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[IpeamOynia u BBeneHuE

Llerp maHHOTO pyKOBOICTBA EBpomeiickoro
obmiectea kapauonoroB (ESC) 3akmiouaeTcs B
TOM, 4YTOOBI TIOMOYb MEIAULIMHCKMM pabOTHUKAM
B IMAarHOCTMKE W BEIECHWM ITallMeHTOB C KapIuo-
MMOIIATUSIMM B COOTBETCTBUM C COBPEMEHHBIMU
HaKOIUJIECHHbIMU JaHHbIMU. I[lOCKONBKY He mpo-
BOAWUJIOCh  PAHIOMM3UPOBAHHBIX  HCCJIEIOBaHUMA
Mo KapAUOMUOMNATUSIM, AAaHHbIE O HMX OCHOBaHBI
Ha pesyjbTaTax OOCEpBALIMOHHBIX KOTOPTHBIX
HUCCIENOBAaHUIT W KOHCEHCYCHOM MHEHMHU 3KC-
MepTOB.

DTO HOBOE pPYKOBOACTBO, a HE OOHOBJICHHE
CYIIECTBYIOIIMX PEKOMEHMAIINI, 3a HCKIIOUYCHUEM
pasmena, ITOCBSIIICHHOTO TUIIepTPOPUICCKOI
KapIuOMHONIATUHM, B KOTOPOM MBI TIpEACTaBUIIN
obHOBIIeHHyI0  Bepcmio  Pexkomenmamumit  ESC
2014 Toma MO IMATHOCTUKE W JICUCHWIO THIIEp-
Tpo(pIeCKON KapAMOMHUOTIATHH.

Takum o6pa3oM, GOJBIIMHCTBO PEKOMEHIALINIA
B OTOM DPYKOBOJCTBE SIBJISIIOTCSI HOBBIMU. B Hem
0000I11I€Hbl AWAarHOCTUYECKUE TOAXOAbl K Kapauo-
MHONATUSIM, BBIIEJIEHBI OOILIME BOMPOCHI OLEHKHU
U BENEeHUS, yKa3aHbl CCBUIKM K COOTBETCTBYIOLLEH
JoKa3aTeIbHOI 0a3e, Ha KOTOPOWM OHU OCHOBAHHI.

IIpunsatne Mopdosiornueckux u  (GYHKIHMO-
HaJIbHBIX ~ONpeAeNeHUi 3aboieBaHUSI O3HAYAET,
YTO KOJMYECTBO BO3MOXHBIX 3THUOJOTUN TOBOJBHO
BEJIMKO, OCOOEHHO Yy JeTell MJIaaIero BO3pacTa.
[TockonbKy He TpeACTaBISIETCS] BO3MOXHBIM JIaTh
WCUEPIIBIBAIOIINI TIepeUeHb BCEX BO3MOXKHBIX TIPH-
YUH KapIMOMMOTaTHH, B JaHHOM DPYKOBOJCTBE
OCHOBHO€ BHMMaHUeE yIesseTcss Haubojee pacrpo-
CTpaHeHHBIM (eHoTHIaM 3a0oJieBaHMsI, HO TaKXke
MPUBENEHBI JOTIOJHUTEIbHBIE CCBHUIKA IS MEHee
pacTpoOCTPAHEHHBIX. AHaJOTMYHBIM  00pa3om,
PEKOMEHAAIMNA MO JIEYEHUIO COCPEIOTOYEHBI B
OCHOBHOM Ha OOIIMX BOMPOCAX YMPABIECHUST PUCKA-
MU, HO TMpPU HEOOXOJUMOCTM B HUX COJEPXKATCS
CCBUIKA Ha KOHKpPETHBIE pelKue 3a0oJieBaHUsI.

Hpyrue BaXHble HOBOBBEAECHUSI BKJIIOYAIOT:

— HOBoe (heHOTUMUYECKOEe OMNMCAaHUE Kapauo-
MUOTATUH, BKJIIOYAIOlee OOHOBJICHHBIE OMUCAHUS
enotunoB  mwnaraumonnout (JAKMIT JIXK) wu
HeIUIaTallMOHHOU KapaIrOMUOTIATUH JIEBOTO
xenynmouka (HAKMIT JIXK) m momyepKuBaroliee
KJIIOYEBYIO POJIb XKEJIYTOYKOBOM KapIMOMHUONATUU;

— OLEHKM pyOLIOB MHOKapia C IIOMOIIbIO
MarHUTHO-PE30HAHCHON ToMorpaduu (MPT)
cepaua;
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— aKUEHT Ha MyTU MaludeHTa OT MOCTYIUICHUS,
IIepBOHAYAILHON OIICHKM M ITOCTAHOBKM JIHArHo3a
JIO JIEYeHUsI, TTOMIePKUBasT BaXKHOCTb PACCMOTPEHUS
KapauoOMMONaTUM B KayeCcTBe IIPUYMHBI PacIpo-
CTpPaHEHHBIX KIIMHUYECKWX TTPOSIBJICHUI (Harpumep,
CepACYHOM HEOOCTAaTOYHOCTU, apuUTMUU) U BaxX-
HOCTM HCIIOJIb30BAaHMSI MHOTOIIapaMeTPpUIEeCKOro
Moaxofa Toc/ie BBISABIEHUs (DEHOTWIA TMaleHTa
I IOCTAHOBKM 3TUOJOTMYECKOro AMAarHosa;

— OOHOBJIEHHBIE PEKOMEHAAIMU IO KJIMHUKO-
T€HETUYECKOMY KacCKaJHOMY OOCJIEeIOBaHUIO ISt
POJICTBEHHUKOB JIMI] ¢ KapAUOMMOIIATHUSIMMU;

— akKUeHT Ha HalmoJeHUU OOJIBHOTO C
KapauoMMonaTieil Ha MPOTSKEHUM BCEH KU3HU,
OT JETCKOro MO0 B3pPOCIOro Bo3pacta (BKIIOYAs
TePEXOMHBI BO3pacT), a TakKXkKe C Yy4eToM pas-
JIMYHBIX KJIMHUYECKUX CTaaui (HArpuUMep, CKpPbI-
TOU, SIBHOM, KOHCUHOM);

— HOBBIE PEKOMEHIALIMU IO CTpaTUdUKALUU
pucka BHe3anHoit cepmeuHoit cmeptu (BCC) mnsa
pa3UYHBIX (DEHOTUTIOB KapaWOMUOIIATHM, B TOM
Yyucjie B NETCKOM Bo3pacTe, U IOAYEpKUBaAHUE
BaXXHOM POJIM T€HOTHUIIA B OLIEHKE PUCKA BHE3aINHOMU
CMepTH;

— OOHOBJIEHHBIC PEKOMEHIALMU IO BEICHUIO
MalMEHTOB C OOCTPYKIIMEN BBIHOCSIIETO TpaKTa
snesoro xenynouka (BOJIK) npu runeprpopudeckoit
kapmuomuonatun (F’KMIT);

- MYJbTUANCIUATUIMHAPHBIA TOIXO/T K
KapAuOMMONATUSIM, B LIEHTPE KOTOPOTO HaXOASTCS
MaIMEHT M €T0 CEMbSI.

14. KiroueBbie noJioKeHUs

1. KapmrmomMuomatuy BCTpeUaroTCs dallle, 4YeM
CUMTAJIOCh paHee, U OHU OOBIYHO TPEOYIOT TOHKOTO
MMOAX0Ma K JICUCHUIO, KOTOPHIE MOXKET OTINYATHCS
OT TPaAUuLIMOHHOIO Moaxoda K IallMeHTaM ¢
APUTMUEA WIA CEPACYHOM HEOOCTATOYHOCTHIO.

2. DTHOJOTHS WMEEeT OCHOBOIIOJIATralolee
3HaueHUEe Mg BeOeHWs MalUeHTOB ¢ 3abo-
JICBAHUSIMA MHOKApAa, MW BaXHO TIIATEIbHOE U
CHCTEMaTUUECKOEe ONMMCaHNe MX MOP(HOIOTHIECKOTO
1 PYHKUMOHAJILHOTO (PeHOTHIIA.

3. PekoMeHayeTCs TOAXON K HOMEHKIIAType M
IUArHOCTUKE KapIMOMHUONATUi, OCHOBAaHHbLIA Ha
nmpeobaamamoiieM (EHOTUIIE HAa MOMEHT IIpe3cH-
Taluy 3a00JIeBaHMSI.

4. TlanmeHThl C KapAMOMUOIIATUEH MOTYT
o0paTuThCd 3a MEOWLMHCKON TIOMOIIBIO M3-3a
MOsIBJCHUSI CUMIITOMOB (cBsI3aHHbIX ¢ YCC wnu
apuUTMUE), CIyJaliHbIX aHOMAJIUIl WK B pe3yJIbTaTe
CeMefHOTO  00CJIemoBaHUS  IIOC/e  ITOCTAHOBKM
IMarHo3a y pOICTBEHHUKOB.

5. MynbTuMonanbHas
XapaKTepUCTUKNA  CEepACYHOTO
donorvss U GYHKUMSA) BKIOYAET
TUYECKYI0  XapaKTepUCTUKY  JUIS

BUByaIM3aLUsd I
denotuna (Mop-
Mopdoio-
BBISIBIICHUS
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HEUIIIEMUYECKOTO pyOlla MHOKapia B COYECTaHUM
C TIOAPOOHBIM JMYHBIM U CEMEWHBIM aHAMHE30M,
KJIMHUYECKAM OCMOTPOM, 3JIEKTpoKapauorpadueit
U J1a0OPaTOPHBIMU HCCIEIOBAHUSIMM.

6. Pesynbrarthl BM3yaau3aluMd BCErga Cleayer
WHTEPIIPETUPOBATh B COYETAHUM C KIMHUYECKUMM
MPOSBIICHUSMHA, BKIIOYAs pPe3yJbTaThl TeHEeTHYe-
CKOro TECTUPOBAHMUS, a HE M30JUPOBAHHO.

7. XapakTepMcTUKa TKaHEi cepila ¢ IMOMOIIbIO
MPT wumeer 3HaueHWe JJI9  JUArHOCTUKH,
MOHUTOPMHTA TIPOTPECCUPOBAHMS 3a00JICBaHUST W
cTpaTUGUKALINM pUCKa TIPH KaxkKIOM M3 OCHOBHBIX
(eHOTUITOB KapAMOMMOIATHM.

8. KocTHo-Tpaccupylomasg  cuumHTUrpadus
DPD/PYP/HMDP wiu O®BKT mnpencrapisior
co00IT 30JI0TO¥ CTaHOAPT AUATHOCTHKHU CEPICYHOTO
aMHWJIOMI03a, KaK TPAaHCTUPETUHOBOTO, TaK W HeE
CBSI3aHHOI'O C TPAaHCTUPETUHOM.

