HIV 1) B kpoBu, Onpenenenne anturen knaccos M, G (IgM, IgG) x
BUpycy ummyHoneduimra yenoseka BUY-2 (Human immunodeficiency virus HIV 2) B kpoBu nmns
uckimroueHUs accormanuu ¢ BUY-undeknueit, rematuToM, a TakkKe B Cllydae XHPYPTHUECCKOTO

JICUCHUS MTPU HEOOXOUMOCTH B TIPE/I- M/WIIH TTOCeonepalmoHHoM niepuoze [4,23,30,31-37].

EOK\PKOIC (YYP C YV 5)



2.4 UucTpyMeHTA/IbHbIC JUATHOCTHYCCKUE
UCCJIeA0BAHMSA

e Pexomenayercsi BceM NMalueHTaM ¢ MOJO3pEHUEM Ha AD W NpU AUCIIAHCEPHOM HAONIIOACHUU IJIs
BBISIBJICHUSl HapylleHUH puTMa M npoBoauMocTH, runeprpoduu DK nposenenue peructpauuu
anektpokapauorpammel  (OKI') B moxoe, pacmmdpoBka, omnucaHue W UHTEpPIpETaLus
anekTpokapanorpapuieckux naHHbix (OKI' 12-kaHanbHast), a TakkKe Ipu HEOOXOAMMOCTH B CiIydae

ONIEpPaTUBHOIO JICUCHUS B IIPeA- U mocieonepannonnom nepuoze [1,4,31,34,39,41]
EOK\PKOI1C (YYP C YO/ 4)

KommenTapuu: Becvbma xapakmepHviM mONbKO Ol KAACCUYECKUX ¢hopm anomanuu Douimelina
MOJICHO CUUMAMb CHUJICEHUE BONIbIMAdNCA JHcely0ouKosvlx komniexkcoe QRS u depopmayuro ux @
npasvix 2pyousvix omeeoenusx. Il000OHble UBMEHEeHUs. JICelyOOUKOBLIX KOMNIIEKCO8  CIYHCAM
00CMamoyHo BeCKUM OCHOBaHUeM OJisl NOCMAHOBKU NPeo8apumelbHo20 OUdsHo3d, MAak Kax npu
I000M  OPY2OM  BPONCOCHHOM NOPOKe cepoya He HAOM0OAOmMcs. CMOb CILOJNCHble Oehopmayuu
komniaexkca QRS. 3ybey P o6viuno evicokuil u 3aocmper (max uaswvigaemvii I umanatickuii 3yoey P)
[27]. ¥V nayuenmos ¢ conymcmeyrowum cunopomom WPW ewisisnsiemcs na IKI oenvma sonna. Takaice
y nayuenmos ¢ AD uacmo ewiasnsemcs yorunenue PQ unmepesana, o6noxada npasoi HONCKU NYUKA

T'uca, scenyoouxoswie u HAXHCETYOOUKOBLLE HAPYUIEHUS PUMMA.

o PexomeHayeTcsi BHIIIOJIHEHUE XOITEPOBCKOIO MOHUTOPUPOBAHUS CEPJICUHOTO PUTMA MMALIUEHTAM C
AD W TOomO3peHHEM Ha HApPYIICHWS pUTMA WIM JUisi HAOMIONEHWs 3a TMalUeHTaMH C YyKe
JTUArHOCTUPOBAHHOM  apuTMued  (MapoKCU3MalbHBIE  CYNPABEHTPUKYISPHBbIE TaXUapUTMHH,
GubpwLIAIUS U TpeneTaHue NpeAcepanil) Uiu s OUEeHKH A()(PEKTUBHOCTH aHTHAPUTMUYECKOM
tepanuu [4,34,41,42,43,44,45].

EOK\PKOIC (YYP C Y/ 4)

o PexoMenayercsi BceM TNanMEHTaM C MOJ03pe€HMEM Ha AD TMpOBEACHUE MPHULICIIBHOU
peHTreHorpaduu OpraHoB TPYAHOW KIETKM JUIsl JMAarHOCTUKM Kak OCHOBHOTO, TaKk W JJis
MCKJIIOUEHUS] MHBIX 3a00JIeBaHUIl cep/illa U KPYIHBIX COCY/IOB, & TaK)K€ BHECEPJIEUHOW MaTOJIOTUU
(maromoruM ApPyruX OPraHOB CPENOCTEHHUS, JIETKUX, IUIEBPbI), YTOUHEHHUS aAHATOMUYECKHX
ocobennocTteit ganHoro BIIC, coctostHMS Majoro kpyra KpoBOOOpaIleHUS U BBISABICHHUS JIETOYHOTO
3aCTOs, a TakKe B Ciy4yae ONEpPAaTHMBHOIO JIEYEHUS TpU HEOOXOAMMOCTH B Tpeld- /WM
noclieonepanuonuom nepuoge [4,31,34,46,47].

EOK\PKO ITa C (YYP C VIIJ1 5)

Kommenrapuu: Penmeenonoeuueckas xapmuna nopoka npu axomaiuu Dowimetina munuyHa u
3akaouaemcs 8 ygenuueHuu Kapouomopaxanvnoz2o umoexca (KTH) u nmanuyuu coomeemcmeyiouyeri
Gopwvl menu cepoya. Bcreocmesue pacuwiupenus cepoya 6 obe CMOpPOHbL U HANUYUS YOIUHEHHO20
COCYOUCmo2o nyuka, Kongueypayus menu cepoedyHo-coCYOUCmO20 NYYKa umeem Mmunudnylo gopmy

wapa uiu «nepesepHymoul Yauiuy.



o PexoMeHayercsi BceM mMalMeHTaM C TNOJ03pEHHEM Ha AD TpOBEACHUE TPAHCTOPAKAIBHOM
sxokapauorpaduu (IxoKI') ¢ nmpumeHeHneM pekuMa IIBETHOTO JOMNILIEPOBCKOTO KapTHUPOBAHMS
JUIL JIETAJIbHOM OIIEHKM BHYTPHUCEPACYHOM AaHATOMHM M TE€MOJMHAMHUKH, a TaKXe B Clydae
OTICPATUBHOTO JICUYCHUS TPH HEOOXOAMMOCTH B MpEA- HW/WIW IOCICONEPAIlMOHHOM TIEPHOJIC
[4,34,30,31,38,39].

EOK\PKOIC (YYP C YIA5)

KommenTapumn:  Oxoxkapouocpaghusi  aensemcs — KI04e8blM — MEmoOOM — OUACHOCMUKU Ol
noomeepacoenusi ouazsnoza A3, a makdce oyeHKu msdcecmu U npocHosa 3abonesanus. Ilpu
NnpoBeOeHUU UCCTe008AHUS HEODX0OUMO OYeHUumsb MOpPQONocUulo Kianama, usdblmoyHoe cmeujeHue
CEeNnManvHol U 3a0Hell CMBOPOK 6 CMOPOHY BepXYUWIKU S811emcs CYWHOCMbIO 3M020 NOPOKA.
IIpuxpennenue cenmanbHblX CMEOPOK JyHULe BUSYATUSUPYEMCS 6 4-X KaMepHOU NpoeKyuu u3
AnuKanbLbHo20 0oCcmynd. 3a0Hss CMBOPKA MPexcmeopuamozo KIAnaHa Jyduie 6U3Yanusupyemcs 6
MOOUDUYUPOBAHHOU NAPACMEPHATLHOU OJUHHOU NPOeKyul. 4-x KamepHas npoekyus no3eossem
oyeHums OUCmanibHoe cmewenue cenmanvholi cmeopku. Ilpu IxoKI' uccredosanuu nomyuarom

credyrowue  xokapouocpaguyeckue NPUHAKU — NOPOKA:  VBeIUYeHUe Npagoeo  Npeocepous,
BEPXYULEYHOE CMelWjeHue Mmpexcmeopyuamo2o Kianawda, CpaujeHue CenmaibHol CMEOPKU ¢
nepe2opooKoll; NepeoHssi CMBOPKA, UMewds HOPMAIbHOe Npukpenienue K QuoposHOMY Kolbyy,
xXapakmepusyemcs 9KCMeHCUBHOU amMnaumyoou osudicenusi.  OObeKMUBHO BblABIAEMCS CHeneHb
ounamayuu npasvix omoenos cepoya, ouchynxyus IDK. Onmumanvuvim saensemcs npoexyus 4-x
Kamep, Komopas uH@GopmamueHa u npu oyenke cmenenu yeeaudenus smux omoenos [40]. C nomowwto
IxoKI'  maxowce  6u3yanusupyromcs — nepecopooku, Ol BbIAGLEHUL  MEHCHPeOCePOHbIX — UNU
MedAHCHCENYOOUKOBLIX cooOWeHutl. Taxoce OO0NHCHbI GbINOIHAMbBCA oyenka @ynkyuu JDK u opyeux

KI1AnaHoe cepoya.

e Pexomenayercss OxoKI' upecnumieBogHas npu KIMHUYECKOW HEOOXOIMMOCTH C HEAOCTATOYHO
MH()OPMATUBHON BH3yalu3alMen 3xokapauorpaduu (TpaHCTOPAKAIbHON) C LEIBI0 JIETaTbHON
OILICHKU COCTOSTHUS KJIAIIaHHOTO ammapara U CENTalbHBIX Je(PEKTOB, UCKIIOUEHUsT WH(EKITMOHHOTO
SHAOKApANTA, a TaKKe B CJIy4yae OINEPATUBHOIO JICUCHUS HMHTPAONEPALMOHHO [UJIsl OLIEHKU
PE3yABTaTOB PEKOHCTPYKTUBHOMN OIEpanuu U Ipu HEOOXOIMMOCTH B MPEA- U MOCICONepanoOHHOM
nepuoge [50-51].

EOK\PKO Ila C (YYP C VI 5)

o Pexomenayercs mnanueHtam ¢ AD Ui OLIGHKM aHAaTOMHUM TMOpoka, pasmepoB IDK u ero
CUCTOJIMYECKON (PYHKIIMM BBIMTOJTHEHHE KOMITBIOTEPHOUN ToMOTpaduu cepAra ¢ KOHTPACTUPOBAHUEM
(Tpu HATMYKUKM BO3MOXKHOCTH) BCEM IMAaIlUEHTaM B Ciiydae HEyOeauTeabHbIX pe3ynbsraroB DxoKI, a
TaKkKe B CIydae XHPYPra4eCKOro JICUCHHS TIPU  HEOOXOAMMOCTH B  TpEI- W/WIU

nocaeonepanuoHHom nepuoze cepana [30,31,33,48,49].
EOK\PKO Ila C (YYP C V1] 5)

KommenTapuu: cywecmeyem yeenuuusaiowutica unmepec ucnonvszoganus KT 0na ouacnocmuku

BIIC. ﬂaHHble Memoobl NO360JISI0M onpedeﬂumb AHANMOMUIO NOPOKA — 6EIUHUUHY CMEULEHUSL CMBOPOK,



