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2. BBegeHme

MMneptpoduueckan kapamomuonatua (TKMIM) onpepnensetca Hanmunem yTosnLeH-
HOW CTEHKYM NeBoro xenygouka (J1’K), BO3HMKHOBEHME KOTOPOW He BO3MOXXHO 06b-
ACHWUTb TOMBKO YCIIOBUAMMW aHOMasIbHOTO AaBieHnA. ITo onpeaeneHre NPYMeHNMo
K JETAM 1 B3POCIIbIM, 1 «a Priori» He CTPOUT NPEANONOXKEHUA OTHOCUTENBHO 3TNO-
NOrUN WM NaTONOMN MUOKapAa.

3. dnugemumnonorus

PacnpoctpaHeHHocTb TKMI y B3pocnbix coctaBnaeT 0.02%-0.23%. Pacnpoctpa-
HeHHOCTb TKMIT cpean peTeil Hen3BeCTHa, OAHAKO exerofgHas 3aboneBaeMocTb
paBHa npumepHo ot 0.3 go 0.5 Ha 100,000 HaceneHus (B Aruana3oHe 0.005-0.07%).
BonblMHCTBO MccnefoBaHMn COOOLAIOT O HE3HAUUTENBHOM MPeobafaHnn MyX-
UYMH, B TO Xe BpemsA cpefiy pasHbix pac yactota KMl ognHakoBa.

4. dTnonorua

MpumepHo y 60% noapocTKoB 1 B3pocsbix ¢ FKMI, 3a6oneBaHne nMeeT ayTocom-
HO-F[OMVIHaHTHbII;I TN HacnefoBaHWA, 1 BbI3BaHO MyTauMAMU B reHaXx, KOAUPYOLWNX
capkomepHble 6enku muokapaa. Cpeawn B3pocibix B 5-10% cnyyaes 3abonesaHvie
BO3HMKaeT B pe3ysbTaTe Apyrux reHeTuyecknx 3abonesaHuii, B TOM ynucne Hacnea-
CTBEHHbIX MeTaboNMYecknx U HepPBHO-MbILLEYHbIX 3abosieBaHUI, XPOMOCOMHbIX
QHOMANNIA 1 TeHETUYECKMX CUHAPOMOB (puc. 1). Y HEKOTOPbIX MALNEHTOB, HEreHeTn-
Yeckoe 3aboneBaHvie MOXET CbIMATUPOBATb HacNefCTBEHHYIO GopMmy.




PucyHoK 1. PazHoo6pa3sue 3Tmonoruy runepTpoduyeckoin KapamnomMmonaTtim.

[llpyrvie reHetyeckme
W HereHeTMYecK1e NpnUmHb

- HacnepcreeHHbie

MYL3 MeTaGonuueckue sa6onesann

TPM‘I Bonesnu Hakonnenua
ruKoreHa:

TNNI3 - Mowne

« [laHona
- AMP-Kuasa (PRKAG2)
TNNT2 + BONIE3HN UVKN KapHWTHHA
+ JInzocomHble GonesHn
HaKonneua
+ Anderson-Fabry

+ HepsHo-mbiweutbie
3a60neBanuA
- Arakcus Opugpeiixa
+ FHL-1

MYH7
HewnssectHo
~25-30%

+ MuTOXOHAPUaNbHbIe 6onesnn
+ MELAS
- MERFF

+ CvHApOMBI Manbhopmaumn
« Noonan
- LEOPARD

= + Koctenno

- KIK

MyTauuu B reHax,
KOAMpytowwmx 6enkm
capkomepa

40-60%

« Awnnonsos
- Cemeitnbiii TTR
+ DukuiA Tun TTR
(CeHMnbHbIA
- ALl amunonos

+ HoBopoxaenie o Matepeit
< AvaGetom

MYBPC3 + NlexapcraenHo-
WHAYLMPOBaHHbI
+ Takponumyc
- TUAPOKCHXNIOPOXYH
- Creponasi

PucyHok 1. PasHc 3TMONOTUN T duueckoin naTum.

B 60MIbLIMHCTBE Cyyaes B3POC/ble 1 NOAPOCTKOBbIE GOPMbI ABIAIOTCA Pe3yNIbTaTOM MyTaLiyii B reHax, KOAMPYIOWMX
capkomepHble 6enku. AJIL| — amunona nérkux uenen, KNK — kapamo-nuue-KoxHbin, FHL-1 — MpotenH-1

YeTbipex ¢ nonosuHoii LIM-aomeHos, LEOPARD — nenturo, aHomanuu KT, rnasHom runeprenopusm, NerouHbii
CTeHO3, aHOMa MM reHUTanuii, 3afiep>kka pocTa 1 HelipoceHcopHas rnyxota, MELAS — muToxoHapuanbHas
SHUepaNoM1oNaTIA, NaKTaT-aMa03, NHCYNLTO-NOA0GHbIE 3n130Abl, MERFF — MUOKNOHyC-anmunencus ¢ peHomeHom
«PBaHbIX KPACHbIX BONIOKOH», MYL3 — reH Muo3uHa nérkux uenei 3, MYBPC3 — reH muosun-caasbiBatowero C-6enka,
ceppaeyHan usopopma, MYH7 — reH taxénoit enu 6eta-mno3uHa 7, TNNI3 — reH TponoHuHa |, cepaeyran nsopopma,
TNNT2 — reH TporioHuHa T, cepaeuHas usopopma, TPM1 — rex Tporiommosuta 1 anbéa uenb, TTR — TpaHCTUPETHH.

5. AnarHocTuka

AunarHo3 FTKMI cTaBUTCA Ha OCHOBaHUW BbIABNEHWA YTONLWEHNA cTeHKN JIXK nobbiM
BU3yanusvpyoLym MeTogom. [ipyrvmm nokasatenamv ¢eHoTvna 3aboneBaHuaA Ag-
NATCA MUOKapPAVanbHbIA GMOPO3, aHOManUy MUTPaNbHOTO KnanaHa, AMChYHKUMA
KOPOHapHOro MUKPOLIMPKYIATOPHOTrO pycna 1 SXxoKkapanorpaduyeckrie aHomanmm.
Hannuve ytonweHua cteHkun JIK, KOTopoe HEBO3MOXHO OOBACHWUTL NeperpysKoil,
LOMKHO NoBY>KAaTb K CUCTEMHOMY NMOWCKY NPUYMHbI 3abonesaHus (Puc. 2).
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5.1 AinarHocTnyeckmne Kputepumn

5.1.1 B3pocnble
Hanuune ytonwenus cteHkn JIXK > 15 MM B 0fHOM 1n Gonee cermeHTax M1okap-
fa JIK no pesynbtatam 060N BY3yanm3mpyoLein MeToanKkm (3xokapavorpadum,
MarHUTHo-pe3oHaHcHoi Tomorpadur (MPT) unu KomnbtotepHoii Tomorpadun (KT)
cepALa), KOTopoe HEBO3MOXHO O6BACHNTL UCKNIOUNTENIbHO YCIOBUAMU aHOMaslb-
HOro faBfieHnA.

5.1.2 fetn

Hannuve yTtonweHusa cteHkun JIXK 6onee, yem Ha fBa CTaHOAPTHbIX OTKJIOHEHWA
OT NpeAnonaraemoro cpefHero (z-paktop >2, rae z-GpakTop ABNAETCA YNCSIOM CTaH-
[apTHbIX OTKIIOHEHWI OT CPefjHero no nonynAuum).

5.1.3 PoacTBEHHUKN

Hanunuue knuHnyeckoro anarHosa N’KMIMy poacTBeHHMKOB NEPBON CTeMNeHn poacTBa
NauneHToB C 3aboneBaHneMm, He Bbi3bliBatowem comueHus (XK =15 Mmm), ocHoBaH
Ha HaNMYUM HEOGBACHNMOTO YTOSLUEHNA CTEHKM =13 MM B OAHOM Ui 6osiee cermeH-
Tax Muokapga JI’K, n3mepeHHOM C MOMOLLbIO Nto6Oro MeToAa BU3yanusaLmm cepala.

5.2 AHamHe3 n pusmnKanbHoe obcnepoBaHme

CocTaBfieHne POAOCIOBHO C UHPOPMALIMEN O TPEX-UETBIPEX MOKONEHUAX CEMb,
NoMoraeT NoATBEPANTb FeHETUYECKYIo MPUUMHY 3a60/1eBaHUA 11 BbIABNACT APYriX
UNEeHOB CeMbl, y KOTOPbIX €CTb PUCK pa3BuTUsA GonesHu. CyLLecTBYyIOT HeKoTopble
HekapamasnbHble MPU3HAKK 1 CUMMTOMbI, YKa3blBaloLVie Ha KOHKPETHbIe JuarHo3bl
(Tabn. 3).

CumnTOoMbI/NpN3HaKN AwnarHos
TpyaHocTn B 06yyeHnn, « MutoxoHApuranbHble 60ne3Hn
3aflepKKa B pasBuTUn « Cungpombl HyHaHn/LEOPARD/KocTenno

- bonesHb [laHoHa

HelipoceHcopHas rnyxota « MuToxoHApranbHble 60ne3HK (0co6eHHO € AnabeTom)
« bonesHb AHpepcoHa-Dabpu
« CnHppom LEOPARD

HapyuweHue 3peHne « MwuToxoHapuanbHble 6one3Hu (3a6oneBaHua ceTyaTky, atpodus
3pUTENbHOTO HepBa)

« TTR-onocpeAoBaHHbI amunono3 (BatToobpasHbiii Tvn
MOMYTHEHVA CTEKNOBUAHOTO Tena)

« bonesHb [laHoHa (MUrMEHTHBI PETUHUT)

+ BonesHb AHpepcoHa-Dabpy (kaTapakTa, MOMYTHEHME POrOBHLIbI)




CumnToMbI/NpU3HaKN

AnarHos

HapylweHne NoxXoakn

« Atakcua Opupperixa

MapecTesnn/ceHcopHble
aHoMmanuu/HenponaTtuyeckue 6onm

« AMunonpos
« BonesHb AnaepcoHa-®abpu

TyHenbHbl CUHAPOM

« TTR-0nocpeaoBaHHbIi aMUnonzo3 (0cobeHHO
npu 6unarepanbHOM MOPAKEHNN 1 Y My>KUVH)

MblweyHas cnaboctb

+ MUTOXOHApPWanbHble 6onesHu

« BonesHu HakonneHus rmkoreHa
« Mytauuu B reHe FHL-1

« Atakcna Opuapeiixa

MmasHoi nTo3

+ MuToxoHapuanbHble 6onesHn
+ Cunppombl LEOPARD/HyHaH
+ MuoToHnyeckan guctpodua

JNeHTuro/nAtHa «kode ¢ MONOKOM»

« Cuuppom LEOPARD/HyHaH

AHrVIOKepaTOMbI, rmnornapos

« bonesHb AHaepcoHa-®abpu

FHL-1 — MpoTeun-1 Yetbipex ¢ nonosuHoi LIM-gomeros, LEOPARD — nenturo,

KT, rnasHoii r

Hbliil CTEHO3, aHOManum reHUTanuii, 3afepKa pocTa n HeMPOCeHCOpHasn MyxoTa, TT — TPaHCTUPETUH.
"mogudurymposaro u3 Rapezzi et al (cm. [67] B nonHoi Bepcun Ha www.escardio.org/guidelines).

5.3 OpgHOKpaTHasA n AnuTenbHasA aneKTpoKapanorpapusa
CraHpapTtHaa 12-kaHanbHaa JKI ABnAeTcA nonesHbiM METOAOM NPW MOCTaHOBKe
AMarHo3a, a TakXKe yKasblBaeT Ha pacnpocTpaHeHue runeptpodumn nnm pyoLosble
n3mMeHeHnA mrokapaa (Tabn. 4). 3KI 3T0 YyBCTBUTENbHBIN, HO HecrneunduyecKunin
paHHWI MapKep 3aboneBaHUA y POACTBEHHIKOB.

nerou-

OnutenbHoe SKI-MOHUTOPUPOBaHME PEKOMEHAYETCA B KayecTBE MepBUYHOrO 06-
CnefjoBaHVsA AN OLEHKM PUCKA BHE3anHon cepaedHoin cvmepTn (Pasgen 9.6: Mpo-
drnakTrka BHe3anHom cepfieuHo cMepTun) U MHCYNbTa (pasaen 9.5: NnpefcepAHble

TaxvapuTMnm).

AHomanusa

KommeHnTapuu

Kopotkuii PR
VHTepBan/npeaBo3odyxaeHne

MpeaBo36yXAeHNEe — YacTblii peHoMeH 6one3Heln HakonneHus
(Momne, PRKAG2 v [laHOHE) 1 MUTOXOHAPUaNbHOM NaTonorun

(MELAS, MERFF). KopoTkuit nHtepsan PR 6e3 npeaBo36yxaeHuUs
BCTpeyaeTca npu 6onesHn AHaepcoH-Oabpu.




AHomanusa

KommeHTapumn

AV-6nokaga

Mporpeccupyiollee 3amefiieHe aTPUOBEHTPUKYIAPHOTO
MNPOBEAEHNA YaCcTO BCTPEYAETCA MPY MUTOXOHAPUANBHON
NaToNIornm, HeKOTOPbIX 60/IE3HAX HaKoMNeHA (BKlovas
6one3Hb AHaepcoHa-Dabpu), ammnonaose, ACMUHONATUAX,
W'y NaLueHToB ¢ MyTaumamu reHa PRKAG2.

BbipaxkeHHas [T1K (MHpekc
Cokonosa =50)

YpesmepHo 6onbLuoii BonbTax QRS TunuueH ana 6onesHei
HaKOMIeHUS, TaKX, Kak 6one3Hb [Momne niv [laHoHa, HO MOXeT
6bITb TOSIBKO PE3yNbTaTOM PaHHEro BO36YXXAEeHMs Keny[AOUKOB

Husknit Bonbtax QRS

(U HOpManbHbIN BONbTaX,
HeCMOTPsA Ha yTosnLieHne
cTeHku JTXK

Huskuin Bonbtax QRS Npy oTCyTCTBUM NEepuKapAnanbHOro
BbINOTa, OXKMPeHNA 1 6one3Hn NErkux peako obHapyXuBaeTca
npu FKMTT (3a ncknoueHnem cyyaes cTafumn JekomneHcaumm),
HO BCTpeyaeTtca Ao 50% cnyyaes y naLmeHToB

¢ AL-amunoungosom n 'y 20% c TTR-amunongosom. iameperue
COOTHOLLEeHUA Mexay BonbTaxkem QRS v TonwmHom cteHkmn JIXK
CnocobCTByOT AU PepeHLManbHoi AnarHocTnke mexay KM
1 KapAuanbHoi Gopmor aM1nonaosa

3Haunmoe nepefHee («ceBepo-
3anagHoe») cmelyeHne ocn QRS

HabniopaeTca y nauyeHToB ¢ CMHAPOMOM HyHaH, UmeloLyx
BblpaXeHHyI0 6a3anbHyto runepTpoduio, PacnpoCTpaHAIOLLYIOCA
Ha BbiBoAHOM otgen MK.

[MraHTCKniA oTpULIaTENbHbIN

[WraHTCKWiA OTpULATeNbHbIN 3ybel; T B NpeKopAnanbHbIX

NPOJOMKUTENBHOCTD 3y6Lia

Q 240 mc n/unu 225% rny6uHb
BOJHbI R n/vnu rnybrHa =3 Mm
XOTA 6bl B ABYX OTBE[IEHNAX
Kpome aVR

3y6ey T (=10 mm) n/vunn nepeaHenaTepanbHbIX OTBEAEHUAX CBUAETENbCTBYET
0 BOB/IeYeHn BepxyLwKu JIK.
AHomanbHasa AHoManbHo rny6okui 3ybel; Q B nepeaHenatepasnbHbIX

0TBeAEHVAX, 06bIYHO C NONOXKMNTENbHBIM 3y6LIOM T,
accoLMmMpoBaHbl C aCUMMETPUYHOI runeptpodueit JIXK.
AHOManbHas NPoAoMKMUTENbHOCTB 3y6ua Q (=40 ms)
accouumnpoBaHa ¢ nnowaabo d)|/|6p03Horo 3amelleHua.

CBopuaras 3ieBaLns cermeHTa
ST B naTepanbHbIX FPYAHbIX
oTBeAEHNsAX

Y HeKOTOPbIX MALMEHTOB C an1KaNbHOM UV ANCTaNbHOM
rynepTpodueil pa3srBaioTca HebonbluMe anuKanbHbie
aHEeBPM3Mbl, MHOT/ja aCCOLMMPOBaHHbIE C MUOKapAUanbHbLIMI
py6uamu. OHu BbIABNAOTCA TONbKO Npu MPT cepaua,
BeHTpuKynorpadum nnm IxoKr ¢ KOHTPACTUPOBAHKEM, YAaCTO
accoLnmpoBaHbl € ST-CerMeHTOM B JlaTepanbHbIX FPYAHbIX
oTBeAeHuAX.

AV = aTproseHTpUKynapHas; AL = amunona nerkux ueneit; MPT = MarHuTHO-pe3oHaHcHas Tomorpadus; TKMI = runeptpodude-

cKan

1atus; JIK = neBbiit YA

GTK = ; MELAS =muT0; 3Hueda-

NeBoro xeny

fonaTus, NakTaT-aLUWAO03, NHCYNLTO-NOAOGHbIE 3NN30AbI; MERFF MUOK/IOHYC-3MIUNENncus, <pBaHble KpacHble BosoKHa»; PRKAG2 =

ramma-2 cyGbeanHILa aaeHo3nH MoHopochaT-ak P

i; MX = npaebin TTR =TpaHCTUPETVH.




loncspore

CraHpapTHas 12-KaHanbHas SneKTpoKapanorpadua peKoMeH1oBaHa
nayueHTam ¢ NpeAnosaraeMoi rneTpoduyeckon KaparomMmonaTren,
4TO6bI 06NErYNTb ANArHOCTUKY 1 MPEAOCTaBUTL JaHHbIE ANA MOHUMaHNA
3TonornK.

48-yacoBoe ambynatopHoe SKI-MOHUTOPMPOBaHVE PEKOMEHAYETCA
nauveHTam npv NepBMYHOM KTMHNYECKOM O6C]‘IEAOBBHI/II/I
ANA BbIABNEHUA NPpefCepAHbIX 1 XenyA04KOBbIX apwrmmh.

3Kl — anekTpokapanorpamMma
1 — Knacc pekomeHgauuia
2 — ypoBeHb [0Ka3aTeNbHOCTH

5.4. 3xoKapguorpadusa

5.4.1 TunepTpodua nesoro xxenyaouka n OBTIIXK

KoHeuHo-AnacTonmueckas TonwumHa cteHkn JIXK fomkHa 6biTb M3MepeHa BO BCeX
cermeHTax oT 6a3asbHOro [JO BEPXYLIEYHOIO B KOPOTKNX OCEBbIX MPOEKLMUAX C UC-
nonb3oBaHMem KoHTpacTHoi IxoKI u/wnn MPT npu HeobxoanmocTn. O6CTpyK-
umAa BbiHocAwero TpakTa JIXK (OBT/1K), Bo3HMKatowWwasn, BCNeaCcTBME NepefHero cu-
ctonnyeckoro AswkeHns (MCL) CTBOPOK MUTPANbHOTO KaraHa B MOKOe Y OfHOMN
TPeTU NauWeHTOB W Y APYroi TpeTn BO Bpemsa (U3MONOrMyeckoi npoBoKaLum
(npo6a BanbcanbBbl, Npy BCTaBaHWM 1 Npwy Harpy3ske). OBT/TK ABnAeTcA MrHOBEH-
HO BO3HVKalOLWMM [OMIEPOBCKMM NOABEMOM [laBieHNA B BbIBOJHOM TpakTe JIXK
>30 MM PT. CT. B TOKOE W BO BpemsA G13M1O0Norniyeckon MpoBoKaLmm, B TO Xe Bpems
KIMHUYECKN 3HaUMMbIM OObIYHO CUMTaeTCA Nogbem >50 MM pT. cT. Ha puc. 3 npea-
CTaBfieH NPoToKon oueHkn OBT/TK y naumeHToB C CMMNTOMATUKOW 1 6e3 cmnTo-
MaTukn. O6cTpyKumna HeceazaHHas ¢ MC/, (cybaopTtanbHaa membpaHa, aHomanuu
CTBOPOK MUTPASIbHOIO KfanaHa 1 o6CTpyKLUo LieHTpanbHOM YacTu nonoctu JIXK)
[OMKHa ObITb CUCTEMATUYECKN UCKITIoYeHa.