9. Hanuuue HeuleMUYyecKoro pyomna win
KMPOBOTO 3aMEIICHUS MHOKapIa KeIyIOYKOB, BBI-
sineHHoe Ha MPT cepaua u/wim Ipd MaTOJIOTO-
aHAaTOMMYECKOM MCCIIEOBAaHUM, KOTOPOE MOXKET
coyeTaTbCd KaK C JAWilaTaldeil  XKeJydOuYKoB,
TaK U C CHUCTOJMYECKOM IUCHYHKUMEH, MOXET
OBITh EOIMHCTBEHHBIM IIPOSBICHHEM M KIIOYOM K
MWAaTHO3y KapAMOMHONATUH; NaHHBIE W3MCHEHUS
BapbUpPYIOT B 3aBUCUMOCTU OT STHOJIOTMM, UMEIOT
MPOTHOCTUYECKOE 3HAYCHUE.

10. Iemplo 3TOro MHOroOmapamMeTpUUEeCKOro
W CHCTEMHOTO TIOOXOda SIBISIETCS ITOCTAaHOBKA
3TUOJIOTUYECKOTO AMarHo3a Ha OCHOBe (heHOTHIIA,
WHTEpIIpeTaliMsl MMEIOIIUXCSI JTaHHBIX C YYETOM
KapAuoMMONaTUM, KOTopas codyeTaeT B cebe
OLICHKY KapIHOJOTMYECKUX Y HEKApIUOIOTUUCCKIX
ImapaMeTpoB.

11.  HeobxomuMbl  MYJbTUAUCUUIUTMHAPHBINA
MOAX0A K JICYCHUIO MAllMEHTOB U MPEEeMCTBEHHOCTh
B UX BEIECHUU IeIUATPUUECKUX U B3POCIBIX CIIYXKO.

12. T'eHeTWyeckoe TECTUPOBAHUE HOJIKHO
TPOBOIUTHECSI Y TMAIIMEHTOB C KapIMOMHUOIIATHEH,
MOCKOJIbKY MOXET IOBIMSATh Ha CTpaTU(UKALMIO
pUcCKa U JIeYEHMUE.

13. 'eHeTMUEeCKOEe KOHCYJIBTUPOBAHME, BKIIIOUAs
KOHCYJIBTUPOBAaHME OO M TIOCJIE TEeCTUPOBAHMS,
W TICUXOJOTWYECKas TOmIAcpXKa SBISIOTCS He-
OTBhEMJIEMBIM ACIIEKTOM MYJIbTUAUCLIUILIMHAPHOTO
MOHUTOPYHIA IallMeHTOB C KapAuOMMONaTUel U
UX POACTBEHHMKOB.

14. JeTckne KapaWOMMOIIATUN B 3HAYNTEIHHOMU
CTETIEHW TIPENCTaBJISIIOT CO0Ol  4YacThb TOTO XKe
KJIMHUYECKOIO CIIeKTpa 3abojieBaHUIA, 4YTO U Y
MOAPOCTKOB 1 B3pOCabIX. OMHAKO KapAMOMUONATUH,
BO3HHMKAWOIIME B MJIAICHUYECKOM Bo3pacTe (Ha
MepBOM TOAY XHW3HM), YacCTO aCCOIUMPYIOTCS C
TSOKENbIMU ~ (DEHOTMNAMM M BBICOKOM 4acTOTOM
CepIeYHON HEeIOCTaTOYHOCTH.
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15. T'eHeTMyeckue MPUYMHBI BO3HUKHOBEHMSI
KapIMOMMONATUM, pPa3BUBAIOIINXCSI B JIETCKOM
BO3pacTe, HO TIIOCJIe TEpBOro Trojga KU3HHU,
aHaAJOTUYHBI TaKOBBIM Y B3POCJIbIX.

16. YcrpaHeHMEe CHMIITOMOB, BBISIBIEHUE U
npodWIaKTUKa OCJIOXHEHUI, CBI3aHHBIX C 3a00Jie-
BanueMm (Bkiouyass BCC, cepmeuHyio HemocTaTO4-
HOCTb YU HWHCYJIBT) SIBJISIFOTCSI KPaeyrOJIbHBIM KaM-
HEM B JICYEHUU BCEX KapaWOMMUOIIATHIA.

17. WUHrubutopsl  cepIeuyHOro  MHO3MHA
(MaBakaMTeH) HOJDKHBI PAacCMATPWBATHCS Y TallM-
eHToB ¢ I'KMII u ob6ctpykiumeit BOJIK, y ko-
TOPBIX COXpaHSETCSI CUMIITOMATHKa HECMOTpsl Ha
ONTUMAJIBHYIO MEIUKAMEHTO3HYIO TEparuio.

18. BanuaupoBaHHBIE WHCTPYMEHTBHI IPOTHO-
s3upoBaHus pucka BCC (HCM Risk-SCD u HCM
Risk-Kids) sBnstiorcst iepBbIM 11aromM K Tipodhuiiak-
THKE BHe3amHoi cMmepTtv y mauveHTtoB ¢ 'KMII.

19. JlomonHUTEIbHBIE MapKepbl pHCcKa MOTYT
OBITH TIOJNIE3HBI JUISI TAIMEHTOB C HU3KUM WA
MPOMEXYTOUHBIM PHUCKOM, XOTS B JUTepaType
HEIOCTaTOYHO HaJAeXHBIX HAHHBIX 00 MX BIMSIHUU
Ha TepCOHATM3UPOBAHHBIE OIEHKM pUCKa, TIO-
JlyyaeMble € MOMOIIBIO  BaJIMAU3UPOBAHHBIX
WHCTPYMEHTOB PUCKOMETPUM.

20. @apMakoJIOTMYEeCKOe JICUCHHE TalMeH-
ToB ¢ KM He oTianyaercss OT JIEUEHMSI, DPEKO-
MEHIIOBAHHOTO IIpU  XPOHUYECKOU  CepaecyHOu
HEJIOCTaTOYHOCTH.

21. Puck pazButuss BCC y manuentoB ¢ JAKMII
n HAKMII JIDK BapeupyeT B 3aBUCUMOCTU OT X
OCHOBHOW MPWYMHBI U TEHETUYECKOTO TOMTHUIIA.

22. Pesynpratel MPT cepaua MrpaioT BaXHYIO
pOJIb B OIpeACICHUM ITOKa3aHUI ST UMILJIaHTaIluN
KapauoBepTtepa-aepuopuisatopa (K/) mauueHTam
¢ AKMIT u HAKMIT JIX.

23. ¥V naumenTtoB ¢ KM u HIKMII JI2K npu
OTpeNeIeHHBIX TeHEeTUYeCKUuX ¢opMax WMILIaH-
taimio K/ ciaemyer paccMaTpuBaTh OaXe B TOM
ciayyae, ecim dpakous Beiopoca JIK cocrapisier
>35 %.

24. BaxnHo omnpeaeauTb OTUOJOTUIO IS
WHOIWBUAYAIHbHOTO JIEYECHUS y HalnueHTOB
C CHUHIPOMAaTbHBIMU u MeTa00IMUYECKUMU

KapauoMuonaTtusiMu (T.e. 3aMecTuTenbHas dep-
MEHTHAs1/COTIPOBOAUTEIbHAS Teparnust TpPU JTU30-
COMaJIbHOW 0OJIE3HM HakKoIUIeHUs; TadamMuauc
MpU  HACJENCTBEHHOM  WJIA  NPUOOPETEHHOM
TPAHCTUPETUHOBBIM aMUJIOUIO3€ U T.II.).

25. bepeMeHHOCTb M TIOCJIEePOJOBON MEPUO/,
CBSI3aHbl C YBEJIWYEHUEM CEPACYHO-COCYAUCTOTO
pUCKa Yy XEHIIUH C KapANOMUOTIATUEN.

26. MynbTUIMCUUIUIMHAPHAS KOMaHAa JIOJKHA
o0OcyeoBaTh MAalMEHTKY C  KapAUOMUOMNATHUEN,
YTOOBI OLIEHUTb PUCK, CBSI3aHHBIN C 0EpEMEHHOCThIO.

27. Tepanusi Oera-0jiokaTopaMd IO TTOKa-
3aHUSIM, CBSI3aHHBIMU C apUTMUEN, MOXET ObITh

NpoJoJLKeHA BO BpeMs OepeMEHHOCTH; Iiepen
HayaJloM IIp¥MeMa HOBBIX IIPENapaToB BO BpeMs
OepeMEHHOCTHU CJeIyeT IPOBEPUTh JaHHBIE 00 WX
0e30MacHOCTH.

28. 3mopoBBIE B3pOCIbIE BCEX BO3pPAaCTOB U
JIIONM C W3BECTHBIMU CEPACYHBIMU 3a00JIEBAHUSIMU
TOJKHBI 3aHUMAThCST (PU3NUISCKUMU YIIPaKHEHUSIMU
YMEPEHHOI WHTEHCHBHOCTH B OOIIECH CIOXHOCTH
He MeHee 150 MUHYT B Heneslo.

29. Bce TmammeHTH ¢ KapaIUOMHOIIATHEH
JTOJKHBI TIPOWTH WHIVBUAYAJIBHYIO OIEHKY pPHCKa
NI HazHayeHUs (U3MYECKUX YIPaKHEHU, Mpu
3TOM  HEOOXOIMMO  PYKOBOACTBOBATHCS  TPEMSI
npuHUMnaMu: 1) TpeaoTBpallleHWe YrpoXKarolux
KM3HA apUTMHUKA BO BpeMs (QU3NYECKUX YIPaxK-
HEHMI; 2) KyNMMPOBaHUE CUMIITOMOB, MO3BOJISIO-
lee 3aHMMAaTbCsl CIIOPTOM, U 3) IpeaoTBpallecHue
MIPOTPECCUPOBAHNSI  APUTMOTEHHOTO  COCTOSIHHS,
BbI3BAHHOTO  3aHSATUSIMM  CIIOPTOM, a  TakXke
CepACUYHON HEOOCTATOUHOCTU Y CMEPTHOCTH.

30. Jluma c TIOJOXUTENbHBIM TEHOTUIIOM U/
WIM OTpHULIATeJIbHBIM (DEHOTUIIOM WJIM HMEIo-
mue (QEeHOTUN «IeTKOHM KapAuOMUONaTUM» B
OTCYTCTBME CHMITOMOB WM (haKTOPOB pHCKa
MOTYT Y4YacTBOBaTb B COPEBHOBATEJbHBIX BHUAAX
criopta. HexoTopbIM marmeHTaM BBICOKOTO pHCKa
¢ TI'KMII, apuTMOreHHoO#l MpaBOXeTyI04YKOBOM
kapouomuornatuein u  HJIKMIT JI2K  crmenyer
BO3IEPXKAThCS OT BEICOKOMHTEHCUBHBIX (PU3MUECKIX
YIpaxXHEHUI U COpPeBHOBATEIbHBIX BMIOB CIOPTA.