NUHEUHble paszmepvl CMPYKmMyp cepoya (8KIouas MmMONWUHY MUOKAPOA NPAo20 MHCeNyOOUKa),
BLIYUCIUMDL  00beMbl nolocmeli cepoyd, a makKdice OyeHumsv @Gpakyuio 6vlopoca U BelUUUHY
pecypeumayuu TK. B axcnepmuvix nabopamopusx mModxcHo ucnoavzoéams 3D-uzmepenuss 06vemos
IDK, komopwie mozym b6vims conocmasumvl ¢ OAHHLIMU MAHUMHO-pe3onancHou momozpaguu (MPT)
[49]. Oonaxo, ecniu oocmynua MPT, umenno oHa O0OAHCHA pAcCCMaAmMpuéamvcs 8 Kauyecmeae 30710Mo020
cmanoapma 0711 oyeHku oovema u ynxyuu IDK [49,94,95]. KT moorcem 6vimb ucnonv3osauna 0
oyenku obvema u ¢ynkyuu IDK y nayuenmos ¢ KapOuocmMumynisimopamu u  Opyeumu

npomusonokazanuimu k evinoanenuro MPT [49].

o PexomeHayercsi BceM MalMieHTaM NPOBEJCHUE MAarHUTHO-PE30HAHCHOW TOMOrpaguu cepiaua u
MarucTPalbHBIX COCYIOB ISl OIICHKU UX CTPYKTYPHO-(PYHKIIMOHAJIBHBIX U3MEHEHHUH (€CIU €CTh B
TOM HEOOXOIUMOCTb, JHOO pe3yiabTaThl JAPYTUX HWHCTPYMEHTAJIbHBIX METOJOB HE BIIOJHE
yOequTeNbHbI), @ TAaK)K€ B CIIy4ae OINEpPaTUBHOIO JICYEHHS MPHU KIMHUYECKOW HEOOXOAMMOCTH B

Mpea- WK mociieonepannoHHoM nepuone [49,94-98,107].
EOK\PKO Ila C (YYP C Y1 5)

o Pexomenayercsi BceM TmanMeHTaM ¢ AD W CUMOTOMaMUd AapUTMUAUA W/WIK TpU3HAKaMU
npeaBo30yxkaeHus xkemynoukoB Ha DKI ¢ nenpio M3ydeHHs MEXaHU3MOB DPa3BUTHUS HAPYILICHHI
CEPJIEYHOr0 PUTMA, OIpEeTICHUs JIOKAJIU3allUuU AOMOJIHUTEIbHBIX MyTeW IPOBOAUMOCTU U BbIOOpA
PalMOHAJIIBHOTO  METOMA JEYCHUS HApPYLICHWM pUTMA, PEKOMEHIYETCS  BBINOJIHEHUE
BHYTPHUCEPJICYHOTO dliekTpodusunoiorndeckoro ucciaegopanus (OPU). Ilpu HeobxommmocTtu ¢
MOCHeAYIONIeH KareTepHoN alusiiued JOMOJHUTENbHBIX mydykoB mnposenenus (UII) wam

XUPYPru4eCKON M30JALUMU AapUTMUUA BO BpeMs Koppekuun 1opoka B ycioBusax UMK
[4,14,34,30,31,52].

EOK\PKO Ila C (YYP C VI 5)

Kommenrapuu: [locne onepayuu na mpukycnuOaivHoM Klaname Modcem Oblmb 3ampyoHeH
mpanckamepuulil  docmyn K npagvim  6okosuim M u meonennomy nymu npu AB-y3noeoti
PEYUnpPoOKHOU Maxukapouu, NnodIMomy HeoOX00uMoO OYeHumv cyocmpamvl ApuMMUU U GbINOTHUMb

KamemepHyto aorayuio 0o onepayuu [30].

e He pexoMeHayeTcsi BBIIIOJHEHUE YpE3BEHO3HOM Karerepusanuu cepana u AKIT mamuenram ¢ AD

JUUIsL OLIEHKHU I'€MOJIMHAMUKY Ha JioonepaionHom starne [4,30,31].
EOK\PKO III C (YYP C Y1/ 5)

Kommentapuu: UYpeszsenosznas rxamemepuzayus cepoya u AKI peoxo mpebyemcs oOns oyeuku
2eMOOUHAMUKU HA 00ONEPAYUOHHOM dmane. Y HeKOmOopbIX NAYUeHmMOo8, HAX00AWUXCS 8 2pynne pucka,
ee GblNONIHeHUe Modcem Oblmb noaesuvim 0isi cmpamu@urayuu pucka. Ilamoenomonuunvim AKD
NPUBHAKOM aHoManuu DOwmelina s611emcs XapakmepHas «mpexoonesasny KOH@OUISYPaAyusl HUNCHe20
KOHMYPA CepoedHoll meHu Uil NOI0NCUMETbHbIL CUMNMoM 08yX «3apyooky [4]. Ilepsas «3apybkay,
UIU  Nnepemvlukd, O0ObIYHO COOMBEMCMEYen UCMUHHOMY @uOpo3HOMY Koablyy (npedcepOoHo-

HCeYOOUKOB0U 60po30e), 6mopas - Mecmy NPUKPEneHUsl CMEUWeHHbIX cmeopok. Takum obpasom, &



KNACCUYECKUX CYYASX HA AHSUOKAPOUOSPAMMAX KOHMPACMUPYIOMCS MPU NOJOCMU: 1e8dsl NOJIOCHb,
PACNONIOJCEHHAs NPOKCUMATbHee Nepeou «3apyOKu», COOMEemcmeyem paculupeHHoMy NpagoMy
npeocepouio, YeHmpaibHas NOJIOCMb, PACHONONCEHHAS. MeXHCOy «3apyoKamuy - ampuaiu308aHHOul
yacmu U npaeas  noiocmuv, aexcawas oOucmanvbHee 8MOpol  «3apyoKu» -  cOOCMBEHHO

GYHKYUOHUPYIOWEMY NPABOMY HCETYOOUKY.

o PexoMeHayeTcsi BBITIOJHEHHE KopoHaporpadum marmeHTam ¢ AD mepen omeparmuedn Ha TK,
MykunHaMm crapiie 40 JeT W JKeHIIMHAaMKU C MEHOMNay30M HEe3aBUCHMO OT BO3pacTa Mepes
oneparuert kKoppekuuu MH s HMCKIIOYeHUS COMYTCTBYIOIIETO T€MOAMHAMHUYECKU 3HAYUMBbIX
CTE€HO30B KOopoHapHoro pycia [31,53,54,60,99,101-102,107].

EOK\PKO I C (YYP C V11 5)



2.5 Uuple TMArHOCTHYECKHE MCCJIeIOBAHNSA

e [latmentaMm ¢ AD, OCIOXKHHUBIIMXCS TSDKEJIOM  TPUKYCHHIAJIBHOW  HEIOCTATOUHOCTHIO
(HeorepabenbHO) PEKOMEHAYETCH BBINOJIHATH JPrOCIUPOMETPUIO, BKIIIOYAIOLIYIO OLEHKY
MUKOBOTO TMOTPEOICHHUST KUCIOpOJa, BEHTWISTOPHBIM SKkBUBaleHT mo ymiekuciaore VE/VCO2,
XPOHOTPOITHYIO PEaKIUIO U PEaKlrio Ha apTepuaibHOE JaBieHHE, AJIs ONpeeeHHs MOKa3aHul K

TpaHciantanuu cepana [13,31,55,56,61].
EOK\PKO IIa C (YYP C Y/ 5) nas gereii

EOK\PKO IIa C (YYP C Y1/ 4) 145 B3pocCJibIX



3. Jleuenue, BKJIKYAST METUKAMEHTO3HYIO U
HeMeIUKAMEHTO3HYI0 TePalluH, JTUeTOTEPAIHUIO,
00e300/1MBaHNe, MEIUIIMHCKHE NTOKA3aHUA U
IPOTHBONOKA3AHUA K IPMMEHEHUIO METO/I0B JIeYeHHU S

3.1 KoncepBaruBHOe JieueHH e

VYOenurenbHble JaHHBIE O TMOJb3€ JIEKAPCTBEHHBIX IPENapaToB, B TOM YHUCIE WHTUOUTOPOB
aHTMOTEH3UH-TIpeBpamatonero ¢epmenta (uHruOutopoB AllD), aHTaroHUCTOB PELETITOPOB
anrnoteHsuna II, Gera-agpenoOmokaTopoB wim uBabpaguHa** y marueHToB ¢ AD OTCYyTCTBYIOT.
Opnako 1IpM HalIW4YMK TOKa3aHWM: HapylmeHud putMa cepaua, XCH cienyer paccMoTpeTh

BO3MOYKHOCTh Ha3HAYECHUS HUKE NIEPEUHCIICHHBIX JIEKAPCTBEHHBIX ITPENapaToB.
JleueHue cepaevHoOil HEIOCTATOYHOCTH

[IpuunHON pa3BUTHS CEPACYHOW HEIOCTATOYHOCTH Y TMAlUEHTOB ¢ AD 4YacTO MOTYT SIBISTHCA
CYNPaBEHTPUKYISApHBbIC apuUTMHUH. DUOPUIUTAIMS W TpeneTaHUue MpeAcepauil ¢ OOBIINON YacTOTOU
KEJIyJOYKOBBIX OTBETOB MOTYT IMPUBECTH K pa3BUTHIO Kapauomuomnaruu. [lamumenTtsr ¢ AD mioxo
nepeHocsaT aputMun U gaxe ecau YCC He Oombiiasi, apuTMHsT MOJKET CIIOCOOCTBOBATH PAa3BUTHUIO HIIU
MPOTPECCUPOBAHUIO CEPICYHON HEIOCTATOYHOCTH. [loATOMY JieueHHWE apUTMUU TakK K€ SBISETCS
npodUIAKTUKON U JIEYEHUEM CepJeyHOi HemocTarouHocTH [57]. B HacTosiiee Bpems Ui J€USHHS
XCH y nerelt UCIonb3ylOTCSl T€ e TPYMIbI MIPENaparoB, 4To U y B3pocibix [58-60]. UHruburops
AII® (1A), antaronuctsl perentopoB anruotensuna Il (IIAA), Geta-aapeHob10KkaTopbl, aHTAarOHUCTHI

aJbJOCTEPOHA (AHTATOHUCTHI MUHEPATIOKOPTUKONUIHBIX PELUEITOPOB).

o Pexomenayercst Tepamusi «IETIEBBIMU» JUYpEeTUKaMHM HanueHTaM ¢ AD U NpOsBICHUIMU
npaBoxxenry10ukoBoi XCH 1151 KOppeKIMM KIMHUYECKUX MPOSBICHUN OTE€YHOTO CUHIPOMA, 3a CUET
CHIDKEHMsI oObeMmHON meperpy3ku [DK, moka3aHO Ha3HAYeHHE «IETIEBBIX» JIUYPETUKOB B
COYETAaHUWE C AaHTArOHUCTAaMU  albJIOCTEPOHAa M JPYyrUX KajuiicOeperaroumx CpeicTB
(CrimpoHoTakTOH** - MPOTUBOIOKA3aH 10 3 JIET, SIJIEPEHOH — MPOTHBOMOKa3aH 10 18 ner). Ilpm
HEJ0CTaTOuHON A(DPEeKTUBHOCTH Yy AeTei crapiie 3-X JIET U B3POCIBIX BO3MOXKHO J00aBICHUE

MHruOuTOpOB KapOoanruapasbl (Auerazonamun™*) [58-61,103-106,108-109].
EOK\PKO I C (YYP C YA/ 5)

KommenrTapuu: Hauanvnaa pazosas 0oza @Pypocemuoa™* (pacTBOp UIsi BHYTPUBEHHOIO H
BHYTPHUMBIILIEYHOTO BBEJICHUS) V Oemeli onpeodensemcs u3 paciema 1 me/ke maccvl mena/cym c

B03MOJICHBIM YBenuyeHuem 003vl 00 makcumanvrou 20 me/xe/cym) [110-111];

Oonako Ouypemuku He CMO2Ym CYUWeCMBEeHHO NOGIUAMb HA CHUMNCEHUE 8blOpoca U3-3a OUCEYHKYUU
IDK u na maxcenyio pecypeumayuio na TK. B ocnose paszsumusi cepoeuroli HedoCmamo4Hocmu npu
AD nexcam anamomuueckue npoonemvl, NOIMOMY OCHOBHLIM MEMOOOM JieYeHUs U NPOPUIAKMUKU

cepOeunoll HedoCMamo4HoOCmu y nayuenmos ¢ A9 sasnsemcs xupypeuueckas koppekyusi nopoka [S7].