MCA MuTpanbHOro KnamaHa nouTy BCeraa NPUBOAUT K HUXKHenaTepanbHO OpueH-
TNPOBaHHOW MUTPANbHON Peryprutauumn oT CpefHeil Ao MO3[HE-CUCTONUYECKON.
Hanunuve LeHTpanbHOM 1nun nepeAHe-HanpaBneHHOro Toka pPeryprutaumm AomKHO
BbI3BaTb MOAO3PEHNE Ha fjalbHelLee 06CejOBaHE MUTPATIbHOTO KanaHa.
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5.4.2 OueHKa AnacTonmyeckom guchyHKLmMm

OueHka paBneHnAa HanonHeHua JIXK nonesHa AnA oueHKM CMMNTOMOB 1 onpefgene-
HMA cTapuy 3aboneBaHuA. BceCTOPOHHAA OLeHKa [UacTonnMyeckon AnchyHKLmm,
BKJIIOYAA JOMMIEPOBCKOe 3XOKapAnorpaduyeckoe nccnefoBaHme MMoKapaa, CKo-
POCTM NOTOKOB B NETOUYHbIX BEHAX, CUCTONMYECKOE AABNIEHNE B IErOUYHbIX apTEPUAX
1 pasmep JI, pekomeH[J0BaHbl, Kak YacTb PyTUHHOTO obcnenoBaHua npv FTKMIT.

5.4.3 Cuctonuueckan GyHKLMUA

®B nnn ppakLOHHOE YKOpoUeHVie 06bIYHO HOPMaNbHOE UKW MOBbILIEHHOE Y MNa-
uveHToB ¢ TKMIM, HO mpu runepTpodun MrMoKapaa M3MepeHUe CUCTOSIMYECKON
byHKUMM JIXK HeapdekTrBHOE. MUOKapAnanbHble MPOAOIbHbIE BEKTOPbI CKOPOCTH
1 napameTpbl AedopmMaumn (pacTakeHne N KoIGOULMEHT pacTaKeHWs), nonyyae-
Mble MpU AOMMIEPOBCKON BM3yanusauny MMOKapAa Wy Cnekn-MeToamKe, 4acTo
CHUXEHbI, HECMOTPA Ha HopMasbHyto OB 1 MOryT 6bITb HapyLLeHbI eLle A0 Pa3BUTHA
YTONLEHNA CTEHOK CepALa Y POACTBEHHNKOB C FEHETUYECKUM MOPaXKeHNEeM.

5.4.4 Ponb 3xokapguorpadun B anddepeHumnanbHom gnarHocTmke

OcobeHHOCTH G ¢

YTOMLEHe MeXNPeACcepAHON
neperopoaKm

Amunovpos

YTonueHune AV cTBOPoK Amunnonaos; 6onesHb AHgepcoHa-Dabpun

YTonueHue ceo6ogHom cTeHku MXK | AMunonzos, MuokapauT, 6onesHb AHaepcoHa-Dabpy,

CMHApOM HyHaH U CBA3aHHbIE C HUM 3aboneBaHA

MepyiKapavanbHbIi BbINOT
(oT He3HaunTenbHOro
0 cpeaHero)

AMWIONA03, MUOKaPAUT

«MonMpoBaHHbIN» MUOKapS,
»KenyaoukoB no AaHHbIM 2-D
axoKapavorpadumn

Amunonpos

KoHueHTpuyeckan MK BonesHb HakonneHus rnukoreHa, 6onesHb AHpepcoHa-Oabpu,

myTauum B reHe PRKAG2

Bblpa)keHHasA KOHLeHTpuyeckan
[JIXK (TonwmHa cteHkmn >30 mm)

6onesHb [laHoHa, 60ne3Hb Momne

Mno6anbHas runoknHesuns JK
(NpW HaNUYUM UM OTCYTCTBNN
punatauum JIXK)

MutoxoHapuanbHas 6onesHb, TTR-amunongos, myTtayum
B reHe PRKAG2, 6one3Hb [laHOHa, MAOKapAWT, faneko
3awepwan capkomepHas N’KMr, 6onesHb AupgepcoHa-Oabpu

OBCTPYKLMA BbIBOAHOTO TpaKTa
NpaBoro XeJyAouka

CVIHFLPOM HyHaH naccoyunmpoBaHHble CUHAPOMbI

2-D=ni ; AV =

n I'KMI'I =r
nepTpoduA neBoro xenyaouka; PRKAG2 = ramma-2 cy6bep

XK = ru-
;MK =npa-

Kasn JIX = neBbin it

npo

och:
Bblif xenyaouek; TTR = TpaHCTMpeTuH. 1-MoandnumposaHo 13 Rapezzi et al (cm. [67] B MonHoI Bepcuy www.escardio. org/guldellnes)
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5.4.5 KoHTpacTHas axokapavorpadus

BHYTpUBEHHbIe yNbTPa3ByKOBbIe KOHTPACTHbIE areHTbl AOKHbI ObiTb CMONb30Ba-
Hbl KOHTYPUPOBaHWA 3HAOKaPAA, MPW NIOXON B3yann3aunm natepanbHON CTEHKN
JIK nnn Bepxywku. Bcem naymeHTam, KOTOPbIM MAaHMPYeTCA cenTanbHan ankoronb-
Has abnauua (CAA) pekoMmeH0BaHO NPOBeAEHNE NHTPAKOPOHAPHOWM KOHTPACTHOMN
axoKapavorpadum, aAnAa yTouHeHVA NoKanmsauum BBeaeHna ankorona (Cm. pasaen
9.1.3.2 cenTanbHasn afkorosibHas abnauus).

5.4.6 YpesnuweBoaHasa axokapauorpadusa (UrM3xo)

Yr3xo pomkHaa paccMaTpmBaTbCA ANA NALMEHTOB C MIOXMM TPaHCTOPaKasibHbIM
9XO OKHOM, KaK anbTepHaTuBa Uimn JononHuTeNbHoe nccneposaHue K MPT cepaua
AnA yTouHeHna mexaHusma OBTJIXK 1 oueHKM MUTpanbHOro KnanaHa Ao npoueay-
bl cenTanbHOM peayKLun 1 B Cllyyae, Kora npeanosnaraeTca Taxenan BPOXXAeHHan
aHoManuA KnanaHa.

toncsponn

Bcem naunerTam ¢ TKMI npm nepenuyHom obcneaoBaHnn
peKomeH0BaHbl TpaHCTopaKanbHas 2D 1 gonnneposckan
axoKapavorpadus, B NoKoe 1 ¢ Npoboii Banbcanbsbl cuas 1 noaynéxa —
1 3aTeM CTOA, €C/IVi MOBbILIEHVE rPafieHTa AaBIeHUA He Gbino
CMPOBOLIMPOBaHO.

PekomeHayeTca n3mepeHne MakcmanbHOW UacTONNYECKON TONLLVHbI
cTeHKW B 2D o KopoTKoii ocr BO BCex cermeHTax JIK, oT ocHoBaHusA
[10 BEPXYLLKU.

PekomeHjoBaHa TiaTeslbHasA OLeHKa Aractonnieckon GyHKumm JIXK,
BKJTIOYas MysbCOBYIO OMMIEPOrpaduio MUTPabHOIO MOTOKA, OLIEHKY
TKaHeBOW AOMMNEPOBCKON CKOPOCTY Ha MATPASIBHOM KOJIbLIE, CKOPOCTU
Nno NEroYHbIM BEHaM, CUCTOIMYECKOTO [JaBfieHVA B IErOYHON apTepuin

1 n3MepeHve pasmepa 1 o6béma JIr.

MauneHTam C CUMNTOMATVKOV C MMKOBbIM rPaZiieHTOM

B BbIBOAHOM oTaene JIX (B nokoe 1nun nHAyLMPOBaHHbIiA®) <50 MM
PT. CT. peKomeH/10BaHO NposezeHyie 2D unn aonnnepoBcKoi
axoKapavorpadum Npu Harpyske — CTOA, CUAA WA MoNynéxa

AnA BbiABNeHUA nposoLumpyemoit OBTITIK 1 cTpecc-nHayumpyemoit
MUTPanbHOW peryprutauum.

Y nayyeHToB 6€3 CUMNTOMOB C NMMKOBbIM FPaAieHTOM B BbIBOAHOM OT/eNe
JIK (B nokoe nnu UHAYLMpoBaHHbIN®) <50 MM PT. CT. pPEKOMEHAOBAHO
nposefeHyie 2D 1 JONNNePOBCKOII IxoKapavorpadun Npu Harpyske
CTOA, CUAA UKW NoNynéxa, B Clyyae, Koraa Hanuuve rpagueHTa B BT/IXK
MIMeeT 3HaueHe AnA PEKOMEHAALMI MO 06pasy XN3HN 1 Ha3HaueHUA
NleKapCTBEHHOW Tepanuu.

12



oo

Y 60MbHbIX C Cy6ONTUMAabHbBIM KaueCcTBOM N306paxeHUs

VAW C NpeAnonaraeMoi anvkanbHom runeptpoduein JK

WM aHeBPK3MOW, HEOGXOANMO paccMoTpeTb NposefeHue TT-IxoKI

C KOHTPaCTUpOBaH1eM NonocT JIXK ¢ cnonb3oBaHNeM BHYTPUBEHHbIX
3X0KapAnorpadnUeCKIX KOHTPACTHBIX BELLECTB, B KauecTe
anbtepHatvbl MPT cepaua.

MHTpaKopoHapHaA KOHTPacTHaA SXxoKapAnorpapusa pekomeHayeTcs
BCeM nauueHTam, noasepraowmmcsa CAA, Ana yTOUHEHNA KOPPEKTHOMN
NOKanM3aLum BBefieHNA aikorosisa.

2-D= MPT = mart Han Tomorpadus; /N =nesoe npeacepaue; XK = nesbii xenyaouex; OBT/IK = obcTpyk-
LA BbIXOAHOTO TpaKTa 1eBoro it CAA =ce abnayws; TT = TpaHCTOpaKasbHas sxokapa1orpadus
'Knacc pekomeHgaumum

2YpoBeHb JOKa3aTeNbHOCTH.

*MNposokauua npo6oii Banbcanbebl, B CTOA UAn npuéma

e

MepuonepatvsHan Yr-3xoKl pekomeH0BaHa NaLyeHTam, KOTOpbIM
BbINOJIHAETCA CenTanbHas MUOSKTOMA, ANA YTOUHEHNA MeXaH13Ma
OBTJTX, 418 KOHTPONA XUPYPraveckoii CTpaTernu, A OLEeHKN NocT-
XUPYPrYecKnX OCIOKHEHUIN 1 ANA BbIABNEHUA OCTaTOYHON OBCTPYKLMM
BbIBOJHOIO TpakTa JIK.

YM-3xoKr cneayet npoBoauTb y nauuneHToB ¢ OBT/IXK, MexaHn3m
KOTOPOTO HEAICEH, UNW ANA OLLEHKN MUTPabHOTO KnanaHa fjo NpoLieAypbl
cenTanbHoOM abnauuu, UK ecv NpefnosnaraeTca Hanure BbipaxeHHoM
MUTPasbHOI PerypriTaLy, Bbi3BaHHOM aHOMaNMAMI KfanaHa.

YM-3x0oKI ¢ BHYTPMKOPOHAPHOI UHbEKLIEN KOHTPacTa B CeNTasbHYI0
nepdopaTopHyIo apTepuio AoMKHa paccMaTpUBaTbCA B KauecTse
KOHTPOJIA CEeNnTabHOM ankorosibHO abnavLuy, ecaiu TpaHCTopaKabHbI
paKypc BU3yanu3aLyin HefloCTaToueH AN KOPPEKTHO BU3yanu3aLum
9XO-KOHTpacTa B MUOKapAe.

OBT/T = 06CTPYKLWA BLIXOAHOTO TPaKTa N1eBOro xenyaouka; YNIxoKr = upesnuiuesoaHan sxokapauorpadus.
"Knacc pekomeHpaaLnm
2YpoBeHb AOKa3aTeNbHOCTU.

5.5 MarHuTHo-pe3oHaHcHas Tomorpadusa (MPT)

MPT pomxHa npoBofautbcA nauveHtam ¢ FTKMI npy nepsryHOM 06CnefoBaHNN.
MPT nyuwe, yem 2-D IxoKI BbiABNAET BepxylleUHylo 1 NepeaHenatepanbHyio rv-
nepTpooduio, aHEBPV3MbI 11 TPOMObI 11 6osiee UyBCTBUTENbHA B OOHAPYXEHUV TPYAHO
YNOBVMbIX NPU3HAKOB 3aboneBaHuA, TaknX, Kak MAOKapAManbHbIX KPUMT 1 aHOMa-
JINIA NaNWANAPHbIX MbILILL Y NALMEHTOB C MyTaLVAMMN B FeHax CapKoMepHbIX 6enKoB.
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Mo3pHee ycunexue curHana ragonuHus (MYCT) obHapy»kvBaetca y 33-84% nayuneH-
TOB, 06bIYHO B BUje HEOAHOPOAHOW 06NACTM B TOJLLE 30HbI FnepTpodun 1 B BUAE
TOUEYHbIX BKJIOYEHUI B NepefHeii 1 3agHen obnactax MXK. bone3Hb AHpepcoHa-
Dabpu xapaKTepr3yeTca CHUKEHNEM HEKOHTPACTUPOBaHHOrO T1 curHana un Hanu-
yrem 3agHebokosoro MYCT. Mpu amnnoungose cepaua, 4acto HabnogaeTcs rnobanb-
Hoe, cyb6aHAoOKapananbHoe unu cermeHtapHoe MYCT, 1 BbICOKO cneuynduuecknin
PUCYHOK MWOKapAManbHOro 1 LMPKYNATOPHOTO Nysa rafonuHmA.

Knacc' | YpoBeHb?

PekomeHayeTcs, uTo6bl MPT cepALia BbINOHANOCH CrieuurancTamm,
LYYIMM OTBIT B LV CepALa 1 OLeHKe 3aboneBaHuin
CepAeUHON MbILLL|bI.

Mpw oTcyTcTBUM NpoTUBONOKa3aHui, MPT cepaua c MYCT pekomeHayeTca
npoBoauTb NaumeHTam ¢ FKMI, y KOTOpbIX HeyJOBNeTBOpUTENIbHOe
aXoKapavorpaduyeckoe n3obpaxeHue, C LieNbio NOATBEPX/AEHA inarHosa.

Mpu oTcyTcTBUM NpoTMBONoKasaHuit, MPT cepaua ¢ NMYCT gomkHa
6bITb BbINOIHEHA MALYEHTaM C UArHOCTUYECKUMU KPUTEPUAMM la
TKMT g5 oueHKn aHaTomuy cepaLia, GyHKLMN XXeny[oUKOB, Hanuuus
1 pacnpocTpaH&HHOCTN MMOKapAnanbHoro Guéposa.

MPT ceppaua c MYCI cnepyeT npoBoAMTb NaLvieHTam C Npefnonaraemoit lla
anuKanbHoM runepTpodrei Nnm aHeBPU3MON.

MPT ceppaua c NMYCT cnegyet npoBoAnTb NauyeHTam ¢ npegnonaraemMmbim ™
amuIoMao30M cepaua

MPT ceppaua c MYCT cnepyeT npoBoAUTL NauvieHTamM nepes centanbHow
anKoronbHoOW abnauyen N MUOIKTOMUEN, NA YTOUHEHUA 1ib
NPOTAXEHHOCTV 1 pacnpefieneHnsa runepTpodun 1 pnbposa Mrokapaa.

MPT = MarHuTHO-pe3oHaHcHan Tomorpapus; KM = runeptpoduueckan kapavnomuonatus; NMYCT = nosaHee ycunexve curHana
ragonuHua.

TKnacc pekomeHgaunm

2YpoBeHb JoKa3aTeNbHOCTU.

5.6 AlpepHblii MarHNTHbIN Pe30HaHC 1 KOMMNbloTepHaA Tomorpadus
MpoBepeHve cumHTUrpadum Kocteinr ¢ 99mTc-DPD nnm Apyrummn aHanornyHbimMm
KOCTHBIMU MeTKaMu AOMKHO ObiTb NPEeANoXeHO MalueHTaM C BepOATHbIM Auva-
rHoszom TTR-amunomngosa (Bo3pacT >65 fieT, B aHamHe3e Hanvuune bunatepanbHo-
ro KanpanbHOro TYHHEIbHOrO CMHAPOMA W Hannume MPU3HAKOB COMNacyoLmnXca
C amunonao3om cepaua no gaHHbiM JKI 1 Bu3yanusupyiowmx metonos). KT cepaua
AOMKHa 6bITb NMpefsioxeHa NaureHTam C Hey[J0BNeTBOPUTENbHbIM 3XOKapAnorpa-
bryeckuM n3o6paxeHriemM 1 Hanuem NPOTHBOMOKasaHuii K MPT.
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YpoBeHb
CumHTurpadus kocten (ocobeHHo ¢ 99mTc-DPD) gonkHa 6biTb
npepsioxeHa NalyeHTam, IMeIoLLMM CUMMTOMbI, TPU3HaKK lla B
1 HeMHBa3MBHble Mapképbl TTR-ammnongosa.

MposepeHue KT cepaua cnepyet npeanaraTb nalmeHTam
C Hey/JOBNETBOPUTENBHON 3XOKapAnorpapuieckoin KapTHomn lla
1 npoTrBonokasaHuamu k MPT cepaua.

KT = komnbtotepHas tomorpadus; 99mTc-DPD = 99tTexHeumin-3,3-audocpoHo-1,2-nponaHoan-kapboHosas kucnota; TTR =
TPaHCTUPETUH.

'Knacc pekomerpaumnm

?YpoBeHb J0Ka3aTebHOCTH.

5.7 dHpoMMnoKapavanbHaa 6uoncus

SHAOMVOKapAManbHas 6uoncua He ABMAETCA YacTblo PYTUHHOTO obcnefoBaHUs,
HO MrpaeT 60sbLUYIo POfb NOC/e CreLranv3npPoBaHHbIX TECTOB (BKoYas broncuo
Apyrvix 6onee AOCTYMNHbIX TKAHEN) B Clyyae npeanonaraeMon MHGUALTpaLum Mvo-
Kapgaa vnu 6one3Hn HakomneHns.

YpoBeHb:
SHAOMMOKapAanbHan 61oncua MoXeT 6biTb MPeAnoXeHa B Cyyae,
Koraa pesysbTaThbl iPYTvX KIMHUYECKNX NCCe0BaHNiA npeanosnaraioT b c
VHGUNBTPALMIO MUOKAP/a, BOCMANEHNE UW HaKOTIEHUE, KOTOpble
He MOryT 6bITb NOATBEPXKAEHDI APYTVIMU METOAAMU.

'Knacc pekomeHgaumum
?YpoBeHb AOKasaTeNbHOCTI.

5.8 JlabopaTopHble TecTbl

WUccneposanne

lemorno6ux Mpyv aHemMnu ycunueaioTcs 60NN B FPYAHOI KNETKE U OfbILLKA, U €€
cnefyeTt uCKn4yaTb B Clyvyae UsMeHeHnA CUMNTOMaTUKn

DyHKLMA MoYeK Y NaLMEHTOB C TAXENON IEBOXENY0UKOBOI HEJOCTaTOUHOCTbIO MOXKET
6bITb HapylweHa GyHKLMA Noyek.

CHmkeHue CKO 1 npotenHypus MoryT HabnloAaTbCa Npy aMnnonaose,
60one3Hu AHpepcoHa-Dabpu n 6onesHax MuToxoHapwanbHoin AHK.

lMeyeHouHble TpaHCaMMHa3bl lNeueHouHble MoKasaTenu MoryT GbiTb N3MEHEHbI
Npy MUTOXOHAPUaNbHON Natosorum, 6onesHn laHoHa 1 nedektax
B-okucnenus.

KpeatnHuH pocdokmHaza CbIBOPOTOYHaA KpeaTHUH pocdoKnHa3a byaeT nosbileHa
npwv MeTabonnyeckoil NaTonornm, Takon Kak 6onesHb [laHoHa
VNV MUTOXOHAPUanbHaA 6onesHb.
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WccnepoBanne KommenTtapuu

Anbda-ranaktosugasza A Hu3kuih (<10% OT HOPMaNbHOrO YPOBHSA) YPOBEHb UN
B Nniasme/nenkoumtax Heonpe/ienAemas B NNasme UM nefikouuTax anbda-ranaktosnaasa A
(y my>umH >30 net) BbIAB/IAETCA y MY>KUMH C 60ne3Hbio AnfiepcoHa-Dabpu'.

YPOBHM GepMeHTa B Mf1a3Me 1 NIeMKOLMTaX y GOMbHBIX XKEHILWH YacTo
B nepegenax Hopmbl, MO3TOMY, NPY NOAO3PEHUN Ha Hannyue naTonorun,
MOXET GbITb MPE/NIOKEHO FeHETUYECKOE NCCTIE0BAHIE.