31. IMaumeHTH ¢ TeHOTUIIAMHM BBICOKOIO pHCKa
WVJIM COTYTCTBYIOIINMU (paKTOpaMU pUCKa apUTMUH,
CEepACYHOM HEIOCTAaTOYHOCTU WM  TSDKEJIOU
ooctpykuueit BOJIK momkHBI OBITH HaIlpaBIICHBI
Ha CcHeUMaJM3UpOBaHHOE OOCJIeNOBaHME Tiepen
MNpPOBENCHUEM IUIAHOBOTO YPECKOXHOIO KOpOHAap-
HOTO BMeIIIaTeIbCTRA.

32. BoisiBieHue U JjedeHue (aKTOpoOB pHcCKa
W CONMYTCTBYIOIIMX 3a00JeBaHUIl SIBISIETCS He-
OTBHEMJIEMOIi YaCThIO BEJACHUS MAllMEHTOB C Kapauo-
MUOITaTUSIMU.

15. IIpoGebl B J0KA3aTEILCTBAX

HecMoTpss Ha 3HAuMTEIbHBIE AOCTMKEHMS
B O0OJJaCTM TEHETWKM, IWArHOCTUKU W JICUCHUS
MalYeHTOB C KapAMOMUOIIATHEl 3a MOCJeAHUE He-
CKOJIBKO JIET, CYIIECTBYET psm 0OJacTeif, B KOTO-
DBhIX BCE €llle HE XBaTaeT HaleXHbIX M0Ka3aTeJIbCTB
M U3ydyeHUE KOTOPLIX 3aC/Iy>KMBAIOT BHUMAHUS B
OyIyIINX KIMHWYCCKUX MCCICIOBAHMSIX.

1. @eHoTUNBI KAPAUMOMHONATHH.

2. DnuMaeMHOIOTHS:

a) pacnpocTpaHeHHOCTh (eHotuna HJIKMII
JIZK (metu 1 B3poCIibIC);

0) cucreMaTmyecKas OIICHKAa pacIpoCTpaHEH-
HOCTU (EHOTUIIOB KapaIMOMMONATHM B IETCKOM
BO3pacrTe.
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3. HTerpupoBaHHoe BeleHHE MALEHTOB:

a) BHEApPEHUE TeJCMEOUIIMHBI B PETUCTPHI Kap-
IVOMMOITaTUI.

4. Ilytp manueHTa:

a) 1abopaTOpPHBIC TECTHI:

1) HEOOXOMMMBI MCCIIEIOBAHUS HOBBIX «OMUYE-
CKMX» OMoMapKepoB (IIpOTEOMUKA, MeTabOJOMMKA
1 TPAHCKPUIITOMHKA) IUIST OLIEHKW WX ITOTCHIIMAJIb-
HOM IIEHHOCTM Ui TMAarHOCTUKW WM TIPOTHO3a TIpU
KapAuOMUOMNATHUSIX;

0) MyJbTUMOAAIbHAS BU3yaIU3allus:

1) mepenoBble 3XoKapauorpachuyecKue METOMIbI,
BKJIIOUas CIIEKJI-TPEKMHI METOIa OLEHKHU IPOAOJIb-
HOIl medopMaliy, TEpPCIeKTUBHBI, HO HE WMEIOT
HaIeXHOW BaluJalMy IS KapIUOMUOIIaTUI;

2) OTCYTCTBYET OOIUETPUHSTHIA CTaHAAPTU30-
BaHHBI METOJ KOJIMYECTBEHHO! OIeHKM (udpo3a
MuoKapaa ¢ nomoiipio MPT;

3) MPT-ckaHupoBaHue MOXET IIPOBOIUTHCS
y TMaIlMeHTOB C COBMECTHMMBIMM WMMILTAHTAPYEMBI-
MM YCTPOHCTBaMH, HO €ro KayecTBO OIpaHUYEHO
BCJICICTBME BO3MOXHBIX apTe(aKTOB;

4) snexkTpokapauorpadus M BU3yanu3alus s
OLIEHKN KapAUOMUOMNATUU — 3TO HOBATOPCKUMA WMH-
CTPYMEHT, ITO3BOJISIOIINI 3HAYUTEIBHO YIYUYIINTh
JMMaTHOCTUKY W TIPOTHO3, OIHAKO HEOOXOIUMBI
JMajbHeMIle ucCAeqOBaHUs [IJi1 €ro pPYTMHHOIO
BHEAPEHUSI B KIMHUYECKYIO MPAKTUKY;

5) ponp MPT cepaua B CKpMHUHIE T€HOTMIIO-
MOJIOXKUTEAbHBIX POACTBEHHMKOB JMI[ C KapAauo-
MMOIIATUEel U B TEHHO-3JIIO3UBHBIX CEMBbSIX;

B) TEHETHKA:

1) mneHeTpaHTHOCTb IIJIOXO OXapaKTepu30Ba-
Ha Ui OOJIBIIMHCTBA TATOTCHHBIX BapHAHTOB;
9TO CIpaBeUIMBO KaK [JII BapuaHTOB, HaWICH-
HBIX B XOI¢ KacCKaIgHOI0 CKPMHMHIA POICTBEHHU-
KOB MalliCHTa C KapOWOMMOIIATHEl, TaK W IS
00HapyXeHHBIX B 00Jiee IIMPOKON TOMYJISLINU, KO-
TOpbIE MOTYT MPOXOAUTh KJIMHUYECKOE CEKBEHUPO-
BaHWE I10 APYTMM ITOKAa3aHUSM WM MOTYT BEIOpaTh
CEKBEHMPOBAHWE TeHOMa B KaYeCTBE CKPUHUHIOBO-
ro TecTa;

2) mosb3a, Bped W 3arpaThl HAa CKPUHWHT Te-
HOB, CBSI3aHHBIX C KapAMOMUOIIATHEW, y JIWIl, He
UMEIOIIUX JUYHOU WM CEMEMHOM MCTOPUU Kap-
IHOMUOIIATUY, HEU3BECTHEI;

I) o0lIMe MPUHIIMIBI JEYCHMUS:

1) neyeHue MPaBOXENYyIOUKOBOM HEIOCTa-
TOYHOCTA OCTAaeTCSI B 3HAUMTEIBHON CTEIICHWM HE
JIOKa3aTeIbHbIM;

2) TpeOyloTcsl KpYIMHOMAaCIUTaOHbIe UCCIEHO0-
BaHWS, YTOOBI OIIPEOCIUTh HAIIPABICHUS JICUCHUS
KEJIyTOYKOBBIX apUTMUM Y MALIMEHTOB C F€HETUYE-
CKMMHU KapAUOMMOMATUSIMMU;

3) onTUMANBHBINT KOHTPOJb YacTOTHl PUTMAa M
AHTUAPUTMUYECKON Tepanuu ISl KaXXI0ro MoATUIa
KapAuOMMONATUM;
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4) ponp uMriuiantauuu KJI y manueHToB ¢ XO-
poUIO TNEPEHOCUMOM KEJIYAOYKOBOW TaxuKapauewn
(KT);

5) Bce KaJbKyJsATOpbl pUCKa pa3padaThIBalOT-
Cs Ha OCHOBE MCXOMHBIX HAHHBIX, ITO3TOMY IIeJIe-
CO00pa3HOCTh WX IIPUMEHEHUS BO BpeMs IIOCie-
IYIOIIMX BU3UTOB MAllMEHTOB OCTAeTCsl HESICHOM U
TpeOyeT U3yUeHUs;

6) MPOTHO3MPOBAHUE PUCKA MPU IETCKUX Kap-
nuomuornatusax, kpome I'KMII, octaercss amnupu-
YEeCKMM — MHOTOLIEHTPOBBIN IIOAXOH HEOOXOIMM
71T TIOHMMaHMsI U pa3paboTKh Mojenell pucka
BCC B gerckoMm Bo3pacTe;

7) OTCYTCTBME KOHTPOJUPYEMBIX MCCIIeTOBAHUN
no u3ydyeHuro 3dpdexTa abaduuu y MalMeHTOB C
dubpwuisaiueii npeacepauii (PI1) m kapauoMuo-
MaTuewu;

8) Momenmu mporHo3upoBaHus penunuBoB DI
He IOATBEpPXKAEHbI y TAIMEHTOB C KapAWOMMOIIa-
TUEH;

9) oTcyTrcTBME PaHAOMU3WPOBAHHBIX MCCIEAO-
BaHMI, oOlleHUBaIOIINX 3(GGEKTUBHOCTh CUMIIATH-
YECKOM JeHepBalWM cepAua sl TPOoPUIaKTUKA
peumauBoB KT u/miyu GpuOpMUISIIUM XKeJTyTOUYKOB
(PXK);

II) TIOOXOABI K IETCKUM KapIHMOMUOIIATHUSIM:

1) oTcyrcTBUME paHIOMU3UMPOBAHHBIX MCCIeE-
MOBaHUI WJIM KPYIIHBIX PEECTPOB, IOCBSIIEHHBIX
W3YyYEHUIO TTOJIB3bl JIEKAPCTBEHHOW Teparvyd U OIl-
TUMaJbHOU NO3WPOBKM IIpernapaTroB B INeauaTpuye-
CKOU MOITYJISILIAN.

