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Cnucok cokpaLLeHuiA U YCIOBHbIX 0003Ha4YeHuii

AAT — aHTHMApUTMUUYECKAs Teparnusi

AAIl — antnapurmuyeckue npenaparbl (CO1B AHTHapuT™MHUYecKue
npemnapathbl, Kiaccel I u 11T) (AAIT knace IA — ATX CO1BA
AHTHapuTMHuecKUe rpenapathl, Kiacc IA; AAIT kinacc IB — ATX
C01BB Antnaputmuueckue npernapathsl, Kiacc 1B; AAIT kinacc IC —
ATX CO01BC Antnaputmuyeckue npenaparsl, kiace 1C; AAIT kinacc
IIT — ATX CO01BD Antuaputmuyeckue npenaparsl, kiacc I11)

AB — aTpUOBEHTPUKYISIPHBII

AJl — apTepuanbHOE JaBleHHE

AKITXK — apuTMoreHHast KapAMOMMOIIATUs MTPABOro KeJyloukKa
APA — anTaronuct peuentopoB anruorensuna I (ATX CO9CA
AHTaroHMcThl aHruoreHsuHa II)

APHW — aHTaroHUCTHl peLEnTopoB aHrMoTeH3uHa I B KoMOMHauuu
¢ npyrumu cpenctBamu (ATX C09DX04 Bancapran+cakyouTpun**)
ATX — AHaromo-TeparneBTUYeCKU-XMMUYECKasi cucTeMa
Kjaccudukanum

BADB — Gerta-anpeHo0J0KaTOPhI

BJIHIIT — Gsiokana jieBoit Hoxkku nmyuyka [uca

B/B — BHYTPUBEHHBII

BAC — BHe3amHasi apuTMU4ecKasi CMepTh

BOC — BHe3amHasi ocTaHOBKa cepia

BITIC — BpoxkIeHHBIIi TTOPOK cepilia

BC — BHe3amHast cMepTh

BCC — BHe3amnHas cepieyHasi CMepTh

BCOO®U — BHyTpHCEpIeYHOE JEKTPODUINOIOTHIECKOe
HCCIIeNOBAHEe

BTJI2K — BBIXOTHOI TPaKT JIEBOTO XeJyJa0uKa

BTTI2K — BBIXOZHOI TpaKT MPaBOTO XKeJIyT0uKa

I'KMIT — runeprpoduyeckas KapIuOMUOIIATUS

JKMII — nunaTaunoHHas KapAMOMUOTIATHS

EOK — EBporieiickoe KapauoJoruyeckoe o01ecTBO

KA — xemynoukoBasi apuTMuUst

KHP — xenynouykoBble HapylIEHUs] pUTMa

KT — xenynoukoBasi TaxuKapausi

KTA — XenymoukoBasi TaXMapuTMUST

KD — xenynoukoBasi 9KCTPaCUCTONUSL

HATI® — MHTUOUTOP aHTMOTEH3MHITPEBpaLIAIoIEro (hepMeHTa
(ATX CO09A UNurudutopst AI1D)

NBC — umemunyeckas 60J1e3Hb cepala

WK — umruiaHTupyeMblii KapauoBeptep-aeduopusuisitop***

UM — uHbapkT Muokapaa

MMnST — uHdapkT Muokapaa ¢ noabeMoM cermMeHta ST
HTJIT-2 — uHrubuTOp HATPUII-TIIIOKO3HOTO KOTpaHCcHopTepa

2 tuna (ATX A10BK MHrubutopsl HaTpUii3aBUCUMOTO TIEPEeHOCUMKa
IJTIOKO3bI 2 THIIA)

KA — kartetepHast abyaius (paguodyacToTHasi adjarust
ApUTMOTEHHBIX 30H; PaAUOYACTOTHAs abaaliusi apUTMOTEHHBIX 30H
poboT-accucTMpoOBaHHas!, Kpuoabalys apuTMOTeHHBIX 30H;)

KAT — kopoHapHast aHruorpadust

KITXKT — katexonmaMuHeprudeckasi moJuMopdHasi Xey10uKoBast
TaXuKapaust

KT — xomMmmnblotepHast Tomorpadusi

JIK — neBblit xenynouexk

MKB-10 — MexnyHaponHasi kiaccudukaius 6oiesHeit 10-ro
rnepecMoTpa

MPT — marHuTHO-pe30HaHCHast ToMorpabust

HXT — HamxkenynoukoBasi TaXMKapaust

HYXT — HeycroituuBas xejyaoukoBast TaxXukKapaus

OKC — ocTphblit KOpOHAPHBI CUHIPOM

OMT — onTtumalibHasi MeIMKaMEHTO3Hasl Teparnusi

IT2K — npaBblit xenyouek

TTKMII — nepumapranbHasi KapaAuOMUOTATUS

TICXK — nporpammupyemasi CTUMYJISILIAS KeJTYTOUKOB
(2JIEKTPOKAPAMOCTUMYJISILIVIS)

PKO — Poccuiickoe Kapanojgoru4eckoe o0IecTBO

CKHMQT — cunapom Kopotkoro uHtepasia QT

CJIP — cepieyHo-JIerouHasi peaHuMalus

CH — ceprneuHast HEIOCTAaTOYHOCTh

CIIC — cTpyKTypHasi MaToJiorusi cepaua

CPT — cepieuHasi peCMHXpOHU3UPYIOLIAs Tepanust (MMILIaHTalus
TPEXKaMEPHOTO 2JIEKTPOKAPAMOCTUMYISITOPA (PECUHXPOHU3UPYIOIIAST
Teparnusi))