OI'IPEIJE!'IEHVIE NErknx JlonmKHO 6bITb npeanoXxeHo Npu NOAO3PEeHNN Ha aMUN03 Ha OCHOBaHUN
uenen VIMMyHOI'J'IOGyﬂVIHOB aHamMHe3a 1 HeMHBAa3NBHbIX NCCNIEA0BAHNN. nOﬂTBep?KIZlEHVIE AnarHosa
B CbIBOPOTKE, 06bI4HO Tpeﬁye'r FNCTONOrNYeCcKoro nccnefoBaHna

VIMMYHODVIKCaLWA N1a3Mbl
1 Mouw, 3neKTpodopes Moun

Inioko3a HaTollak MOXeT GbiTb MOBbILLIEHA NPY HEKOTOPbIX 6ONIE3HAX MUTOXOHAPUANbHO
HK v noHvxeHa npu 6one3HAX 06MeHa XUPHbIX KUCNIOT U KapHUTUHA.

Mos3roBoii HaTpuitypeTuyeckuii | MoebiweHHbI yposeHb BNP, NT-proBNP 1 TpononuHa T B nnasme
nenTua 1 TPOMOHUH T accoLMMpoBaH C MOBbILEHHbBIM PYCKOM BO3HUKHOBEHMA CEpAieYHO-
COCYANCTbIX COBbITUIA, CEPAEUHO HeIOCTATOYHOCTBIO 1 CMEPTU.

Wccneposanne ¢yHKLll'1M JHonxHo 6bITb CHavyana nposeAeHO B MOMEHT NOCTaHOBKWN AnarHosa
LWNTOBUAHO Xenesbl 1 3aTeM Kaxzple 6 mecaLes y 60bHbIX, nonyyawLwnx ammoaapoH.
JNakTat nnasmbl YBenuuex Y HEKOTOpbIX 601bHBIX C MUTOXOHAPWanbHbIMU
3a6onesaHVAMMN.
BNP = mo3rogoi HaTpuitypeTuueckuii nentug; AHK = gusokcupuboHykneasHas kucnota; CKO = ckopocTb Kny6oukoBoit punbTpa-
uum; NT-proBNP =N 7 npe i i KW nentua.
nc GuunT MoxeT A PV HEKOTOPbIX FeHETNYeKMX NaTONOrNAX, Taknx Kak D3I3Y.

6. NleHeTnyeckoe TecTupoBaHne n cemeinHbIn CKpUuHUr

6.1 leHeTMYeCKOe KOHCYNIbTMPOBaHME N MOJIEKYNAPHO-TeHeTu4eckoe
TecTupoBaHue y npo6aHaoB.

TKMIT 06bluHO HacnefyeTcs No ayTOCOMHO-AOMUHAHTHOMY Tuny ¢ 50% prckom nepe-
[laun notomkam. [eHeTnyeckoe KOHCYNbTUPOBaHMe peKoMeHA0BaHO BCEM NaLeHTaM,
y koTopbix TKMI He 06BbACHAETCA NOMHOCTBLIO HEreHETUYECKUMI NPpUYMHamMU. Tam, rae
BO3MOXHO NPOBeAEHNE reHETUYECKOro TECTUPOBaHWA, PEKOMEHAYETCA BKIIOUNTb B Ka-
cKaf, reHeTUYeCKNN CKPUHUHT POACTBEHHUKOB. [€HETUYECKNIN aHanm3 JOMKEH BKIIO-
YaTb Hanbonee YacTo BOBIEUEHHDBIE FeHbl CApPKOMEPHbIX 6en1koB (PUCyHOK I). Y nauueH-
TOB, y KOTOPbIX €CTb NPY3HaKK, NO3BONAIOLME MPEANONOXKUTbL pefKoe creLmdryeckoe
reHeTVyecKkoe 3aboneBaHue (CM. pasfen 5) AommKeH 6biTb MpoBeféH 060CHOBAHHDIN MO-
UCK MyTaLuin B iPYrX reHax. [eHeTnueckoe TeCcTpoBaHUe y OTAeSNbHbIX NNL, C Heoye-
BUAHbBIM KNHWYECKVIM AMAarHO30M (B T.Y. CTOPTCMEHOB U TMMEPTOHMKOB) AOIKEH ObITb
npoBefeH Mnocsie AeTaNbHOIO KIMHUYECKOTO 1 CeMeHOro 06CefoBaHNsa KOMaHAoM
crneumanmcToB. [eHeTUYeCKMiA aHanm3 NoCMepPTHbIX 06Pa3LIOB TKaHel 1 obpasLos
[HK MoxeT 6bITb NonesHbIM 1 06C/1eJOBaHNA BbPKMBLUNX POLCTBEHHUKOB.
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toncspore

leHeTMYecKoe KOHCYILTUPOBAHIE AOMMKHO MPOBOAUTLCA BCEM GOMbHBIM
¢ TKMI, y KoTopbix 3a60/1eBaH1e He MOXET GbiTb 06BACHEHO TONbKO
HEreHeTNYECKUMI NPUYNHAMIA, HE 3aBUCUMO OT TOTO, MaHUPYeTCs
UCMONb30BaHME KIMHUYECKOTO AN FeHETUYECKOTO CKPUHIHTA
POACTBEHHNKOB.

leHeTnYecKoe KOHCYIbTUPOBaHME JOMKHO NMPOBOAUTLCA MPOdeccuoHanamu
B 3TOM CMeLNanbHOCTK, PaGoTaloWyMi B MybTUAUCLUMINHAPHOM KOMaHe.

KM =r Kas
"Knacc pekomeHaaumn
2YpoBeHb JoKa3aTenbHOCTIA.

[eHeTnyeckoe TeCTMpOBaHNe peKoOMeHAYeTCA NauneHTam C ANarHoCTU4eCKnummn
kputepuamu F’KMI, Kora 370 BKNIOUaeT KacKaAHbI reHETUYECKNIA CKPUHUHT
POACTBEHHMKOB.

PEKOMeHﬂyETEﬂ, 4TO6bI reHeTNYecKoe TeCcTMpoBaHWe BbINOSTHANIOCH
B CepTI/Id)VILlVIpOBaHHbIX ANarHocTuyeckux naﬁopaTopvmx C 3KCNepTHbIMN
HaBblKamu B UHTepnpeTaunn MyTaLlVlVl, CBA3AHHbIX C KapAnoMunonaTuamn.

TPy HANMYMY CUMNTOMOB ¥ MPU3HAKOB 3a60/EBaHNA, NPeANoaraioLnX
cneumduyeckue npuunHbl TKMI, peKoMeHayeTCs reHeTUYeCKoe TeCTpoBaHe
[INA NOATBEPXAEHNA ANarHo3a.

leHeTnyecKoe TeCTUPOBaHIE Y NALMEHTOB C NOorpaHnyHbIM? AgnarHozom FKMM
[IO/KHO MPOBOAUTLCA TONBbKO NOC/E AETanbHOro 06C1e0BaHNA KOMaHLOM
CreLmanicTos.

MocmepTHOE reHeTUYeCKoe NccneioBaHe 06Pa3LIOB 3aKOHCEPBIPOBAHHbIX
TKaHei unn [IHK fOMKHO 6bITb NPUHATO BO BHUMaHWE AN1A yMepLInX
NaLmMeHToB ¢ MaToMoponornieckn noaTBepKaEHHOM F’KMI, 4To6b!

MMETb BO3MOXHOCTb BbIMOMTHUTL KaCKaAHbI FeHETUYECKNI CKPUHMHT
POACTBEHHUKOB.

HK = pesokcupuboHyknenHosas kucnota; TKMM =r pTPOd Kan

'Knacc pekomeHaaumnm

2YpoBeHb JOKa3aTebHOCTH.

*NOrPaHNYHbIN ANArHO3: TONLWMHA CTEHKY IEBOTO XeNyAouka 12-13 MM y B3POC/bIX; rMNEPTPODUA NIEBOTO XKeNyouKa Mpu Ha-
nnunn ir cnop Harpysok, i1 GonesHu.

6.2 leHeTNYECKOE N KNNHNYECKOEe TeCTMPOBaHNe pOACTBEHHUKOB

B cBsizu ¢ Tem, YTo 60/bIINHCTBO POACTBEHHUKOB HE MMEKT CMMNTOMATUKN Ha MO-
MEHT KNVHNYECKOrO CKPVHWHIA, BaXXHO, YTobbl M Obina npefocTaBieHa nHdop-
MauuAa 0 NoCneacTBMAX yCTaHOBNEHNA AMarHo3a Ana CTpaxoBaHUA XN3HW, NeHcnK,
3aHATOCTU, CMOPTUBHbIX HArpy3okK, 1 BO3MOXHOCTN CTaTb POAUTENTIAMN N YCbIHOBU-
TenAMmM 0o nposefeHnAa TeCTUPoBaHNA.
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6.2.1 Cembu ¢ 3a60M1€BAHNAMY, BbI3BAHHLIMN FTEHETUYECKUMU My TaLsMn

Korga reHetvyeckas myTaumsa OBHapy»eHa, POACTBEHHUKM AOMKHbI ObiTb CHavana
NPOTECTVPOBaHbI, @ 3aTEM KIMHNYECKN OLEHEHDI, €CIN Y HUX UMEETCA TaKas e My-
Tauma (Puc. 4). Ecnv myTaumm He BbIABNEHO, POACTBEHHIKY AOMKHbI BbITb CHATHI C pe-
ryNAPHOTO AMHAMUYECKOTO HabMIOAEHMSA, HO UM ClIeAyeT PeKOMEHAOBaTb 06PaTUTLCA
32 KNIMHNYECKMM 0BCIe0BaHNEM, ECIIN Y HUX PA30BbIOTCA CUMMTOMBI. 10 3anpocy po-
OVTENEN WM 3aKOHHbIX NPeACTaBUTENEN, KIMHUYECKoe 06CeoBaHIE AETEN MOXET
NpeALLIecTBOBaTb UM 3aMeHNTb COBOV reHeTUYeCcKoe TeCTUPOBAHUE, eC/N 3TO Hau-
NyYLIM 06pa3oM COracyeTcs C UHTepecamm pebéHka.

6.2.2 Cembu 6e3 3a601€BaHUIA, BbI3BaHHbIX FEHETUUYECKUMUN MY TaLUAMU

Korpa reHeTuueckoe TecTMpoBaHMe He NpoBefeHO NpobaHay UK He BbIABUIIO NaTo-
reHHble MyTaLum VY BbIABIIO OANH WU HECKONbKO FreHETNYECKINX BapUaHTOB C Hen3-
BECTHbIM KNMHUYECKMM 3HauYeH1eM, POACTBEHHMKaM NepBOWi CTeNeHn PoACTBa OSKHO
6bITb NPEANIOKEHO KNMHMYecKoe 06cneaoBaHue ¢ BbinonHeHnem KT v axokapanorpa-
duen (PucyHok 4). YacToTa KNMHUYECKMX 06CefOBaHNiA MPY OTCYTCTBUN KITMHUYECKON
CMMNTOMATUKI [OMKHA OCHOBbIBATLCA HA BO3pacTe Hauyana 3abonieBaHUA 1 TAXKECTU
KapaviommonaTm B ceMbe 1 akTUBHOM y4acTum B criopte. Jlula ¢ AnarHoCTYeckn He-
3HAUYMMBIMU KITMHWUYECKMM NPU3HAKaMK, COrNacyoLMMICA C paHHel CTagmei 3a6o-
neBaHVIA, AOMKHbI 6bITb BHauasne 06cnefoBaHbl C MHTePBanom B 6-12 mecALieB, 1 3aTem
pexe, ecniv He ByeT NporpeccupoBaHus. Bce poacTBEHHVIKM NpeabABNAIoLME Xanobbl
Ha HOBblE KapAMOBaCKy/APHbIE CYMMTOMbI OMKHbI ObITb HemeIeHHO 06CNeaoBaHbl.

|_Knace' | yposens
KackafHblil reHeTUYeCKnii CKPUHWHT Nocsie NpeABapuTeSIbHOrO

KOHCYNbTUPOBaHNA peKOMEHAYETCA B3POC/IbIM POACTBEHHMKAM I'IepEOVI B
CTeneHu PoAiCTBA GOSIbHbIX, UMEIOLVIX ABHYIO MATOrEHHYIO MyTauyio.

Knunuyeckoe o6cnepoBaHue, Bkniovalowee KT, sxokapanorpaduio,

1 AnnTenbHoe AnHammyeckoe HabniofieHne PoaCTBEHHNKOB NepBoil
CTeneHn PoACTBa, Y KOTOPbIX BbiABNEHa Ta e ABHasA NaToreHHaa MyTauus,
yTo U y npobaHaa®

Po/ICTBEHHMKM NEPBOIl CTENEHM POACTBA, Y KOTOPbIX HE BbIABNEHA Ta e
ABHAA NaTOreHHasA MyTaLs, 4To 1 y NPo6GaHAa’, AOMKHbI ObiTb BbiBEAEHbI

3 fwero g KOrO Hat , C peKOMeHpaL el 0bpatuTbea
3a NOBTOPHbIM oﬁcneqosaﬂmem, €C/IN Y HUX Pa30BbIOTCA CUMNTOMbI

NN NOABATCA HOBblE pe/ieBaHTHbIE JaHHbIE.

Ecnu reHeTnyeckan myTauua He Gbina BbiABNEHa y NpobaH/aa® U reHeTnyeckoe
TecTpoBaHMe He 6bINo NPOBEAEHO, POACTBEHHIKAM NEPBO IMHIUM POACTBA
AOMXHbI GbITb NpoBefAeHbl IKI 1 sxokapavorpadra C NOBTOPOM Kaxable 2-5 net
(U1 6-12 MecALeB NPU HANMYMU HEANATHOCTUYECKX AHOMANUI).

3KI = aneKTpokapanorpamma

'Knacc pekomeHgaumm

?YpoBeHb A0KasaTeNnbHOCTI.

3MpobaHa = 06bIYHO NEPBbI YNIEH CeMbM, KOTOPOMY MOCTaB/eH AUArHo3
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6.3 KnuHun4ecknin n reHeTUYECKNI CKPUHUHT AeTen

KnuHuueckoe 1 reHeTnueckoe obcnefoBaHue AeTen JOMKHO UCXOAUTD 13 KN3HEH-
HbIX MHTEPECOB KaXAoro pebéHKa B COrMacui C MeXAyHapOAHbIMI CTaHAapTaMn
Hafnexalleit KNMHNYEeCKOo NPaKTHKU.

s

B OTHOLLEHWM AeTelt NaLMEHTOB C ABHOW NAaTOreHHON MyTaLmel JOMKHO
6bITb PACCMOTPEHO MPEAVKTUBHOE reHeTUYeCKoe TeCTUPOoBaHMe —
cnepyiolLee 3a npeABapuUTENbHbIM KOHCYIbTUPOBaHNEM CEMbl —

B Bo3pacte 10 fieT 1 CTapLUE, 1 3TO JOSHKHO GbiTb BbINOMTHEHO

B COOTBETCTBUN C MeXAYHAPOAHbIMY PYKOBOACTBOM MO reHeTn4yeckomy
TEeCTUPOBAHUIO AeTENA.

Y peTeil nepBoii CTeneHn poacTBa B Bo3pacTe 10 fIeT v CTaplue, y KOTOPbIX
reHeTUYECKI1 CTaTyC Hen3BeCTeH, KNMHMYeckoe obcneoBaHie ¢ KM

1 5X0oKapanorpadueit AOMKHO NPOBOAUTLCA Kaxzble 1-2 roaa mexay

10 1 20 ropgamu, a nocne 20 neT, Kaxable 2-5 net.

Mo 3anpocy poauTena (en) unwv neranbHoro (bix) NnpeacTasutens (ev),
KNMHUYeckoe obcneoBaHme ¢ IKI 1 sxokapanorpadueil MoxeT
NpeALecTBOBaTb U 3aMeHATb reHeTuYecKkoe 06cieoBaHue nocne
KOHCY/bTaLn C OMbITHbIM BPAa4oM, €CAIV 3TO COTNacyeTcs C MHTepecamut
pebéHkKa.

Ecnu umeetca He6naronony4Has cemeiHblii aHaMHe3 C Hayanom
3aboneBaHuA B IeTCTBE WM PaHHEM BO3pacTe, 1N Koraa y pebéHka ecTb
KapAawnanbHble CUMNTOMbI TN OH BOBJIEYEH B AKTUBHYIO d)VI3I/I‘-leCKyIO
aKTUBHOCTb, C/leflyeT PacCMOTPETb HeOBXOANMOCTb NPOBefeHUs
KNNHNYECKOTO UMK reHeTYeckoro obcneoBaHsA fieTeil NepBoil CTeneHn
poacTea fo 10 net.

KT = 3nekTpokapavorpamma
"Knacc pekomeHpaLnm
2YpoBeHb OKa3aTeNbHOCTU.

6.4. BepeHune HocuTenel MmyTauuin 6e3 KNMHNYeCKNX NPoABNeHniA
PekomeHayeTcA NpeBeHTUBHOE ANiMTeNnbHOe HabnofeHe 3a 340POBbIMU HOCKTE-
nAMU MyTaumii. Hocutenn myTaumin 6e3 npossneHunii 3aboneBaHna no aaHHbiM K
1N s3xoKapanorpadum, Kotopble XOTAT 3aHUMaTbCA NPOPECCMOHaNbHBIM CMIOPTOM,
LOJIKHBI ObITb MPOKOHCY/BTYPOBaHbI MHAMBKAYaNbHO, C YYETOM MECTHbIX MPaBo-
BbIX PaMOK, XapakTepa MyTauuv 1 Buga cnopta
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Hocutenam myTaunit 6e3 y6eanTenbHbIX npc 7 3a6¢ 3
3aHATUA CMOPTOM MOTYT BbITb Pa3pelleHbl TOIbKO Noc/e N3yyeHus
BbIABNIEHHO MyTaLWW, TUMa CMOPTVUBHOI aKTUBHOCTN 1 pPe3yNbTaTos
PErynApHbIX 1 MOBTOPHbIX KIIMHUYECKMX UCCNIeA0BaHNIA.

"Knacc pekomeHaaLmn
?YpoBeHb AOKasaTenbHOCTI.

7. OKasaHve nomoLwm

HauvioHanbHble 06LecTBa 1 PabOTHNKY 3[PaBOOXPAHEHNA [OMKHbI FAPAHTPOBATHL
Hanuuve cneuvanucTos, obnagarowmx HeOOXOAVMbIMUA HaBblKaMn ANA OKa3aHusa
cneumann3nMpoBaHHOW NOMOLWM 1 NPeAOoCTaBeHNA HeOOXOANMbIX 0bpa3oBaTenb-
HbIX PEeCYpCOB AJ1A MOBbILEHVA KOMMNETEHTHOCTI BCeX MPOpeCccMOHanbHbIX rpynr,
NPVIHYMaIOLWMX YYacTre B OKasaHne nomoLum 60nbHbIM ¢ TKMT.

ot o

naLLI/IEHTaM C Heo4YeBNAHbIM AMArHO30M, TAKENBIMU CUMITOMaMM

NN NOBbIWEHHbIM PUCKOM BO3HUKHOBEHWNA OCIOXKHEHWA, CBA3AHHbIX

c 3aboneBaHuem pexkomeHayeTca NpoxoanTb [fanbHeliwee o6cnenoaaHue
nneyeHvey Bpa‘leﬁ B CI'IELWIaJ'IVBVIpOBaHHOVI KOMaHpe.

He3aBncyMo OT BbIPaXKeHHOCTY CUMMTOMOB, PEKOMEHAYETCA perynapHoe
KNMHN4eckoe 06cejoBaHNe NaLMEHTOB 1, KOTja BO3MOXHO,
POACTBEHHMKOB NEPBOI CTEMEHN POACTBA.

Bo Bcex cyyaax KM, KNMHWLUCTbI AOMKHDBI MaHNPOBaTh
06cnefoBaHe NALMEHTOB C LIEHTPaX C MHOroMPOGUIbHOM KOMaHAo
CMeLManmncToB, C ONbITOM ANArHOCTUKM, FeHETUYECKOI MOMOLLN

1 nieyeHnA 3a6oneBaHuin M1oKapaa.

TKMM = ) Kan
"Knacc pekomeHpaaLnm
2YpoBeHb fOKa3aTebHOCTH.

8. OueHKa CcMMNTOMOB

Cucrematuyecku nposogumble 2-D 1 fonnnepoBckas sxokapanorpadus, a Takke
ambynaTtopHoe SKI' MOHUTOpMpPOBaHME OOLIYHO AOCTAaTOUHbI ASiA OnpeAeneHns
Haunbonee BepOATHON NprumHbl cumnTomoB. OueHka OBTIIXK, Kak 6bino onvcaHo
B pa3gene 5.4, fOMKHA ObITb YacTblo PYTUHHOIO 06CNeA0OBaHMA BCEX MaLUeHTOB
C CUMMNTOMATMKOM.