5. I'mmepTpodmnyeckass KapaAuOMHONATHS:

a) BMNUAEMUOJIOTUS:

1) ucciemoBaHUS BHM3yalIM3alliM W TEHOTHIIA
MMO3BOJISIIOT  TIPEIITOJIOKUTh, YTO PaCIpOCTPaHEH-
HOCTb 3a00jieBaHMs B MOMYJSLIMU COCTaBisieT A0 1
Ha 200 yenoBek. OmHAKO McClIeTOBaHMUSI, OCHOBAH-
HBbIe Ha 3JICKTPOHHBIX MEAWLIMHCKUX KapTax, IpelI-
rnoJjlaraloT ropasno MeHbluee yuciao — 3—4/10000.
HeoOxonuMmbl aanbHEMIIMEe MCCAEI0BAHUS PACIIpO-
CTPAaHEHHOCTM KJIWHWYECKU 3HAUYMMBIX 3a0oJieBa-
HUKR

0) BTUOJIOTHSI:

1) aTHONOrUSI TeHHO-3103UBbIX 3a00JI€BaHUIA;

2) poJib MOJMICHHOTO PUCKA;

3) B3aMMOCBS3b MEXIYy KOMOPOMIHOCTBIO M MC-
X0JIOM 3a0o0JieBaHUS;

4) reHeTUYECKUE M DKOJOTMYECKHUE IeTePMM-
HAHTHI TIPOSBJIICHUSI OOJIE3HM Y HOCHUTENIEH PUCKO-
BBIX BapMaHTOB;

B) JIEUEHUE CUMIITOMOB:

1) omrmManbHBIE CPOKU JICUCHUS OOCTPYKIIMU
BOJIK u wx BIMSIHME Ha NpPOrpecCUpoBaHUE 3a-
OosieBaHUSI;

2) mpocdwnaktuka PI1 u cepmeuHoil HemocTa-
TOYHOCTH;

r) npodwIakKTUKa BHE3alTHOW CMEpTH:
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1) BAusSHUE TeHETUKM (MEHIEJEeBCKOW U KOM-
IUIGKCHOI) Ha PHUCK MCXOMIOB, CBSI3aHHBIX C 3a00-
JIEBaHUEM,;

2) HYXKHBI YCOBEPIIICHCTBOBAHHBIC MOIEIN TIPO-
THO3UPOBAaHUS, TO3BOJISIIOIIME OLIEHUTh OCTaTOY-
HBIl PUCK M MPEIOTBPaTUTh HEHYXXHYIO HMILIaH-
taumio KJI;

3) yCOBepIICHCTBOBAHNE MOMENECH OLICHKUA PHU-
CKa C YYETOM CEPUUHBIX JTaHHBIX;

4) poab obctpykuuu BOJIK B mporHosuposa-
HUM pUCKa Yy JeTell (MMeeTcsl OYeBUIHOE HECOOT-
BETCTBUE II0 CPAaBHEHHUIO CO B3POCIIBIMU);

II) HOBBIE METOIBI JICUCHUS:

1) kaMHMYecKasi MoJib3a MHTMOUTOPOB MUO3U-
Ha, IPYIMX MaJIbIX MOJIEKYJ M HOBBIX T€HETUYECKUX
METOIOB JICUCHMUSI.

6. JIunaTannoHHas KapaIuOMHONATHS:

a) TeHeTMYeCKas OCHOBAa CEMEWHOM
3HAYUTEJbHOM 4YHCJIE CIy4aeB OCTaeTCs
HOI;

0) mogpoOHbIC MaHHBIE O CIELU(PUISCKOM KIIH-
HUYCCKOM TCUCHUM pA3IUYHBIX TEHETUYCCKUX W
HereHetnyeckux ¢opM JIKMII orcyrcTByloT;

B) HEW3BECTHO, pEearupyroT Ju IalueHThl ¢
JKMII mo-pa3HoMy Ha ¢apMaKOJOrMyecKoe Jieue-
HHUE B 3aBHUCHUMOCTH OT OCHOBHOM 3THOJIOTUH;

I) OITHUMU3UPOBAHHASI CTpaTeTHs] TPOopIIaK-
Tuku BCC ocraeTcsd HepelleHHOI, HET HdaHHbIX
MPOCHEKTUBHBIX KJIMHUYECKUX MCCICIOBaHUI B
COBPEMEHHBIX KOTOopTax C COBPEMEHHBIM MeIuKa-
MEHTO3HBIM JICYCHHEM; 3TOT IIpo0Oesl B 3HAHMIX
0COOCHHO akTyajieH mjis1 mamueHToB ¢ JJKMIT ®B
JIX > 35 %;

II) CIIOPTUBHbIE PEKOMEHAALMU U TI0Jib3a IMpo-
dunakTUUecKoi (apMaKoJOrMuecKol Tepanuu s
npenorBpaieHuss pasputuss JKMII y reHetuue-
CKAX HOCUTEJICH.

7. HemundaraumoHHash KapaMOMHONATHS JIEBOTO
KeJIyI09Ka.

HeusBectHa pacrmpocTpaHeHHOCTh 3a00JjeBa-
HUsI, €TO pa3BUTHE W OTBET Ha JICUCHHWE, a TaKXKe
OTCYTCTBYIOT OTBETHI Ha BOIPOCH IPOPUIAKTUKHA
CC3 u crnopTuBHbIe peKOMEHIALMU.

JIKMII B
HEU3BECT-

8. ApurMoreHHas KapaHOMHONATHS TNPaBOro
JKeJTyA0YKa.
a)  paHIOMM3HMPOBAHHBIE  KOHTPOJIUPYEMBIC

WCCIIEIOBAaHNUS TI0 JIEUCHWI0O apUTMUA W HeIoCTa-
TOYHOCTH OTCYTCTBYIOT;

0) uccienoBaHUs BIUSHUSA (QU3NYCCKUX YIIpaXK-
HEHUI OCTAIOTCSI B OCHOBHOM PETPOCIEKTUBHBIMU;

B) MCCIIEAOBAaHUS PaCIPOCTPAaHEHHOCTH W TIPO-
THO3MPOBAaHUSI CEPACYHON HEIOCTaTOYHOCTU OCTa-
I0TCSI OIrpaHUYEeHHBIMU;

I) MCCJIEOOBAHMUSI YACTOTBI M CIIOCO0A KIIMHM-
YeCcKOro o0caeaoBaHUsI OeCCHMIITOMHBIX YJIEHOB
CeMbU OTCYTCTBYIOT.

9. PecTpUKTHBHASI KAPANOMHONATHS: HEM3BECTHBI
Bonpochbl npodunaktuku BCC.

10. CuHapomMHbIe /|
KapInoMHONATHH:

a) OTCYTCTBME PaHIOMU3WPOBAHHBIX MCCIEHO-
BaHWUI WJIM KPYITHBIX OOCEPBAllMOHHBIX KOTOPTHBIX
nccaenopannii. OTCYTCTBHE pPaHIOMHU3MPOBAHHBIX
MCCJeNOBAaHUI WM KPYITHBIX HaOJIOAATeIbHbIX KO-
TOPTHBIX HCCIIEIOBAaHWI, OLIEHMBAIOIINX POJIb HO-
BBIX TAPT€THBIX METOHOB JICUCHMS, BO3ACHCTBYIOIINX
Ha nyTb RAS/MAPK (Hanmpumep, TpaMeTHHMO);

0) MaJo HCCIeAOBAHUU HOJTOCPOYHBIX HCXO-
J0B;

B) momeab HCM Risk-Kids He BamumupoBaHa
y TIeOuaTpUuYecKMX mauueHToB ¢ RAS-omo-
CPENOBAaHHOM  TUNEPTPOPUUECKON  KapaHOMHUO-
nmatveit, gaHHele o cTpaTudukauum pucka BCC
OTCYTCTBYIOT, XOTS OIpene/ieHb KaHauaaTHRIE (hak-
TOPBHI PUCKA;

I) OTCYTCTBUE MCCJAEAOBAaHUM, ITOCBIILIEHHBIX
ONTUMAJIbHOMY BpEeMEHHM Havaja ¢epMeHT3aMe-
CTUTEJTEHON Tepamnuy y IOAPOCTKOB M B3POCIEBIX C
Mo3IHUM HayajoM 6ose3Hu Ilomre;

) OTCYTCTBHE CTaHZAPTU3MPOBAHHEBIX IIPOTO-
KOJIOB IS JICUEHMST TIALIMEHTOB C OTPUIIATEIBLHOMN
peaxkiuyel Ha MNEePEKPECTHO-PEAKTUBHBIA MMMYHO-
JIOTUYECKUI MaTepual;

€) OTCYTCTBUE CTaHAAPTU3AINM KIMHWYSCKUX
KOHEUHBIX TOUYEK B MCIBITAHUSAX (pepMeHT3aMeCTH-
TEJIbHO/COTIPOBOANTEILHONM TepaItnu;

K) OTCYTCTBME CPaBHMTEJbHBIX HCCIEI0BAHUI
MeXJy arajcuiasoil ajibda u 0era;

3) ONTHMAaJbHOE BpeMs IS Hadaia JICUCHUS Yy
OCCCUMIITOMHBIX XEHIIMH C HEKJaCCUYECKUM 3a-
00JIeBaHUEM.

11. Amunonn:

a) HeoOXOOMMBI JaJIbHEWIME MCCIeIOBaHUS
711 oLleHKU 3((HEKTUBHOCTUM M 0OE30MacHOCTH Ta-
daMmmnca y ammMeHTOB ¢ XPOHWYECKOM CepaeyHOM
HenoctatouHocThio 111 xmacca mo NYHA;

0) crpatudukauusa pucka BCC u mokazaHwust
K wummiaHtauuu KJI 10/KHBI OBITh  TLIATEBHO
NpoayMaHbl C YYeTOM IIpedrosjaraeMoil MNpoaoJ-
KUTEJIBHOCTU XW3HU, KOHKYPEHTHOM HECEpIeYyHO-
COCYIMCTO CMEPTHOCTU W BBICOKOW YacTOTHI Oec-
MYJIbCOBOM 3JIEKTPUUYECKON aKTUBHOCTH;

B) HEOOXOOMMOCTh MEIMKAMEHTO3HOU Teparuu
y TaIlMeHTOB C CEPIECYHBIM aMUJIOMAO30M M CyO-
KJIMHWYECKMM ITopaxeHueM cepaua (T.e. 6eccuM-
IITOMHBIC TALIMEHTHI, ITOJIOXKUTEIbHAS CLIMHTHUIPA-
bug Tpm oTpUIATENIBHON 3XoKapauorpaduu) He-
M3BECTHA.

12. Coopr:

a) «BO3BpalllcHWE K WIpe» IS TAIMEHTOB C
KapAUOMUOMNATUSIMM HU3KOTO pHUCKa (M KakK oIlpe-
IEJIUTh HU3KUM PHUCK B OTHOIICHUM (DU3NISCKUX
YIpaKHEHU);

MeTaldoImyecKue
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0) puck passutuss BCC u pekomMeHmauuu IO
bu3MYeCKUM yIpaxXHEHUSIM Y (heHOTUITHETaTUBHBIX
HOCHUTEJIEH T€HOB;

B) posib (PU3MUECKMX YIPaXHEHUI B IPOSIBIIC-
HUU U IPOTPECCUPOBAHMU 3a00JI€BaAHUS;

I) HeT KPYOHBIX pPaHAOMU3HUPOBAHHBIX IIPO-
CTICKTUBHBIX MCCJICIOBAHMI C HOCTATOYHBIM KOJIM-
YECTBOM YYaCTHMKOB, YTOOBI JaTh HAYyYHO OOOCHO-
BaHHBIE PEKOMEHAAIMU TI0 ONTHUMAaJIbHOMY Ha3Ha-
YeHUI0 (pu3rMueckux ynpaxHeHuin 6e3 yumepbda mwis
06€30MacHOCTH.