Y maxkux nayuenmog neobX00umo 636euleHHO NoOXooumv K HazHauenuro J{ueokcuna**, u
NpeonoYmumenbHO NPUMEHAMb NPU HATUYUU Y NAYUESHMA MANCEN0U CepOedHOU HedoCMamoyHOCmu
-1V ®K, nuskou @B JDK (<25%) 6 couemanuu ¢ menOenyuei x eunomouu. OnmumaibHoU
nooodepoicusarouiels 0030t Jucoxcuna™** ons neuenus e3pocavix nayuenmos ¢ XCH cuumaemces 0,125-
0,5me/cymiu, ona demeti ¢ 3 nem 0,08-0,1 me/xe/cym. Ilpu OnumenvHom neuenuu HeoOXOOUMO
OPUEHMUPOBAMbCSL HA KOHYyeHmpayuio J{ueokcuna™* 6 Kpoeu, komopas OO0NNCHA HAXOOUMbCS 8

besonachvix npedenax [62,63,112].

H3-3a 6ePoANKHocmu pazeunius JfC@JZyOOLlKOGle QPMMMMﬁ, 0COOEHHO Yy nayueHnios c ZMI’ZOKCZJZMGMMGI:Z,

HeoOX00UM JcecmKUll KOHMpOb eKMpOIUmos Kposu, yukyuu nouex, IKI'
JleueHne CcynpaBeHTPUKYJIAPHBIX TAXUKAPAUN

o Pexomenayercsi pacCMOTPETh BO3MOXKHOCTH Ha3zHau€HUss AMHUOIAPOH™* B3pOCIBIM MAllMEHTaM C

AD c uenbto KOHTpoJIs put™ma [31,64] .
EOK\PKO IIb C (YVYP C YI15)

Kommenrapuu: /[iumenvnas anmuapummuveckas mepanus He MNOKA3bI8AeM NOJLONCUMETbHBIX
pe3yIbmamos 6 OOCMUNCEHUU CB0000bl OM apumMuu U umeem MHO20 NOOOUHLIX IPGPeKmos y
nayuenmos ¢ BIIC [42,118]. Amuooapon™* sensemcs sghghexmuenvim cpeocmeom 0as JieueHus
apummuii npu ymepenuno caodcuvix BIIC (8 m.u. AD) ¢ oucghynxyueii icenyoouxkos, 0OHAKO Y
nayueHmos 4acmo paseusaromcs nobounvie d@gdexmovl u mpedyemcs CHUNCeHue 003bl Ul OMMeHd

npenapama [65,118].

e AmHomapoH™* He peKOMeHIyeTcsl HCIOJIb30BATh ISl MPOMOJIKUTEIBLHOTO JICUEHUS HapyILICHUN

put™Ma y B3pocibix nanueHToB ¢ BIIC B tom uncne ¢ AD [114-118].
EOK\PKO III C (YYP C Y/ 5)

e V nereit ¢ AD u 6eccumntoMuol KT TeueHue 3aboneBaHUs HOCUT JO0OPOKAYECTBEHHBIN XapakTep
U B OONBIIMHCTBE CIy4yacB He PEKOMEHJ0BAHO HA3HAYCHHE AHTUAPUTMHUYECKUX IPENaparos,
kiaccel [ u 11 [59,60,66-68].

EOK\PKO III C (YYP C VIUI5)

e lcnonb3oBare Cotanon®* y mamueHToB ¢ AD peKOMeHAYeTcsl C OCTOPOKHOCTbIO B CBS3H C

BBICOKMM PHCKOM Pa3BUTHUS TPOAPUTMOTeHHOT0 3P dekra u cmepru [31,119-120].
EOK\PKO IIb C (YYP C YA 5)

e He pexomennyercsi Ha3Hayath [IponmadgeHon™* B kauecTBe Tepanuu NMEPBOU JUHUHU Y B3POCIBIX

nanueHToB ¢ AD, mucpyHKIMEH KETyT0UKOB U TshKeTbIM (prudpo3om [36,113].

EOK\PKO 111 C (YYP C VJIJI 5)



o Pexomenayercsi HazHaueHue OeTa-apeHOONIOKATOPOB MalUeHTaM ¢ AD TpH PEeHUIUBUPYIONTUX
(OKYCHBIX TaxMKapAusX WIM TPENEeTaHUM MpeACepInid, €eclu paauodyacToTHas aonsuus

apUTMOTCHHBIX 30H HEBO3MOKHA WJIW TIOCTIe HeycnenHou abmsuu [33,72,73].
EOK\PKO IIa C (YYP C VII/1 5)

KommenTapuu: Ilpu nesozmooichocmu 60ccmaHosieHus uiu Cmabuiu3ayuu CUHyco8020 PUmMma y
NayueHmos ¢ HOPpMAIbHOU (DYHKYUEl CUCIEMHO20 JHCeNyOoUKa U OMCYMCmeuem npeoso3oyicoeHus,
Modrcem npumeHamscs papmaxonocuieckas AB-6noxada ¢ ucnonvzosanuem 6ema-aodpeHoo10Kamopos
unu OI0Kamopo8 KaibyuesvlX KAHAN08, umobdvl npedomspamumsv Ovicmpytlo AB-nposooumocmo. ¥V

HEKOMOPbIX NAYUEHMO8 Modcem nompebosamuvcsi kombunupoesannas mepanus [30,42].

Meouxamernmosnoe neqyenue npumersemcs Kak sman Nno020MOBKU K onepamueHomy J1e4eHuro uiu onst
VYMEHbUIEHUA CUMNIMOMOB cepdelmod HedocmamouyHocmuy U oone2yenuss COCMOSHUS nayuermoe,

UMeWUx NPOMUBONOKA3aAHUA K ONepayuu.
AHTHKOATYJISIHTHAS TePanus y NALMEHTOB ¢ AD

e PexomeHayercsi HazHaueHUE OpaAJbHBIX AHTHKOATYJISHTOB (QHTUTPOMOUYECKUX CPEICTB)
nagueHTaM ¢ AD co ciyyasMu napaaokcalnbHbiX AMOonui win DIl B aHamHese, ¢ LEbIO

npopUIaKTUKH TpoMOoIMOomaeckux ociaoxkuennit [31,33,53,74,75].
EOK\PKO 1 C (YYP C VI 5)

e Bspocnbim nanuentam ¢ AD nocie BHYTPUCEPIEUHON KOPPEKUUH W/WMIU MPU HAaJUYMU IIMaHO3a
peKOMeHyeTcsl Ha3HaueHHEe OpaJIbHbIX aHTUKOATYJISIHTOB (aHTUTpoMOuyeckux cpencts) npu DI,
TPENETaHNN MPENCEepAUN WM NPEACEpAHON re-entry TaXUKapIuu C LEIbI0 MPO(UIAKTUKU

TPOMOOIMOOTMIECKIX OCIIOKHEHUH [76].
EOK\PKO Ila C (YYP C Y11 5)

o Pexomenayercst B3pocibiM nameHTaMm ¢ AD u @II, KoTOpbIM HE BBINOIHAIACH BHYTPUCEPACUHAS
KOPpPEKIIUS M OTCYTCTBYET IIMAaHO3, /I peHIeHUs BoIpoca O HEOOXOIWMOCTH Ha3HauYeHUs
OpPaJIbHBIX AHTUKOATYJIAHTOB Hcnoibs3oBark mkany CHA2DS2-VASc mna onenku pucka TOO

(MIIEMUYECKOTO HWHCYNBTA, TPAH3UTOPHBIX MIIEMUYECKHX aTaK M CUCTEMHBIX TPOMO03MOOIIHIA)
[12,31,53,74,77,78].

EOK\PKO IIa C (YYP C Y/ 5)
Benenne nanmeHToB MocJjie XUPYPruueckoii KOppexkunu

e« He pexoMeHnayercsi HazHaueHHE TMPSMBIX HMHTHOMTOPOB TpomOMHaA uiu (akropa Xa y Bcex
NAIMCHTOB C MEXaHWYEeCKUMH MPOTe3aMU KJIAMaHOB cepana (MpoTe3 MHUTPAIbHOTO KIaraHa
MEXaHMUYECKUN JBYCTBOPUATBIM™**; mpoTe3 cepleuyHOro KiamaHa IMOBOPOTHO-IUCKOBBIA™**) ¢

HETBI0 MPOYHIAKTUKI TPOMOOIMOOTNYECKUX OCIONKHEHUN [76].

EOK\PKO III B (YYP C, Y11 4)



o PexkomeHnayercsi TOXW3HEHHAs TepopajibHas AHTHKOATYJISIHTHAs Tepamnus MmanueHtam ¢ AD o
ouorpore3oM (OMONpPOTE3 CEpPAEYHOro KjamaHa TPYNHbIM, CTEPUWIBHBIA™**;  Ouomnpores
MUTpPAJIBHOTO KJamaHa™**; OuompoTe3 CepJedyHOro JEeroyHoro kKiamaHa***) umerommm apyrue

TOKa3aHusl K aHTUKoaryssinuu [53,74,79].
EOK\PKO 1 C (YYP C YI15)

e BceM nmnanmentam ¢ AD pekoMeHIyeTCsl TI€popalibHAs AHTUKOATyJISIHTHasi Tepamnusi C
UCIIOJIb30BAHMEM AHTArOHUCTOB BUTamMHHA K B TeueHWe MEpBBIX 3 MecC. MOcie XUPYpPruuecKoi
UMIUIaHTaluu  OuomnpoTe3a (OMOMpPOTE3 CEepACUHOI0 KJamaHa TPYMHBIMA, CTEPHIIbHBINA™**;
OWompoTe3 MHTPAIBHOTO KiIamaHa***; OWOMpOTe3 CEepACYHOrO JICTOYHOTO  KiarmaHa™**)
[81,82,83,121-124].

EOK\PKO IIa C (YYP C Y/ 4)

e V B3pocnbix nanueHtoB ¢ AD u ®II, a taxke Ouonporezamu (OMOMPOTE3 CEPACYHOTO KIiaraHa
TPYNHBIN, CTEPUIIBHBIMN***; OuompoTe3 MHUTpaiIbHOro KianaHa***; Ouomnpore3 cepaedHoro
JIETOYHOTO KJanaHa***) pexoMeHJayeTcsl Ha3HAYCHHE TMPAMBIX HHTHOUTOPOB TPOMOHWHA WU

¢dakTopa Xa, mociie TPEThEro Mecsiia MOCIeOoNnepalMoHHOro nepuoaa ans npodunaktuku TIO
[53,81,82].