21



8.1 bonb B rpyAHON KneTke

e | vpone|

C

VIHBa31BHaA KOPOHAPHasA aHrNorpaduA PEKOMEH/YeTCA B3POC/IbIM,
nepeHecLIM OCTaHOBKY CepALa, 6OMIbHBIM C YCTONYMBO KEeNy[0UKOBO
TaxviKapAven 1 nayneHTam C TAXKENOoN cTabunbHoi cTeHokapaven (KaHagckoe
CeppeuHo-cocyaucroe O6uectso (CCS) Knacc >3).

WHBasvBHaa vnu KT kopoHapHas aHruorpadus fomkHa 6biTb NpeanoxeHa
nauyeHTam C TANUYHBIMY GONAMM B TPY/IHON KNETKe, BO3HMKAIOWIMM

npu pusmnyeckon Harpyske (CCS Knacc <3), y KOTOpbIX €CTb MPOMEXYTOUHaA
npe-TecToBaA BEPOATHOCTb HAaNUNA aTePOCKNEPOTNYECKON ULIEMUYECKO
6onesHu cepaLa, C y4ETOM BO3pacTa, nona v $pakTopoB PrcKa aTepocKneposa,
VNN cepieyHoN peBackynapu3aLnn B aHamMHese,

Bcem nauyeHTam 40 ieT v cTaplue JomkHa 6biTb NPeAnoXeHa NHBa3nBHaA
vnu KT KopoHapHas aHrvorpacdus, 10 NpoBeieHNA CenTaibHOi peayKLum,
HE3aBVCVIMO OT HaNUNA TUMYHBIX 60NV B rPYZIHOM KNeETKe, BO3HNKAIOLNX
npy GU3nYECKon Harpyske.

KT = komnibloTepHas Tomorpadus, CCS = Canadian Cardiovascular Society = KaHackoe CepaeuHo-cocyancToe Obujectso
"Knacc pekomeHgauuy, 2YposeHb ocTh.

8.2 CepaeuyHas HelOCTaTOUYHOCTb.

Y 6ONbLMHCTBA MALMEHTOB, MPOLECC PeMOAENPOBaHNA MUOKAPAa, Xapakrepu-
3ylOLWNIACA MUOKapAnanbHbIM GUOPO3OM 1 NCTOHUYEHVEM CTEHKM, MPOAOIKaeTCA
B TeUYeHMe BCEeN XKN3HU, 1 CONPOBOXKAAETCA CHUPKEHNEM ANACTONNYECKON N CUCTO-
nunyeckoit dyHKumm JIK ¢ gunataymeit JIX oT He3HauMTeNbHOWM A0 BbIpaKEHHOMN
1 cHuxKeHnem OB JIXK nnn TaXenon gnactonnyeckon ANcGyHKLMen co 3HaUMMbIM
paclumpeHnem npeacepanii C HesHaumTebHoM annatauueit JIX nnm ee otcyTcTeu-
emM. MaHudecTaums ¢ ocTpon cepaeyHon He[OCTaTOYHOCTU HEOObIYHA, 1 B TakoM
cyyae MOXeT ObiTb Bbl3BaHa apUTMUAMY, OCTPON MUTPaNbHOI peryprutauven,
vwemMue MMoKapaa unmn nHGapKTom.

8.2.1.

o | vpone|

KaTeTepusauusa cepaua — Ana oLeHk1 GyHKLMM NPaBoro 1 IEBOro OTAENOB
Cep/iLa 1 CONPOTUBNEHNA B NIETOUHbIX apTEPUAX — PEKOMEHAYETCA
naumeHTam, KOTOPbIM MIAHNPYETCA TPAHCMIaHTaLUmMA cepaua

VNN MeXaHnyeckas LMpKyNATOpHaA noaaepxKa.

MauvieHTam C cMMNTOMamm € Heomnp EHHBIMU P Tamn Ba3UBHOIA
BU3yann3aumum cepaua, MoxeT 6biTb NpeanoxeHa Kateteprsalna 1esoro
1 MPaBOro OTAENOB cepALa ANA oleHKU Taxect OBT/IXK u ana nsmepenna

Aaenexuns HanonHenus JIK.

JIK = neBbiit xenynouek, OBT/IK = 06CTPYKUMA BbIHOCALLLETO TPaKTa /1eBOr0 XeNyAouka
"Knacc pekomeHgaLu, 2YpoBeHb ocTh.
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8.2.2 CepfieyHO-NeroyHblii Harpy3o4Hbli TecT

CepAeyHO-NeroYHbIii Harpy30UHbIi TeCT JOMKeH ObiTb peKOMEH0BaH B KauecTBe
NepBUYHOTO KIVHNYECKOro obciefloBaHNA 1 B Clyyae, ecin y 6051bHOro Habnio-
flaeTcA M3MeHeHVe cMMNToMaTVKu. Ecnu ceppeyHo-nérouHble HarpysouHble Te-
CTbl HE[JOCTYMHbI, B KauecTBe afibTePHaTVBbl MOTYT NCMOJIb30BaTbCA CTaHAAPTHbIV
TPeAMWUN-TECT VNN BENOIPrOMEeTPUA C OAHOBPEMEHHON 3neKTpokapanorpadpuei.
[inA nonyyeHnA NPOrHoCTUYeCcKoi MHGOPMaLn BO BpeMs Harpy3Ku peKkoMeHAoBa-
HO U3MepeHue apTepuanbHOro AaBieHna 0bblYHbIM chrmoMaHOMETPOM. (cM. 9.6:
BHe3arnHas cepfeyHas cMepTb).

KaguonynbMoHapHoe Harpy3o4HOe TeCTUPOBaHME C OAHOBPEMEHHBIM
M3MepeHemM PecripaTopHbIX ra3oB PekKOMeH/YeTCA NaLyeHTam

C BbIPaXeHHOW CMNTOMATVKOW C CUCTONMYECKON /WA ANACTONNYECKO
nncyHkupeit JIK, koTopble o6cneayloTca nepep TpaHcnnaHTaLveil cepaua
VNIN MeXaHNYeCKOW NMoAAePXKKON.

He3aBncumo oT cumnToMaTky, KagnonynbMOHapHOe Harpy3oyHoe
TecTupoBaHue C OAHOBPEMEHHbIM N3MepeHneM pecnnpaTopHbIX rasos

(nnn CTaHﬂapTHblﬁ TpeamMun-TecT Uin BeNo3promeTpusa Nnpu ero OTCyTCTBI/II/I)
cnefyeT pacCMaTpuBaTh ANA OLEHKU TAXKECTU U MeXaHM3Ma HenepeHoCUMOoCTn
¢I/I3W’IECKO§I Harpysku u M3MEHEHUIN CUCTONNYECKOTro apTepuanbHoro
AasneHunA.

KaguonynbMoHapHOe Harpy304HOE TeCTUPOBaHME C OAHOBPEMEHHBIM
M3MepeHieM PeCcipaToOPHbIX rasos (UM CTaHAAPTHbIN TpeaMUN

VNV BENIO3ProMeTPpHA NPy €ro oTCyTCTBUM), ClIeyeT Npeanaratb naluueHTam
C CUMMTOMATIKOIA, Nepef CenTanbHOM MUOSKTOMMEN ANA OnpeaeneHns
3HAYMMOCTV OTPaHNYEHNIA N0 HarpysKe.

JIXK = neBbiit enynouek

"Knacc pekomeHpaLnm

lypoaem; AOKa3aTenbHOCTH.

8.3 CuHkone

MprunHamy 06MOPOKOB MOTYT GbiTb MMNOBONEMUA, NMOMHaA NonepeyHas 6aokaaa,
ANCOYHKLMA CYHYCOBOTO Y311a, yCTONUMBasA KenyaouKoBas Taxukapans, OBTIDK, aHo-
ManbHble COCYAnCTble pedneKkcbl 1 npeacepaHble aputMun. Ana soiasneHna OBTIIK
npy Harpyske MOXeT ObiTb NMpefsioxKeHa Harpy3ouHas CTpecc-9xoKapavorpadpus.
Y 60MbHBIX C MOBTOPHBIMY HEOGBACHUMbBIMU CUHKOMANbHBIMWA COCTOAHUAMM, C HU3-
Knum puckom BCC, cnepyeT paccMOTpeTb YCTaHOBKY MMMIaHTMPYeMOro neTneBoro
peructpatopa Ana gnutenbHoi peructpauuu KT Monb3a TUAT-TeCTa B KayecTse
PYTVHHOTO MeTofja He loKa3aHa.
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12-kaHanbHasA IKI, NpAMON Harpy3ouHbIii TecT, 2D 1 fonnnepoBckas

SX0Kapa1orpadus B MOKoe v Npu Gpr3n4ecKoi HarpysKe, 1 48-yacoBoe c
ambynatopHoe MoHuTOprpoBaHye KI pekoMeHaYITCA NauyeHTam
€ HEOGBACHMBIMY CUHKOME, ANl BbIABEHWA NPUYMH STOM CUMIMTOMATUKY.

Cnepyet paccmotpeTb UMP AnA naLumeHToB ¢ NOBTOPHbIMM 06MOpOKamu,
Y KOTOpbIX HU3KNIN puck BHEe3anHomn cmepTu.

2-D = pByxmepHan, IKT = pamma, UMP =
cmepTh

"Knacc pekomeHpaLnm

?YpoBeHb J0Ka3aTeNbHOCTH.

i peructpatop, BCC = BHe3anHasa ceppeyHas

8.4. CeppuebueHune
MHoOrure naymneHTbl XanyTcs Ha cepauebreHmns, BO3HMKalowme B pesynbraTte Cim-
NTOMATUYECKUX CEPACUHBIX COKPALLEHWI 1 XKeNYy[0UKOBbIX SKTOMUIA.

MaymeHTam ¢ YacTbIMU UV YCTOMYMBLIMY CepALIEOUeHNAMY,

peKomeHyeTca npoBefeHMe 48-4acoBoro ambynaTtopHoro C
MoHuTOprpoBaHuA SKI ANA yTOYHEHUA NPUYHBDI.

MoHo paccmaTpusath umnnanTauuio UMP nauyeHTam ¢ YacTbiMm
cepaLebreHnAMY, y KOTOPbIX He GbiNIo BLIABNIEHO NPUUMHDI B TeYeHe
[NNTENbHOTO MOHUTOpUpOoBaHnaA JKI.

KM= pamma, UMP = umnnan
'Knacc pekomerpaumnm
?YpoBeHb J0Ka3aTebHOCTH.

i peructpatop

8.5 PekomeHpaumnm no 3n1eKTpopusnonornyeckomy TeCTMpoBaHmio.
PyTuHHOe ucnonb3oBaHue anekTpodusnonornyeckoro nccneposanna (AOU) na-
LMEHTaM C CMHKOMe WM CUMMTOMaMV, CBUAETENbCTBYIOWMMY B MOJb3Y apuTMuii
He peKoMeH/[10BaHo.

T

VIHBa3MBHOE 3/1eKTPODN3NONOrNUECKOe NCCefoBaHe PEKOMEHAYeTCA
nauveHTam ¢ JOKYMEHTUPOBAHHBIMU MEPCUCTUPYIOLUMU

WV NEePUOANYECKIMIA HALKENYAOUKOBbIMM TaxXMKapanaMN (TpeneTaHue
npefcepann, NpeacepaHas TaxMKapAns, aTPUOBEHTPUKYIISIPHas y3noBas
pe-eHTPU TaXMKapALs, OMOCPesC [106aBOYHbIMU MPOBO,

NyTAMY TaxyKapans) 1 NalreHTam C CMHAPOMOM PaHHEro BO36Y X aeHus
XKeNyIOUKOB, ANA AEHTUVKaLN 1 eyeHns abnpyemoro cybcTpata.
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VIHBa31BHOE 3N1EKTPOGU3NONOTMUECKOe UCCIEJOBAHIE MOXET GbiTb
NpeAnoXeHo oTAesibHbIM NauMeHTam C OKYMEHTUPOBaHHbIMK,
CUMTOMHbIMU, MOHOMOPGHbBIMM YCTONUMBbIMK (>30 ) XKenyA0UKOBbIMU
TaxvKapArAMK ANA UAEHTUGUKALMY 1 NeYeHUA abnmnpyemoro
apUTMOreHHOTO Cy6CTpaTa.

VIHBa3MBHOE 3/1eKTPOdM3NONOrNYeCcKoe NCCefoBaHNe
C MPOrpamMmMmMpPyeMOoii XXenyo4uKOBON CTUMYNALIMEN He PeKOMeHayeTca
nauveHTam 4ns ctpatudrKaLymum pucka BHe3anHom cepaeyHoi CMepTu.

"Knacc pekomeHpaaLnm
2YpoBeHb AOKa3aTeNbHOCTU.

9. JleueHrie CMMNTOMOB ¥ NpodUNaAKTNKA OC/IOKHEHU

9.1 CumnTomaTnyeckas o6CTPYKLMA BbIHOCALLEro TpaKTa JieBoro
Kenyaouka

Moporom AnA MHBA3UBHOIO NleYEHNA ABNAETCA rPajjUeHT faBneHna >50 MM pT. CT.
MauuneHTbl C MakCManbHbIM FPaAMEHTOM AaBNeHnA BbiHOCALLero TpakTa JIXK B no-
Koe unn npu Harpyske <50 MM PT. CT. AO/MKHbI NOJlyYaTb NIeYEHNE COrNacHO peKo-
MeHAaLMAM Mo HeobCTpyKTVBHOM FTKMIT.

9.1.1. O6wme nogxoabl
MauueHTol ¢ OBTITXK gomxHbl 3beratb fernapartauuv u npuema 60nbLoro Konuue-
CTBa anKoross, TakxKe creflyetT pekoMeHA0BaTb CHIPKEHVE Beca.

e onens
MauvenTbl ¢ OBT/TX (B nokoe nnu npu Harpy3ke) o BO3MOXHOCTY

cnepyet usberatb NpYem apTepuanbHbIX U BEHO3HBIX AUIATAaTOPOB, C
BK/KOYasA HATPaThI N UHTMGUTOPI GochoanaCTepasbl.

MaumeHTam ¢ BriepBble BO3HUKLLEN 1AW NAOXO KOHTPONMpyemon
$ubpunnaumeit npeacepanii HEO6XxoANMO NOPEKOMEHA0BATL
BOCCTaHOBJIEHME CYHYCOBOrO PUTMA M afleKBaTHbI KOHTPO/b pUTMa
0 p! Bonpoca 06 ol Tepanuu.

JINroKCWH He pekomeH0BaH NaumerTam ¢ OBT/TX (B nokoe
WV MPU Harpyske).

OBT/T = 06CTPYKLWA BLIHOCALLErO TPAKTa IEBOTO XeNyAouKa
"Knacc pekomeHpaaLnm
2YpoBeHb AOKa3aTeNbHOCTU.
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9.1.2 JlekapcTBeHHan Tepanua.

lMpenapaTtamu NepBoro nopsafKa ABNATCA 6-6110KkaTopbl 6€3 BazoAMNaTUPYLLEro
penctuA. Ecnn adpdeKT He focTaToueH, AoMmKHa ObITb pacCMOTPEHa AOMONHUTENb-
HasA Tepanusa AM30NMPaMUAOM, NPW YCOBUK, YTO MHTepBan QTC He npeBbllwaeT
480 mc. CnepiyeT n3beraTb HasHaueHUA AM3ONMPaMUAA NaLVEHTam C rIaykomoil,
MyXUMHaM C NPOCTaTUTOM, a TaKXKe NMPUHMMAKLMM NpenapaTtbl, KOTopble YAanHA-
10T nHTepean QT (HanprmMep, aMMOJAPOH U COTaNION) U NMPUMEHATb C OCTOPOXKHO-
CTbio Y NauuneHToB ¢ O nan prckom eé BO3HWKHOBEHUA, Y KOTOPbIX YANVHEHVe
AV-npoBefieHNA MOXET YyCKOPATb Xey[O0UKOBbIN PUTM.

Korpa B-6nokatopbl NpoTMBONOKa3aHbl Un HeapHEKTUBHBI, MOXKET ObITb paccMoTpe-
Hbl Bepanamus, npu yCrioBun TLLATENbHOFO MOHUTOPVPOBAHWA MaLEHTOB C TAKeNon
o6cTpyKUyeit (> 100 MM PT. CT.) U NOBbILIEHHBIM CUCTONIMYECKUM AaBNIEHEM B fe-
FOYHOI apTepuy, VAN AUTMA3eM. AHTarOHWUCTbl KanbLvA AUTMAPONUPUAMHOBOTO
pApa He pekomeHoBaHbl Ana nevyeHna OBT/IK. Hu3Kve fo3bl neTneBbix nnv TMasug-
HbIX AVYPETNKOB MOTYT ObITb NCMOMb30BaHbI A1 06NeryeHNA OfbILLKN C OCTOPOXHO-
CTblO, He JOCTVIas rmrnoBoNeMUN.

Pepiko, HO NaumeHTbl € TAXenon nHayumpyemon OTBITXK moryT maHudecTpoBaTh M-
NoTEH3NEeN N OTEKOM NErKMX, KOTOPbIE MOTYT UMUTVPOBATb OCTPYIO ULLEMMIO MUO-
Kappa. Micnonb3oBaHue Ba3oAniaTaTopoB U MHOTPOMOB C NMOMOKUTENbHBIM 3GdeKToM
B TakoM C/ly4ae MOXET ObITb OMacHO AnsA XM3HU. JleueHne AOMKHO BKoYaTh B ceba
oparnbHble UK BHYTPVBEHHbIE 3-6110KaTOPbI 11 Ba3OKOHTPUKTOPDI (Hanpumep deHus-
3ppPVH, MeTapaMVHON, HOPaJPEHaNH).

YpoBeHb?

B kauecTBe nepBow MHWN Tepaniu Ana
¢ OBTJIX, BO3HUKaloLLel B MOKOE UK NpW Harpy3Ke®, peKoMquyloTca B 6noKaTopb|
6e3 VpYIOLL|Ero AeNCTBIUA C MaKCclMa/ibHO NepeHOCHMONA A03bl.

Mauuentam ¢ OBT/IX B NOKoe Unu Npu Harpy3ke?, C HeNepeHoCMMOCTbIO
WM NPOTUBOMNOKa3aHNAMM K Npuemy B-6710KaTopOB PeKOMEHA0BaH Npyiem Bepanamuna
C MOABOPOM MaKCMabHO NepPeHOCHMON 03bl.

B KauecTBe gon oro K B- (nnwn, ecnn

K onayi cumn Ly c OBTITXK,
BO3HUMKAIOLVM B MOKOE 1 NPV Harpy3ke® p A0BaHO
C HOHGOPOM MaKCcmanbHO nepeHocleoﬁ Ao3bl

Av30nMpaming ¢ NoaGopOM MaKCMMasnbHON NepeHOCMON 03bl MOXET paccMaTpuBaTbCa
B KauecTBe MOHOTePanuu ANA yMeHbLIEHWA CUMNTOMATUKM y nayneHTos ¢ OBT/IX,
BO3HMKAIOLLEN B MOKOE 1 NPy Harpy3ke® (Mpu pr3nyeckoin HarpysKe nim npu npode
BanbcanbBbl) C OCTOPOXHOCTbIO NPy Hanrumn O (Mnn ¢ NnpeapacnonoxeHHoCTbIo K AM),
Y KOTOpbIX MPenapat MOXeT MOBbICUTb YaCTOTY Ke/yA04KOBbIX COKPALLEHNIA.

[B-6nokaTopb! UK Bepanamun MoryT GbiTb PEKOMEH0BaHbI AETAM 1 B3POC/IbIM
6e3 cmnTomatnkn ¢ OBT/IK, BO3HWKalOLLE! B MOKOE AN NPY Harpy3ke®, ANA CHUXKeHNA
[IaBNIEHNA B NIEBOM XKENy/0UKe,
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YpoBeHb
Huzkne A03bl NeTNeBbIX ANYPETUKOB UKW TUA3nA0B MOTyT UCNONb30BaTLCA

C OCTOPOXHOCTBIO NpU cumnTomMaTuyeckorn OBTIIK, ans obnerdeHus ofbILKm, 11b C
BO3HMKaIOWIEN NPy Harpyske.

AvnTnasem, c NOA60POM MaKCMMasnbHON NepPeHOCMOi A03bl, ClIeAYeT paccMaTpeTh

Y CUMNTOMHBIX 601bHbIX ¢ OBTJTXK (Mokos 1 npw Harpy3ke®), KOTOpble He NepeHOCAT lla
WK UMELOT Np K npuémy B POB 1

Ans obneryeHns CUMNTOMOB.

Opanbble nni 6/8 B- 6ﬂ0KaTOpr 11 Ba30KOHCTPUKTOPbI CIEAlyeT PaccMaTpuBaTh Y 60mbHbix lla
C TAXENOIR ot OBTITK, r AT 1 OTEKOM NETKNX.

OBTJIK = 06CTPYKLMA BbIHOCALLETO TPaKTa IBOr0 XenyaoukKa.