CPT-ycTpoiiCTBO — MMIUIAHTUPYEMOE YCTPOMCTBO ISt

CepAeYHON PECUHXPOHU3UPYIOIIE Tepanuu (TpexKaMepHbIi
9JIEKTPOKAPAMOCTUMYJISITOP, OH Xe — KapauoBepTep-neduopuIsiTop
UMIUIAHTUPYEMbIil TpeXKaMepHblii (OMBEHTPUKYISPHBIIT)***)
CYUQT — cunmpom ymimHeHHoro nHtepBana QT

Y1 — ypoBeHb JOCTOBEPHOCTH J10Ka3aTeIbCTB

YMXKT — ycroitunBass MOHOMOpP(dHAas XeJya0uKoBast TaxXuKapaus
VYVP — ypoBeHb yOenuTenbHOCTH PEKOMEHIAIINIA

TC — tpaHcriaHTalms cepala

DB — dpakius BeIOpOCa

DX — bUOPMILIALUS KETYIOUKOB

OK — dyHKIMOHATBHBII KTacc

DIT — bubpwISIUS TIpencepnuii

XMBKI — xonTepoBcKOe MOHUTOPUPOBAHUE 3JIEKTPOKAPINOTPAMMBI
(XONTEepOBCKOE MOHUTOPUPOBAHUE CEPACYHOTO PUTMA)

XCH — xpoHuyeckasl cepieyHasi HelloCTaTOUHOCTh

YCC — yacroTa cepleuHbIX COKpalIeHHit

DKB — anekrpuyeckasi KapauoBepcust (HapyXXHasi aJIeKTpruyecKast
Kapavosepcus (nedudpuLIsLms))

DKI — snekrpokapauorpadusi/3nekTpokapauorpaMma

DKMO — 3KkcTpakopriopajibHas MeMOpaHHasi OKCUTeHalst

DKC — 351eKTpOKapAUOCTUMYIISITOD

DCJIP — BeHo-aptepuaibHass DKMO B KOMILIEKCe paclIMpeHHOM
CJIP

OxoKI — sxokapauorpadus

LMNA — namun-A/C

NYHA — Heio-Mopkckas accormanusi cepiia

QTc — koppurupoBaHHbIit UHTEpBa QT

WPW — cunnpom Bonbda-IlapkuHcona-Yaiita

Oco0ble 0003HAY€EHNS JIEKAPCTBEHHBIX NPENAPATOB M MEIMIMHCKIX W3 el
JIOTIOTHUTENIbHBIMU ~ YKA3aTeIbHBIMU ~ 3HAYKAaMHM  O00O3HAYEHBI:
** — mpermapaT BKJIOUEH B MepedyeHb XXM3HEHHO HEOOXOMMMBIX
U BaXXHEHIIMX JIEKAPCTBEHHBIX MIPENapaToB; *** — MeIUIIMHCKOE U3/ieNue,
VMIUIAHTPYyeMOE TpU OKa3aHUM MEIWIMHCKOIl MOMOIIM B PaMKax
MporpaMMbl TOCYAApCTBEHHBIX rapaHTUil OeCIUIaTHOrO OKa3aHUs
rpaxkIaHaM MeIMIIMHCKOM Nomouy; # — JieKapCTBEHHBIN Tperapar
IUTST MEAWIIMHCKOTO TPUMEHEHUSI, MCIIONb3yeMOTO B HECOOTBETCTBUU
C MOKa3aHUsIMU K IPUMEHEHUIO U MPOTUBOMNOKA3aHUSIMU, CIIOCOOaMU
MIPUMEHEHMSI 1 J103aMH, COIeP3KAILMMUCS B MHCTPYKLIMK 1O IPUMEHEHUIO

JICKapCTBEHHOTO Iperiapara.
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KNNMHWYECKME PEKOMEHZALNN

TepMMHbI nonpeageneHusa

HHCTPYMEHTAIbHAS AMATHOCTHKA — JUATHOCTUKA C UCHOIb30BaHMEM
17151 06CIe0BaHKs MAlIMeHTa PasTMuHbIX TIPUOOPOB, alnapaTos U MH-
crpymenTos [1]%

Hcxon — m1000if BO3MOXHBIN pe3ysbTaT, BO3HUKAIOIIUI OT BO3/eii-
CTBMSI NMPUYMHHOIO (hakTopa, MpodUIaAKTUYECKOro WU TepaneBTU-
YECKOTro BMELIATENbCTBA, BCE YCTAHOBJIEHHBIE U3MEHEHUS] COCTOSIHUS

310pOBbsA, BO3HUKAIOIINE KaK CICACTBUE BMSLLIaTeﬂbCTBaZ.

KoHMKT MHTepecoB — CUTYALHsI, TIPY KOTOPOIl Y MEINIITHCKOTO HITH
(bapMaleBTUYECKOT0 PAGOTHNKA TIPU OCYLIECTRICHUN UMY ITPOdeccno-
HaNLHOI AeATebHOCTY BOSHUKAET TMYHAS 3aMHTEPECOBAHHOCTh B MO-
JIyJeHUHN JIMIHO JINO0 Yepe3 MPeICTABUTENST KOMITAHUH MaTepUaIbHOI
BBITOIBI WM MHOTO TIPENMYILECTBA, KOTOPOE BIMSET WIM MOXKET MOo-
BJIMSITh Ha HAJJeXalllee UCTIOHEHHUE UMH MPOMECCHOHATBHBIX 00s3aH-
HOCTeil BCJIEACTBUE TIPOTHBOPEUNST MEXKILY JIMIHOI 3aMHTepPeCOBAHHO-
CTBIO MEIMLIMHCKOTO PAGOTHHKA WK (hapMaLeBTHYECKOTO PAGOTHUKA
W MHTepecaMy MalueHTa’.