EOK\PKO ITa C (YYP C Y/ 5)

KommenTapuu: Amnxraronuctsl BuTtamuHa K (ABK) mnpeamoururensHbl, Kkorma HeoOXoauma
JUIATENIbHAS AHTHKOATYJSHTHAs Tepamus y MalUeHTOB C Ouonpore3amu (OHOTpPOTE3 CEepACYHOTO
KJIaraHa TPYIHBIA, CTEPHIBHBIA®**; OHOMpOTEe3 MUTpAIBHOTO KiamaHa***; OGuonpore3 cepaedHOro

JIETOYHOTO KjIamaHa™**),

o PexomeHnayercsi nepopajibHas aHTUKOATYJISIHTHAsI Tepanusi ¢ ucnojb3oBaHueM ABK noxu3zHeHHO
BCEM MalueHTaMm ¢ AD U MEXaHUYECKUM MPOTE30M (IIPOTE€3 MUTPATIHLHOIO KJlalaHa MEXaHUYEeCKUI

JIBYCTBOPUATHIN***; poTe3 cepIedHoro KianaHa NOBOPOTHO-IUCKOBBIN***) [53,83]
EOK\PKO I B (YYP C Y11 4)

Kommentapuu: yeresoe MHO 6 3a6ucumocmu om euda mexanuiecxkoeo npomesa om 2,5 0o 3,5. Hem
OAHHBIX OEMOHCMPUPYIOWUX NOTB3Y OM UCNONb30BAHUS AHMUKOARYIAHMHOU mepanuu oonee 3 mec. y
nayueumog ¢  ouonpomesamu (buonpomes cepOeuHO20 KIANAHA MPYNHBIU, CMEPUTbHLILT**;
ouonpomes MUmMpanbHO20 Kianawa™**; ouonpomesz cepoeunozo ne2ouno2o kKianana***) kpome
NAyUeHmo8 umerwux OOoNnoIHUMeNbHble NOKA3aHUs K anmukoacyiaumuou mepanuu [53,84].
Aumaeonucmor  sumamuna K (ABK) npeonoumumenvhvl, Ko2c0a HeobXoouma  OnumenbHas
AHMUKOARYTIAHMHASL Mepanus. y NayueHmos ¢ ouonpomesamu (ouonpomes cepoeuno2o Kianaua
MPYNHOLIU, CMEePUnIbHbLL ***;  buonpomes mumpanrvHo2o Kianama™***; ouonpomes cepoeurnoco
ne2oynoco kaanawma***). Hecmomps na omcymcmeue OaumHvix Kiunudeckux ucnoimanuti, HOAK
(BOTA: AaTUTpOMOOTHYECKHUE CPENCTBA) MOy UCNONb308ambcs Y nayuenmos ¢ DI, cesaszannoil ¢

ouonpomesom  (buonpomes  cepoeyHo20  KIANAHA  MPYRHBIU,  CMEPUIbHbLU ***;  buonpomes



MUmpanbHo2o kianana***; ouonpomes cepoeurnoeo ne2ouno2o kianana***), nocie mpemveco mecsaya

nocieonepayuoHno2o nepuooa [53,84]

3.2 Xupypruueckoe Je4eHue

PYA 10onoJiHUTEJbHBIX IyTell MPoBeIeHUs PU AHOMAJIHMHU JOIITeHHA

o Pexomenayercsi BbmmosHenne O®M nanmeHram ¢ AD  nOpu  HaIMYMM  TTAPOKCU3MOB

HaJIKEJTYJIOYKOBBIX TaxuKapauil B anamuese [4,14,34,53].
EOK\PKO Ila C (YYPC Y/ 5)

e [laruentam ¢ AD u mnpusHakamMu mpeABo30ykaeHus kenymnoukoB Ha OKIT wim DOOU
PEKOMEH0BAHO BBIMOIHEHNE PAJAMOYaCTOTHON aOIsIIIMU apUTMOTEHHBIX 30H B OJIMKaiIne CpoKu
M3-32  BBICOKOTO PHUCKA pPa3BUTUA  MPEACEPAHBIX TaxXMKapAWi € TEeMOJMHAMUYECKON

HeCTaOMIBHOCTHIO [9,14,15].
EOK\PKO I C (YYP C, Y1/ 5)

Kommentapuu: y nayuenmos ¢ JIIII ¢ubpurnayus npedcepoutl unu Opyeas HAONCETYOOUKOBAS
maxukapoust ¢ ObICMpPbLIM ~ NPOBEOCHUEeM — HA  JHCeNyOOUKU  SAGISIOMCL  HOMEHYUANIbHO

AHCUBHEY2POAHCAIOUWUMU, BCIe0CMBUEe pUcka mpancgopmayuu 6 pudpuniayuro dxceryoouxos [9,14,15].

o Pexomenayercsi panModacToTHas aOnsIMsl apUTMOTEHHBIX 30H BCeM mamueHTaM ¢ AD ¢
O0ECCUMITOMHBIM IPENBO30YKJIEHUEM, Y KOTOPbIX, 1O JaHHbIM O®U camblii KOPOTKHIA
npeaBo30y)aeHubii naHTEpBaT RR <250 mc, OPIT AIIIT <250 Mc, BBISBIEHBI MHOXXECTBEHHBIC
JIIIT, a Takxe unpyuupyercs JAlIIIT-acconmupoBannas taxukapaus [4,15,34,69].

EOK\PKO I B (YYP C VI 5)

Kommentapuu: Haooicenyoouxosas maxuxapous, CeA3aHHAs C HAAUYUeM OONOIHUMENbHbIX nymell

nposedeHus, uacmo covemaemcsi ¢ AD.

» Bcewm B3pocibim namuenTam ¢ AD pekoMeHayeTcsl kateTepHas abnamus 1 geuenus ABPT u OI1

aCCOIMMPOBAHHBIX C CHHAPOMOM MPEIBO30YKICHUS KETYI0UKOB [6].
EOK\PKO I B (YYP C, Y1 5)

° HaHI/ICHTaM c AD PEKOMEHAYETCH BBIIIOJIHCHUC paI[I/IOqaCTOTHOﬁ a6JIHIlI/II/I APUTMOI'CHHBIX 30H IJIA

JICYECHUS CyNPABEHTPUKYISIPHBIX Taxukapaui [4,34,42,69,70,71].
EOK\PKO IIa C (YYP C Y/ 5)

KommenTapuu: paououacmommuas abnayus apummo2eHHbIX 30H - mepanusi nepeoli TUHUU, A61emcs
npeonoumumesnbHee OJNUMENIbHOU GapmMakoio2uieckol mepanuu 8 ciyiae Haiuyus noooaoue2ocs

8030elicmauio oepanuyeHno2o cyocrpara [42].



o PexomMeHayeTcsi BBIMOTHEHHE PAJMOYACTOTHON aOISAIIMU apUTMOTEHHBIX 30H MalUeHTaMm ¢ AD u
OIl w/mim npencepaHbIMU TaXUAPUTMHUSMU B IEHTpAX, CHECHUAIM3UPYIONIUXCS Ha OKa3aHUU

nomoinu naruenTam ¢ BIIC [4,23].
EOK\PKO IIb C (YYPC Y 5)

e Jletam 1o 15 kr ¢ AD, koTopeiM He TpeOyeTcs BBITIOJIHEHWE OTKPBITOW oOmepanuu, He
pexkomenayetrcs nposeaeHuss OOU PYA [5,10,11].

EOK ner (YYP C, YA/ 5)

o [laruentam Oomee 15 kr ¢ AD pexomenayercss mpoectn OOU wmm OOU PYA mepen

BBIITOJIHEHUEM OTKpBITOM onepauuu [5,10,11].
EOK ner (YYP C, Y 5)
IMoka3zanus K onepauuu

o PexkomeHayercsl Xupypruueckass KOppeKLUs MEpBHYHAs WIM MOBTOpHAs, y MAaLMEHTOB ¢ AD u
TSKEJION TPUKYCHUAAIBHON perypruTauueid Mnpu HaJdU4UU CEpACYHON HEIOCTAaTOYHOCTH M\WJIH
CHIDKCHHM TOJIEPAHTHOCTH K (PU3WYECKOM Harpy3ke IO JaHHBIM OOBEKTUBHBIX TECTOB H\WJIH

nporpeccupytoiieit cuctonnaeckon auchyakiuu [DK mo nanaeivm 9xoKT i MPT [31,53,87].
EOK\PKOIC (YYP C YA 5S)

KommenTapuu: ¢ nacmoswee spems paccmampueaemcs nooxoo K 6onee paHuemy ONEpAMuUSHOMY
neuenuro. Ilo oannvim aumepamypol Haubdonee uacmo onepayus niacmuku TK npu anomanuu
Dbuwimerina 8bINOIHAEMCA NO NOKA3AHUAM 6 8ospacme 4-7 nem, Ko20a pasmepvl cepoya no3680JsAI0m
coz0ame adexkeammuyro 3anupamenvuyio ¢yuxyuro TK [87]. OnmumanvHvim sensemcs 6o3pacm
pedenka 3-5 nem npu mune B u C, 0o pazsumus oucgynxyuu npasoeo sxicenyoouxa. Ilpu nosenenuu
yuanosa (npaeo-neeoco copoca mna JIMIIII) npu ¢usuueckoii nacpysxke, npu msxcenou TK
nedocmamounocmu u XCH onepayuu npooosam pamnvuie YKA3AHHO20 CPOKA, 0adice 6 nepuooe

HO@OpOOfC@@HHOCmu.

e PexomeHayercss XUpPYypruyeckoe JIEYEHHE Yy MAlHUEHTOB ¢ AD M TIXKEIOM TPUKYCHUIATIBHOMN
peryprutrauued M MNpOrpecCUPYIONICH IWIIaTallued TMPaBbIX OTIEJIOB CEPALA WM CHUKECHUEM

¢dbynkiuu [DK, He3aBucumo ot Hammaust cumntoMoB [31,53,87].
EOK\PKO Ila C (YYP C VI]1 5)

o Pexomenayercsl y nmauuMeHToB ¢ AD, IpU HAJIMYUM Y HUX [OKa3aHWM K BMmemarenabcTBy Ha TK,

BBINIOJIHATH OAHOMOMEHTHO 3akpbiTue u JIMIIT/OOO, Bo Bpemsi KilamaHHOW KOPPEKIUHU
[3,31,53,87,88].

EOK\PKOIC (YYP C YA/ 5)



e PexomeHayercsl BBINOJHEHUE JBYHAIPABIECHHOIO KAaBOIYJIbMOHAJIBHBIM aHACTOMO3a BO BpEMs
Koppekuuu AD, NpU HAJIUMYUM TSDKEJIOW AWIIaTalliyd MW TSKEIOW CHCTONMYECKON IuchyHKUHUU
[DK, npu coxpanennoit ¢pynkuuu JIK, anekBarnom nasienuu B JIII u KOHEUHO-THACTOINYECKOM

nasienuu B JOK, unu ecnu oobem TDK cnmiikom man juist BRIMOTHEHUS PadKaIbHON KOPPEKIIUU
nopoka [4,30,31,53,87].