"Knacc p naumnu, ?YposeHb 0CTU,

3 MNposokauwa npoboi Banbcanbebl npy Harpyske (CTos) Unu NepopanbHbIM NPUEMOM HUTPATOB, ecin GU3NUecKas Harpyska

HEBO3MOXHa

“CneflyeT MOHUTOPUPOBATL NPOAOMKUTENBHOCTL MHTepBana QTc BO BpemA NoAGOPa BO3PACTaloLLel 103bl AN30NMPAaMUAa, U eCIn
T P QTc 480 Mc j03a AOMKHA BbITb CHUXKEHa.

9.1.3 NHBa3nBHOe neyeHune OBTIIK

MHBa3mBHOe neyeHue c Lenbto cHkeHna OBTITK gonkHO paccmaTpmBaTbca Ana na-
LmeHToB ¢ rpagmeHTom OBTJIXK =50 MM pT. CT., OT CpefiHe BblPaXXeHHbIX [0 TAXKENbIX
cumntomoB (IlI-IV $yHKumoHanbHbIN knacc no NYHA) u/wnu cuHkone npv ¢pusnye-
CKOI Harpyske unu peuunanBmpyoLle, HeCMOTPA Ha MaKCUMaNbHO NepeHOCUMYo
neKapCcTBEHHYO Tepanuio. OMbITHbIE MHOMMPOWIIbHbIE KOMaHAbI fOMKHbI 06CNeao-
BaTb NaLMEHTOB A0 BMELLATeNbCTBa. BbI6Op Tepanum [omkeH OCHOBbIBATbCA Ha BCe-
CTOPOHHEN OLeHKe MUTPanbHOro KnamnaHa 1 cenTasbHON aHaTOMWK, YTO BKIOYaeT
B cebs npefHamMepeHHOe MCKIoueHne APYrux aHoManmii BbIBOGHOMO TpaKTa v Mu-
TParnbHOro KnamnaHa, TPebyoLwmx XMpypryeckon Koppekumn (pUcyHokK 5). Y nauueH-
TOB C He3HauUTeNbHO rnepTpoduer (<16 Mm) MOryT 6bITb PACCMOTPEHbI MOAXOAbI,
Takue, Kak mmnnaHtauma ayxkamepHoro 3KC (cm. pasgen 9.1.3.5: aByxkamepHas
CTUMYNALMA) UK NPOTE3MPOBaHNe/KOPPEKLMA MUTPaNbHOTO KNanaHa.

9.1.3.1 Xupyprua

KenypoukoBas centanbHasd MUOSKTOMUA CHUXaeT rpafiMeHT AaBneHWs B BbIBO-
AHom otaene JIXK 1 MUTpanbHyio peryprutalmio onocpefoBaHHy0 HEMOMHbIM C1-
CTONMYeCKM nepeaHnm asrikeHum (SAM) 6onee yem B 90% cryyaes v ynyyliaet
nepeHOCUMOCTb GV3NYECKON HAarpy3Kn 1 BbIPaXXeHHOCTb CUMMTOMOB. OCHOBHbBIMMN
XNPYPruyYecKrmMn OCIOXXHEHVAMMN aBnatoTca AB-6n1o0Kaaa, aedeKT MexKenynouko-
BOW MEPEropoaKM 1 aopTanbHasa peryprutauus (AP). Koraa ogHoBpemMeHHO Habno-
faetca obCcTpyKLUMA cpeaHen YacTn nonoctv JIXK, ctaHgapTHas MUOSKTOMUA MOXeET
6bITb NPOAOIIKEHa ANCTANIbHO A0 CepefNHbI KenyfoUKa BOKPYr OCHOBaHWA Nanwi-
NAPHbIX MbiLL,. ConyTCTBYOWAA XMPYPrnyeckas KOppeKLna MUTPanbHOTO KianaHa
Tpebyetcs 11-20% naLMeHTOB, NOABEPralOLMXCA MUOIKTOMUN.
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9.1.3.2 CenTanbHas ankorosfibHasA abnayus.

CeneKTVIBHaA MHBbEKLMA anKorona B apTepuio — cenTanbHbI nepdopatop (Mnm nHo-
raa B Apyrvie BETBY NepefHen HUCXOAALLE KOPOHAPHOW apTepun) Ana UHAYKLMA
NIOKaNbHOTO CeNnTasbHOro pybLa MMeeT pe3yNbTaTMBHOCTb CXOXKYK C XUpypruye-
cKoil. OCHOBHbIM HedaTanbHbIM OCNOXKHEeHNEeM ABnAeTcA AV 6n1oKafa, BO3HYKaoLas
y 7-20% naumeHToB. B cBA3U ¢ BapriabenbHOCTbIO CeNTanbHOro KPOBOTOKA, A0 UHB-
eKLMN anKkoronia Heo6Xo[UMO BbIMOSIHUTL MVOKapAVanbHY KOHTPacTUPYIOLLyo
axokapauorpaduio. ECnn KOHTPaCTHOE BELLECTBO He JIOKaNIN3YeTCA UCKIIIOUNTENbHO
B 6a3anbHOI YacTn NeperopoAKn npoLesypy cleayeT OTMEHNTD.

PeKOMeHﬂOBaHO, yTO6bI CenTanbHas PeayKuna BbiNnonHANACH

OMbITHBIM CMELMANNCTOM, PaBOTalOLMM B MHOrONPOQUIbHON KOMaHAe C
CreunanucTos, cnety pyrowmMxcs Ha

CenTanbHan peayKuyA ANA yMeHbLUEHVA CUMNTOMOB PeKOMEHAYeTCA
nauvieHTam c OBT/TXK B nokoe nunu npu Harpyske =50 MM PT. CT., UMEIOLLMX
dyHKUmoHanbHbIN knacc -1V no NYHA, HecmoTps Ha nonyyeHve
MaKC/MasbHO NepeHoCMOii Tepanui.

CenTanbHas peflyKums [O/KHA PaCcCMaTpUBaTbCA A1 MALMEHTOB
C MOBTOPHbBIMM 06MOPOKaMM NPy HarpysKke, BbidbiBaembimu OBT/IXK
B MOKOE VI NpU Harpy3ske =50 MM PT. CT., HECMOTPA Ha NoJlyyYeHne
ONTVManbHOWN Tepanun.

CenTanbHas MUOSKTOMMS, NpeanouTuTenbHee, yem CAA, pekomeHayetcs
nauMeHTam ¢ NoKasaHUAMM K CENTanbHON PeayKLnn 1 4pyrumn
NoKasaHUAMU [i/17 XMPYPrityeckoro BMeLIaTesbCTsa (Hanprvep,
NpOTe3MpPOBaHIe/KOPPEKLNA MUTPAIbHOTO KNanaHa, BMeLaTesbcTBo
Ha NanuinApHbIX MbILIJLlaX).

MpoTe3npoBaHne 1nn KOPPEKLMA MUTPaNbHOTO KnanaHa [OSKHbI
paccmaTpumBaTbCA Y CUMITOMHbIX NauveHTos ¢ OBT/TK B nokoe

VIV MPU Harpy3ke =50 MM PT. CT. U MUTPaNbHOW peryprutaumeit

OT CpefiHeN A0 TAXKENON CTeNeHU, Bbi3BaHHbIX He TonbKo MC/| cTBOpPKK
MUTPanbHOrO Knanaxa.

MpoTesnpoBaHue nnu KoppeKkLa MUTPanbHOTO KnanaHa MoryT
paccmaTpuBaTbea y nayueHtos ¢ OBT/IXK B nokoe unum npu Harpyske
250 MM PT. CT. U MaKCUManbHOW TONLUMHON MEXKenyJOYKOBON
neperopoakn <16 MM B MecTe KOHTaKTa MUTPabHOro KnanaHa

C MeperopoaKo, MmN ecin MeeTCca MUTPabHaA peryprutauma

OT cpefiHeil 10 TAXENON CTeneHu Noc/e N30IMPOBAHHO MUOIKTOMUN.

O = pubpunnauma npeacepanin; TKMM = runeprpoduueckan kapanomuonatus; JiN = nesoe npeacepave; OBT/IK = o6cTpykuma
N

BbIHOCALLIEro TpaKTa 1eBoro YA IYHA = ¢ i knacc New York Heart Association; CAA = cenTanbHas anko-
ronbHan abnauws; MC/] = nepefiHee CUCTONNYECKOE ABIKEHME,
"Knacc p [naumu, ?YposeHb ™.
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9.1.3.3 CpaBHeHe XUpYruuv 1 anKkoronbHom abnauum

MocToAaHHan AV nocnepoBatefibHad CTUMYNAUMA C KOPOTKUM AV-MHTepBanom mo-
XKET BbITb MpefsioxKeHa B3POC/bIM MaLMeHTaM C CYMMNTOMATUKOW, KOTOPbIM He MoA-
XOAAT WM He COrNacHbl Ha Apyrne NoaxoAbl MHBA3VMBHOWN CeNTasibHON peayKuum,
1 NauneHTam, KOTOpble MMEIOT ApYrie NoKasaHWA ANA KapAnoCTUMYNALMN.

MapameTpbl CTUMYAALMK JOSKHBI ObITb ONTUMMN3MPOBAHbI AN1A JOCTUXKEHNA MAKCU-
MasnbHOro nNpeABo36yxaeHnsA BepxywKu MK ¢ MUHUManbHbIM HapyLLUeHeM Hanon-
HeHuA JIK (06bIYHO JOCTUraeTcs C MOMOLLbIO HanpaBiaeHHoro AV-uHTepBasna nokos
100430 mc). [1nA yBepeHHOCTN B MONIHOM 3afeCTBOBAHNM »KeNlyA0UYKOB BO BpeMs
Harpysku, HeobxoAMMo cfienaTb BO3MOXXHbIM AVHAMNYECKU 3ajaBaemMyio BENNUVHY
AV-uHTepBasna, a NPorpaMmmrpyemMblii BEPXHUI NPeaen AOSKEH ObiTb BbILLE, YEM Ca-
MbI GbICTPbIN CUHYCOBbI PUTM, LOCTUrAEMbI NPU GU3NYECKOI HAarpy3Ke.

o [

MocToAaHHaa AV cTUMyNALMA C ONTUManbHbIM AV-MHTEpBanom
Anac rpajvieHTa [ B BbIBOAHOM TpakTe JIX

VN ANA TOro, YTo6bl NocnocobcTBOBaTH Tepanin B-6nokatopamu
W/vny BepanamuioM, MOXeT PacCMaTpUBaTLCA MO OTHOLIEHUIO

K OTAenbHbIM NauueHTam ¢ OBT/TK B nokoe vnnu npu Harpyske

=50 MM pT. CT., CUHYCOBbIM PUTMOM 1 CUMNTOMaMK, XapakTepHbIMU
INA pedpakTePHOCTY K IeKapCTBEHHOM Tepaniu, 1 TeM, KTo umeeT
NPOTUBOMOKa3aHNA K CeNnTaibHO ankoronbHoi abnayun

VN cenTanbHON MAO3KTOMIY, UIN BbICOKUI PUCK Pa3BUTUA
rionepeyHoi 6r1oKazbl B pesysibTate cenTabHOM aflkorobHoOM abnauumn
VN cenTanbHON MNO3KTOMUW.

Mauventam c OBT/IK B nokoe nunu npu Harpyske =50 MM pT. CT.,
CMHYCOBbIM PUTMOM U CUMMNTOMaMWU, XapakTepHbIMU AnA ped)paKTepHOCTVI
K ﬂeKapCTBeHHOVI Tepanunun, N Tem, KTO UMeeT NOoKasaHuA K UMniaHTauun

K UK, Ana cHuxeHns

rpaaveHTa aasnexHus B BTIIK nnu ans toro, 4to6bl Nocnoco6cTeoBaTh
Tepanuu B-610KaTopami 1/vnn Bepanammuiom, MOXeT GbiTb paccMOTpeHa
nMnnaHTauua AsyxkamepHoro IKC (BMmecTo opgHokamepHoro 3KC).

AV = VKA = OBT/T = 06CTPYKLNA BLIHOCALLETO TPaK-
Ta NeBoro xenygouka.
"Knacc pekomeHgaumv, 2YpoeeHb ocTw,
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PucyHok 5. Cnncok obcnefoBaHWi 414 NaLMEHTOB, KOTOPbIM MaHpyeTca

MHBa3VBHaA centanbHasa peaykKuua.

EcTb nv anbTepHaTuBHOE /
[OMONHUTENbHOE 06BACHEHNE
cumnTomam?

« OXnpeHne

- bonesHn nérkmx

« Mwemnyeckan 6onesHb
cepaua

« AHemuA

« bonesHn wutoBuaHom
xenesbl

« Aputmunn (Hanpumep, OI1)

« Mo6ouHble 3¢ deKTb NekapcTs

« CuctemHble 3a6oneBaHumsa
(Hanpvmep, amnnonzos)

+ O6cTpyKuma BT

KakoB mexaHw3m o6cTpyKLmn?

- MNCA-onocpepnoBaHHas

- CpefHuiA pasmep NonocTu

« Cyb6aopranbHas MembpaHa

- AopTanbHbll CTEHO3

+ AHOMasIbHOE MOJNOXKeHVEe
NanuANSIPHbIX MbILLY

« [lononHnTenbHas TKaHb
Ha MUTPanbHOM KnanaHe

OueHka aHaTomuu / GyHKLMK
MUTPaNIbHOTO KnanaHa

- Mponanc mutpanbHoro
KnanaHa

- [Ipyrvie BpOXAEHHbIE
aHomanun MK

OueHKa pacnpocTpaHéHHOCTY /
TAXECTN runepTpodun

MuHumanbHas TonwrHa
nepepHen 4actu
MeX>KenyA04KoBOW
neperopogku 17 mm

O = pubpunnauna npeacepanin; MK = mutpanbHblii kKnanaw; BTTIXK = BbIHOCALLWIA TPAKT NPaBOro XenyAouKa;

MNCA = nepefHee cUCTONNYECKOE ABUXKEHNE MUTPANIbHOTO KnanaHa.
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9.2 06¢TpyKUMA cpeaHert YacTu nonoctu JIXK n anukanbHble aHeBpPU3Mbl
O6cTpyKUMA cpefHelt yacTn nonoctn JIK passuBaetca npumepHo y 10% nauvieH-
ToB ¢ TKMI. BonbHble ¢ cMMNTOMHOW OBCTPYKUMel cpeaHeit yacty nonoctu JIXK
[OJKHBI MONyYaTb BbICOKME A03bl (3-610KaTOPOB, Bepanamuna iy Auntuasema.
OKono 25% naumeHToB € 06CTPyKUMen cpefiHel YacTu nonocTtn JTXK Takke nmetot
anvKanbHylo aHeBPU3MY, OTKyAa B HEKOTOPbIX C/lyYasX BO3HUKAeT MOHOMOPQHas
XKenyaouKoBan TaxMKapAua, KOTopasa MOXeT NoAnexaTb KapTUPOBaHWIo 1 abnaumn.
Pefiko B aHeBpM3Me BbIABNAETCA TPOMO, TPEOYIOLMIA Ha3HauYeHNe Ha AIUTeNbHbIN
CPOK MepopasibHOW aHTUKOArynAHTHOW Tepanuu. MNpodunakTmyeckaa UMnnaHTa-
una VKA npy oTCyTCTBAN APYrUX KNMHUYECKUX MPU3HAKOB, CBUAETENbCTBYIOWNX
0 nosblweHHOM pucke BCC, He pekomeHAayeTca (CM. pa3gen 9.6).

9.3 JleueHne CUMNTOMOB CepAEYHOI HeAO0CTaTOYHOCTU Y NALNEHTOB
6e3 OBT/IK

9.3.1 JlekapcTBeHHasA Tepanus.
O6wue Noaxoabl B leYeHUy CYMNTOMOB CepPAEYHOI He[OCTaTOYHOCTN NPeACTaB-
JieHbl B Tab. 6.

e | wposem

Jinsa naumenTos |11V ¢pyHKUMoHanbHoro knacca no NYHA ¢ ®B

JIX=50% v oTcyTCTBMEM AaHHbIX 32 OBT/TXK (Nokos nnu npw Harpyske)
[N yMEHbLUEHUS CYMMTOMOB CePAEYHO HEAOCTAaTOUHOCTV AOIMKHO BbiTb
paccMoTpeHo HasHaueHne B-6110KaTopoB, Bepanamuia unv auntnasema.

[Ana naupenTos |-V ¢pyHKUmoHanbHoro knacca no NYHA ¢ ®B JTXK =50%

1 OTCYTCTBUEM AaHHbIX 3a OBT/IXK (nokos unm npu Harpyske)

[NA yMEHbLUEHUA CUMIMTOMOB CEPAEUHON HEOCTaTOUHOCTI [JOMKHO GbiTh
|PaccMOTPEHO Ha3HaueHVie MasnbiX 403 NETNEBbIX 1 TUA3NAHDIX NYPETVKOB.

OB JIX = dpakuusa Bbibpoca nesoro xenyaouka; OBT/IXK = 06CTpyKumMA BLIHOCALLEO TpaKTa NeBoro xenyaouka; NYHA = knaccu-
dukauma no aaHHbIM New York Heart Association.
"Knacc p [naumu, ?YposeHb ocTh.

Ko | vponenr|

C

WHrubutopbl AMIO f0mKHbI 6bITb PACCMOTPEHDI B KauecTse [OMONHATENbHOMN
Tepanuu K B-6nokatopam, AnsA nauveHTos 6e3 OTBJIXK ¢ ®BJIK <50%,

[INA yMeHbLUEHUA pUCKa rocnutanusaumii no nosoay CH u pucka BHesanHoum
cvepTu.

Maumnentam c OTBJTXK 1 OBJTXK <50% ¢ Lenblo yMeHbLUeHUA CMMMNTOMOB
1 CHXKEHUA PUCKa NPexxAeBPeMeHHON CMepTy 1 rocnuTanmsayun ¢ CH
Heo6X0AVMO PacCMOTPETb BO3MOXHOCTb Ha3HaueHUA 6eTa-610kaTopoB
B pononxeHue K AMN® (unu APA ecnv nAT® nnoxo nepeHocATcA)
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Manbie 103bl NeTNEBbIX U TUA3UAHbIX ANYPETUKOB [OSMKHbI
paccMaTpuBaTbCA 1A Ha3HaYeHUA NaLyeHTam ¢ cumnTomaTtikon c |-V
dyHKLMOoHanbHbIM Knaccom no NYHA n OBJIXK<50%, Ans ymeHblUeHnsA
CHIMMTOMOB U CHUXKEHWA rocnnTanusauuii no nosogy CH. *

[ins Bcex NauneHToB C MOCTOSIHHOM cumnTomaTukoi (I1-1V
dyHKUMoHanbHbIN knacc no NYHA) n OBJ1K<50% — HecmoTpa

Ha neyeHune nHruéutopamu AMNO (unv BPA, ecnn 6onbHOM

He nepeHocuUT nHrnéuTopbl AMNM) n B -6110KaTopamm — AOMKHbI
paccMaTpyBaTbCA aHTarOHUCTbI PELIENTOPOB K MHEPanoKopTUKouaaM
(APM), ana ymeHblUeHWA pucka rocnutanvsauuii no nosogy CH

1 NpexeBpeMeHHol cmepTu. *

Hu3kne 103bl AMFOKCMHA MOTYT paccMaTpKBaTbLCA ANA NaLUEHTOB
6e3 OBTJIX, II-1V pyHKUMoHanbHbii knacc no NYHA n ®B <50%

1 nocTosaHHoM Gpopmoit O, ANA KOHTPOSIA YaCTOTbI CEPAEUHbIX
COKpaLleHNIA.

ANO = aHrnoTeH3nH-NpespaLiatolnin pepmeHt, BPA = 6nokaTopbl p pa K aHr! ty, CH = ceppg He[l0CTaTOuHOCTb,
OB JIX = dpakuus BbIGpoca neBoro xenygouka, APM = T K NYHA = knaccuduka-
uua no gaHHbIM New York Heart Association.

'Knacc pekomeraaumm,

2YpoBeHb JOKa3aTebHOCTH.

3B YCIOBUAX OTCYTCTBUA nees i no TKMM, 3p$eKTMBHOCTb MO roCnUTanu3auyam, CUMNToMam
1 CMEPTHOCTY NPEANONAraeTCs, Ho He JoKa3aHa.

9.3.2 CeppfieuHasn pecrHXpoHM3MpyloLasa Tepanmsa

PernoHapHas reteporeHHOCTb COKPATUMOCTW U paccnabneHus JIPK obbluHa MoxeT
6bITb MapPKEPOM MJIOXOro NPOrHo3a. B ycnoBuAx oTcyTCTBIA paHAOMM3UPOBAHHbIX
nccnepnoBaHuid, CPT MoXeT 6bITb paccMOTpeHa ANA eANHNYHbIX NaLneHToB C ped-
paKTepHOCTbIo K neveHnto n OB JIXK <50%.

s

CepaeyHasn pecrHXpOHU3MpYoLas Tepanus A1A yMeHbLIeHUA
CMMMNTOMATUKN MOXKET paccmaTpuBaTbca y nauyeHTos ¢ FKMI,
MakcvMmanbHbIM FBTJTXK <30 Mm pT. CT., Npu3Hakamm peppakTepHOCTH
K neyeruio, lI-IV pyHKuUMoHanbHbIM Knaccom no NYHA, ®B JTXK <50%
v BJIHIT ¢ pnutenbHocTbio QRS >120 mc.