MenuHCKOE BMEINATEIBCTBO — BBITIOJTHSIEMbIE MEIUITMHCKUM PaboT-
HUKOM 1 UHBIM paOOTHUKOM, MMEIOLINM MTPABO HA OCYIIECTBICHUE Me-
NIULIMHCKOH AesTeIbHOCTH, 110 OTHOILEHHUIO K MalMeHTy, 3aTparuBaio-
e Gu3nIeckoe Wi IMCUXUIECKOe COCTOSTHUE YeJIoBeKa ¥ UMeIolre
NMpohUIaKTUIECKYI0, TUaTHOCTUYECKYIO, JTeUeOHYI0, PeaOMINTALIOH-
HYIO WJIM MCCIIENOBATEIbCKYIO HAIMpPaBIeHHOCTb BUIbl MEIMLIMHCKUX
00cIenoBaHUi 1/WIM MEIUIIMHCKUX MaHMITYJISIINI, a TakXe HCKYC-

CTBEHHOE MpephIBaHUE GEPEMEHHOCTH?.

MenuuMHCKHiT padOTHUK — (PU3MYECKOe JIMIO, KOTOPOe UMEET MEIu-
LIMHCKOE WM WHOe 00pa3oBaHUe, paboTaeT B MEAMIIMHCKOW OpraHuU-
3allMM U B TPYAOBbIE (IOKHOCTHBIE) 00S3aHHOCTH KOTOPOT'O BXOIWT
OCYILIECTBICHNE MEANLIMHCKOI IeSITeTbHOCTH, JTM00 (hr3ndecKoe JnLIo,
KOTOPOE SIBJISIETCS] MHAWBUAYATbHBIM TPEINPUHUMATENIEM, HETIOCPE/-

CTBEHHO OCYLICCTBJIAIOIINM MCIUIMHCKYIO ZleﬂTeJ'leOCsz.

ITanuent — CI)I/ISI/I‘IGCKO@ JIMIIO, KOTOPOMY OKa3bIBACTCA MEOUIIMHCKAsT
TIOMOIIIb UJIM KOTOPOE€ OGpaTI/U[OCb 3a OKa3aHWeM MEIULIMHCKON MoMo-
11 HE3aBUCUMO OT HaJIU4YUA Y HErO 3a00JIeBaHUSI U OT €ro COCTOHHI/Iﬂz.

Pabouas rpynna mo pa3padoTKe/aKTyaTn3anny KIMHHIECKHX PEKOMEH/IA-
Uil — 9TO KOJIJIEKTUB CMELMaIMCTOB, paboTaIOIMX COBMECTHO U CO-
[TACOBAHHO B 1IEJISIX Pa3pabOTKU/aKTyaTu3aluy KIMHUYECKUX PEeKO-
MEHIALNi, U HECYIUX OOIIYI0 OTBETCTBEHHOCTDb 32 PE3yJIbTaThl IaH-
HOW paboThI.

Cocrosine — M3MEHEHUsST OpraHn3Ma, BO3HUKAIOIINE B CBSA3U C BO3-
JIeliCTBMEM MAaTOTeHHBIX M/Wau (hU3HoI0rudeckux (hakTropoB u Tpedy-
I0IMe OKA3aHUsl MEIULIMHCKON MOMOIIN?.

CHHIPOM — YCTOWYMBAsI COBOKYITHOCTh Psijia CUMIITOMOB C €IMHBIM
natoreHe3om>. TepMUH "CHHAPOM" TPAAMLMOHHO MCIONb3yeTcs JUIS
psila COCTOSTHWIA, KOTJa 9TUOJIOTHSI W TIaTOTeHE3 yKe M3BECTHBI, XOTs
TepMuH "0osie3HB" ObLT ObI Oosiee noaxonsiuum. Hanpumep, cuHapom
Bpyrana, cunapom yaimHeHHoro uHtepsaia QT u HeKoTopble Apyrue.

CrpykrypHas natojorusi cepaua (CI1C) — naHHBINM TEPMUH TPUMEHSI-
eTcsl K B3pOCJON M AETCKOU TMOMYMSLMY U BKIIOYAET MIIEMUYECKYIO
oosie3nb cepata (MBC), Bce Buabl KapauoMUONaTHil (IUIaTallMOH-
Hyto kKapauomuonatuio (JKMII), runeptpoduyeckyio KapamoMuoO-
natuto (FKMIT), pecTpuKTUBHYIO KapAMOMMONATHIO, apUTMOTEHHYIO
kapauomuonaruio npasoro xenynouka (IT2K) (AKITXK)), kinanaHHbie
u BpoxkneHHbIe mopoku cepraua (BIIC) [2], a Takke Hanuuue BbIpa-

' depnepanbHbiii 3akoH 0T 21.11.2011 N2 323-d3 (pen. ot 03.04.2017) "06 oc-
HOBax OxpaHbl 3[0POBbs rpaxaaH B Poccuiickoin denepaumn”.

2 3nupemvonoruyeckuii cnosaps, 4-e napanue. Mop pen. Axona M. Nlacta ans

MexayHaponHoi anuaemuonormnyeckoi accounaumm. M., 2009. 316 c.

3 depepanbHoe areHTCTBO MO TEXHUYECKOMY PEryaMpoBaHWIo U METPOOrUU.
HauvoHanbHbl cTangapT Poccuiickoin ®epepaumn. TOCTP 52379-2005.
Hapnexawas knuHuyeckas npaktvka. Mocksa, 2005.