13. PenpoaykTuBHbIE MPOOJIEMBI:

a) TpM HEKOTOPHIX KapIMOMMOMATHUSIX OTCYT-
CTBYIOT KOHKpETHBIE JaHHBIE IO HcXomam Oepe-
MEHHOCTH;

0) OTCYTCTBYIOT DPaHIOMU3UPOBAaHHbBIE HCCIIe-
JIOBaHUSI TI0 TNPUMEHEHUWIO aHTUAPUTMUYECKUX
MpernapaToB, NpenapaToB sl JieYeHUs CeplevyHoi
HEJ0CTAaTOYHOCTU M BMeEIIATeJIbCTB BO Bpemsi Oe-
PEMEHHOCTH.

14. HekapauojiorndecKde BMeENIATENbCTBA: OT-
CYTCTBYIOT KOHKPETHbIE JaHHbIE O PHMCKax HeKap-
JIMOJIOTUYECKMX BMEIIATEIbCTB.

15. Vnpasnenue CepAeYHO-COCYAUCTHIMH
(hakTopamm pucKa y nanueHToB C KAPAMOMHUONIATHIMH:
OTCYTCTBYIOT JaHHBIE O BJIUSIHUU COITYTCTBYIOIIMX
3a001€BaHUII HA TIEHETPAHTHOCTh, TSKECTh U MC-
XOJ KapIMOMMOTIaTHA.

16. «<UT0 nenatb» U «4ero He AeJaTh» COrIAcHO PekoMeHmanusam

Pekomenpanuu

Knacc? | YposeHp®

PekomeHTamu no 0Ka3aHuio yCJayr MHOTONPO()WIbHBIX KAPAUMOMHONATHIAHBIX OpPHUTaj

JUAarHOCTUKU U JICYCHUS KapI[I/IOMI/IOHaTI/Iﬁ

B3pOCJIBIM, BKJIIO4Yasd COBMECTHBIEC KOHCYJIbTalluU

PeKOMEHI[yeTCH, YTOOBI BCE MALIMEHTHI C KapZ[PIOMI/IOHaTI/ICfI 1 UX POACTBEHHUKU
NMCEJIN OOCTYII K MHOI‘OHpO(I)I/U[BHBIM 6pHra):[aM, MMEIOLIMM OMBIT B 00J1aCTU

Bcem IoapoCTKaM C KapI[HOMI/IOHaTI/Ieﬁ PEKOMEHOYETCA CBOCBPEMEHHAA 1
aJJlCKBAaTHasA I1OATOTOBKA K IMEpexoay oT HeI[PIanH‘IeCKOﬁ IIOMOIIM K ITOMOIIHN

PekoMeHIanuu nMo AMATHOCTHYECKOM paﬁoTe npya KApAUOMHUONATUAX

BU3yaJIM3alluIO

pucka

Bcem nanueHTam ¢ mogo3peHreM Ha KapIMOMUOIIATUIO WU YCTAHOBJIEHHBIM
3a00J1€BaHNEM PEKOMEHAYETCS] MPOXOANTh CHUCTEMaTUYecKoe o0ciienoBaHue

C MCITOJIb30BAHMEM MHOTOIapaMeTPUIECKOTO MOIX0a, KOTOPBIA BKIIOYAET
KJIMHUYECKYIO OIIEHKY, aHanu3 ponocioBHoi, DKI', xontepoBckoe
MOHUTOPUPOBAHUE, JTAOOPATOPHBIE UCCIIENOBAHUS U MYJIbTUMOIATbHYIO

PexomeHmyeTcst BceM MalleHTaM C MOJ03pEHUEM Ha KapAWOMMUOIIATUIO TIPONTH
OLIEHKY CEMEMHOro aHaMHe3a U CO3JaTh IeHeaJornyeckoe ApeBO U3 TpeX-ueThipex
TMOKOJIEHW, YTOOBI TOMOYb B JMATrHOCTUKE, JATh KJII0Y K OCHOBHOI 3THUOJIOTUH,
OIIpEAC/INTD XapaKTep HACIeIOBaHUS U BBISIBUTH POICTBEHHUKOB U3 TPYIIIIHI

PekomMeHnanuu 1mo JaGopaTOPHLIM MCCJIEAOBAHMAM NMPH TMATHOCTHKE KapAMOMUONATHIA

PytuHHBIe 1abopaTopHBIE McClieqoBaHUs (IIEPBOrO YPOBHS) PEKOMEHIYIOTCS
BCEM TALMEHTAM C ITOJ03PEHUEM Ha KapJAUOMMUOIIATUIO WX MOATBEPXKICHHBIM
3a00JIeBaHUEM [IJISI OLEHKU €r0 STUOJIOTUM, TSIKECTU, a TakKe ISl BbISIBJICHUS
BKCTpaKapAUaIbHBIX TPOSBACHUI 1 OLIEHKM BTOPUYHOM OpraHHON NUCHYHKUINU

Pekomennanuu no sxokapanorpaduyeckKoMy 00C/IeJ0BAHNIO MAIIMEHTOB ¢ KAPIMOMHONATHEH

YIpaBIeHUN UM

KomrmnekcHast olieHKa pa3mMepoB cepaa, cucronnueckoin dynkimu JIK n
MpaBoro Xejyaouka (oOlIeil ¥ peruoHapHOI) U auacToandeckoit yHkiuu JIZK
PEKOMEHIyeTCsl BCeM MallMeHTaM ¢ KapaIMOMMOIIaTUE!l MpK ITepBOHAYATILHOM
00CIemoBaHUM M BO BpPeMsI MOCJIEOYIOIIETO HAOIIOASHUS TSI MOHUTOPUHTA
nporpeccupoBaHusl 3a00J1eBaHUS U ITOMOILIM B CTpaTU(hUKALMU PUCKa U

Pekomennamuu no nposeaennio MPT cepana y 60/bHbIX KapauoMHonaTuei

TIpU TIEPBOHAYATHLHOM OOCJIeTOBAHUYT

MPT c KOHTpacTMpOBaHUEM PEKOMEHIYETCS MalMeHTaM ¢ KapauoMHUoNaThei

PekoMennanyuu no KoMnbioTepHoii ToMorpadun M saepHOil BU3yaan3alMu.

YTOYHCHUA AMarHo3a

DPD/PYP/HMDP-cuunTurpadusi ¢ KOCTHBIM MHAMKATOPOM PEKOMEHIYeTCs
NanKueHTaM ¢ MOAO3PEHUEM HA CEMEWHBIA TPAHCTUPETUHOBBIA AMUJIOUA03 IS

i
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PekoMennanum no T€HETHYCCKOMY KOHCYJbTUPOBAHUIO U TECTUPOBAHUIO NPU KAPAUOMHONATHAX

[Tenemuueckoe KOHCYyAbmupoeanue

T'eHeTHUYecKOe KOHCYJIBTUPOBAHUE, IIPOBOAMMOE COOTBETCTBYIOLIMM 00pa3zoM
MOATOTOBJIEHHBIM MEIUIIMHCKAM PAa0OTHUKOM, UMEIOIIMM TeHEeTUYeCKOe
0o0pa3oBaHue TSI IPUHATHUS PEIICHU W OKa3aHMS IICUXOCOLMATbHON
MOIACPXKKHM, PEKOMEHIYETCSI CEMbSIM C HACJIEACTBEHHOM KapAWOMMONAaTUE WiIn
MOJ03peHNEeM Ha Hee, He3aBMCUMO OT TOTO, PacCMaTpUBAETCS I BO3MOXHOCTD
TEHETUYECKOTO TECTUPOBAHUS

PexomeHayeTcsl, 4TOObI FreHETUUECKOE TECTUPOBAHME HAa KapAUOMUOIATUIO
TIPOBOIMIIOCH C TIPUBJICUCHUEM MHOTOIPOMMILHOM KOMAaHABI, B TOM YHCIIE
CMELMAJINCTOB B 00JIACTU METOJOJOTMU TeHETUUECKOTO TeCTUPOBAHMUS,
MHTEpIpeTallii BapuMaHTOB MOCJIeA0BaTeIbHOCTE! U TEXHUYECKOIO
TIIPUMEHEHMS TEHETHYECKOTO TECTUPOBAHMSI, OOBITHO B CITCIIMATN3MPOBAHHON
KapIMOMMOIIATUYECKOM CITY:KOE WIM B CETEBOM MOJICIHM C JOCTYIIOM K
SKBUBAJICHTHOI 3KCIIepTU3e

I'enetnyeckoe KOHCYJIbTUPOBAHUEC JO U ITOCJC TCCTUPOBAHUA PCKOMCHAOYCTCA
BCEM JIMLaM, IPOXOoAAIINM I'€HETUYCCKOC TECTUPOBAHUE HA KapAMOMUOIIAaTUIO

Ecnu cembst moJKHA MTPOBECTU IIPeHATAIbHOE AMAarHOCTUYECKOE TECTUPOBAaHUE,
PEKOMEHIYEeTCS TIPOBOINTH €T0 Ha paHHUX CTAAUSIX OEPEeMEHHOCTH, YTOOHI
MOXHO OBUIO IPUHSTH PELICHUE OTHOCUTEJBHO MPOJOJIKEHUS WIN BeACHMS
OepeMEHHOCTHU

HUnoekcrvie nayuenmot

T'eHeTnyeckoe TECTUPOBAHUE PEKOMEHIYETCS MAIUEHTAM, OTBEYAOIIUM
MMaTHOCTUIECKUM KPUTEPUSIM KapIUOMMOTIATHH, B T€X CIIydasx, KOrjaa OHO
TMO3BOJISIET MMOCTABUTh TMATHO3, JaTh MPOTHO3, BHITIOJIHUThH TEPATIEBTUYECKYIO
cTpatTuUKALMIO WIN PENPONYKTUBHOE BEJECHUE MAllMeHTa WIX KOTAa OHO
TTO3BOJISIET TTPOBECTH KACKAIHYI0 T€HETMUECKYIO0 OIIEHKY X POACTBEHHUKOB,
KOTOpBIE B IPOTUBHOM CJIydae ObUTM ObI BKJTIOUEHBI B JIOJTOCPOYHOE HAOJIONEHUE

T'enetnueckoe TECTUPOBAHUE PEKOMEHAYETCA MPOBOAUTH TEM, Y KOI0 ITIOCMEPTHO
ObL1a BBHISIBJIEHA KapanomMunoIriaTud, 4TOOBI OOJIETYUTD JIEUCHUE POACTBCHHUKOB

Ynenwvt cembu

PexoMeHayeTcsl mpeajiaraTb KaCKagHOe reHETUUYEeCKOe TECTUPOBAHUE C 10- U
MOCJIETECTOBBIM KOHCYJIbTUPOBAHUEM B3POCJIBIM POJCTBEHHUKAM U3 TPYIIIbI
pucKa, ecly y YeJ0oBeKa C KapAuoMuoNaTueil B MO3AHEN CTaauy YCTaHOBJICH
TOYHBIN FeHEeTUYEeCKUI TUarHo3

JIMarHOCTUYECKOe TeHETUYECKOe TEeCTUPOBAHKME HE PEKOMEHIYeTCs
(beHOTHMIIMUECKM OTPULIATEILHBIM POJACTBEHHMKAM MallMeHTa ¢ KapaAuoMHUoNaTuei
TPU OTCYTCTBUM YBEPEHHOCTU B HAJIMYMM JAHHOTO T€HETMYECKOTo auarHosa (T. €.
IMaTOTeHHBI/BO3MOXKHO ITATOTCHHBIN BApUAHT) B CEMBE

PexkoMeHaanuy No TPAHCIVIAHTALMM Cepaua y 00JIbHBIX KapAHOMHONATHE!