OB = ¢ppakuyna Bbibpoca; TKMM = 1 PTPOG Kas BJIHNT = 6nokapa nesoit Hoxkm N. Mica, JIXK = nesi
xenypouek; MBT/DK = rpaaneHT BbIHOCALLEro TpakTa 1eBoro YA ; NYHA = knacc no panHbim New York Heart
Association.

"Knacc pekomeHgaumm,
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2YpoBeHb l0Ka3aTeNbHOCTI.

9.3.3 TpaHcnnaHTauusa cepaua v BCoMoraTesbHbIX IEBOXENY[0UKOBbIX YCTPOICTB

once o

OpToTonunyeckan TPaHCMAHTaLMA CePALIa MOXET bbITb paccMOTPeHa

B OTHOLLEHV MaLYEHTOB, NOAXOAALLMX ANA TPAHCMIAHTALNN, UMEIOLMX
OB JIX <50% v cumnTombl CH I11-1V dyHKLmoHanbHoro knacca no NYHA,
HeCMOTPsA Ha OMTVMAsIbHYI0 IeKAaPCTBEHHYIO TEPANII0 UMM HEYCTPaHUMble
KenyAoUKOBblE apUTMUU.

OpToTonnyeckan TpaHCMNaHTaLA CepALia MOXeT bbiTb paccMoTpeHa

B OTHOLIEHNV NaLYEHTOB, NOAXOAALLMX ANA TPAaHCMNaHTaLnN,

c HopmanbHoi OBJIXK (250%), TAXENbIMA CUMNTOMaMMN PE3UCTEHTHOCTH
K nekapcreeHHoit Tepanuu (I1-1V yHKuMoHanbHbIN knacc no NYHA),
BbI3BaHHOWN AMacToONNYecKon ANCHYHKLMEN.

CH = ceppeyHan HepgocTatouHOCTh; OB JIXK = ppakuma BbiGpoca nesoro YA ; NYHA = knacc no AaHHbiM New
York Heart Association.

TKnacc pekomeHpauum,

?YpoBeHb JOKa3aTeNIbHOCTH.

o sy

MMnnaHTaums akcranbHOro HacocHoro BITXKY MoxeT 6biTb
paccMoTpeHa B OTHOLIEHN HEKOTOPbIX NaLMEHTOB C TEPMUHabHO
ctagvien CH, HecMOTpA Ha ONTVManbHyI0 NeKapCTBEHHYIO Tepanuio

1 UMMNaHTVPYyeMble YCTPOICTBA, KOTOPbIM BO3MOXHA TPaHCMIaHTaLmna
cepAua AnA ynyyleHNA CUMNTOMaTUKM, U CHUKEHWA prcKa
rocnutanusauum no nosogy CH ot nporpeccuposatna CH Bo Bpema
OXWAAHMA AaTbl TPAHCMIAHTaLMN.

CH = ceppieuHan HefjoCTaTO4HOCTD; BITXKY = Bl YCTPOWCTB
"Knacc pekomeHpaumu,
YpoBeHb OKa3aTeNbHOCTH.
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PUCYHOK 6. ANiTOPUTM NleYeHns CepAeUYHON HeOCTaTOYHOCTN
npy rMNepTpodrUecKoi KaparommonaTuu.

CeppeyHan
He[J0CTaTOUYHOCTb
II-1V knacc no NYHA

|

OBTJ1X (B nokoe OBT/1X (B nokoe
WY Npu Harpyske) VNV NPy Harpyske)
=50 Mm pT. CT. <50 MM pT.CT.
v
KoHTponb putma /
G)VI6pVInJ'IﬂLL!|ﬂ YaCTOTbI COKPALLEHMIA,
JleyeHne OBTITK npeacepani? aHTVKoarynAHTHasn
Tepanua
OB JIXK = 50% ®B JIXK < 50%

! !

[B-6nokatopsl,

-6nokatopbi,

Bepanamun WAMO®, APM
wnun guntnasem He6onble
Hebonbluve

D03bl NETNEBbIX
VI TUA3NAHbIX
NyPETNKOB

[103bl NETNEeBbIX
VNV TUa3NAHbIX
AVNYPEeTVKOB

—

PaccmotpeTb
TPpaHCMNaHTaLuuio cepaua

VAT = HrM6UTOp aHrnoTeH3MH-NpeBpallaioujeroca depmeHTa; O = GnbpuNALMA Npeacepanii;

OB JIX = dppakuua Bbibpoca neBoro xenyaouka; OBT/IK = 06CTPYKLMA BBIHOCALLETO TPaKTa IEBOTO XeyAouKa;
APM = aHTaroHuUCT peLienTopoB K MUHepanoKopTukouaam;

NYHA = knaccupukauma GyHKUMOHaNbHbIX KNaccos no AaHHbIM New York Heart Association.
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9.4 JleueHune cTeHOKapAauUy y NaLmneHToB 6e3 06CTPYKLUUM BbIHOCALLEro
TPpaKTa /1IeBOro enyfouka

Knacc'

HasHaueHwe B-610KaTOPOB 11 aHTAarOHUCTOB KasibLiA MOXeT 6biTb
PacCMOTPEHO C LieNbl0 YMEHbLUEHNA CUMMNTOMOB Y MaLEHTOB la
CO CTEHOKaPAUTNYECKNMU 6ONAMI B FPYAHON KNeTKe 1 6€3 AaHHbIX
3a OBTJIXK vnu 06CTPYKTUBHO 6ONE3HN KOPOHAPHbIX COCYAOB.

Ha3HaueHVie nepopanbHbIX HUTPATOB MOXET 6bITb PACCMOTPEHO C LieNbio
YMeHbLIEHIA CUMATOMOB Y MaLNeHTOB CO CTEHOKaPAUTYECKUMU GonAMM b
B rPyAHON KneTke 1 6e3 aaHHbIx 3a OBT/IK unu o6¢TpyKTvBHOI GonesHn
KOPOHaPHbIX COCYA0B.

C
C

OBT/IK = 06CTPyKLMA BbIHOCALLETO TPaKTa 1eBOro Xenyaouka.

"Knacc pekomeHgaumu,

?YpoBeHb A0Ka3aTeNnbHOCTI.

9.5 lNpeacepaHble TaXMapuTMUN

MauneHTam ¢ CUHYCOBbIM PUTMOM W IMaMETPOM NEBOrO npefcepana =45 MM JOmK-
HO NpoBoANTbCA 48-yacoBoe ambynaTopHoe SKI-MOHWUTOpMpPOBaHMe Kaxkable 6-12
mecAueB AnA BblABNEHUA ¢I/I6pVIﬂJ1ﬂLWIVI npeacepauii. BepeHne Tpenetanna npep-
cepani JOMKHO OCYLLECTBAATLCA TPAANLMOHHBIM METOAOM, a PUCK Tp0M603M60-
NN OUEHUBATbCA TaKXe, Kak 1 npu 4)VI6pI/IﬂﬂﬂL|I/II/I npepcepauii.

9.5.1 HeoTno»xHasA nomoLlb
Briepsble Bo3HMKLWaa O gonxHa 6biTb KynpoBaHa 6bICTPO B COOTBETCTBUM C PEKO-
mMeHzaumamm ESC.

Y naumeHTtoB ¢ OBTJIXK 1 HopmanbHoi OB Ha3zHaueHne AUroKCHaA HEOOXOAUMO 13-
6eratb. Takxe cnegyet nsberatb HazHaueHve aHTMapuTMKKoB IC Knacca.

Mocne [OCTUXKEHVA NOMHOTO KOHTPOSIA PUTMA, He paHee, Yem yepes 3 Hefenn apdek-
TVBHOW aHTMKOAryNnAHTHOWM Tepanuu aHTaroHuctamu ButamuHa K (ABK), BO3MOXHO
|paccMoTpeTb NpoBefeHne n3bupatenbHoi H3 kaparosepcuu. Ecnn H3 kaparosepcus
nnaHMpyeTca paHee, TO €& HEOOXOAVMO BbIMONHATb Ha OCHOBaHUV AaHHbIX YM-IxoKT.

9.5.2 Mpodunaktrka Tpom603M601N

Mcnonb3oBaHue wkanbl CHA,DS,-VASc ana oueHKn prcka BOSHUKHOBEHMSA NHCY b
Ta He pekomeHAayeTca y naumeHToB ¢ [JIK. PekomeHayeTca NoXnsHeHHaa Tepanmsa
OpasibHbIMM aHTVKOArynAaHTaMu, laxe eCiiv CUHYCOBbIV PUTM BOCCTaHOBMEH. HasHa-
YeHMne HOBbIX NepopanbHbiX aHTMKoarynaHToB (HOAK) MoxeT 6biTb pacCMOTPEHO,
Korga nopo6paHHas ao3a ABK He MoXeT ObiTb MCMONb30BaHa.
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9.5.3 KoHTponb YacToTbl cCOKpaLleHni

MauuneHTam ¢ NapoKCcM3manbHOW, NePCUCTPYIOLLE MU NOCTOAHHOW ¢popmoin I
peKomMeHAyeTCA Ha3HaueHe, Kak MOHOTepanuu Unn B KombuHauum, 3-6nokatopos
1 @aHTarOHNCTOB KaslbLMeBbIX KaHANOB HeANIAPONVPUANHOBOIO PAAA ASIA KOHTPO-
JIAl YacTOTbl COKpalleHuit. B cnyyae, ecnn ailekBaTHbI KOHTPOMb PUTMa He MOXeT
6bITb JOCTUrHYT, MOXKHO PacCMOTPeTb NpoBefeHne abnauyun AV-y3na 1 NOCTOAHHYI0
KapAMoCTUMYNALMIO. Pexxum cTumynayuy nocne abnaumm AV-y3na gonmxeH 6biTb co-
rnacoBaH ¢ pekomeHaauvamm ESC, 3a UCKIOUeHeM Tex NaLMeHTOB, y KOTOPbIX MMe-
eTcA HapyLeHue cuctonnueckoit pyHkLum JIK (OB <50%) — B 3TOM Cydae MOXKeT
paccmatpuBaTtbea umnnanTauma CRT-P (CRT ¢ BoguTtenem putma).

9.5.4 KoHTponb putma

HasHaueHue ammopapoHa AOMKHO GbITb PACCMOTPEHO C LeNblo AOCTUXKEHUSA KOH-
TpoNA prTMa 1 NOAAEPKaHNA CMHYCOBOTO pyTMa nocsie Kapanosepcmu. [ipoHea-
POH He peKkoMeHAoOBaH nauneHTam ¢ FTKMI. MposegeHue katetepHon abnauuu O
MOXET ObITb PaCCMOTPEHO B OTHOLWEHMW NauueHToB ¢ KM, 6e3 3Haunmoro yBse-
NMYEHNA NEBOTO NPeACePANs, C CUMMNTOMaMK, XapaKTePHbIMU AnA pedpaKkTepHOCTA
K NIeKapCTBEHHOW Tepanuu, NN He MMELLMX BO3MOXKHOCTb MPUHMMATb aHTUapUT-
MUyecKue npenaparbl.

race | sponen |

Ecnn HeT I'IpOTVIBOI'IOKaSEHVIPI, nauyueHTam, y KOTOpbiX BO3HMKA NOCTOAHHAA,
nepcucTupyioLas unm napokcuamanbHaa popma O ana npodunakTnkn
TPOMG03MBONN PEKOMEHIOBAHO MPOBEAEHE aHTUKOArYSIAHTHON Tepanum
c nomouybio ABK (MHO 2.0-3.0).

AHTUTPOMGOTINYECKARA TepanuA PEKOMEH/YETCA NaLMeHTam C TpeneTaHem
npeacepanii, Takxke Kak v ¢ Orl.

OueHKa prcka KpoBoTeueHui no wkane HAS-BLED gonkHa
NPOBOAUTCA NPV HAa3HaYeHUN aHTUTPOMBOTYeCKoi Tepanuu (c ABK
VAN aHTUTPOMGOLITaPHBIM Npenapatamu).

BoccTtaHoBnEHVe CHYCcOBOrO putma nyTém H3 nnu papmakonornyeckoi
Kap/AroBePCUN C BHYTPUBEHHbBIM BBE/IEHNEM aM1OflapoHa cleflyeT
paccMaTprBaTh B OTHOLIEHNM MALIMEHTOB C HelaBHO BO3HMKLLen O,

Ha3sHaueHvie am1oaapoHa cneflyeT paccMaTpyBaTh B OTHOLIEHIN KOHTPONA
pUTMa MK ANA NoaaepKaHUA CUHYCOBOro puTMa nocsie H3 Kapavosepcni.

[B-6nokaTopbl, Bepanamun win AuiTazem peKOMEH/IYIOTCA A KOHTPOSA YacToTbl
COKpaLLeHNiA y NaLMEHTOB C NOCTOAHHOI unu nepcuctipytouein O,

KateTepHas abnauus I aonxHa 6biTb pacCMOTPEHa B OTHOLLIEHUN
nauneHToB 6€e3 3HauMmoro yBenuyeHuAa nesoro npeacepauna, ¢ cumnTomamm
pedpaKkTepHOCTY K NIeKapCTBEHHON TePaMNuM Wi NP HEBO3MOXKHOCTI
NPVUHUMATb aHTUAPUTMUYECKNE NpenapaTbl.
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k| sone

Ab6nauma AV-y3na N1 KOHTPONA YacTOTbl CEpAIEUHbIX COKPALLEHNI MOXeET
6bITb PacCMOTPEHa, B Clly4ae, eC/IM YacTOTa XeflyA04KOBbIX COKpaLLEHWi

He NMO//IAETCA KOHTPOJTIO CO CTOPOHbI NIeKapCTBEHHbIX MPenapaTos, 1 ecu
napokcnam O He MOXeT GbiTb NPeAOTBPalLEeH aHTMaPUTMUYECKON Tepanuei,
VAN aCCOLMMPOBAH C HEMePeHOCMMOCTbIO 11 MOBOUHBIMM AeACTBUAMN.

Mocne abnauyuu AV-y3na naumentam ¢ OB JIK >50%, npu Hanuuun
napokcusmanbHoii O pekomeHpyeTca MMNNaHTauua asyxkamepHoro (DDD)
KapanoCTUMYNATopa C GyHKLMeN NepeKnioueHna PeXnMa, am OfHOKaMepHOro
(VVIR) KapanocTumMynaTopa npu Hanmuum NepcucTupylouiein uam noCToAHHOM
dopmbl.

Heobxoanmo paccmoTtpetb nMnnantauymio CRT (BoauTens putma) B OTHOWEHUMN
nauvenTa c no6oi popmoit O u OB JIXK <50%, nocne abnaumm AV-y3na.

HeobxoanmocTb nposeaeHus 48-4acoBOro ambyiaTopHOro
SKI-moHUTOpVpOBaHUA CreflyeT paccMaTpuBaTh Kax/ble 6-12 mecaues
B OTHOLUEHMM NALMEHTOB C CUHYCOBbIM PUTMOM 1 AinameTpom JT > 45 Mm
[nA BbiasneHua Or.

MpoLesiypa abnavym MoXeT paccMaTp1BaTbCA BO BPEMA CenTaibHOM
MWO3KTOMUM Y NaLueHToB ¢ TKMIT 1 cumntomHomn O,

AHTUTPOM6GOTMYECKaA Tepanua acNMpPUHOM B 03MpoBKe 75-100 mr nioc
Knonuporpens 75 Mr B AeHb (Mpu HA3KOM pUCKe KPOBOTEUEHUIN) AOMXKHa ObiTb
paccMoTpeHa, B Cllyyae, v NaLWeHT OTKasbiBaeTcA MpUHUMaTh iobbie OAK
(ABK vnu HOAK).

Ecnu naymeHT ¢ O He MOXeT NpuHUMaTh Nofo6paHHyto Ao3y ABK (MHO 2-3) —
B CUITY OTCYTCTBUA BO3MOXKHOCTI NOAAEPKIBATD HEOOXOANMbIiI YPOBEHD
aHTMKOarynauuy, no6ouHbIX AercTBui ABK, N1 HEBO3MOXHOCTU MOHUTOPUHTa
MHO — peKomeHAyeTcs Ha3HaueHne NPAMOro UHrNGUTOPa TPOMGMHA
(naburatpaHa) nnn opanbHbIX MHIMGUTOPOB pakTopa Xa (Hanp., puBapokcabaH,
anukcabax).

Bo Bcex cnyyasnx BO3HUKHOBeHNA O, KooMe 06PaTUMBbIX MPUUKH,
pekomeHayeTcsa noxun3sHeHHaa OAK Tepanua ¢ nomoubio ABK (MHO 2.0-3.0),
[laXe eC/IN CUHYCOBbIN PUTM GbiNl BOCCTAHOBIEH.

O = pubpunnauma npeacepanin; AV = at i; CRT = cep, pec Tepanus; H3 = Hanpas-
nenHan snekTpuyeckas; IKI = snektpokapanorpamma; HAS-BLED = (runepteHsuns, HapyieHue GpyHKLN NOUYEK/MeUYeHu, MHCYNbT,
Hanuuue Kp B nnu npegpac W K HAM, Nab! MHO, i Bo3pacT (>65 ner), ynotpe-
6nexve ankorons, TKMM = i yeckan MHO = ny oe HHOE OT-

HouweHue; JIM = neBoe npeacepave; HOAK = HoBble opanbHble aHTkoarynaHTbl; OB JIK = ¢ppakuma BbiGpoca NeBoro xenyaouka;
OAK = opanbHble aHTVKoarynaHTbl; ABK = aHTaroHnctsl sutamuna K.
"Knacc p [nauuu, ?YposeHb ™.

9.6 MpodunakTnka BHe3anHo cepaevHO cMepTN

Kak npaBuno, ceppeyHo-cocyamnctaa cMepTHOCTb y B3pocibix ¢ TKMI coctaBnaeT
1-2% B rof, cpefin KOTOPbIX rMaBHbIMK MpUYnHaMn cmepTy asnatTca BCC, ceppeu-
Has HeJOCTaTOYHOCTb U TPOMG03MOBoNUA. OueHKa prcka BCC gomxHa BKOUaTb K-
HUYeCKNI 1 cCeMeliHbIV aHaMHe3, 48 yacoBoe ambynaTopHoe SKI-MoHMTOpUpoBaHue,
TT-3x0KI (nnn MPT B cnyyae nioxoro axokapanorpadpuyeckoro n3obpaxeHus) n Ha-
rpy304HOE TECTUPOBAHWE, IMMUTPOBAHHOE BO3HNKHOBEHMEM CUMMTOMATUKM.
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9.6.1 PekomeHzaummn no G13n4ecKMm HarpysKkam

MaunenTam ¢ TKMIT cnefyeT pekoMeHA0BaTb He MPUHUMATbL y4acThe B CMOPTUBHbIX
COPEBHOBAHMWAX 11 He BbIMOJIHATb VHTEHCUBHbIE GU3NYECKUE Harpy3Ku, 0COH6EHHO
ecnn y Hux ecTb dpakTopbl prcka BCC n/munn OBTITK.

9.6.2 IMnnaHTpyemMble KapanoBepTepbl-gedrndprnnatopsb

MmnnanTauma VK gonxkHa 6biTb pacCMOTPEHa B OTHOLLEHMM NALXEHTOB, MePEHec-
LUVX 3MM30f BHE3AMHOWN CMepTY 13-3a GUOPUANALNN XKeNY[OYKOB NN CMIOHTAHHOW
yctonumsoi KT ¢ remogMHaMnyeckuMu HapylueHamn. Bce octanbHble nauyueHTbl
JOMKHBI MPONTU CTaHAAPTU30BAHHYIO KIIMHUYECKYIO OLIEHKY, B KOTOPOI NponncaH
CTaHAAPTHbIN HabOP NPOrHOCTUYECKMX NOKa3aTenen, NCnosb3yemblx Ana onpege-
neHwns 5-netHero pucka BCC ¢ nomowbto mogenn HCM Risk-SCD (cm. pucyHOK 7):

BePOATHOCTD pcc s revenme s ner = 1 — 0.99 8P (porsocTmeckuni uipexc)

20e [poeHocmuyeckuli uHOekc = [0.15939858 x MAKCUMATbHAA MOAWUHA CMeHKU
(Mm)] — [0.00294271 X MakcumasabHAas moauwuHa cmeHku? (mm?)] + [0.0259082 x
ouamemp n1ego20 xenyoouka (Mm)] + [0.00446131 X makcumanbHbili (8 nokoe/
npoba Banbcanvewl) epadueHm 8 8bIHOCAWEM MpPAkme J1e8020 Xesyoouka (Mm
pm. cm.)] + [0.4583082 X cemeliHbili aHamHe3 BCC] + [0.82639195 x HYXT] +
[0.71650361 x HeobvACHUMbIE 06MOpoKu] — [0.01799934 X 8o3pacm Ha MoMeHmM
KIUHUYeCcKo20 ucciedosaHus (200b1)].