JKEHHOU TurepTpoduu jgesoro xemynodka (JIZK) (1o HeKoTopbIM gaH-
HBIM, BbIpaXeHHasl TUMepTpodusl XapakTepu3yeTcsl TOMIUHOI 60KO-
BOit creHKM JIXK mim MexcKey10uKOBOM Teperopoaku > 14 Mmm y B3poc-
JIBIX, WK Gosiee 2 z-score y aeTeil [3] mo maHHBIM 3XoKapauorpaduu
(Dx0KT') u/unmu MarHuTHO-pe3oHaHcHoI Tomorpaduu (MPT) cepalia;
OIIHaKO ujieHbl Paboueil rpyrnmbl KIMHUYECKUX PEKOMEHAALMI cuuTa-
10T 11e7IeCO00Pa3HBIM BBIPAKEHHYIO CTETIeHb TUIIEPTPO(GUU MHOKapaa
JIK TpakToBath jie4aluM BpayoM CaMOCTOSITEIbHO BBUILY OTCYTCTBUSI
yOeIUTEIbHBIX HAYUYHbIX JTaHHbIX).

Te3uc-pekoMenIanus — MoJIOKEHUE, OTPAXKAIOILEE TOPSANOK U IIPABUIIb-
HOCTb BBIIOJIHEHUSI TOTO WJIM MHOTO MEIMIIMHCKOIO BMELIATENIbCTBA,
HMIMEIOIIETO TOKa3aHHYIO (P (HEKTUBHOCTL U GE30ITaCHOCTD.

‘YpoeHs gocToBepHOCTH 10Ka3aTenbeTB (Y1) — creneHb yBepeHHOCTH
B TOM, YTO HaiICHHBII 3(PdEKT OT MPUMEHEHUsI MEIUIIMHCKOTO BMe-
1IaTeIbCTBA SIBJISIETCS] UCTUHHBIM [4].

‘VpoBenb yoenurteapHocTH pekomennamuii (YYP) — creneHb yBepeHHO-
CTH B IOCTOBEpHOCTU 3¢ deKTa BMeNIaTeabcTBa U B TOM, UTO CJIEIO-
BaHUE PEKOMEHAALMSIM MPUHECET OOJIbIIE MOJIb3bI, YeM Bpeaa B KOH-
KpeTHOM cutyauuu [4].

VIHTepBeHIMOHHOE JIeYeHre — METO] JIeueHUs 3a00IeBaHUit MyTEM Ma-
JIONHBA3MBHOTO BMeIlIaTeIbCTBA, 0€3 pa3pe3oB M COEAMHEHUs] TKaHeil
WY ¢ MUHUMAJTbHBIM TTOBPEXAeHWEM TKaHel. [IpuMeHUTeTbHO K Jie-
YEHUIO HApYIICHU! pUTMa Ceplia yallle BCeTo K WHTePBEHIIMOHHOMY
JICYEHUIO OTHOCAT KaTeTepHylo NecTpyKuuio (abnauuio) cyocrpara/
oyara apuTMUM, YCTAHOBKY SHIOKAPIMUATbHBIX 2JEKTPOJOB IS JIeK-
TPOKAPAUOCTUMYIISIIIVH.

Xupypruyeckoe JiedeHue — METOJ1 JIeUeHUsI 3a00JIeBaHUIA ITyTEM pasbeau-
HEHMSI ¥ COCIMHEHUsI TKaHEeil B XOIe XUPYPrUUECKOM orneparuu.

Esponeiickoe o6mectBo kapauosoro (EOK). B TekcTe HacToSIIIMX K-
HUUYECKUX PEKOMEHIAINI TOTOJIHUTEILHO YKa3aHbl MMOKA3aHMS K Te-
3ucaM B cooTBeTcTBUM ¢ pekomeHmaiusivu EOK. B coorserctBun
C MEXIyHApOIHBIM TOKYMEHTOM, BBIICISIIOTCS KITaCChl peKOMeHIaLni
¥ YPOBHU JOKA3aTeJbHOCTH.

Poccuiickoe kapauosornyeckoe odomectso (PKO).

Kapmnoseprep-nedudpuisarop ummiantupyembrii*** (MK) — snek-
TPOHHBII UMIUTAHTUPYEMBIit TPUOOP, IPeAHA3HAYCHHBII TSI 3JIEKTPO-
Tepanuu (3IEKTPOKApIAUOCTUMYIISILUS U pa3psibl BHICOKON SHEPTUM)
YIPOXAIOIIMX XXU3HU aPUTMUI U NMPENOTBPALLIEHUS] OCTAHOBKU CEpALa.

IIporpammuposanne UKJI (mondop mapamMeTpoB paboThl MOCTOSIHHOTO
WMITIAHTAPYEMOTO aHTUAPUTMHUYECKOTO YCTPOICTBA; MPOTPaMMHUPO-
BaHME MOCTOSTHHOTO MMIUIAHTUPYEMOTO aHTUAPUTMUYECKOTO YCTPOUi-
CTBA; TECTUPOBAHKE COCTOSIHUSI MIOCTOSIHHOTO UMITTAHTUPYEMOTO aHTH -
apuTMuyeckoro ycrpoiictea) — onpoc MKJI ¢ usBieyeHUEM U3 €ro
TaMsITU COXPAHEHHBIX DIEKTPUUECKUX CUTHAIOB Cep/Ilia, WHO nHMOP-
MallMy O PUTMaXx cepala, MpoBepKa U HACTPoiiKa mapaMeTpoB Kapauo-
CTUMYJISIIUU 1 1eDUOPUIUISIIIAM, a TAKKe WHBIX IMapamMeTpoB, TPELy-
CMOTPEHHBIX B KOHKPETHOM YCTpOiicTBe. CelIUaINCT, BBITOTHSIONINI
MPOrpaMMUPOBaHUE MOCTOSIHHOTO UMILJTAHTUPOBAHHOTO aHTUAPUTMHU-
yecKkoro ycrpoiictsa (anekrpokapauoctumydsitopa (OKC), MK/, cep-
NEYHO PECUHXPOHUM3UPYIONIEN Teparnuu W JIPyrue), NOJDKeH UMEThb
crienuduyeckue 3HaHUs 0 paboTe TAKUX YCTPOMCTB U MMETh OMBIT UX
HaCTPOIKU (MpOrpaMMUPOBAHMS).