OpTroTonmyeckasi TpaHCIDIAHTAIIAS Cepama peKOMEHAYSTCS MalleHTaM C
KapIMOMMOTIATHECH, CTPAmaroIIM CepAcIHONM HemocTaTouHoCThI0 (Kimace III—1V
mo NYHA) uiu TpynmHOU3IeUNMOI XKeJIyT0ouKOBOI apuTMueil, pedpakTepHOM
K MeIMKaMEeHTO3HOI/MHBAa3MBHOM Tepanuu, U Y KOTOPHIX HET aOCOIIOTHBIX
TIPOTUBOITOKA3aHNI

C

Pexomennamuu no JjeyeHuo (hpuOPUILISAINAN ¥ TPENEeTAHNSA NPeNcepInii Y NANUEHTOB ¢ KapauoMHONATHE

Anmurxoaeyasnmot

[lepopanbHbIC AHTUKOATYJISIHTHI C LIEJbIO CHIDKCHUSI pUCKa MHCYIbTa U
TPOMOO3MOOJIMYECKUX OCTOXKHEHUN peKOMeHAyIoTcsl BceM namueHTam ¢ ' KMIT

. B
WIN ¢ cepAeYHBIM aMmtonmo3oM 1 PI1 unm TperetaHeM mpeacepanii (ecim HET
IIPOTUBOIIOKA3aHMIA)
IlepopanbHble aHTUKOATYJISIHTHI IJISI CHUKEHUST PUCKa MHCYIbTA U
TPOMOOAIMOONYECKUX OCTOKHEHUIN pEeKOMEHAYIOTCS MaleHTaM C
IUaTallMOHHOM KapAMOMUOIIaTUel, HeAuJIaTallMOHHO Kapauomuomnatuein JI2K B

WY apUTMOTEHHOM MPaBOXEIyI0UYKOBOI KaparoMmuonaTuei, a Takke ¢ ®I1 wim
TpeneTaHueM Tpeacepauii ¢ oueHkoil no mkaite CHA,DS,-VASc > 2 y MyxuuH
Wn > 3y XEeHIIUH
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Koumpoab cumnmomos u cepoeutoli HedoCmamouHoOCmu

Katerepnas a6usiuusa nipu ®I1 pekoMeHIyeTcs T KOHTPOJISI pUTMA TIOCIe
OJIHOTO HEYaYHOTO WIX HEeTIePeHOCUMOTro Kypca JIeYeHUs] aHTUPUTMUIECKUMU
npenapatamu I v 111 knacca mig yaydimeHUs CMMITOMOB pernanBoB PIT y
MalMEeHTOB C MApOKCU3MaJIbHON niu nepcuctupyolieid @1 u kaparnoMuonaTueit

Karerepnas abasiumsa npu ®IT pekoMeHayeTcst A1 yCTpaHEeHMS TUCGhHYHKIIUN
JIX y nanenToB ¢ ®PI1 u kapnroMuonaTreil Ipy BBICOKON BEPOSTHOCTH
TaXUKaAPAUTUICCKOTO KOMIIOHEHTA HE3aBUCUMO OT UX CUMIITOMATHYECKOTO
craryca

ConytcTByomue 3a00JieBaHAS W YNPaBJeHHe CBI3aHHBIMU C HUMH (DAKTOPAMH PUCKa
Jnst yMmeHblleHUs: puckoB U cuMmitoMoB PI1 pekomeHayeTcs Moaudukaus
HE3I0pOBOro obpasza XXKM3HU U TapreTHas Teparusi COMyTCTBYIOIIUX COCTOSTHUMN
Pekomennanuu no nmmiantupyemomy KJI y manmeHnToB ¢ KapamoMuonaTuei

Obuyue pexomenoauyuu

Mmmmaataums KI peKoMeHIyeTcsl TOJIbKO MallMeHTaM, Y KOTOPBIX eCTh HamexXaa
Ha XOPOIIIYI0 BEDKMBaeMOCThb >1 roma. PekoMenmyeTcst, yToOnl umrmianTanus KJI,
OCYILECTBISIJIaCh HA OCHOBE COBMECTHOI'O TIPUHSITUS PElLLIeHUI, KOTOpPHhIE:

— OCHOBaHBbI Ha (baKTI/I‘{CCKI/IX JaHHBbIX;

— YYMTHIBAIOT MHAWBUAYAJTbHBIC ITPEAITOUYTCHUSA, y6C)K)1€HI/IH, 00CTOSITEILCTBA U
IIECHHOCTH 4YCJIOBCKA,

— TapaHTUpPYET, YTO YCJIOBEK ITOHUMACT IMOJb3Yy, BPEA M BOSMOXHBIC
IOCJIEACTBUSA PA3JINYHBIX BApUAHTOB JICYHCHU .

IMepen nmmnanTanueit KJI manmeHTaM peKOMEHIYETCST IIPOKOHCYIBTUPOBATHCS O
pHMCKe 3JIeKTPOIIOKOB, OCIOXHEHUSIX MPU UMIUIAHTALlUM, & TAKXKe O COLIMATbHBIX,
podeccuoHaIbHBIX M BOAUTEIBCKUX MTOCIESICTBUASIX UCITOIB30BaHUST YCTPOWCTBA

He pexomenayercs yctaHaBnuBath KJI mammeHTaM ¢ HENPeKpallarolIIMUCs
JKETYITOYKOBBIMM apUTMUSIMU IO T€X ITOpP, MIOKAa OHU He OyIyT B3ATHI O[T
KOHTPOJIb

Bmopuunas npoguraxkmuxa
Mmnnantanus K pekoMeHayeTcs:

— mnauueHTam ¢ TKMII, IKMII u apuTMOreHHbIMU MPaBOXETYA0UYKOBBIMU
KapAMOMUOTATUSIMU, TIEPEXXUBIIIMM OCTaHOBKY cepaiia Beaenctsue KT mmum
@K man MMeolMM CTIOHTAHHYIO YCTOMUMBYIO XeyIOUKOBYIO apUTMMUIO,
BBI3BIBAIOLIYIO CUHKOIIE WM HapyLIEHWE TEMOAUHAMUKHN MPU OTCYTCTBUU
00paTUMBIX TIPUYUH;

— Yy NalMeHTOB C HeJWIaTallMOHHON Kapauomuonatueii JI2K u pecTpukTUBHOM
KapaIrOMMOTIaTHE !, KOTOPhIE TIEPeXUIM OCTAaHOBKY cepaiia n3-3a KT unn
@K mam y KOTOpBIX BO3HMKIIA CIIOHTaHHAsI YCTOMYMBAS XeTyI0IKOBasI
aApUTMMS, BbI3bIBAOIAsi OOMOPOKHU WM TeMOJMHAMUYECKME HapYIIEHUs Mpu
OTCYTCTBMM OOPATUMBIX TIPUINH

Ilepsuunas npoguraxkmuxa

KomrmuiekcHas ctpatudukanus pucka BCC pekoMeHmyeTcsl BceM MalueHTaM C

KapauoMuomnaThei, y KOTOPbIX paHee He ObIJI0 OCTAaHOBKM Cep/lla M/WIN CTONKOM

KEeJyTOYKOBOM apuTMUU, TIpU TEPBOHAYATBHOM OOC/IEIOBAHUM U C UHTEPBAJIOM B

1—2 roga uiv Npu KaxJ0M U3MEHEHUU KJIMHUYECKOTo cTaryca

Ucnonb3oBanue npoBepeHHbIX airoputMoB/o1ieHok BCC B kauecTse
BCIMIOMOTATEbHOTO CPEJCTBA JJISi COBMECTHOTO MPUHSITHS PEIlIeHUI Mpu
npenjoxeHuu umruiantauuu KJI, rae sTo BO3BMOXHO, peKOMEHIyeTCsl MallueHTaMm
¢ T’KMIT

Bvibop umnaanmupyemoeo KJ{

Korma nokazana umrnantauus K/, pekoMeHayeTcsl BISICHUTh, MOXKET JIU
MaLMEeHT TTOJYYUTh TOJIb3Y OT CePACYHOM PeCMHXPOHM3UPYIOIIEH Tepanu
PexomeHIalMu N0 PYTUHHOMY HAOJIOAEHHIO MANMEHTOB ¢ KAPAMOMHONATHEN

BceM ximHUYECKM CTaOMIBHBIM MAlMEHTaM C KapIUOMUOIIATHEH PEKOMEHIYeTCs
MPOXOAUTb PyTUHHOE HAOJIONEHHUE C UCTIONIb30BAHUEM MYJbTUIIAPAMETPUUYECKOTO
noaxona, Bkimoyvatonero DKI u axokapanorpaduio, kaxasie 1—2 roga
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KnnHauyeckas oueHka ¢ noMolibio DKI' 1 MyIbTUMOIAIbHON BU3yanu3aliu
pPEKOMEHIyeTCs TTallMeHTaM ¢ KapKOMUOIIATUECIH BCIKMIT pa3, KOTaa HaOII0gaeTCs
CYLIECTBEHHOE MJIM OXMIAEMOE M3MEHEHHUE CUMIITOMOB

PekomeHnganuu mno CEMeﬁHOMy CKPUHHUHTY H l'lOCJ'[eIlle[l[eﬁ OIICHKE POACTBCHHUKOB

Ilocie KaCcKagHOIro reHETU4YCCKOro TCCTUpOBaHUsA PECKOMCHAYCTCA KIMHNYCCKast
OlIEHKa C MCIIOJb30BaHMEM MYJIbTUIIApaMETPUUECKOro MOIX0Aa, BKIIOUYAOIIIEro
OKI u Bu3yanuzaluio cepala, a Takxke JJUTeJIbHOe HaboIeHe POJCTBEHHUKOB
MepBOI CTETIEHU POJCTBA, Y KOTOPHIX MMEETCS TOT K€ BapUaHT 3a00J€BaHUS, YTO
u y ipobaHaa