N. B.! B mopenn «<HCM Risk-SCD» BbisiBneHa HenviHeHaA cBA3b Mexay puckom BCC
1 MaKCMMasbHOW TOMWMHOWN CTEHKM IEBOTO XenyAouKa. ITO yunTbiBaeTca B Mofe-
N NPOrHO3MPOBAHMA PUCKa NyTeM BKIIOYEHWA KBaApaTa MakCManbHON TONLWMHbI
CTEHKM NIEBOTO XKeNyAouKa.

Mopgenb «HCM Risk-SCD» HE cnefiyeT ncnonb3oBaTb Ans NauneHToB <16 neT, npo-
deccroHanbHbIX CMOPTCMEHOB U ANA NTNL C METABONNYECKUMN/VUHPUNBTPATUBHBIMUN
3aboneBaHMAMU (Hanpumep, 6onesHbio AHfepcoHa-®abpu) n cuHapomamm (Hanp.
cuHapomom Noonan). 3Ta MoAesb He MCNOMb3yeT CTPeCC-HAYLIMPOBAHHbIN rpagu-
€HT B BbIxofHOM TpakTe JIXK 1 He 6bina BanvuanpoBaHa y n1L, o U Noc/ie MMOSKTOMUN
WNN cenTasnbHOW anKkorosbHomn abnauuu. [lo nonyyeHns pesynbtaToB fanbHENWNX
nccnepoBaHuin, mogenb «<HCM Risk-SCD» pgomkHa MCNoOnb30BaTbCA C OCTOPOXKHO-
CTbIO Y NALMEHTOB C MaKCMManibHON TONLMHOW CTEHKMN IEBOTO Xenyaouka = 35 mm.

Pewenvne 06 umnnanTaumm K[ [onxHO yunTbiBaTb BO3PACT U 3[0POBbE NaLMeHTa,
COLMO-3KOHOMUYECKMe GaKTopbl U Gpr3nonormyeckoe BausHue Tepanuu. Naumen-
TaM C KNMHUYEeCKUMU daKkTopamu, He BxoaAawmmn B Mogenb «HCM Risk-SCD», ne-
YeHUA JOMKHO NMoAdUPaTbCA VHAMBUAYANbHO W ObiTb COanaHCMPOBaAHO C YYETOM
NPEVMYLLECTB 1 MOXKN3HEHHOTO PUCKA OCIIOKHEHNIA.
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toncspon

Maunentam ¢ TKMI pekomeHayeTcs n3Geratb y4acTUs B CIOPTUBHbBIX c
COpPEeBHOBaHUAX.

Mmnnantauma UK pekomeHpyeTca naumeHTam nocsie oCTaHOBKY cepaLa,
BO3HUKLEN BcneacTaue KT unm OX, nnv Tem, y Koro 6bina CoHTaHHas
ycTonymsas XKT ¢ noTepen CO3HaHWUA MU reMOAVHAMUYECKMI
HapyweHVAMN, NPeAnoNoXnTelbHaA NPOAOIIKNTENIbHOCTb XKNU3HW
KOTOpbIX >1 roaa.

Wkana «HCM Risk-SCD» pekomeHAyeTcA ANA OLEHKM pUCKa BHe3anHoN
CMepTY B TeUeHe 5 NIeT y NaLyeHTOB =16 N1eT, y KOTOPbIX B aHaMHe3e HeT
3M130/10B peaHVMaLu No NoBoAy ann3oAos XT/OXK nnu cnoHTaHHo
ycTonumnsoii KT ¢ noTepeit CO3HaHNA UM reMOANHAMNYECKMM
HapyLeHNAMN.

PekomeHpyeTcs, uTo6bl 5-neTHuin puck BCC oueHvBanca Bo Bpems
NepBUYHOTO 06CIefloBaHMA 1 B laNbHelillem NOBTOPHO OLieHNBaNCA
Kaxkable 1-2 rofa v npuy N3MeHeHNAX KNMHUYECKOro cTaTyca.

WmnnaxTauma MK nonxHa paccmaTpusaTbca AnA naumeHTos

C NPOrHO3MpPYeMbIM 5-1eTHUM PUCKOM BHE3aMnHoW cMepTn 26%

1 NPOTHO3MPYEMOI NPOAOCIIKUTENBHOCTBIO XU3HM >1 roaa, nocne
AETA/ILHOTO KIIMHUYECKOTO o6cne,qoaaum 1 yunTbIBAIOLLETO
MoXun 1 pUCK 0Co; n K[ Ha 06pa3 xu3Hu,
COLINO-5KOHOMMYECKMI CTaTyC 1 MCUXOMNOTYECKOe 30POBbe.

Wmnnantauma UK moxeT BbITb paccMOTPeHa B OTHOLLEHWN NaLEHTOB
C NPOrHO3MpPYeMbIM 5-1eTHUM PUCKOM BHe3amnHowm cmeptu 24%

1 <6% v NPOrHO3MpPYeMOlt MPOJOMKNTENbHOCTbIO XM13HW >1 roaa,
nocne quaanoro K!WIHI/I‘-IeCKOFO 06CJ1€F[OBaHI/Iﬂ W yyuTbiBaroLWero
noxm pucK ocno: nn WK Ha 06pa3 un3Hu,
COL[I/IO’SKOHOMVNECKI/IVI CTaTyC 1 NCUXOosornyeckoe 34oposbe.

Wmnnantaumsa K[ MoxeT paccmaTprBaTbCA ANA NaLyeHTOB

C NPOTrHO3MPYeMbIM 5-NETHIM PUCKOM BHE3aMNHOM cmepTn <4%,

TOMbKO €C/IN UMEIOTCA KIIMHNYECKIE NPOABNEHNA, C [JOKa3aHHO
NPOrHOCTUYECKON 3HAUMMOCTBIO, U B CAlyUae, €CAIN MOXKN3HEHHbIN PUCK
OCNOXHeH 1 BnvAHUA UKL Ha 06pa3 M3HW, COLMO-3KOHOMUYECKNA
CTaTyC 1 NCMXONOTrMYecKoe 340poBbe npeanonaratoT npenmyiiectso MK
Tepanun.

Wmnnantauma K[ He pekomeHyeTcA nauyeHTam C NPpOrHo3vpyembim
5-NeTHM PUCKOM BHE3amnHom cMepTyn <4% 1 OTCYTCTBUEM APYTUX
KNIMHNYECKIX NPOABNEHNIA, MEIOLLMX AOKa3aHHYIO MPOTHOCTUYECKYIO
3HauMMOCTb.

VKA = nmr P i p p; DK = xenyaoukos; KT = xenyaoukosas Taxvnkapansa.
' Knacc pekomeHgaLmum
2 YPOEeHb [AOKa3aTenbHoCTH.
i ESC pac cnc C HIA, KaK NI06UTENbCKNE NN NPOGECCMOHaNbHbIE 3aHATUA COPTOM Ha
NOCTOAHHO OCHOBE 1 YYacThe B OGMUMANIbHBIX COPEBHOBAHMSAX (AETANM CM. B COOTBETCTBYIOWMX PeKomeHaaunax ESC).
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PucyHok 7.

NEPBNYHAA NMPOOUNAKTUKA

bnok-cxema gna umnnantaunn UK.

BTOPUYHAA MPOOUNTAKTNKA

PekomeHayemoe ob6cnefoBaHve - OctaHoBKa cepaLia
. AHaMHe3 scneactaume KT
« 20/[lonnnepoBckas nnm OX
axoKapaunorpadua - CnoHTaHHaa
« 48-4acoBOI MOHUTOPUHT KT ycTonumsas XT,
| npusogALjan
K 06MOpoKam
1 FeMOAVHaMNYeCKUM
Mokasatenu wkanbl HCM Risk-SCD: HapyLweHram
« Bospact
« CemelHbIN aHamMHe3 BHe3anHom
ceppeyHon cmepTu
« HeobbACHUMbIE CrHKOME
« [papveHT BbIBOAHOIO TpaKTa
1
JIeBOTO XKeyaouka Oxupaemas
« MakcrmanbHas ToNmnHa CTEHKN NPOAOIKUTENLHOCTb
NeBOTO XefyfjouKa’ XKu3Hu > 1 roga
- [InameTp nesoro npeacepana’
« HYXT
PekomeHpoBaH
7191}
CPE[JHWN PUCK
5-NeTHWit puck
> 4%-< 6%
K[ o6biuHo WK moxeT 6biTb A on»l:lelf-cﬂ&nb
2
He rnokasaH paccmoTpeH paccmoTpeH
2-D= Has; IKI = anekT| pamma; KM = runeptpoduyeckasn ™"aA;

VIK[ = umnnaHTupyemblii KapavosepTep-aedpubpunnatop; BT/IK = BbIHOCALMIA TPaKT NeBOrO XeNyaoUKa;

MTCJIXK = MaKcumanbHas TOMLWMHA CTEHKU NeBoro xenyaouka; HYXKT = HeycTonumBas xenyaoUukoBan Taxukapams

BO BpemA 24-48-4acoBoro ambynatopHoro SKI-MoHu HuA; BCC = cepa cmepTb;

DX = pubpunnauma xenynoukos; KT = enyAouKoBas Taxukapana.

' Ucnonb3ytotca abcontoTHble 3HaueHns rpaauenTa BT/IXK, MTCJTX v pasmep nesoro npeacepaus.

2 K[} He peKOMEeHAYeTCA, ECAIN TONbKO HET APYTX KanmqecKnx CUMNTOMOB, KOTOPbI IMEIOT NPOTHOCTUECKYIO
3Ha4YNMMOCTb 1 Koraa nosnb3a np: pucK oc W BNUAHNA MKﬂ Ha CTunb
2KN3HW, COLMO-: -5KOHOMUYECKNI cTatycu ncmxonormuecme 340poBbe.
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Jlo mnnaHTayum VK[ nayneHT AoMKEH NonyunTb MHGOPMaLMIo O pucke

HEMOTMBUPOBAHHbIX cpa6a'rb|BaH|m7|, OCNOXHEHNI nMnnaHTaumm C
n cou g I'Ip0¢ECCI/IL Y BOAUTENbCKUX NOCNeCTBUAN
nMnnaHTaumumn yc‘rpoﬁcrsa.

[B-6n0KaTOpbI 1/UNN aMUO[APOH PEKOMEHAYETCA NaLeHTam

C MKﬂ, Y KOTOPbIX UMEKTCA CUMMNTOMHbIE >Key404KOBble apuTMnn
VNN MOBTOPHbIE LWOKM, HECMOTPA Ha ONTUMANbHYIO Tepaniiio

1 BO3MOXXHOCTb MepenporpammmnpoBaHus.

3neK'rpo¢M3monormquKoe nccnefoBaHne pekoMeHayeTca naymeHTam

c VIK]L, y KOTOpbIX 3aperncTprvpoBaHbl HEMOTVBUPOBaHHbIE pa3pAabl
BCNE/CTBIE PErynapHoOii HaflXkeny0uKOBOW TaxuKapany, Ans BbiABNeHNA
1 neyeHnsA Noboro apuTMoreHHoro cy6ctpata ans abnauyuu.

VKA ¢ nopKoxHbIM 3nekTpogom (S-ICD™) moxeT paccmatpuaTbes
AnA naumenToB ¢ KM, KoTopble He MMEIOT NoKasaHuin
[INA 3N1EKTPOKaPANOCTUMYNALNN.

TKMI = runeprpoduueckan VKA = i o S-ICD™ =
pyembiii c IM SNEKTPOAOM.
"Knacc p [naumu, ?YposeHb ™.

9.6.3 BHe3anHaA cmepTb y feTei

MmnnanTtauma WK AeTAM noKasaHa, ecnu Gbinn XKU3Heyrpoxatowme »enypaou-
KoBble aputMun. Kak 1y B3pocnbix, [T12K ¢ makcumanbHon TonwmHon JIK 230 mm
(unn Z-dpaktop >6), HEOOBACHUMbIE 0OMOPOKY, HeycTonumBble KT U cemenHbli
aHaMHe3 BHe3amnHon CMepTV NPeACTaBAOT rMaBHble GpaKTOPbl PrCKa BHE3aMnHoM
ceppeyHoi cmepTu. MposefeHne nmnnantaumn UKL HeobxoamMmo paccmoTpeTb
B OTHOLUEHWW TeX, y KOro MMeloTcs ABa wnn Gonee Gonbwmx $HakTopoB purcKa.
B 60MbWIMHCTBE ClyYaeB MMMNAHTaLMM OAHOKaMEPHbIX AednbPUINATOPOB AOCTa-
TOUHO, U [aHHaA npouefypa CHUXKAET PUCK OCIIOKHEHNIA. Y HEKOTOPbIX 6OSIbHbIX
C ogHUM paKTopoM pucka nmnnantauma UK moxeT 6bITb pacCMOTPeHa nocne ak-
Ky[paTHOro CONoCTaBEHNA PUCKOB U NONb3bl ANA pebéHKa.

e Lo

Wmnnantauua VK[ pekomerayeTca AeTAM NOC/Ie OCTaHOBKM CepaLia,
VNV NepeHECLINM [JOKYMEHTVPOBaHHYI0 CMOHTaHHYI0 ycToinumByio KT

WmnnanTauma VK gomkHa paccmMaTpurBaTbCa AnA fieTeil, y KOTOpbIX

ecTb f1Ba U 6onee GOMbLIMX NeanaTPUYeCcKnX GpakTopoB pucKa® nocne
COOTBETCTBYIOLLETO KOHCWNYMa, @ TaKKe B C/lyyae, KOrfja oLeHKa
MOXU3HEHHOTO PYCKa OCNOXHEHUI 1 nocnefcTBuin UK Ha 0bpas usHm

1 NCUXONOTNYeCKoe 3A0POBbe NpeanonaraeT Nosb3y oT uMnnaHTaumn UK.
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Knacc'

Wmnnantauua K[ fonxHa paccmMaTpyBaTthbCa AN1A ieTel, y KOTOPbIX eCTb
0AVH 60NbLIOI NeANaTPUYECKII GpaKTOp PrCKa MOC/e COOTBETCTBYOLEN
KOHCYnbTalLum, 1 B Clyyae, Koraa oLeHKa pricka OC/IOKHEHNI B TeueHe b
Xn3Hn 1 BanaHne UK/ Ha 06pas K13HU 1 MCUXONIOTMYecKoe 3,0poBbe
npepnonaraet npeumyujectso UK/ tepanun.

WK = umnnaHtupyemblii kapavoseptep-aedubpunnatop; FTKMI = runeprpoduueckan kapauomvonatus; BCC = BHe3anHan cep-
[leyHas CMepTb.

"Knacc pekomeHgaumu,

?YpoBeHb AOKa3aTeNnbHOCTI.

3Bbonbluve negnatpuyeckire GakTopbl PUCKa: MakcUMasnbHas TONLMHA CTEHKI NEBOTO XenyAouka =30 mm unn Z-6ann =6, Heobb-
ACHUMbIE CUHKONE, HeyC B (23 noc YA c 7 € yacToTon
=120 ya/muH anawmeca <30 cekyHa), cemeitHbli aHamHes BCC (ofuH nnn 6onee poaCTBEHHUKOB NepBON CTeneHn poacTea ¢ BCC
B Bo3pacTe < 40 net ¢ AnarHozom KM nnu 6e3 Hero, unu BCC popicTBeHHKa NepBoi CTeneHu poAcTBa Nioboro BospacTa ¢ Ana-
rHozom FKMM).

9.7 CumnTomaTunyeckas 6paguKkapamna n aTpMoOBEHTPUKYNApHas 6oKkaaa
Hannune AV-6nokagbl AOMKHO Bbi3biBaTb MOAJO3PEHVE B OTHOWEHWUM cheundu-
YeCcKUx reHeTnuecknx noatnnos (gecmuH, FHL1, PRKAG2) y monogpix naumneHToB,
UM B OTHOLEHUN amunonpo3sa n 6onesHn AHpepcoHa-®abpu y 6onee cTaplumx
60nbHbIX (cM. pa3pen 5. inarHocTtuka). Ecnu AV-6nokaga, passunacb B pesynbrate
npvéma npenapatos, 6nokmpyowmx AV-y3en, ux fo3a AoKHa ObITb CKOPPEKTMPO-
BaHa, a HEO6XOAUMOCTb B MOCTAHOBKE KapANOCTMYNIATOPa [JOMKHA ObITb OLleHeHa
ewwé pa3. CTUMynALMA Xeny[oUuKOB AOSIKHA ObITb MUHUMW3MPOBAHA, HACKOJIbKO 3TO
BO3MOXHO, KpoMe cnyyaeB fieueHns OBTITXK. Y 60nbHbIX CO CHUMKEHHOM cUCTONMYe-
cKkom pyHKumen (OB <50%) cnepyet paccmatpueaTb CRT-P.

9.8 XenynoukoBas Taxmkapaus.

Heyctoiiumsas XT (Tpu unu 6onee }enyaouKoBbIX SKCTPACMUCTON € YacToToln >120
YA/MUH, AnuTenbHoCTbio <30 cekyHf) pakTop pucka gna BCC, HO 06bIuHO He Tpe-
6yeT aHTMapuUTMMUYecKol Tepanuu. Heyctoinumeas KT Bo BpemaA nnm cpasy nocne
dr3nyeckomn HarpysKu BO3HMKAET OYeHb PefKo, OAHAKO MOXET acCoLMMPOBaTbLCA
C BbICOKVM puckom BCC. Y naumeHTOB C NPOJOMKUTENBHBIMI UK CUMITOMaTHYe-
CKMMM 3nn3oaamu yctonursoi MoHomopdHoi KT (=30 cekyHA) 1 pakTopamu pu-
CKa KOPOHapHOro aTepocKiepo3a HEOOXOAVMO UCKMIOUNTL ULLeMUYecKyio 6onesHb
ceppua. femogmHammnyeckn HesHaummasa yctonumsaa KT AomKHa pacLeHuBaTb-
A, Kak dakTop pucka BCC. Heobxoanmo paccmoTpeTb NleyeHne ¢ nomoubio VK
1 B-6nokatopamvi UM aMUO[APOHOM ANA NPefoTBPALEHNA AanbHENWNX SNn30-
f0B y naumeHToB ¢ XT, KoTopas nioxo nepeHocutca. MoxHoO paccMoTpeTb NpoBe-
Aexune DU 1 abnauwio NaumeHTam ¢ JoKasaHHON MOHOGOKYCHOI Npupogom XT.
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10. PekomeHAaLMM No AUHaAMUYECKOMY HablogeHuIo

KnunHnueckoe obcnepoBaHyie, Bkouas 12-kaHanbHyto KT n TT-9xoKr
peKomeHyeTca Kaxppble 12-24 MecAla KNNHUYECKU CTabUbHbIM
nauueHTam.

KnuHnyeckoe o6cnefoBaHme, BKOYan 12-kaHanbHyio IKI n TT-OxoKI
peKomeHAyeTCA NaLyeHTam Npy NOABAEHUM CUMMTOMOB.

MpoBepeHne 48-4acoBoro ambynatopHoro SKI-MOHUTOPMPOBaHNSA
peKomeHyeTcA Kaxpple 12-24 MecALeB KMHNYeCKM CTabubHbIM
nauvieHTam, Kaxzble 6-12 mecALeB naLyeHTam C CYHYCOBbIM PUTMOM

1 pa3sMepoMm NIeBOro npeacepansa >45 MM, 1 B Cllyyae nossneHus *anob
Ha HOBble cepaLebueHus.

Heo6xoanmocTb nposeaeHus MPT cepaua Kaxable 5 net MoxeT
paccMaTpyBaTLCA B OTHOLIEHIN KNMHUYECKN CTabUIIbHBIX NaLMeHTOoB,
v Kaxable 2-3 rofja B yCIOBUAX MPOrPeccupoBaHuns 3a6oseBaHus.

Harpy3ouHoe TecTupoBaHue ¢ orpaHu4eHnem Mo CUMNTOMaTKe
MOXeT 6bITb PACCMOTPEHO A1 MPOBEAEHNSA Kaxable 2-3 roaa

B OTHO KJ Kn cTal bIX MALVEHTOB, 1 KaXbli1 rof
B C/ly4ae NpOrpeccrpoBaHiA CUMMTOMOB MOXHO PacCMOTPETb.

KapavonyibMOHapHOe Harpy304HOe TECTUPOBaHUE (EC/IN AOCTYMHO)
MOXET 6bITb PACCMOTPEHO Ai1A MPOBEAEHINA Kax/ble 2-3 roga
KNVHWYECK CTaBUNbHbIM NaLMEHTaM, UMW KaXAbIN FOf B Cryyae
NPOrpeccMpoBaHis CMMTOMOB.