EOK\PKO IIa C (YYP C VI 5)

KommenTtapumn: [lokazanus 015 6binoineHus: 08YHANPAGLEeHHO020 KABANYIbMOHANbHO20 AHACTNOMO3A:
1. JQucghynkyua npasoco dwcenyoouka, nocie RNAACMUKU (COOMHOUleHUe OaeleHus 6 npasom
npeocepouu. K 0asieHuio 8 nesom npeocepouu > 1.5); 2. Cmenoz TK nocie pexoncmpykmuseHou
onepayuu (cpeonuti epaouenm Ha TK bonee 9 mm pm.cm.). 3. V 63pociavix nayueHmos, eciu UHOeKc
KoHeuHo-0uacmonuiecko2o oovema JDK menee 75% om mopmer (manenmvkuil, cocamsiii, D- gpopmuol
JDK).

o PexomeHayercsl BBINOJIHEHHE OINEpaluy JaOMPUHT MpU Koppekuuu AD, y TMalUUEHTOB C

cumrnromHoi ®@I1, B ieHTpax, UMEIOIINX OMBIT MOJ00HBIX BMemaTeascTB [4,30,31,53,87].
EOK\PKO Ila C (YYP C Y1 5)
XUpYypruyecKkoe BMEIIATEIbCTBO

o PexoMeHayeTcsi BBINONHATH TUIACTUKY TPUKYCHUAATBHOTO KiamaHa B YCJIOBHUSAX HCKYCCTBEHHOTO
KpOBOOOpaIlleHHsI, MainueHTaM ¢ AD, NMpu HAJIUYUH TEXHUYECKOW BO3MOKHOCTH. [lmactudeckas

omnepanus npeAnodYTUTEIbHEE NPOTe3UupoBaHus kianana [3,53,84,87,89,90].
EOK\PKO 1 C (YYP C VI 5)

KommenTapuii: Cospemennvim memooom koppexyuu AD a61i1emcs peKOHCMpPYKyus NOOKIANAHHbIX
CMPYKMYp MpUKyCnUOAIbHO020 KIANaua U NIACMUKA MPUKYCRUOAIbHO20 KIANAHA 8 YCIA08USX
UCKYCCMBEHHO20 KPOBOOOPAUEHUS NO MemMOOy «KOHYCHOU PeKOHCMPYKyuuy npeonoxcenromy 6 2007

200y da Silva u xonnezamu [89].
[Ipunyunwvl onepayuu:

o Cmeopxu TK omoensromcs om ¢huOpo3Hblx U MbluleuHblX npukpenienuil kK suooxapoy IDK c
MAKCUMATBHO B03MOJICHLIM COXPAHEHUEeM XOpPO Oas UX MOOUTbHO2O NepeMeuienuss no 4acosoll

CMpenKu.

o Ilepeo swvinonrnenuem naacmuxu TK, evinoansemca aubo  naukayus, aubo  pesekyus
ampuanuzosannon  yacmu  IDK ¢ ¢opmuposanuem  ¢usuonocuueckoco - pasmepa

ampuo8eHmMpUKyYIAPHO20 OMEEPCMusl.

e [lpu neobxooumocmu 6o epems niacmuku TK moocem ghopmuposamuvcs HeoxopOoanvhsili annapam c

UCNOJTIb306AHUEM paccedeHUs omcenapupo8aHHblY mKanet.



o Dopma xknanana 8 8ude «KOHYcay» GHopmMupyemcs nogopomom OmcenapuposaHubiXx mKauel no
Yacoeoll cmpenKe K 1eMeHmam COXPAHUusulelcss cenmaibhou yacmu cmeopku. Ilpu neoocmamxe
CcOOCMBEHHBIX MKAHel Modcem Oblmb UCHOIb308AHA OONOTHUMENbHAS 3aN1ama U3 aymonepukapoda

UU 3aniama u3 opy2020 Mamepuaa.

i Hpu BbINOJIHEHUU NIACIUKU BO3MONCHO UCNOIb308AHUE MEMOOad « CONUNCCHUSL) NAanujiAApHblLX MblULY
u mouexk ¢MKC(1L!MU KAanaia omoeibHbIMU weamu, 4no OONOJIHUMENbHO NO360Iem cd)opMupoeamb

(KOHRYC» C yayduuernuem eco 3anupameﬂbnoﬁ gbyHm;uu

e V nayuenmoe cmapwie mpex nem onmumanbHO GbINONHEHUE AHHYIONAACMUKU (AHHYIONAACMUKA
MUMPATLHO20 U MPUKYCHUOAILHO20 KIANAHog) 6 eude yKkpenieHusi Heokonvya TK ¢
UCNONb308AHUEM NOJOCKU U3 3ANAAMbL CEPOEYHO-COCYOUCMOLL, HCUBOMHO20 NPOUCXOHCOeHUs ***
Unu 3anaamsl cepoedHo-cocyOUCmou, CURMemuyeckou *** duxcuposannoii k peKoHcmpyKmueHoMy

wey, b0 ¢ UCNONBL30BAHUEM KOAbYA OJis1 AHHYIONAACIUKU MUMPATIbHO20 KI1anana ***,

e Bo 6pEMA 6bINOJIHEHUA onepayuu yCmpAanAmcAa conymcenmeyiouue nopoxKu. cenmajbHble 0€¢€KWZbZ,

OMKPBIMBLLL APMEPUATILHBLL NPOMOK, CMEH03/ampe3us 1e204HOlU apmepuu U opyeue aHOMAaIuu.

e [lpu omcymcmeuu  803MOJNCHOCMU — COXPAHUMbL  OOCMAMOYHbIE  pa3Mepbl U  HACOCHO-
COKpamumenvbHylo QyHKYuio npagozo dxcenyoouka, pekomernoyemces (6 5-20% cnyuasx) evlnonnume
HONYMPOACETYOOUKOBYIO KOPPEKYUIO C UCHONb30BAHUEM O8YHANDABIEHHO20 KABONYIbMOHANILHO20

aHacmomosa (COSOCIHM@ KasonyjaibMOHAIbHO2O CZHCZCI’I’ZOMOS’CZ).

Pezynemamom 6vinonnennol Koppekyuu A6151emcs co30anue aoekeamHou 3anupamenbHou QyHKyuu
npago2o  ampuo8eHmMpUKYIAPHO20 KIAnawa (Kianam 6 6uoe «KOHYCOBUOHOU BOPOHKU»  HA
aHamomuyecku npasuIbHOU 8vlcome), a npasvle omoenvl cepoya (npeocepoue u Hcenyoouex)

PEKOHCMPYUPYIOMCS ¢ MAKCUMATIbHBIM NpUOIUdICeHuem K gusuonocuyeckum pasmepam [84,89].

° PeKOMeHZIyeTCH BBIIIOJTHCHUEC  MPOTC3UPOBAHHA TPHUKYCIIMAAJIBHOIO KilallaHa B  YCJIOBHAX
HCKYCCTBCHHOI'O KpOBOO6paHIeHI/ISI Yy IMangueHTOB C AD IMIpHU HCBO3MOKXHOCTHU BOCCTAHOBJICHUS €TO

(GYHKIUU IpU MJIACTUYECKON onepanuu (mepBUYHON Wiau nosropHoi) [3,31,53,87,89].
EOK\PKO I C (YYP C Y1/ 5)

KommenTapmii: /[n5 3amenbl mpukycnuoaibHo2o K1anawa mMo2ym 0bimb UCNONb308aHbl OUONPOMe3bl
(buonpomes cepoeurno2o Kianana mpynuuiil, Cmepuibusiil ***; ouonpomes mumpanvhozo kianana***;
buonpomes cepoeuno20 1e20uHo20 Kianana***) u mexaumuueckue npomesvl (npomes MumpaibHO2O
KIAnana Mexamuyeckuti osycmeopuamulii***; — npome3z cepoeynoco  Kianama - NOBOPOMHO-
oucxoswiii***) [3,4,35,53,88].

Tpom003  mexaHmuyeckoro mpore3a  (IpOTe3  MUTPAJIBHOIO  KJamaHa  MEXaHWYECKHUM

JIBYCTBOPYATBIN***; TpoTe3 cepeuHOro KilaraHa MOBOPOTHO-TUCKOBBIN***)

o Pexomenayercsi SKCTpEeHHAsl UJIM CPOYHAS 3aMEHA KJlalaHa B cllydyae 0OCTPYKTHBHOTO TpoM0Oo3a y

KPUTHUYECKHX TSKEIbIX MalueHToB ¢ AD 0e3 cepbe3HOi conmyTcTByomIel naronoruu [84,85].



EOK\PKOI C (YYP C YA 5)

o PexomeHayercsi Xupypruyeckoe JeueHue Yy mauueHtoB ¢ AD npu Oompmumx (>10 mm)

HEOOCTPYKTUBHBIX TPOMOO03ax MPOTE30B, OCIOKHEHHBIX dMOonuel [84,85]
EOK\PKO ITIa C (YYP C Y] 5)

Tpom6o3 Oumomnporte3a (O6MOmMpoTe3 CEpPACYHOrO KiamaHa TPYIMHBIN, CTEPUIBHBIN***; Ouomporte3

MUTPaAJILHOTO KJIanaHa***; Guonpore3 cepieyHOro JIETOYHOTO KiarnaHa™**)

o PexoMeHnayercsi mpu TpomOo3e Omompore3a (Ouonpomes cepoeuno20 KIANAHA MPYNHbLL,
cmepunvHbld ***;  buonpomes mumpanvHoco kianawna***; ouonpomes cepoeuHo20 J1e20YHO20
knanana™**) y mnaumeHtoB ¢ AD 1mepen pacCMOTPEHUEM TOBTOPHOIO BMEMIATEIbCTBA -

aHTUKOATYJISTHTHAS Tepanus ¢ ucnoib3oBanneM ABK w/unu #remapuna narpus** (off-label y neteit
1o 3 ner) [53,75,86,121-127].

EOK\PKOIC (YYPC YA S)

Kommentapuu: Tepanus wHeppakyuonuposannvim Heenapunom Hampua™*  Oonocna  Ovimo
uHuyuuposana boarocom, Komopwii y e3pocivix cocmaensiem 80 Eo/ke, y Odemeti — 75 Eo/ke c
nocneoyrowel 6HympuseHHoU uHgysueti co ckopocmoio: y demeti maaowe 1 2ooa — 28 Eo/ke/u, y
demeti cmapute 1 2o0a — 20 Eo/ke/u, y e3pocavix - 18 Eo/ke/u (off-label y oemeti 0o 3 nem). Koppexyus

003bl NPOU3BOOUMCSL HA OCHOBAHUU Pe3ylbmamos 1abopamopuuix uccieoosanuti [75,125-127].

JNuchynkuus 6uonporesa (OMOMPOTE3 CEPACYHOTO KiamaHa TPYMHBIM, CTEpUIIBHBIN***; Ouompores

MUTPAIBHOTO KJanaHa***; Guonpores cepeYHOro JISTOYHOTO KilanaHa™**)

e PexomeHayercsi MOBTOpPHAS ONEpalysi CUMITOMHBIM MalMeHTaM ¢ AD CO 3HAUUTEIbHBIM POCTOM
TPAHCIPOTE3HOTO TpaaueHTa (Mocie HCKIIueHHs TpomOo3a KiamaHa) WM TSDKETIou

HesocratouHocTH [4,128-132].
EOK\PKO I C (YYP C Y/ 4)

° PeKOMeHHyeTCﬂ IMMOBTOPHAA OIllCpalusa aCUMIITOMHBIM ITALIUCHTAM C AD BBIpaH(eHHOﬁ HpOTGSHOﬁ

nucyHKIKEH, eCIu MOBTOpHAs oneparus uMeeT Hu3kuit puck [4,84, 128-132].

EOK\PKO IIa C (YYP C Y/ 4)

3.3 UHoe Jieuenue

3HIIOBaCKyJ1ﬂprIe BMCIIATECJIbCTBA Y NAIMUCHTOB C AD

e Pexomenayercss y naumeHtoB ¢ AD 0e3 HenocratouHoct TK mpu oTcyTCTBUM NOKa3aHUM K
OTKPBITON KOPPEKIINU U30JIUPOBAHHOE TpaHckareTepHoe 3akpoitre JMIIIT/O0O0 [31,53,87].