MotusupoBantblii mok UK/l — BbIcOKOsHEpreTHUECKas 3J1eKTpoTepa-
nust (paspsin) K] uist KynmupoBaHUsS UCTUHHO KEJyJI0YKOBOI Taxu-
kapauu (KT) u opubpmmisunu xeaynoukos (DXK).

HemorusupoBannsiii mok MK/ — BbICOKO3HEpreTuueckas 3JIeKTpo-
Tepanust (paspsin) MK/, Korma aaropuTmbl yCTpOHCTBA TUCKPUMU-
HUPOBaIU (MICHTUMOUIIMPOBAIN) CUTHATBI dyekTporpamm Kak XKT,
OTHAKO UCTMHHOI NMPUYMHOI AETEKTUPOBAHHBIX CUTHAJIOB SIBJISIETCS
WHasg MpUYMHA, Hanmpumep, HamxenynoukoBas Taxukapaus (HXKT),
TIOMeXU DJIEKTPUUECKUX CUTHAJIOB B CBSI3U C ITOJIOMKOI 2JIEKTpONa,
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JIBOITHOI CEHCHHT 3a cyeT aertekuuu 3youoB T Hapsay ¢ QRS u T.m.
TepMuH He SIBISIETCS] UACATbHBIM, TTOCKOJIBKY, C TOYKU 3PEHUS ajro-
putmoB pabdotel MKJI, HaHeceHue pa3psiaa (110Ka) SBJISIETCS MOTH-
BUPOBAaHHBIM MOJy4YaeMbIMU CUTHAJIAMU. TpeTh 9KCMEPTOB, y4acTBO-
BaBIIMX B MOATOTOBKE MAHHBIX PEKOMEHIAIMIA, CYUTAIOT, YTO GoJiee
aJeKBATHBIM TEPMUHOM ObLI Obl "HEYMECTHBIN 1IOK", OHAKO TEPMUH
"HEMOTUBUPOBAHHBINI" SIBJISIETCS YCTOSIBILIMMCSI B PYCCKOSI3bIUHOM JIN -
Tepatype U MpUMEHSIeTCSl HIKe B TaHHOM MokKyMeHTe. CiemyeTr BbI-
NIESATh ApYroit TepMuH "HeHyxXHbIN 10k MKJI" — cutyauus, korna
kynupoBaHue KT MOII0 MPOU30iTH CIOHTAHHO, HO YCTAaHOBJICHHBII
anroput™ B MKJI HaHOCUT IIOK paHbIlle CIOHTAHHOTO KYMTUPOBAHUS
XKT; Takxe otHocuTces K cutyauuu, korga KT MoxeT ObITh Kynmupo-
BaHa 6e3007eBOil cTuMymsiLMeil, oqHako mporpamma padoTsl MKJL
HaHOCHT IIIOK BMECTO 3TOTO.

Cepaeunas pecunxponusupytomas tepanmus (CPT) (umrianTanus tpex-
kamepHoro DKC (pecMHXpOHU3UPYIOLLIAsl Tepanusi)) — METO JIeUEHUSI
XpOHMYECKO# cepreyHoit HenoctatoyHocTH (XCH) npu Hanuuuu Ha-
PYIIEHUI BHYTPUKETYyIOUYKOBOTO MPOBEACHUS (Ualle mpu OJokaae jae-
Boil HOXKHM myuka Tuca (BJIHIIT)), KoTopblii OCyLIECTBISIETCS ITyTEM
PECMHXPOHU3ALUU CepAeYHbIX coKpalieHuii ¢ momoribio MK/ tpex-
KaMepHOro (OMBEHTPUKYISIPHOTO)***, Takue cUCTeMbl OOBIYHO BKIIIO-

YaloT MPaBOIMPEACEPAHBIN 2JIEKTPOM, MPABOXKETYIOUKOBBIH 2JEKTPOL
W JICBOXETYIOYKOBBIN 3JIEKTPOI. DIEKTPOIBI MOTYT UMIUIAHTUPOBATh-
Cs1 TPAHCBEHO3HBIM WM XUPYPIHUECKUM CITOCOOOM, a TaKXke MOCpes-
CTBOM TOPaKOTOMUMU.

Xo/TepoBCKOE MOHMTOPHPOBaHKe dj1eKTpoKapauorpammbl (OKI) (xonre-
POBCKOE MOHUTOpMpOBaHUEe cepreyHoro putMa) (XMDKI) — meron
HCCIeI0BaHMSI, KOTOPbI MO3BOJISIET MPOU3BOAUTL HEMPEPBIBHYIO pe-
ructpaunio DKI' ¢ moMouibo MopTaTUBHOIO yCTpoiicTBa (MOHUTOPA),
OTCJIeXUBATh U3MEHEHUS B paboTe cepalia B TeUeHUE [UIUTETLHOTO TIe-
puona (ot 18 u u GoJjiee) B yCIOBUSIX €ro aKTUBHOCTH.