MPT = MarH1THO-pe3oHaHcHan Tomorpadu; IKI = anekTpokapavorpamma; TT-IxoKI = TpaHcTopakanbHas Ixokapavorpadus,
"Knacc p [nauuu, ?YposeHb

11. PenpoayKkunsa n KOHTpauenumsa

e Yoonowr|

C

0L|eHKa PUYCKa 1 KOHCYNIbTUPOBaHVe MoKa3aHbl BCeM KeHLHaM
A0 HacTynneHuna 6epeMeHHOCTVI.

KoHcynbTauwa no 6e3onacHoii 1 3pdeKTnBHOM KOHTpaLenumm

C
peKkomeHAoBaHa BCEM KeHLWMHaMm ¢EpTVIJ'IbHOI'0 BO3pacTa.

Koncynb'raumn B OTHOLUEHUW pUCKa nepeaayv 3aboneBaHVA NoKasaHa
BCEM MY>KYMHAM U XeHLNHaM A0 3a4aTtuA.

Mpviem B-610KaTOPOB (METONPOION NPEANOUTUTENEH) TEMU, KTO MonyYan
€ero 1o 6epeMeHHOCTI A0MKeH BbiTb NMPOAOIHKEH 1 NOCAE ee HACTyrMeHNs

B-6n10KaTOPbI (METONPOION NPEAMOUTUTENEH) [OMKHBI GbITb Ha3HAUYEHbI
KEHLYMHAMU NPY MOABEHNN CUMMTOMOB BO BPEMA 6epeMeHHOCTI

HesaBucumo ot BpemMeHU Ha3HauyeHunsa 3-6HOK3TOPOB, pekomeHaoBaH
MOHUTOPWUHT POCTa NNoAa N COCTOAHNA HOBOPOXXAEHHOrO.
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MnaHoBoe (MHAYLMpPOBaHHOE) dpr3noornyeckoe pogopaspeLleHme
peKomeHAyeTCA B KayecTse NpoLie/lypbl NepBOro NopaaKa AnA Bcex
NaLneHToK.

AHTUKoarynaHTHaa Tepanua HMI nnu anTaroHnctamm eutammta K,
B 3aBUCVIMOCTU OT CPOKa GepeMeHHOCTI pekoMeHAoBaHa
npu GrbpuUnAaLMN Npeacepanii.

B cnyuae nepcuctupyolein pubpunnaumumn npeacepanii HE06xoAMMo
paccMoTpeTb NpoBeAeHEe KapANoBepCUm.

HMI — HuskomonekynapHbii renapuH. ' Knacc pekomeHgaumm, ?YposeHb !,

12. Oco6bie ycnoBus

12.1 lnarHocTuKa runeprpodpuryeckoii KapauommonaTum

y CNOPTCMEHOB

Ouarto3 FTKMITy cnopTcMeHOB BK/OYAET GOJIbLIOE YMCIIO PA3NIMYHBIX MAPAMeTPOB
C PasnnYHOI YyBCTBUTENBHOCTBIO U CNELPUUHOCTbIO. B «on-line» Tabnuue 7 npep-
CTaBfieHbl MPU3HaKKM Hanbonee XOpPOLO MOATBEPXKAEHHbIE OMy6IMKOBaHHbIMY
[aHHbIMKM, KOTopble MomoratT B avddepeHUmanbHOn anarHoctuke mexay KM
1 ¢pusnonornyeckon runeptpoduen JIXK, Bbi3BaHHON GpU3NUECKMI Harpy3Kamm

12.2 lunepreHsus

MNposepeHne anddepeHLNanbHOM ANATHOCTUKNA MEXAY FMNEePTOHNYECKUM Cepa-
uem v FTKMI, cBA3aHHOW C CUCTEMHOW rMMNepTEH3MEN MOXET BblTb CIOXKHOW 3aaa-
Yeid. KnnHnyeckne ocobeHHOCTH, MoMoratoLlve B MOCTaHOBKe AnarHosa N’KMIMy na-
LMeHTa C runepTeH3ven, NpeacTaBneHbl B Tabnuue 7.

KnuHuuyeckne npnsHaku, ceug ylowue B y runep

HopmanbHas 12-kaHanbHaa KT vy M3011MpoBaHHbIN MOBbILLEHHBIV BONbTaX 6€3 aHoManuin
penonapusauumn

Perpecc [T1X B TeyeHune 6-12 mecALeB TLWaTeNIbHOrO KOHTPOJIA CUCTONINYECKOTO KPOBAHOMO
fAasneHns (<130 Mm pT. CT.)

Knununyeckune cBna ylowne B y T PTPO® Ll

Hanuuve cemeiiHoro aHamHesa MKMIM

TunepTpodus NpaBoro xenyaouka

I'Ioa/:(Hee ycuneHue curHana rajoninHnAa B MecTte CoeiHeHNA C MpaBbIM XKeyA04KoM
VN NIOKaNM30BaHHOE B CErMeHTaX C MaKCMabHbIM yTonieHnem cteHkn JIXK Ha MPT
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Knunnyeckue ng cBUA yiowne B y runepTpoduryeckoii KapanommonaTm

YTonuweHune cteHku JIXK >15 mm (EBponeomnaHan paca); >20 mm (HerpoupaHan paca)

Taxenan auactonuyeckas AUChyHKUMA

BbipakeHHble aHOManM penonApu3aLmm, HapyLieH1e NPOBOAUMOCTY Ui Q-BONHbI
Ha 12-kaHanbHoi DK

KM = papua; MPT = mar Hasa Tomorpadus; TKMM = runeptpod Kas 1atns;
JIK = nesbivt xenypouek; [MXK = runeptpodus nesoro xenyaouka; MK = npaebiit xenygouek.

12.3 UsonupoBaHHasa 6asanbHan cenTanbHaA runeptpodpus
(curmoBuAHaA NneperopoAKa) y NOXuibiX NayneHToB.

Y HEKOTOPbIX MOXWMbIX NaLMEHTOB O6HapyxmBaeTcA Hebonbluas 6a3anbHasa cen-
TanbHaA runeptpodua (MHorAa onucbiBaemas, Kak CUrMOBMAHAA Meperopoka
VNN CenTanbHbIi BbICTYN), CBA3aHHAA C YBEIMYEHHOW aHTynALMENn Mexay aopToi
1 nonoctbto JIXK. Y MHOrMX NMeeTcA B aHaMHe3€e rMnepTeH3ns 1y HeKOTOpPbIX 06-
Hapy>K1BaeTCA KaNbLMHO3 KOJbLia MUTPanbHOro KnanaHa. MNauueHTbl ¢ NOAo6HbIM
pemMopenMpoBaHneM >Kenyfouka pefKko VMMET MyTauuu B reHe, KOAVpyloLem
capKoMepHble 6enku cepaLa, OAHAKO B CJlyyae NoABMEHNA HEKOTOPbIX CMMTOMOB
npu GU3NYECcKoi HarpysKke, BO3HMKaOLVX BCIeACTBME MHAYLMpyemoi OBTITXK, He-
06X0AVMO NMPOBECTY Harpy3ouHble MPo6bl U CTpecc-3xokapanorpaduio, No Toi e
cxeme, 4To 1 60/1bHbIM C HecomHeHHoN TKMI. PekomeHAauum no cemeiiHoMy cKpwi-
HUHTY B 3TON rpynne AOIKHbI NCXOANTb N3 MOJIOXNTENbHOIO 3Ha4YeHUA AnAa 4ieHoB
CeMbl 1 HaNMuKA NPeANONIOKUTENbHbBIX CUMMTOMOB Y POACTBEHHNKOB.

12.4 lnarHocTuKa 1 neyeHne 6onesHel KnanaHoB y NayieHToB
runeprpoduyeckon Kapanommonarmen.

12.4.1 bone3Hu aopTanbHOro KnanaHa

JleueHne aopTanbHOro CTeHo3a AOMKHO NPOBOANTLCA B COOTBETCTBIMN C HEAABHUMM pe-
komeHpauvamy ESC. CenTanbHaa MUOSKTOMUA HE PeKOMEHAOBaHa naLymeHTam C aop-
TaNlbHbIM CTEHO30M, Y KOTOPbIX MPW NAaHOBOM MepuonepaLyioHHoOM obcinefoBaHNN
AViHaMMyYecKas obCTpyKLUmMA He 6bina BbiABneHa. MpumepHo TpeTb nauueHTos ¢ TKMIM
MMEIOT MArKYI0 aopTasibHylo perypritaumio. AoptanbHasa peryprutauma oT cpeaHei
[0 TAXENON CTeneHn HabntofaeTca ropasfo pexe 1 06bIYHO CBA3aHa C NEPBUYHbIM MO-
|pakeHVieM CTBOPOK aopTasIbHOrO KnaraHa v iyr aopTbl M UHGEKLMOHHbIM SHIO-
KapauTaom. B Takom ciyyae HeOGXOAMMO UCKITIOUUTb MeXaHV3Mbl OBCTPYKLMM CBA3AH-
Hble ¢ MCJ], TaknM KaK Hannue cybaopTanbHO MeMbpaHbl. AP MOXET TaK»Ke BO3HMKaTb
nocsne centanbHOV MUOIKTOMUM. TaxecTb AP fomkHa GbiTb OLieHeHa B COOTBETCTBUN
¢ pekomeHgaumamm ESC, ogHako pasmep JIXK He ABnAeTcA HapgexHbIM mapkepom MKMI.
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12.4.2 bonesHn MUTPaNbHOro KnanaHa
AHOMann MMTPanbHOro KnanaHa, BTOpMYHble No oTHoweHuo K OBTITX, ocseleHbl
B pasfene 9.1.3.

OO6bIYHbI MOAXOA MO OLEHKE COCTOAHWA MUTPANbHOIO KfanaHa, B COOTBETCTBUM
¢ pekomeHgaumamn ESC/Esponeiickoin Accoumauunn Kapano-TopakanbHbIX XUpyp-
ros (EACTS) ans neueHvs KnanaHHomn 6one3Hy cepaua MMeeT HEKOTOPbIE OrpaHuye-
HuA npu FTKMI B cBA3M € TeMm, 4To NonocTb JIXK yacto HeborbLLas, faXke NPV HANMYUN
TAXKENON MUTPaNbHON peryprutaumy, a obblYHble KONMYECTBEHHbIE U MONYKONU-
YecTBEHHble AOMMIePOBCKME NapaMeTpbl He NpoBepeHbl Ha naumeHTax ¢ OBTITK.
B uenom, 6onee nonesHbIMU ABNAIOTCA KONMUYECTBEHHbIE U3MEPEHVA aHAaTOMUN Kila-
naHa, MPOAOIIKUTENIbHOCTb 1 LIBET AONMIEPOBCKMX BOJH, BMeCTe C onpeaeneHmem
pa3mepa JII 1 oLeHKo faBneHVA B NErOYHOW apTepurn.

12.4.3 TNpodurnakTvka sHAOKapAUTa

Bo3HMKHOBEHVE MHPEKLVMOHHOTO SHAOKApAMTa NPaKTUYECKN OrpaHnyeHo 6Gonb-
HbIMU C 0BCTPYKLMeli BbIBOAHOTO TpaKTa JIXK, ocobeHHO Temu, y KOro ecTb Annata-
uuma JIMN. CnepyeT pekomeHAOBaTb rMrMeHy NOAOCTM PTa, B TO BPEMA KaK PyTUHHaA
npodunakTMkKa aHTMOMOTKaMKM Y MaLMEHTOB C rPafMEeHTOM aBNIEHNA B BbIBOGHOM
TpakTe JIXX He pekomeHpoBaHa. MpodunakTviky aHTMGMOTMKAMK ClieAyeT paccma-
TPUBaTb NPV NPOBeAEHMN NpoLeayp BbICOKOrO prcka B COOTBETCTBUM C PEKOMEH-
nauvamu ESC/EACTS no nedeHuio KnanaHHbIx 6one3Helt cepaua

13. XKu3Hb c KapanomMuMonaTunein: peKkomeHAALN NaLieHTam

Tema 06wume pekomeHzaLMn

Harpysknu MauvenTbl ¢ TKMI aomkHbI M36eraTb CMOPTUBHBIX COPEBHOBAHWIA, HO MOTYT
BECTY 06bIYHbIN 06pa3 XKU3HN

PekomeHAaLmm No 03A0POBNTENBHO aKTUBHOCTY AOMKHBI ObITb OCHOBaHbI
Ha HaNIM4yMmn CUMMNTOMOB U PUCKE OCSIO! i, c3abo

BKJ/IIOYaA PUCK BHE3aMHoM cepeyHon cmepTun

[neta, ankoronb MauveHTam cneflyeT pekomeH/0BaTb MOAAEPXKIBATb 310POBbIN UHAEKC
v Bec macchl Tena

Bonblune 06bEMbBI MUK MOTYT BbI3biBaTb 60NV B rPYAHON KNeTKe,
ocobeHHo y naumerTos ¢ OBT/TK. PelueHnem npobnembl MOXeET ObiTb
yacTtoe ApobHoe NoTpebeHne NULLM HeGObLINMI NOPLNAMM.

Cnepyet n3beratb gervapartaumv u npuéma 60bLLIOro KonmnyecTsa
ankorons, ocobeHHo nauveHtam ¢ OBT/IK

Bo3HVKHOBEHMe 3anopa, 4acToro no6ouHoro spdexTa Bepanammna /
Aunsonupamunaa, N AOMIKHO perynnpoBaTbca nmeToﬁ n, ecnn HeOGXOF[I/IMO,
cnabuTenbHbIMU cpeacTeamun.
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Tema

06wume pekomeHzaLMN

Kypenve

« HeT flaHHbIX, AOKa3bIBaloLLMX CBA3b TabakoKyperwa n TKMI,
HO MaLMeHTaM crieflyeT NpefoCTaBAATL 061Uy MHGOPMALIMIO MO PUCKY
[\NA 300POBbA, CBA3AHHOMY C KypPEeHWeM U, MO BO3MOXHOCTY, NHdOPMaL|io
06 OTKa3e OT KypeHuA.

CekcyanbHas
AKTUBHOCTb

« Heo6xofumo npeaocTaBuTb naymeHTam BO3MOXKHOCTb 06CyANTb
MX COMHEHWA B OTHOWEHUN ceKcyaanoPl akTuBHocTW. BecnokoiicTBo
n genpeccuun nocne yctaHOB/I€HUA inarHo3a 4acTo BCTpeYvatTca,
N HEKOTOPbIe NauneHTbl MOryT UCMbITbiIBaTb YyBCTBO BMHbI UTN CTPaX,
CBA3aHHble C reHeTUYeCKUM ANarHo3oMm U puCcKkom nepenatb 3abonesaHvie
Aetam

« MaumeHTam crieflyeT 3HaTb O BANAHUM JIeKapCTBEHHbIX NPenapaToB
Ha NX CeKCyanbHYI0 aKTUBHOCTb

« B uenom, nauneHtam cnepyet nsberatb npuem nHrnéutopos Of13-5,
ocobeHHo ecnn ectb OBT/IXK

JlekapcTBeHHble
npenapartbl

. I'IaumeHTaM cnefyeTt 3HaTb 06 NPUHMMAEMbIX UMW NIEKAPCTBEHHbIX
npenaparax, Bknto4yasa noteHunanbHble no6ouHble FleVICTBI/IiI
n Baammoneﬁc‘ram MeXy HasHauYeHHbIMU npenapatamu,
6e3peLienTypHbIMM NpenapaTamu 1 ApyrviM1 BUAaMv neyeHns

« lNpu BO3MOXHOCTW, NaLMeHTaM cnieflyeT usberatb nprnem
nepudepryecKrx Ba3oannaTatopos, ocobeHHo ecn ectb OBT/IK

BakuuHauua

« B oTCyTCTBUM NPOTMBOMNOKa3aHWMiA, NaLuMeHTam ciefyeT pekoMeHA0BaTh
eXerofHyio BakLMHaLuio OT rpunna

BoxaeHune

« BOMbLMHCTBO NaLIEHTOB MOTYT MOJYyYaTh O6bIUHbIE BOAUTENbCKIE
npaBa v NPOAOKaTb BOAWUTL MALLVHY, €CIIV TOIbKO Y HIX HEe BO3HMKaloT
CVMMTOMBbI, MPUBOAALLNE K CHUKEHMIO KOHLIEHTPaLMKN Uu notepe
CO3HaHWA

« PekomeHAaLMu MO BOX/AEHWIO FPY30BOr0 U O6LIECTBEHHOMO
TPaHCNopTa JOMMKHbI COOTBETCTBOBATb MECTHOMY 3aKOHOAATENbCTBY

- bonee petanbHble pekomeHaauuy no sBoxaeHuio ¢ KA
cM. B pekoMeHgauuax EHRA' 1 mecTHOM 3akoHopaTenbcTee

MpodeccroHanbHas
DeATeNbHOCTb

« bonbwmnHCTBO 60NbHBIX ¢ TKMIT MOryT NnpogonXaTh UX 06bIUHYO
neAtenbHocTb. C COOTBETCTBYIOWMM CNeLUanicTom cieayet obcyanTb
BAVAHVE TAXENON PyUHOI paboTbl, TpebytoLuern 60blmnx Grsnyecknx
yeunun

« [InA HEKOTOPbIX BJIOB AEATENbHOCTY, TaKUX, KaK MUNOTUPOBaHWE,
BOEHHasA 1 HEOTNIOMKHAA CNYKObl, CyLECTBYIOT CTPOTVie peKoMeHaLnm
N0 OrpaHUYeHMIo.

« CoumanbHble 1 GprHaHCOBbIE NOCNeAcTBMA ArarHo3a M’KMI AomKHb GbiTb
06CyXAeHbI C POACTBEHHMKaMV GONbHBIX 1O NPOBEAEHNA KNTMHNYECKOTO
WM FeHETUYECKOTO CKPUHWHTA.

47



Tema

061ue pekomeHaaun

OTnyck
1 CTpaxoBaHue
B MyTelwecTBUAX

« BONbWKHCTBO NaLMEHTOB 6e3 CUMNTOMOB VNN CO CNAabOo BbIPaXKeHHO
CYMMTOMATUKOV MOTYT 6e30macHo coBepllaTh nepenéTbl. bonee
fieTafbHble peKoMeHfaLum cM. pasaen CnopT 1 nepenéTbl
[NA MacCaXnpPoB C CePAEYHO-COCYANCTbIMY 3a6oneBaHNAMM?.

« CTpaxoBble KOMMaHV MOTyT CTPaxoBaTb Ha 6osbLUVe CyMMbl
B MyTelecTBUAX. B HEKOTOPbIX CTpaHax opraHu13aLmm, 3aHuMaloLecs
TaKUMU MaLMeHTaMu, MOTyT MpeoCTaBUTb AOMONHUTENbHbIE
KOHCy/NbTaLyv Mo BbIGOPY ONTUMANIbHOTO BUfja CTPAaXoBaHWA

CTpaxoBaHue X13HK

« inarHos FKMI moxeT co3paTh TPYAHOCTM B NOSTyYeHNM nonnca
CTPaXOBaHWA XN3HU UK UMOTEYHOTO KpeawTa. [Mocne nocTaHoBKN
[AinarHo3a AoMKHbI BbITb MPeAYCMOTPEHbI KOHCY/BTaLMM MO NpaBam
B COOTBETCTBUN C 3aKOHOAATENbCTBOM, IMEIOLMMCA B KaX O CTPaHe.

bepemeHHOCTb
1 poXAaeHve peteit

« Cm. pasgen 11 PenpoayKuma v KoHTpauenuus (Pasgen 11)

ObyueHne

- lNpenopasartenam v Apyromy nepcoHany cneayet AaBaTb peKOMeHAaLmm
1 NCbMEHHYI0 MHPOPMALMIO 06 0COBEHHOM OTHOLWEHMN K AeTAM ¢ TKMIT

« [pu OTCYTCTBUM CUMNTOMOB 11 HaKTOPOB PUCKa AETAM MOXHO paspeLnTb
HE3HAUNTENbHYIO NN CPEfHIOI0 GU3NUECKYIO aKTUBHOCTb Ha BO3ayXe,
B COOTBETCTBUN C PEKOMEH/ALMAMM UX Kaparonora

« [leTn € TpyAHOCTAMY B OByUeHNN 1 APYTUMI CrieLmbuyecKnmi
NOTPe6HOCTAMM JOMKHbI 6bITb 06ecneyeHbl Bcem HEO6X0ANMbIM

KM = runeprpod
AvacTepasa-5.

Kan

OBT/IK = 06CTpyKUMA BLIHOCALLETO TpaKTa NeBoro xenyaouka; ®13-5 = pocdo-

"Vijgen J et al. Eur J Cardiovasc Nurs.
2Smith D, et al. Heart 2010;96 Suppl 2:ii 1-16.
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