EOK\PKO IIa C (YYP C VI 5)






4. MeaquuMHCKAA peadUIuTANMA U CAHATOPHO-
KYPOPTHOE JIeYeHH e, MeTUIIUHCKUE NOKA3AHUA U
INPOTHBONOKA3aHNA K IPUMEHEHUI0 METO10B
MEAMIUHCKON peaduIuTanu, B TOM YU CJIe
OCHOBAHHBIX HA UCIOJIbL30BAHUM NPUPOIHBIX
Je4eOHbIX (PAKTOPOB

o Pexomenayercst BceM NanueHTaM MOCIE XUPYyPruYecKOoro BMEIIATeNbCTBA MO MOBOY AD MpouTH
peabuINTalMI0O B YCIOBHUIX CHEUUATU3UPOBAHHOTO JIEYEOHOTO YUPEXKIACHUS KapAHOJIOTHYECKOro
npodus [23].

EOK ner (YYP C VI 5)

e Pexomenayercsi OrpaHuyuTh (PU3MUECKYI0 HArpy3Ky BCEM NAlMEHTaM I[I0CJE€ IPOBEACHUS

XUPYPIUYECKON KOPPEKLIMHU B TEUEHUE TPEX MECSALIEB C MOMEHTA BBIITMCKHU U3 cTallioHapa [23].

EOK ner (YYP C, VIUI 5).



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

o PexoMenayercsi BceM mnanueHTaM ¢ AD, a TakkKe IMOCIe €€ XUPYPIHYEeCKOM KOPPEKLIHH
NOXXU3HEHHOE HCIIaHCEepHOe HaOJIOeHue Bpada JAETCKOro Kapauosiora jao 18 mer u Bpauya-
KapAuosora Bpada oOllel MpakTUKW, Bpaya TepamneBTa mocie 18 jer s onpeneneHus: 4acToThl
BHU3UTOB, KOHTPOJIS 32 BBIITOJIHEHUEM IPEANUCAHHBIX PEKOMEHJALN, CBOEBPEMEHHOTO U3MEHEHUS
Tepanuu, OLEHKH PHUCKA CEPACYHO-COCYAUCTHIX OCIOKHEHWH, HAlpaBIeHUS HA JOMOJHUTEIbHbIC

UCCIe0BaHus, TP HEOOXOAUMOCTH, — Ha rocnutanuzanuio [30,31,89].
EOK\PKO 1 C (YYP C VI 5)

o PexoMeHnayercsi mpu JUHAMMYECKOM HAOMIONEHMM TMalKMeHTa ¢ AD OIEeHHUBATh W3MEHEHUS
perypruTaiuy Ha TPUKYCIUIAILHOM KJIallaHe, W3MEHEHHS KIWHUYECKOTo cTaryca, (PyHKIUU W
pasmepoB [TDK, mynbcokcuMeTpun, TOJIECPAHTHOCTH K (PU3MUECKOM HArPy3Ke C MEIbI0 MOHUTOPHHTA
COCTOSIHMSI, BBISIBIICHUSI BO3MOXKHBIX OCJIIO)KHEHUM M CBOEBPEMEHHOIO OIPEAEIEHUS MOKa3aHUU K

XUPYprudeckoi koppexkunu nopoka [30,31,89].
EOK\PKO I C (YYP C Y/ 5)

Kommentapuu. beccumnmomHvle nayuenmsi ¢ J1e2KOU MPUKYCAUOAIbHOU — pecypeumayuel,
omcymcmeuem: ounamayuu u ouchyukyuu IDK, necounou eunepmenszuu - mocym nabriooamocs 1 pas
8 200 U O0NICHBL ObIMb NPOUHCIPYKMUPOBAHBL O HEOOX0OUMOCU 00paAWamvbCs K 8pady cpasy npu
usmeHenuu cumnmomos oonesnu. Excecoonas IxoKI ne obsizamenvha, eciu Hem KAUHUYECKUX OAHHBIX
3a  mpoepeccuposamue  MPUKYCRUOAIbHOU — peeypeumayuu. Y  nayueHmog ¢  YMepeHHOU
MPUKYCRUOAIbHOU pecypeumayueli Kiuhuveckas oyenxa, exmouas IxoKI, Oonicna evinoansamvcs

€2#cec00H0 UNU uawe, npu noAeJieHuU Hoeoblx CUMNNIOMO6

o PexoMeHayercsi niepBbIi OCMOTp OINEPUPOBAHHBIX MalMEHTOB ¢ AD depe3 2—4 Hexenu mocie
BBIIIMCKU U3 cTalMoHapa ¢ BbinosiHeHneM DXoKI' u ecnu He nmpoBoauiack npu Beinucke, To JKI,
peHTreHorpadusi OpraHoB TpyJHOM KJIETKH, J/JJIs HWCKIIOYEHUs HapylleHUH putMma cepaia,
JEKOMIIEHCAllUM CeplleuHoll HenocraroyHocTtu. HeoOxonuMo ompeneneHne MeXIyHapOoJHOrO
HOopMann3oBaHHOro oTHoweHus: (MHO) mpu nanuuuu nporeza TK [30,31,101,133-134].

EOK\PKOIC (YYPC, YOI 5)

KommeHnTapuu: ouens 6asxxcno me nponycmums pazeumue OUCQYHKYUU npomesda, HApacmanue
cepOeuHol He0OCmamoyHoOCmy, pazeumue nocmrKapouomomudeckozo curopoma [91] u napywenuii

pumma cepoya.

o Pexomenayercst ucnaHcepHoe HaOnOneHHE MalMEeHToB ¢ AD  1ocie MpoTe3UpOBaHUS
TPUKYCIIMAAIBHOIO KianaHa 1 pas3 B 6 mec., 3atem 1 pa3 B rof, Juisi OUEHKH COCTOSIHUSA, C OLEHKOMN
*Kano0, ¢uznukanbHOro ocmotrpa, BeimoiaHeHuss ODKI' (uepes 2-4 wemenu, 6, 12 mecsieB mocie
BBINMUCKK W3 cTauuoHapa), DXoKI' (kaxnaeie 3 mecdia B TedyeHMH | roga mocje BBIIHUCKU U3

CTaI_II/IOHapa), XOJITCPOBCKOC  MOHHMTOPHUPOBAHUC OKT, , AJId  HCKIIOYCHHA BO3HHMKHOBCHHA



HapyLIEHUH pUTMa CepALa, OLEHKH (YHKIMU CEp/La, OLEHKU PaboThl NIpOTe3a, IIPU €ro HaJau4HH,

OIleHKH aquHamMuku coctosaus. [30,31,101,133-134].
EOK\PKO I C (YYP C VI 5)

Kommenmapuu: B 3aeucumocmu om npunaoniedrcHocmu nayueHma ¢ KoOppueUposaHHuIM UL
HEKOPPUSUPOBAHHBIM NOPOKOM K MOMY UMY UHOMY (QYHKYUOHAILHOMY KAACCY, PEKOMEeHOyemcs

PA3TUYHASL KPAMHOCb HAOII00eHUsL U 00BbEM HEeOOXOOUMBIX NPU IMOM UCCACO0BAHUILL:

KpatHocTb HabsrogeHns (Mec.) /MeToabl nccreqoBaHus fp K gK g}é g,‘l;(
OcMOTp Bpa4ya-AeTcKkoro Kapauosora 12 12 6 3
SnexkTpokapanorpagpus 12 12 62 3-6

1
X0oNTepoBCKOE MOHUTOPUPOBAHUE CEPAEYHOr0 pUTMa (NPU HANMYMK HapyLLEHUA puTMa cepaua) 12 12 6 6
Dxokapanorpapus 12 12 ?é 3-6
MPT opraHoB rpyAHOWN KNeTKK 36 36 12 12
lybcokcumeTpusi 12 12 6 3
OnpegeneHve Tvna peakuuuM CepAeYHO-COCYAMCTOM CUCTEMbl Ha dusnyeckyto Harpysky (Tect 6- 36 24 12- 6-
MWUHYTHOM )XO,CI,b6bI, npy HeobXoAMMOCTM TecTa C (U3NYECKON Harpy3kol C WCNOSIb30BaHMEM 24 12
apromeTpa

e Pexomenayercsi mnociieonepanioHHOEe KIMHMYECKOe OO0CieoBaHuEe MalueHToB ¢ AD mocie
npore3upoBanus TK 1 pa3 B roa ¢ BeimonHenuem IxoKI, DKI, xonTepoBCKOro MOHUTOPUPOBAHUS
CEpJIEYHOr0 pUTMA, I OUEHKU JIMHAMHUKU COCTOSIHUA  (IIPU OTCYTCTBUM M3MEHEHUH B
KIIMHAYECKOM CTaTyce), Win 4aiie (Mpyu HAINYUU U3MEHEHUW B KIMHUYECKOM CTaryce), TaK Kak
BCEM HM3BECTHO, YTO OMOMPOTE3bl (OMOMPOTE3 CEpACUHOTO KiamaHa TPYIMHBIN, CTEPUIIBHBIA™**;
Ouornpore3 MUTpAJIbHOrO KjamaHa***; OuompoTe3 CepAeYHOro JIErOYHOIO  KilaraHa™**)

UMIUIaHTUpyeMble B no3uluio TK HegoaroBedHsl U B cpeiHeM yepe3 S5-10 mer mojyiexar 3ameHe
[30,31,34,133-134].

EOK\PKO I C (YYP C V]I 5)

Kommentapuu: OcHosubie yenu  OuHAMUYecko20  HAONIOOEHUs  Noclie  NpOme3Uupo8anus
MPUKYCRUOATbHO2O KIANAHA — MO MOHUMOPUHE CEEPMbLEAouell Cucmemvl U Npu HeooXooumMocmu
MHO, ounamuueckoe nabrooenue 3a @yHkyuel npomesa O0Jis1 paHHell OUACHOCMUKU HAPYULeHULl U
8bIAGNICHUSL  OCNOJNCHEHUL OMOAIEeHHO020 Nepuood Nnocile NpOMme3uposaHus, KOppeKyus cepoedHol

Hedocmamounocmu u HapyuieHuti pumma cepoya, (OKI, IxoKI konmpony).

e Pexomenayercst mpoBOIUTH MPOPUIAKTUKY SHIOKAPIUTA BCEM OMEPUPOBAHHBIM MalMeHTaMm ¢ AD
B TeEpBbIe 6 MECSIEB MOCIe ONeparuy WM MOKU3HEHHO Yy TPYIIBI BHICOKOTO pPHCKA: HATHYHE
npore3a KiamaHa (OMONMpPOTE3 CEepAEeYHOro KIalaHa TPYIHBINA, CTEpUIBHBIN™***; Ouomnpores
MUTPAJIBHOTO KjamaHa™***; Guompore3 cepJeuHOro JErouHoro KiamaHa™**; mpore3 MUTPaIbHOTO
KJIallaHa ~MEXaHWYEeCKHH JABYCTBOPYATHIA™**; mpoTe3 cepAaeyHoro KiamaHa TOBOPOTHO-

HHCKOBBIﬁ***), HaJIMYHUC MCKYCCTBCHHBIX MaTCcpuaJioB B CCpALUC, MCIOJBb30BAHHBLIX IIPpH



BOCCTAHOBJICHUH KJIallaHa; HAJIMYMe PEe3UyalbHbIX COPOCOB KPOBU WIIM PETYPTUTAIHN; HAJTUYHUE B

aHaMHe3€ UH(EKIIMOHHOTO 3H10KapauTa [4,91,135].
EOK\PKO 1 C (YYP C VI 5)