Karerepnas adnamus (KA) apurmum (pamrodacToTHasi abnanust apur-
MOTEHHBIX 30H; PaI1OYacTOTHasl abJallisi apUTMOTEHHBIX 30H POOOT-
aCCUCTUPOBAaHHAsI; KpHOoabalysi apuTMOTEHHBIX 30H) — MHTEPBEHIIM-
OHHOE KaTeTepPHOE BMEIIATEeTbCTBO C MUCIONB30BAHUEM CICIIMATBHBIX
KaTeTepOB, BBEACHHDIX B MOJIOCTh CEP/LIA YePe3 COCY/IbI MIIM BBEIECHHBIX
B CEPIEYHYIO CYMKY (IleprKapz), M 3aKJIiovaroleecs B ojade SHeprun
Ha y4aCTOK MUOKap/Ia [UIsl yCTPAHeHUsI HApYIIEHU CepaeYHOro putMa
(aputmuu). Haubonee yacto mist KA ucnonb3yercsi paaroyacToTHast
SHEPTusI — PaIMOYaCTOTHAsI abyalvsi, HO MOTYT NMPUMEHSITbCS MHbIE
BUJIbI SHEPTUM — JIa3e€pHast, YIBTPa3ByKOBast U JIp.
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KNMHWYECKME PEKOMEHZALNN

1. Kpatkas nupopmaums no 3a6onesaHuio uim
COCTOSIHMIO (rpynmne 3a00s1ieBaHniA UM COCTOSIHUIA)
1.1. OnpepeneHne 3a6oneBaHUS WU COCTOSIHUS
(rpynnbi 3a6oneBaHUit UM COCTOSIHUIA)

XKenynoukosbie napymenuss putMa (JKHP) wmm xeny-
JI04KoBbIe apuTMuU (ZKA) — 00001IeHHOE HAa3BaHUE pac-
CTPOMCTB CepIeIHOTO PUTMA, TP KOTOPHIX NCTOYHUK K-
TONMMYECKONM aKTUBHOCTHU WM Kpyra pUEHTPU HAXOIWT-
cs HIDKe mydka [uca, T.e. B ero BeTBsIX, ceTn IlypKuHbe
WA B MUOKApPIE XKEIyI04YKOB.

XKemynoukoBasi akcrpacucrona (KD) — mpexnaeBpe-
MeHHas (IT0 OTHOIICHHIO K OCHOBHOMY PUTMY) 3JICKTPH-
yeckas aKTUBaLUA Cepilia ¢ YUIMPEHHLIM KOMIUIEKCOM
QRS (mmpomomxuTenbHOCTS KOMILTeKca QRS >120 Mmc),
IUCKOPIAHTHOI BOJTHOM T IO OTHOIIEHWIO K OCHOBHOMY
3y0I1y KeJTyTOUYKOBOTO KOMILIEKCA M OTCYTCTBUEM BOJTHBI
P mepen kexymoIKoBBIM KOMILJIEKCOM.

Monodoxkycubie nian monomophubsie 2KD — XKD ¢ on-
Ho#T Mopdoiorueit komrurekca QRS.

Mynsradoxycusie niam nomMopgusie 2KD — 2KD ¢ pas-
HoIT Mopdoiorueit komrurekca QRS.

KD ¢ KopoTknM HHTepBajoM cuemienns — KD, Ko-
TOpBIC HAaKJIAABIBAIOTCSI Ha T-BOJHY IIpEAIIeCTBYIOIIETO
IIPOBEICHHOTO COKPAIIICHMSI.

KT — >3 nociemoBaTeTbHBIX COKpAIIEHUST ¢ YacTO-
toit >100 ym./MUH, NCXOOSIIINE U3 KEIYI0UKOB, He3aBH-
CUMO OT MPENCEePAHOro U aTpuOBEHTPUKYJsIspHOro (AB)
y3JIOBOTO TIpoBeneHus [5].

‘YcKOpeHHBIi KeTyI0YKOBbIii pUTM — >3 TIOCJIENOBa-
TeIBHBIX KOMIUIEKca ¢ yacTotoit >40 yu./mMuH u <100 ym./
MWH, UCXOOSIINE N3 XKeTyT0IKOB.

HeycroituuBas KT (HYXT) — KT npomomxurensb-
HocThIo <30 cek, IMpeKpalrarascsa CIIOHTaHHO.

YeroitunBas KT — KT niponomkuTeTbHOCTBIO > 30 cex
WIN TpeOyIoIash BMEIIAaTeIbCTBA IS KYITUPOBAHMSI.

Monomopduasg KT — KT npu Hanmuuyuu ofMHAKOBOM
koHpurypanum QRS-KOMITIEKCOB.

Iommopduaa KT — XKT ¢ HecTaOWIbHOI, MEHSIO-
meiics KoHburypanneit QRS-koMrrekcos.

JIBynanpaBnennas 2KT — anbsrepHanust (ppoHTaIbHOMN
ocu Komrmiekca QRS oT cokpameHUs K COKpaIleHHUIO
(BcTpeuaeTcs IIpy KaTeXOoJIaMUHEPTUIECKO TTOIUMOpd-
Hoit XT, cunonpome AnnepceHa-TaBuiia, IMTOKCMHOBOM
MHTOKCUKAIINN, OCTPOM MUOKAPINTE).

KT tuna "mapyst" — Taxukapaus Tuma "mupyat (Ta-
XuKapaus Tura torsades de pointes), moaTur nommMopd-
Hoit KT, cBSI3aHHBII ¢ YIUIMHEHUEM IIPONOKUTEIIBHO-
ctu uHTepBaa QT, ¢ TOCTOSTHHO M3MEHSTFOIIIMUMICST KOM-
wiekcamu QRS, KOTopbIe MMEIOT BUI CUHYCOMIBI BOKPYT
6azoBoit m3ommHnu DKI.