ITocie KacKamHOTO TEHETMYECKOTO TeCTUPOBAHUS PEKOMEHIYETCSI, YTOOBI
POICTBEHHUKHM TIEPBOI CTEIIEHU POICTBa 0e3 (heHOTHUIIa, Y KOTOPBIX HET TOTO
K€ BapMaHTa, BbI3bIBAIOLIEro 3a00JeBaHUE, YTO U NMPOOAHI, ObUIM UCKIIOYEHbI
W3 JabHEHUIIETO HAOMIONCHNSI, HO MM PEKOMEHIyeTCS TIPOMTH TTOBTOPHOE
o0ciemoBaHue, €CJIM Y HUX Pa3BUBAIOTCS CUMIITOMBI WUIM KOTHA TTOSIBIISIIOTCS
HOBbIE KJIMHUYECKUE MPOSIBICHUS

Ecnm y mpobanaa He BEISIBJICH ITaTOTe¢HHBIN/BO3MOXHO MTATOTeHHBIN BapUAHT VTN
HE TIPOBOAUTCS TCHETUUECKOE TECTUPOBAaHNUE, ¥ POACTBEHHUKOB IEPBOI CTEIICHU
POACTBa PEKOMEHIYETCS MPOBECTH MEPBOHAYATBHYIO KIIMHUYECKYIO OLIEHKY C
HCIIOIb30BaHNEM MYJIBTUIIapaMETPUUECKOro Mmoaxoaa, Bkiodatotiero DKIK u
BU3YAIM3AIIMIO Cepaia

PekoMeHaanum no ncuxoJi0ru4ecKoit NMOAIEPKKE 0O0JIbHBIX W YJIEHOB HX CeMeid ¢ KapauoMHONATHAMHA

PexomeHmyercst, 9TOOBI IICUXOJIOTHYECKAS MOAACPKKA CO CTOPOHBI
COOTBETCTBYIOIIMM 00pa30M IOATOTOBJICHHOIO MEAUIIMHCKOTO pabOTHUKA ObLIa
TpeaIoXeHa OOJIBHBIM JIIOASIM, KOTOPhIe MEePeXIIN TpexkneBpeMeHHyI0 BCC
YJeHa CEeMbU C KapIHMOMUOIIATUCH

Bcem nuiiam ¢ HacieACTBEHHOM KapAMOMMOIIaTUEN, TTOJyYaloIM
umIutanTupyembiii KII, pekoMeHmyeTcs1 OKa3bIBaTh MICUXOJIOTMYECKYIO TTOIIEPKKY
CO CTOPOHBI CIEIIMAINCTA 3IPAaBOOXPAHEHNS, UMEIOILIETO COOTBETCTBYIOIIYIO
MOATOTOBKY

PekoMeHIanmm mo oneHKe 00CTPYKIMH BbIHOCAIIEro Tpakra JI2K

Hnsa obHapyxeHus: o0cTpyKuuu BeiHOCsIIero Tpakta JIZK (OBTJIK) Bcem
nanuentam ¢ T'KMII nipy nepBoHavYaIbHON OLIEHKE PEKOMEHIYETCST BBITTOJTHUTD
TpaHCTOpaKaJbHYI0 2D- 1 TONIIIEpOBCKYIO 3X0Kapauorpaduio B MOKOE U BO
BpeMsl MaHeBpa BalibcajibBhbI B IMOJIOXEHUU CUAS U MOJIyJIeXa, 3aTeM, eCiin
IrPagyeHT He BHI3BaH, B MOJIOXCHUM CTOS

st BeisiBnenust iposorupyemoit OBTJIZK u Harpy3ku, WHIyIIMPOBAaHHOM
MUTpaJIbHOM perypruraumeii, manueHtam ¢ cumnromatukoin 'KM n

MUKOBBIM MTHOBEHHBIM TPagueHTOM OTTOKa JIZK B COCTOSTHUM MOKOST WU
CTIPOBOIIMPOBAHHBIM < 50 MM PT. CT. pEKOMEHAYeTCs MPOBOANTH 2D- 1
JIOTITIJIEPOBCKYIO 9XOKapauorpaduio BO BpeMsl Harpy3kKu B MOJIOXKEHUU CTOSI, CUAS
(ecny BO3MOXHO) WJIW TOJIyJieXa Ha CIIMHE

Pexomennamuu no meaukamentosHomy Jgedennmio OBTJIK

HeBazogmnatupyoiiye 6eTa-610KaTOpbl, TATPOBAHHBIC 10 MAaKCUMAaJIbHO
TePEHOCHUMOM J03bl, PEKOMEHAYIOTCSI B KQUECTBE Tepaliy MepBOM JJUHUU IS
VIIYYLICHUS] CUMIITOMOB Y TIAIIMEHTOB ¢ O€CCUMITTOMHOM MJIM OCJIOXKHECHHOMU
OBTJIK. Bepanamun uau JUJITUA3eM, TUTPOBAaHHbIC 10 MAaKCMMAaIbHO
MEePEeHOCUMOM 03bI, PEKOMEHIYIOTCS ISl YAYYIICHUsS] CUMIITOMOB TIPH
6eccumnToMHoM wiu ocioxHeHHoit OBTJIK y nuil, KoTopbie UMEIOT
VHAVUBUIYAIbHYIO HEIIEPEHOCHUMOCTh 0eTa-010KaTopOB WM UMEIOT
TMPOTUBOITOKA3aHUS K MX TTPUMEHEHUIO

PekomeHnanuu mo peaykinuu MexcKeay109koBoii neperopoaku (PMZKII)

PexomeHnayetcst, uto6bl PMZKII BbINOMHSIM ONBITHBIE ONEpPaTOphl, padoTaroliue
B COCTaBe MEKIMCUMITIMHAPHOM TPYIITHI CIICIIMAIIMCTOB 110 yIipapieHN0 ' KM

PMXIT nng yny4yiueHUsI CUMIITOMOB PeKOMEHAYETCS MalMeHTaM C rpagueHTOM
JIK B cocTosIHUM TTOKOST MJIM MaKCUMaJbHbIM cripoBolpoBaHHbIM OBTIJIK < 50
MM PT. CT., KOTOpbIE OTHOCATCS K pyHKIMoHabHOMY kinaccy [TI—IV mo NYHA/
Ross, HecMOTpsT Ha MaKCUMAaJIbHO MEPEHOCUMYI0O MEIMKAMEHTO3HYIO TepaIliio

6

@ @) os) @)

i I I

w



Amepockaepos. T. 20. No 1. 2024 / Ateroscleroz. Vol. 20. N 1. 2024

CenTasbHasi MUSKTOMHUSI BMECTO 3TAHOJIOBOM CENTaIbHON abjalvu

pEeKOMEeHAyeTCA ASTSIM MpU Haauuny mokazanmit K PM2KII, a Takke y B3pOCITBIX
MalMeHTOB ¢ nokazaHusaMu K PM2KIT u npyrumu nopaxkeHUsIMU, TPeOYIOIMMU
XUPYPTrUYeCKOro BMEIIATeIbCTBa (HapuMep, aHOMaJIMM MUTPAJIbHOTO KJlallaHa)

JonognurenbHpie pekoMennamuu no npopuiaktuke BCC y 6ompabix TKMIT
Bmopuunas npogusaxmuxa

Mmmmantaums K pekoMeHIyeTcd MalMeHTaM, TIepeKUBITNM OCTAHOBKY Cepalla
BeaneacrBue KT mnu @K, win maiueHTaM, y KOTOPbIX BOBHUKIIA CIIOHTAHHAs
ycroiuuBas KT ¢ reMogMHaMUYeCKMMU HapyIICHUSIMU

Tlepsuunas npoguraxmuxa

Kanbkynsarop 'KM Risk-SCD pekomeHayeTcsl B KaUyeCTBE METOJa OLIEHKU pUcKa
BHE3AITHOM CMepTH 4epe3 5 JIeT Y MalMeHTOB B Bo3pacTte > 16 JeT mIsl MepBUYHOM
MpoPUIAKTUKA

BanuaupoBaHHbIE MOJENN MMPOTHO3UPOBAHMS PUCKA, CIEUU(PUIHBIE TS JeTeil
(nanmpumep, 'KM Risk-Kids), pekoMeHIyl0TCsS B KaueCTBe METO[a OLIEHKU pHCKa
BHE3aITHOM CMepTH 4epe3 5 JIeT Y MaiueHToB B Bo3pacte < 16 JeT mIs mepBUYHOMN
npopUIaKTUKU

PexomMeHnyeTcs, YTOOB S5-JI€THUI PUCK BHE3AITHON CepAeYHOM CMepTH
OLIEHUBAJICSI TIPY TIEPBOM OCMOTpE Y TIEPEOLICHUBAJICS Kaxnble 1—2 roga wim mpu
KaXIIOM U3MEHEHUU KJIMHUYECKOTO CTaTyca

Pekomenganum no ucnoab3oBanuio mMiiantTupyemoro KJI y mamuentos ¢ JIKMII
Bmopuunas npogurakmuka

Wmnnantanus K/ pekomeHnayetcs nis cHuzkeHust pucka BCC u cMepTHOCTU

OT BcexX NMpuyrH y manreHToB ¢ JJKMII, mepeXuBIImx oCTaHOBKY Ceplia Win
BBI3MIOPOBEBIINX OT XKETYIOYKOBOI apUTMUM, BHI3BIBAIOIIEH T€MOANHAMUYECKYIO
HECTaOMJIBbHOCTh

Pekomennamuu no mouuropunry DKI' B cocTosiHnu nokos U amOyaaropHo y nanuentos ¢ HIKJIK
IMammentam ¢ HAKJIZK pekoMeHmyeTcsl IpOBOANUTh aMOYJIaTOPHBI MOHUTOPUHT
OKI exeroqHo mpu U3MEHEHUM KIMHUYECKOTO CTATyca, YTOObl TOMOYD B
BEJIEHUM MAIlMEHTOB M CTpaTU(UKaAIINM pPUCKa

Pekomennanun no ucnonb3oBanuio mMiviantTupyemoro KJI y mamuentos ¢ HJIKJIZK
Mmnnanrtamug K/ pekoMmeHayetcs migd cHuxeHus pucka BCC u cMepTHOCTH

oT Bcex nmpuuuH y namueHtoB ¢ HAKJIZK, nepexxuBnx oCTaHOBKY cepala Uin
BBI3IOPOBEBLINX OT XKETYIOYKOBOI apUTMUMU, BHI3bIBAIOLIEH T€MOAMHAMUYECKYIO
HECTaOUJIBbHOCTh