KommenTapuu: Ilpogunakmuxa suooxapouma 3axkiouaemcsi 6 HNpuéme aHmuOaAKmepuaibHbix
npenapamos CUCMEeMHO20 OCUCMBUs NPU 8Meulamenbcmeax Ha 3y6ax, mpeoylowux MaHunyuayui 6
CUHSUBATILHOU U NEPUANUKATIbHOU 30HAX 304 unu nepgopayuu ciusucmorl pomoesou norocmu. Bce
nayuenmol ¢ AD Oondxcnel 6bimb UHGOPMUPOBAHLL O NPOPUAAKMUKE PA3EUMUL UHDEKYUOHHO20
HOOKAPOUMA, BKIIOUAIOWYIO 8 CeDsl KOJMCHYIO U 3YOHYIO 2USUEHY, CAHAYUIO POMOBOL NOTOCHU He pedice
1p/200, u 2p/200 y epynnul 8b1COK020 PUCKA, CBOEBDEMEHHYIO Oe3UHMEKYUIO PAaH, ledeHUe XPOHUYECKUX

ouaeos bakmepuanvrou ungexyuu [135].

e Pexomenayercst BceM manueHTaM ¢ AD MOcCie XUPYpPruyeckKoro BMEIIATEIbCTBA, CBSI3AHHOTO C
npore3upoBanneM TK (mpore3 cepmedHoro KiamaHa MEXaHWYECKHWW JBYCTBOPYATHIA™**) mpuem
Bapdapuna** (oft-label y nereit no 3 ner) u onpenenenne MHO na sTane nondopa 1o3s! 1 pa3z B 1-
3 aHs, a nanee npu nogoopanHou no3e 1 pa3 B 3-4 Henenu (IIpU KOHTPOIBHOM BU3UTE, KOPPEKIUS
no3el Bappapuna**) [4,30,31,33,34,53].

EOK\PKOIC (YYP C YA/ S)



6. Opranuszanus oKa3aHusl MeJJUIUHCKON IMTOMOIIH

IToxazanuga s MJIAHOBOM rOCIIUTAJIU3AINUN:

1) Henocratrounocts TK 3-4 crenenu; 2) Cepaeunass nemoctarounocts III-IV OK; 3)[1nanosoe

ONEPaTUBHOE BMEIIATENBCTBO.
IMoxka3zanus 151 IKCTPEHHOU TOCIUTATIU3ANUM:

1) Ipuctynbl HAIHKEITYTIOUKOBOM TaXUKAPUU, PE3UCTEHTHBIE K AaHTUAPUTMHUUECKUM Mpernaparam.
IToka3zaHus K BBINMUCKE MAIMEHTA U3 CTALIMOHAPA:

y,Z[OBJ'ICTBOpI/ITeJ'IBHBII\/JI PE3IYIbTAT XUPYPIrUICCKOTO BMCHIATCIILCTBA, C YCTPAHCHHUEM HCJOCTATOYHOCTHU

TK ¢ TONOJHUTENBHBIX ITyTEN MPEACEPIHO-KEITYTOUKOBBIX COETMHEHUN.



7. JlonnoJtHUTEIbHAA MH(pOpMaNUA (B TOM YHUCJIE
(baKkTOpPBHI, BJUSIONINE HA MCXO0 3200/ 1€ BAHUA UJIH
COCTOSIHMA)

Her.



Kpurepun onieHKH KayecTBa MEIUIIUHCKOU MOMOLIH

o

N2 | Kpurepum kauectsa EOK | yaa | yyp

1 BbinonHeH cbop xanob n aHamHe3a y nauueHTa C Nnogo3peHneM Ha AD IC 4 C

2 Bcem naumeHTam c nogo3peHmneM Ha AD BbIMOAHEHO NpoBeaeHne GU3nKanbHOro ocMoTpa, IC 5 C

3 Bcem naumeHTam ¢ nopo3peHmeM Ha AD BbinonHeHO DKI Ans BbISIBNEHWUS HapyLUeHWI puTMa u IC 4 C
NpoBOAMMOCTH

4 Bcem naumeHTam c nopo3peHneM Ha AD NpoBeeHa TpaHCTopakasibHasa 3xokapanorpadus IC 5 C

6 Bcem nauueHTaMm C nogo3peHMeM Ha A3 rnpoBefeHue MNpuuesbHOW peHTreHorpadun opraHos ITa 5 C
rpyAHON KNeTku C

7 Bcem naumeHTam ¢ AD U cMMNTOMaMn apuTMUN N/UAN NPU3HaKaMn NpeaBo3byXAEeHUS XKeNya04KOB ITa 5 C
Ha DKI BbINOJHEHO BHYTpPUCEPAEYHOE 3/1IEKTPO-(HU3MON0OrMyecKkoe nccnegoBaHme C

8 BbinonHeHa Xxupypruyeckas Koppekumss Yy nauuMeHToB C AD UM TSXENOoW BblpaXeHHON IC 5 C
TPUKYyCNuAanbHOW peryprutauunen

9 Bcem naumeHTaM nocne XxMpypruyeckoro BMellaTenbCTBa no nosody AD npoBedeH AMCNAaHCEPHbIN IC 5 C

npuemM (OCMOTP, KOHCY/IbTaLMs) Bpaya-Kapanosiora unm Bpada-aeTckoro Kapanosnora
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Ipuaoxkenue Al. CocraB padouer rpynnsl mo
pa3paloTke U mepecMOTpPy KIHMHUYECKHX
pPeKOMeHaalni
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IIpunoxxenne A2. MeronoJiorusi pa3padoTku
KJIMHUYECKHX PeKOMEeHIAUH

HesieBast aynuTOpusi JAHHBIX KIMHUYECKUX PEKOMEH AU
1. Bpau-neauarp;
2. Bpau-kapauouor;
3. Bpau - nerckuii KapIMoJor;
4. Bpad-cepAaeuHO-COCYAUCTBINA XUPYPT.

B xome paspaborkm KP wucnonb30BaHBl MEXKIYyHApOIHBIC IIKaIbl YPOBHS YyOEAUTEIBHOCTH
PEKOMEHJIalluil U ypOBHA JIOCTOBEpHOCTU Joka3aTenbeTB (Tadmauubl 1 m 2), a Takke HOBas cucTeMa
mkan YIAJ u YVYP nmns nedeOHBIX, peaOMIMTAIMOHHBIX, MPOQUIAKTUYSCKUX BMEIIATEIbCTB U
nuarHoctuyeckux BmemarenbcTB (Tabauubl 3, 4 u 5), BBegeHHas B 2018 . OI'BY IIDKKMII
Munsapaa P®. ®opmupoBanue HamumoHanbHbIX pEeKOMEHIAUMK MIPOBOAUIOCH HAa OCHOBE
pexomenaanuii EOK, ¢ yduerom HanmoHabHOU cnienuuku, 0COOEHHOCTEW 00Cie0BaHus, JICUCHNUS,
YYUTHIBAIONINX JOCTYIMHOCTh MEAWIIMHCKOW ToMomiu. [lo 5Toil mpuuMHE B TEKCTE HACTOSIIMX
KJIIMHUYECKUX PEKOMEHIAIMNA, OJHOBPEMEHHO HCIOJIb30BAaHbI JIBE IIKaJIbl OIEHKH JOCTOBEPHOCTH
JI0Ka3aTeJIbCTB TE3UCOB PEKOMEHJIALN: YPOBHU JocTOBepHOCTH AokasarenbeTB EOK ¢ YYP u V]I
JHob6asmensr kiaccel pexoMmeHmanuii EOK, mo3Bosstomme ONeHUTh HEOOXOIWMOCTH BBITTOTHCHUS

TE3HCa peKOMeHHaHHﬁ.

Ta6muna 1. Knaccel mokazaHui COrIacCHO peKoMeHAaIusM EBpomeickoro o0mecTBa KapauoIoroB
(EOK).

Knacc n
” peanaraemas
pekoMeHAaLnn OnpepeneHue cdopMynupoeka
EOK
I [JokazaHo unu oblenpusHaHHO, 4YTO AMarHocTuyeckas npoueaypa, BMelaTesbCTBo/ PekomengoBaHo/
neyeHue ABNAOTCA IPPEKTUBHBIMU N MONE3HBIMK nokasaHo
II MpoTuBOpeUnBble AaHHbIE /UM MHEHUS 06 3P HEKTUBHOCTM/NONb3E AMArHOCTUYECKOM
npoueaypbl, BMeLWaTenbCTBa, 1e4YeHuns LlenecoobpasHo
ITa BONbWMHCTBO AaHHbIX/MHEHUA B NoAb3y 3hdEKTUBHOCTM/NONb3bl ANArHOCTUYECKOMN NpUMEHSTb
npoueaypbl, BMelaTenbCTBa, N1e4YeHuns
ITb OddeKTMBHOCTb/NONb3a AMArHOCTUYECKOW npoueaypbl, BMellaTeNbCTBa, JledYeHus
yCTaHOBNEeHbl MeHee yb6eanTenbHo MOXHO NpPUMEHATb
111 [aHHble nnn egmHoe MHeHMe, 4TO AnarHocTuyeckas npoueaypa, BMewaTenbCTBO, He
neyeHne becnonesHbl /He3(dEKTMBHbI, @ B psae CllydaeB MOryT MPpUHOCUTb Bpea. pekomeHayeTcs
NpUMEHSTb

Tabmuua 2. YpoBHM [OCTOBEPHOCTH JOKA3aTENIbCTB COIVIACHO peKoMeHJauusaM EBporerckoro

obmectBa kapaunonoros (EOK).