DJIeKTpHYecKHil MTOPM — TPU WM OoJiee SIMM301aa
XKT B Teuenme 24 4, mpu MHTEpPBaAJIe BpPEMCHHU MEXIY
3IMU304aMHU HEe MeHee 5 MUH, TpeOyoIInuX J1u00 aHTH-
TaXUKAPAUIECKON 3JIEKTPOKAPANOCTUMYIISIIINM, JIH-
60 anexkTpuueckoil Kapmuoepcun (BKB)/mebubpmi-
TSN,

Tpeneranne XKeayI04KOB — PUTMUYHBIC, BHICOKOAM-
IUINTYIHBIC, YVIIUPEHHBIC 3JICKTPUICCKUE OTKIOHCHMS
JKEJTyIOYKOB ¢ YacToToit >250 B MuH, BoTHEI T HE oImpe-
TETISTIOTCS.

@K — xaoTruecKas 3JIeKTpUIeCKas aKTUBHOCTD B BU-
I TTOMMMOP(MHBIX OCHWIISINNA, MTOCTOSTHHO M3MEHSIO-
IIUXCS 10 CBOCH KOH(UTYpallu¥, aMIUIATYIE, TTPOIOI-
KUTETbHOCTH U YaCTOTe, TUAMTa30H KOTOPOIl COCTaBIISICT
ot 300 u BeIIIe B 1 MUH.

Yacrere KD — 1019 5KTOMMYECKUX KOMITIEKCOB > 10%
OT COKpalIeHuit cepaua nmo faHnueiM XMOKI, uTo Baxk-
HO MPY TIPOTHO3UPOBAHUY PUCKA PA3BUTHS KapIUIOMMIO-
TMaTuM, aCCOLMMUPOBAHHON ¢ apuTMueit. 11 TallieHTOB
¢ ocTpbIM mHMapkToM Mruokapaa (MM) "gacteimMu” cum-
TArOTCST SKCTPACUCTOHI > 10 B U, YTO BaXKHO C TOYKH 3pe-
HUS IPOTHO32a KU3HEYTPOXKAIOIINX KETYTOYKOBBIX TaXU-
aputmuii (2KTA).

Buesanmnas cmeprs (BC) — HempenBumeHHOE cMep-
TeJIbHOE COOBITHE, HE CBSI3aHHOE C TPaBMOI M BO3HU-
KapoIee B TeUYeHUE | 9 ¢ MOMEHTA ITOSBICHUS CUMIITO-
MOB Y TIPaKTUYECKHU 3IOPOBOTO uenoBeka. Eciam cMepTh
npousonnia 6e3 ceumereneit, o BC roBopsT B TOM CiIy-
Yae, eCJI MOTHOIINIT HaXOOWJICS B YIOBJIETBOPUTEILHOM
COCTOSTHUM 32 24 9 IO CMEpPTH.

Bue3annas cepaeunas cmepts (BCC) — tepmuH mipu-
MeHseTcs, ecau BC Bo3HMKIIA y CyOBEKTa ¢ M3BECTHBIM
TIPY XKW3HU BPOXICHHBIM WX IIPHUOOPETCHHBIM ITOTCH-
OUaIbHO (aTabHBIM 3a00JIeBaHMEM Cepilla, WM Ta-
TOJIOTUSI CEPACYHO-COCYINCTON CUCTEMBI ObLIa BBISIBIIC-
Ha Ha ayTOIICMU W MOIJIa OBITh NMIPUYNHON CMEPTH, WU
€CIT OYEeBUIOHBIC SKCTpaKapIHalbHBIC TTPUIUHBI CMEpP-
TH TI0 TaHHBIM ayTOIICUM HE BBISIBJICHBI, U HapyIICHUE
pUTMa CITy>KUT HanboJiee BEPOSITHON MPUIMHOU CMEPTH.

Bue3annas ocranoBka cepaua (BOC) — HenpenBuneH-
Hasl OCTaHOBKa KPOBOOOpPAIIICHNSI, BO3HUKAIOIIIAS B TeUC-
HUEe 1 9 ¢ MOMEHTA TIOSIBJIICHUSI OCTPBIX CUMITTOMOB, KO-
Topas OblJIa YCTpaHeHa ¢ TTOMOIIIBIO YCITeITHBIX peaHnMa-
IUOHHBIX MEPONPUITUI (Harpumep, IePUOpMIUISIINT).
B MexnynaponHoii kiaccugukauun 6ome3neii-10 060-
3Havaercs 146 "OcranoBka cepaua” u 146.0 "OcTtaHoBKa
cepaia ¢ YCIEeITHBIM BOCCTAHOBJIICHUEM CEpICYHON me-
STCIIPHOCTH .

Bue3annas neoObscHMMAas cMepTh — HEOOBSICHUMAS
BC, Bo3HUMKIIIAsg y 4eroBeKa crapiie 1 roma.

CuHIpOM BHE3aNMHO CMEPTH MIIAJeHIeB — HEOXU-
IaHHAass HEHACUJIbCTBCHHAS CMEPTh CUMTAIOIIETOCS pa-
Hee 300pOBBIM peOeHKa IIEPBOTO rofa XKN3HU, IIPU KOTO-
pOit OTCYTCTBYIOT aficKBAaTHBIC TSI OOBSICHCHMS TTPUINHBI
CMepTH JaHHBIC aHAMHe3a U ITOJIyJYeHBI OTpUIIaTeIbHBIC
PEe3yABTaThl TOKCUKOJOTMYECKOTO W TTaTOMOP(OJIOTIIe-
CKOTO MCCJICTIOBAaHUS.