Pexkomennamum no Mmonutopunry DKI' B cocTOSIHAM MOKOS M aMOYJIATOPHO Y OOJIbHBIX C APUTMOTEHHOM
npaBoKeaynoukoBoii Kapauomuonatueii (AILKKM)

Exeromnoe ambOynaropHoe MoHutopupoBaHue DKI' pekoMeHayeTcsT mameHTam ¢
ATTXKKM, 4T0oOBI MTOMOYB B JICUEHUN U CTpaTU(PUKALIMKU pUCKA

PekoMeHIanMu N0 aHTHAPUTMHYECKOMY JieueHHI0 00JbHbIX AITIZDKKM

Tepanus Oera-610Kkatropamu pekomeHayeTcs nanureHTam ¢ AITZKM ¢
XKEJIYIOUKOBOM SKCTPACUCTOJIMEN, HEYCTOMUMBOM XKEJIYAOUKOBOM TaXUKApAUEH 1
KEJYJ0YKOBOU TaxukKapauein

Pexkomennamumn no npodunakruke BCC y 6ombabix AIIZKKM
Bmopuunas npoguraxkmuxa

Mmmmantammsa K pekomeHnmyercs mist cHkeHus pricka BCC u cMepTHOCTH
OT Bcex NMpuuuH y namueHToB ¢ AITXKKM, nepeXXuBIINX OCTAHOBKY cepala WUiIn
BBI3IOPOBEBIINX OT XKEJIYIOYKOBOM apUTMUM, BHI3bIBAIOIIEH TeMOAMHAMUYECKYIO
HEeCTaOMIBHOCTD

PexomeHIaMu Mo BeIeHHIO GOJIBHBIX € PECTPUKTHBHON KApAMOMHONATHE

PexomeHayeTcss UCMOAB30BaTh MYJBTUMOIAIBHYIO BU3YAIU3ALUIO IS
nuddepennmanum pectpuktuBHoOM kapauomuonatuu ot KM unu JKMII ¢
PECTPUKTUBHOMN (PU3MOJIOTHEH

PexoMeHayeTcs mpoBecTU 0a30Bble CepAEYHbIE U HECEPACUHbIC UCCAEIOBAHMS IS
OLICHKU TIOpaxkeHUsI HEPBHO-MBIIIEUHON CUCTEMBI WIM OPYTMX CUHAPOMAJIbHBIX
HapylleHU!
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Pykosodocmeo ESC 2023 eoda no eedenuro nauueHmos ¢ KapouoMuonamusimu

Karerepusanus cepziia peKOMEHAYeTCsl BCEM JETSM C PECTPUKTUBHOM
KapIMOMMONATUEN 111 U3MEPEHUS AaBJIEHUS B JIETOYHOU apTepUM U JIETOUHOTO
COCYIMCTOIO COIPOTUBIICHUS IIPU IIOCTAHOBKE AMArHO3a U Yepe3 Kaxkable 6—12
MecC. IS OLIEHKM €r0 M3MEHEHUI

Wmmnanrauus MKJ pekoMeHayeTcst A1t CHUXKEHUs pUCKa BHE3AITHOM
CMEPTU M CMEPTHOCTU OT APYIMX MPUYMH y TIAIIMEHTOB C PECTPUKTUBHOMN
KapIuOMUONaTHel, MePEKUBLINX OCTAHOBKY CepALla UM BhI3IOPOBEBIINX OT
JKeJIYIOYKOBOI apUTMUU, BbI3bIBAIOILIECH TeMOAMHAMMYECKYIO HECTAOMIbHOCTh

PBKOMeHﬂa].lI/II/l 0 YHNPA2KHCHHUAM 1A NAIUECHTOB C mpnnomnonameﬁ

Bce kapouomuonamuu

PerynsipHble hu3MYecKue YIpaxKHEHUS] HU3KOM U YMEPEHHOM MHTEHCUBHOCTU
PEKOMEHAYIOTCST BCEM TPYAOCHOCOOHBIM MAllMEHTaM C KapAMOMUOIIaTHEN

WNuauBuayanbHas OleHKa pUcKa MpU Ha3HAYeHUU (GU3NUYECKUX YITPAXKHEHUI
pPEKOMEHI0BaHA BCEM MallMEeHTaM C KapAuOMUOIaTHen

I'KM

BBICOKOMHTEHCHBHBIE YIIpAaXKHEHUSI, BKJIIOYasi COPEBHOBATE/IbHbIE BUIbI CIIOPTA,
He peKOMEHIyeTCs JIMLaM 13 IpyIbl Beicokoro pucka u auuaMm ¢ OBTJIXK u co
CJIOXKHBIMHM XKEJTYIOUYKOBBIMU apUTMUSIMU, BBI3BAHHBIMU (PM3MUCCKON HATPy3KOit

AIKKM

YMepeHHbIe U BBICOKOMHTEHCHBHbBIE YIIPAXKHEHUS, BKIIIOUAsi COPeBHOBATEIbHbIN
cropt, He pekoMeHaytorcs jniaMm ¢ AITKKM

AKM u HIKIK

BEICOKOMHTEHCUBHBIC (DM3NMYECKIE HATPY3KH, B TOM YMCJIE COPEBHOBATEIBHBIC
BMJBI CIIOpTa, HE PEKOMEHIYIOTCS JIMLAM C cuMITtoMamu, JuliaMm ¢ @B JIK <

40 %, apUTMHUSIMH, BBI3BAHHBIMU (DU3MYECKOM HArpy3KOi, WIKM MMaTOreHHbIMU

BapraHTamu jamuHa A/C win TpaHcMeMOpaHHOTo Oenka 43

PexoMeHaauuu mo penpoayKTHBHbIM MCCJIEIOBAHUAM Y 0OJbHBIX KAPAMOMHONATHEI

OlieHKa pUcKa U KOHCYJIBTUPOBaHUE 10 OEPEeMEHHOCTH PEKOMEHIYIOTCS BCEM
JKEHIIMHAM, MCIIOJb3YIOIINM KiIaccuduKanuio MaTepuHcKoro pucka BO3

KoncynbTrpoBaHue mo 6e3omnacHoii U 3(ppeKTUBHON KOHTpaLeIIUU
PEKOMEHYETCSl BCEM JXKEHIIMHAM (DepTUILHOTO BO3pacTa M MX MapTHepam

KoHcynpTupoBaHue 1Mo BOIpocaM pHcKa HacjleAoBaHUs 3a00eBaHUI
PEKOMEHAYETCSI BCeM MY>KUMHAM Y XKEHILMHAM 0 3a4aTus

EcrecTBeHHBIE pOIBI PEKOMEHIYIOTCS OOJIBIIMHCTBY KCHIINH C
KapauOMMONATHSIMHU, 32 UCKIIOUEHUEM ClIydyaeB aKyIIepCKUX MOKa3aHUN K
KecapeBy CeueHMIo, Tskesoi HegocratouHoctu cepaua (PB JIK < 30 % wim
kiacc III-IV mo NYHA) wm tskenoit OBTJIK, a TakKke y XKEHIIWH, pOXKaIOIINX
Ha MepopaJibHbIX aHTUKOATY/ISTHTaX

PexoMeHmyeTcsT TIIaTeJIbHO TIPOBEPUTH 0€30TIaCHOCTD JIEKapCTB Tepe
HaCTYIUICHUEM OEpEeMEHHOCTH M CKOPPEKTHUPOBATh MX MEPECHOCHMMOCTD BO BpeMsI
OepeMeHHOCTH

TepaneBTHUecKass aHTUKOATY/ISTHTHAS Tepansd HU3KOMOJICKYISIPHBIM TeIIapuHOM
WJIN aHTarOHUCTaMU BUTaMuHA K B 3aBUCHMMOCTH OT CTaguy OepeMEHHOCTHU
pekoMmeHayeTcs nauueHTam ¢ @I

PekomMeHnanum no BHeCepPIeYHbIM XUPYprudeckuM BMemateabcTBaM (BXB) y 00JbpHBIX KapauoMuonaTuei

INepuonepaunonHsliit MoHUTOpUHT DKI' pekoMeHayeTcsl BceM MaliMeHTaM C C
KapIMOMMONATHEH, TIEpeHECITUM XUPYPTUUECKOE BMEIIIATEIbCTBO

Y nmaumneHToB ¢ KapIMOMUOMATUEN U MOJ03PEBAEMOM WA U3BECTHOW CEPACUHOM
HEAOCTAaTOYHOCTHIO, 3arylaHupoBaHHOI 111 BXB npomexxyTouyHoro uiu
BBICOKOTO PMCKa, PEKOMEHIYETCST 3aHOBO OLleHUTh (yHKImio JIZK ¢ momoiibio
axokapauorpapuu (onpeaents OBTJIK y mammenToB ¢ TKMII) n n3amepeHus
ypoBHSI NT-proBNP/BNP, eciu ToibKO 3T0 He IIPOBOAUIOCH HEAABHO

ITanmeHTOB ¢ KapAMOMUONATUEN ¢ TEHOTUIIAMUA BBICOKOTO PUCKA WA
COITYTCTBYIOIIMMH (DaKTOpaMHU apUTMUUECKHUX OCIIOKHEHUI, CepAedHOn
HegocTaTouyHocTy uiu Tsekenoil OBTJIK pekomeHnyeTcsl HanmpaBisiTh
Ha JTOTIOJTHUTEIbHEIC CITEIMATN3UpOBaHHbIE NCCIIETOBAHNUS B OTICICHIC
KapAMOMMOIIATUU Mepen MpoBeneHueM miaHosoro BXB
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IManeHnTam B Bo3pacte < 65 JIeT, UMEIOIIUM POICTBEHHUKA TIEPBOM CTETIEHH
poncTBa ¢ Kapauomuomnatueid, mepen BXB pexomenmyetcst mpoenenne DKI n
TPaHCTOPAKAJIbHOU dXOKapauorpaduyu He3aBUCUMO OT CUMIITOMOB

C

Pekomennanuu no ynpaBJICHUIO (l)ﬂKTOpaMl/l CEePACYHO-COCYAUCTOr0 PUCKA y NAIMECHTOB C Kap[[HOMHOHaTHeﬁ

BrisiBnenue u koppekius (hakTopoB pUCKa U COMYTCTBYIOIIUX 3a00IeBaHUM
PEKOMEHAyeTCsl KaK HeoTheMJIieMasl 4YacTh BEAEHUS MAllMEHTOB C
KapauoMuonaTuei

C

IlepeBoa ¢ aHMIMMCKOrO $I3bIKa: A.M.H., Mpod.
H.T'. JToxxunoit (PULl ®dTM), E.A. CkpunueHKo
(HUUTIIM — dumman Uul' CO PAH). 2023 r.
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