YpoOBHM AOCTOBEPHOCTU Aoka3aTesibcTtB EOK

A [aHHbIE MHOMOYMNCAEHHbIX PAaHAOMU3UPOBAHHbBIX KIIMHUYECKUX nccneaoBaHMn UM MeTaaHanM3oB

B | [daHHble nonyyeHbl Mo pe3ynbTaTam
HepaHAOMMU3NPOBAHHbIX UCCNIEA0BaHMA

OoAHOro paHAOMU3NPOBAHHOINO KJ/IMHUYECKOIo

nccnenaoBaHuna  uUnn

KPYMHbIX

C CornacoBaHHOe€ MHEHWEe 3KCMepTOB W/WUnnM pe3ynbTaTbl HEBONbLWNX WCCNeAOBaHUM,
pervcTpos

PETPOCMNEKTUBHbIX WCCNEeA0BaHUIA,




Tabomuma 3. Illkana oneHku ypoBHEH A0cTOBepHOCTH JokazarenbcTB (Y/) nias meronos
JTUATHOCTHUKH (TMarHOCTHYECKUX BMEIIIATEIHCTR).

yvaa PacwundpoBka

1 CucrtemaTnyeckme 0630pbl MCCNeAoBaHUM C  KOHTposneM pedepeHCHbIM MeToAOM WM  CUcTeMaTUdeckuii  0630p
paHAOMM3MPOBAHHbIX KIMHUYECKUX UCCNEeA0oBaHUi C MPUMEHEHWEM MeTaaHanm3a

2 OTpenbHble nccnepoBaHusa ¢ KOHTpONEM pECDEDEHCHbIM METOAOM WIN OT,D,eJ'IbeIe PaHOOMU3NPOBAHHbIE KIIMHUYECKNE
nccnenoBaHunda U cncremaTudeckue O630pb| nccnenoBaHMn nboro LI,VI3aVIHa 3a UCKNK4YeHneM paHAOMU3UPOBAHHDbIX
KIIMHUYECKUX NCCNefoBaHum C NMpUMeHeEHNEM MeTaaHaln3a

3 WccnenoBaHns 6e3 MnocnenoBaTeslbHOr0 KOHTPOMs pedepeHCHbIM MeTOAOM, UMW WUCCNeaoBaHus C  pedepeHCHbIM
METOAOM, He SIBASKOLWMUMCA HEe3aBUCUMbIM OT MWCCeAyeMoro MeToAa, WM HepaHAOMU3MPOBAHHbIE CPaBHUTENbHbIE
nccnefoBaHus, B TOM YKCie KOFOPTHbIE UCCNEf0BaHMSA

4 HecpaBHUTENbHbIE NCCNEAOBAHWSA, ONMCAHUE KJIMHUYECKOro Clly4vas

5 NmeeTcs nuwb 060CHOBaHWE MexaHM3Ma AENCTBUS WU MHEHne SKCnepToB

Tabomuma 4. Illkana omeHku ypoBHEH A0CTOBEpHOCTH JokazarenbcTB (Y/) s meronos

NpoUIaKTUKHY, Je4eHus MU peadunutanuu (IpoUIaKTUYECKUX, JI€4eOHBbIX, pPeadMIMTALIMOHHBIX

BMEIIIATEIIbCTR).

yvaan Pacwuudcdposka

1 CuctemaTtnyeckuii 063op PKM ¢ npymeHeHnem meTaaHanusa

2 OTaenbHble PKU n cuctematnyeckme 0630pbl uccnegosaHnini ntoboro ansarnHa, 3a uckniodveHmem PKU, ¢ npumeHeHuneMm
MeTaaHanmsa

3 HepaHAOMU3NPOBaHHbIE CPABHUTENbHbIE NCCNEA0BAHNSA, B T.4. KOFOPTHbIE UCC/IeA0BaHUSA

4 HecpaBHWTeNbHbIE WCCNEAOBaHWS, OMUCAHUE KIMHUYECKOro Ciyyas WM Ccepum Ciy4vaeB, WCCNefOoBaHus <«cny4ai-
KOHTPO/b>»

5 NmeeTca nuwb 060CHOBaHWe MexaHu3Ma [AeWCcTBUS BMellaTenbcTBa (AOKIMHUYECKME WCCNeAOBaHWsA) WAM MHEeHue
3KCNepToB

Ta6auuma 5. Illkana omenku ypoBHeW ybOemutenbHOCTH pekoMeHmanuid (YYP) mis meronos
npodUIAKTUKY, TUATHOCTHKH, JIeueHUs M peadbunutanuu (mpoduiIakTHUECKHX, JUArHOCTUYECKUX,

ne4eOHbIX, peaOUIUTAMOHHBIX BMEIIATEIbCTB).

YYVYP PacwudcdpoBka

A CunbHas pekoMeHzaums (Bce paccMaTpuBaeMble KpuTepun 3PhEKTUBHOCTU (MCXOAbl) SBASIKOTCS BaXHbIMKU, BCe
nccnenoBaHUs MMEKT BbICOKOE WM YAOBETBOPUTENIbHOE METOL0/I0MMYEeCcKoe KayecTBO, UX BbiBOAbl MO UHTEPECYHOLLNM
NCXoaaM ABNAKTCA COFﬂaCOBaHHbIMVI)

B YcnoBHaa pekoMeHaaumsi (He BCe paccMaTpuBaeMble KpuTepun 3pdhekTUBHOCTM (MCX0Abl) ABASIOTCS BaXHbIMWU, He BCe
WUCCreaoBaHUs MMET BbICOKOE WM yAOBJIETBOPUTE/IbHOE METOLONIOTMYECKOe KayecTBO W/WUAM MX BbIBOAbl MO
MHTEpPECYOLWMM UCX04aM He ABASKTCA COrlacoBaHHbIMK)

C Cnabasi pekoMeHzauusi (OTCYTCTBME [A0OKasaTeNnbCTB HaA/leXxallero kadectBa (BCE paccMaTpuMBaeMble KpUTEpUn
3(pekTUBHOCTM (MCXOAbI) ABNSIOTCS HEBAXHbIMU, BCE UCC/IEA0BAHUS UMEIOT HU3KOE METOAONOMMYECKOe KauyecTBO U UX
BbIBOZAbI MO UHTEPECYIOLMM UCXOAAM HE SIBAISKOTCS COrTacoBaHHbIMM)

IMopsinok 00HOBJIEHUSI KIMHUYECKUX PEeKOMeH/ AU,

MexaHusM OOHOBJIEHUS KJIMHUYECKUX PEKOMEHJAIMNA MpeaycMaTpUBaeT HX CUCTEMaTHYECKYIO
aKTyaJIU3allMl0 — HE PEXE 4YeM OJWH pa3 B TPU TOJa, a TAKKE MPHU IMOABIECHUH HOBBIX JAHHBIX C
MTO3HITMU JI0Ka3aTeIbHONW MEIUIIMHBI TI0 BOMPOCAM JHATHOCTHKH, JICUCHHs, NPOGUIAKTHKA U
peaduIuTaly KOHKPETHBIX 3a00JIeBaHU, HAJTUIMH 00OCHOBAHHBIX JIONOTHEHUI/3aMeUaHU K paHee

yTBepxk1€HHBIM KP, HO He wame 1 pa3a B 6 mecsues.






IIpunoxkenune A3. CnpaBo4yHbIe MaTEPHAJIbI,
BKJIIOYasl COOTBETCTBHE NOKA3AHUI K IPUMEHEHUIO H
MPOTUBOIOKA3AHUI, CIOCO00B MPUMEHEHHUA U 103
JIEKAPCTBEHHBIX MPENaparoB, MHCTPYKIIMH 110
MPUMEHECHHIO JIEKAPCTBEHHOIO Npenapara

1. O0 ocHOBax oxpaHbl 3710p0oBbs TpaxkaaH B Poccuiickoit ®enepanmu (O3 Ne323 ot 21.11.2011)

2. [Mopsiiok oka3zaHus MEIUIIMHCKON MOMOIIU OOJIBHBIM C CEPACUHO-COCYIUCTHIMH 3a00JI€BaHUSIMHU
(ITpuka3z Munzapasa Poccun Ne9181 ot 15.11.2012)



Ipuaoxkenue b. AJropurMbl JeiicCTBUA Bpaya

HEPBH"II]OE KEIHHH9eCKO0e DﬁL‘JIE,E[DB dAHHE

‘

JHArTHOCTHKA

IIpogomaenne HaT

Jdnaraos

OIHATHOCTHIECKOTD
OoJTEEp:EIeH?

DOHCEA B pAMEAX
IpYyToro 3aboeEanns

IlapHeHETY moKazaHa
omepannn’

— |

TpaBcnIagETAnEA

cepama Onepanus

AHaToOMHEYIECKaA HoaxyTopake Ty 0dKoEan
KOPpPEKOHA H KOPPeKIHA aHOMAINH
PaguxancHas JIb6mTeiiHa H YCTpaHeHHE

KOpPPEKIHA CONYTCTEVIOIIHAX
CONYTCTEYHIMHAX ApPHTMHA.
BIIC




Ipuwioxenue B. Unpopmanus 1/ manmeHTa

Ha cerogusmuuii neHb JO0Ka3aHO, 4YTO B ONPENEIICHHOW MeEpe BBICOKAs 4YacToTa IIOpOKa BO
BHYTPUYTPOOHOM TMEpUOJIe CBA3aHAa C MPUEMOM MATEPhIO MpenapaTroB JUTUA. Y SKEHIIUH,
MPUHUMABIINX B TEUCHHE TMEPBBIX TPUMECTPOB OCPEMEHHOCTH Mperaparbl, CoAepKalue KapOoHAT

JUTHSA, BEPOSTHOCTD MOSBICHUS IeTel ¢ aHoManuell D01TeiiHa 3HAYUTETbHO YBEIUYMBACTCS.

[Tocne BBIMHMCKM W3 CHEHHAIU3UPOBAHHOTO IIEHTPA CTPOTO COOMIONATh MPEANUCAHUS, YKa3aHHbIE B
BBIMIUCHBIX JIOKyMEHTaX (BBIMUCHOW »Srnukpu3). HaOmromeHuwe y Bpada-kapauosiora MO MECTY
KHUTEIbCTBA — He pexke | paza B 6 Mec, CTporo coOnrogas ero NpeArnucaHus W Ha3HaueHUs.
HaGnronenue kapauonora B ClieHUaIu3UpOBAaHHOM LIEHTpe — He pexke 1 paza B 12 mec. Ilpu moObix
WHBA3UBHBIX MAHUMYIALIMIX (CTOMATONOTUYECKHE, KOCMETOJOTHYECKHEe, MPOYUe MPOLETypPHI,
MpEeIoiaralonue Wik HECYIIUe PUCK HAPYIICHUS IEJIOCTHOCTH KOXKHBIX TMOKPOBOB M CIU3UCTHIX)
00s13aTe€IbHO TPOBOAUTH AHTHOAKTEpUATIBHOE NPUKPBITHE JUIi MPOQPUIAKTUKKA BO3HUKHOBEHUS
nH(EKIMOHHOTO 3HA0KapauTa. Ciydad NpeanojiaraéMblX HWHBA3UBHBIX MAHUITYIALMNA 00s3aTE€IBHO
COITIAaCYIOTCS C KapAWOJIOTOM, BEOyIIMM HaONloACHHE 3a [alMEeHTOM [0 MECTy JKUTENIbCTBA.
N3meHeHnne 103 M CXeM Te€X WIM HHBIX JIEKapCTBEHHBIX IPENaparoB, a TaKKe Ha3HAYeHHE
JOTIONTHUTEIIbHBIX WM aJbT€PHATUBHBIX JIEKAPCTBEHHBIX MPENapaToB OCYIIECTBISET TOJNBKO JIeHallui
Bpau. [Ipu Bo3HHKHOBEHHH MOOOYHBIX 3(D(PEKTOB OT MpHeMa JIEKAPCTBEHHBIX MPErnapaToB HEOOXOAUMO
B MAaKCHUMAaJIbHO OBICTPBIE CPOKM OOCYIUTBH 3TO C JiewamuM BpadoM. Cremyer m30erarbh upe3MepHBIX
¢uznueckux Harpy3ok. [Ipu BO3HUKHOBEHUM WK PE3KOM MPOrPECCUPOBAHUU CIETYIOIINX CUMIITOMOB
B MaKCHUMaJIbHO KOPOTKHME CPOKM HEoOXoJuMa BHEOUEpeIHas KOHCYIbTAlUsS KapauoJiora:
YTOMJISIEMOCTD, OJIBIIIKA, IMAHO3, OTEKH, YBEIMYCHHE 00bheMa KUBOTA, apUTMHH, TIOTEPH CO3HAHUA,
HeBpoJIorHYecKkuil AedunuT (rmoreps 3peHus, ciyxa, pedyd, OHEMEHHE KOHEYHOCTH, Mape3bl U
napajiiyd, B T.4. KPaTKOBPEMEHHbBIE), OCTpbIE PECHUpaTOpHble 3a00JIeBaHUs, JIMXOPAJKa HESICHOTO

TCHE3a.



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

Her.