Cunnpom BHe3anHoii apurMmdeckoii cmeptu (BAC) —
HeoObsscHMMast BC, Bo3HUKINAs y yenoBeka crapiie 1 ro-
Ia, TIpY KOTOPOM TOJYYCHBI OTPHIIATEIHHEIC pe3yiIbra-
TBI TOKCUKOJIOTUIECKOTO M ITAaTOMOP(OJIOTHIECKOTO HC-
CIICIOBAHMUSI.
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HNnnonatnyeckas 2KA — Korga KIIMHIIECKOE 00CIeno-
BaHMe TTallieHTa He ITO3BOJIMJIO BBISIBUTH 3a00JICBaHUS,
IMOTEHIIMAIBHO acCOMUpoBaHHBIC ¢ 2KA.

Iepsuunas npopunakruka BCC — meponpusitust, Ha-
MpaBJeHHBIE Ha CHIKeHUe prucka BCC y nmi, mMero-
KX TOBHIIIeHHEIN prck BCC, HO 0e3 aHamMHe3a yrpo-
JKAIOIINX KU3HU apUTMUI WX IPEIOTBPaIleHHOI ocTa-
HOBKU CepIla.

Bropuunas npodunakruka BCC — meponpusitusi, Ha-
IpaBJIeHHBIC Ha cHIKeHMe prucka BCC y mui, nMeromnmx
aHaMHEe3 YIPOXKAIOIINX XXU3H apUTMUI WU TIPEIOTBpa-
IIEHHOM OCTAaHOBKM CEpIIIa.

Cunzapom Bpyraga — HacjaemCcTBeHHBIIT CHHIPOM U3
TPYIITBE KaHAJIOMATHM, ¢ THTMYHOM DKI-KapTUHOI 1 BBI-
coknM puckom paszsutus OXK n BCC.

Karexonamunepriugeckas nommopdnas KT (KITXKT) —
penkast HacjeICTBEHHAsT KaHAJIOIATHSI, XapaKTepU3yio-
Iasicsi 3JJ0Ka4eCTBEHHBIM TCUCHUEM aIpeHEPTUMICCKU-
VHIYLMPYEeMOI IByHarnpaBiaeHHO! 1 moauMopdHoit 2KT.

Heiipompbineunbie 3a001eBaHUS — TPYIIla Haclel-
CTBEHHBIX 3a00JICBaHMI1, XapaKTePHU3YIOIINXCS TIPOrpec-
CHPYIOIIUM TIEPBUIHBIM ITOPaXXeHNEM HEPBHBIX BOJIOKOH
(HeiiporaTi) WJIN CKEJIETHOM MYCKYJIaTyphl (MHOIIa-
™M U Muomuctpodun). BoBmeueHne cepaedHOM MEBIIII-
II6I U TIPOBOMISIINX ITyTel BaprabdeIbHO, U HE KOPPEIH-
pyeT ¢ BBIPaKEHHOCTHIO HEBPOJOTMYECCKONM M MUOIATH -
YeCKOIl CUMIITOMATUKH.

HexkoMnakTHbIil MEOKapa — OCOOBII BUI KapaINOMMO-
IMaTUM, KOTOPBIA XapaKTepU3yeTcs BBIpAaKeHHOM Tpa-
OCKYISIPHOCTBIO M TIIYOOKMMH MEXTPaOeKyISIpHBIMU
yoryonenusamu JIK u/umm 12K, a Takke gacTo codeTa-
€TCSI ¢ TOHKMM KOMITAKTHBIM 3IIMKAPAUAJIbHBIM CIIOEM
MmoKkapma. JImarHos craBUTCS Ha OCHOBAaHWHU 3XOTpa-
¢raeckux n/mnu MPT-kputepneB (IIpy COOTHOIIE-
HUM TOJIIMHBI HEKOMIIAKTHOTO CJIO0SI K KOMIIAKTHOMY
>2). MHorue manuueHTsl ¢ HEKOMITAKTHBIM MHOKapIOM
JIK abconoTHO 6€CCMMNTOMHBI, HO BO3MOXHBI COYe-
TaHWUSI CO BCEMM M3BECTHBIMHM BHIAMU KapIUOMUOIIA-
™A, ¢ Tporpeccueit 1o XCH, TpoM6oaMbommn, apur-
vmuu i BCC B aHaMHe3e.

Hnarepan QT — oTpaxacT 3JIEKTPUUECKYIO CHCTO-
JIy XeIyIOYKOB (BpeMsI B MWJUIMCEKYHIAX OT Hadaia
koMIiekca QRS mo xonma 3y6ma T). Ero mpomoimsku-
TEeNIBHOCTH 3aBUCHT OT Ttoa (y xkeHmuH QT mimHHee),
Bo3pacta (¢ Bo3pactoM QT ymImHSIETCSI) M 9aCTOTHI
cepaeuHblx cokpamennii (YCC) (obpaTHO IIpoITOp-
UOHANBHO). 19 OOBEeKTUBHOI OIIEHKM WHTEpBaja
QT B HacrosIiee BpeMs MOJIb3YIOTCSI KOPPUTUPOBAH-
HBIM (¢ TonipaBkoii Ha YCC) untepBanmom QT (QTc),
ompenensieMbIM 110 opmynam baszerra m @penepuka.
B nopme QTc cocrtaBnsier 340-480 Mc g XXeHIIUH
n 340-460 mc paa Myx4yuH. ITaToJOrMyecKnM cuymTa-
eTcs mpu 3HaueHUU >500 Mc.

Cunnpom ymmHenHoro matepana QT (CYUQT) —
CaMBIil 9acCThIii HACJICACTBEHHBIM CHHAPOM W3 TPYIIIHI
KaHanomatuii (dacrora 1:3000-1:2500 HacemeHms), xa-

paKkTepU3YIOIINiCcS yummHeHrneM nHTepBama QT m xu3-
Heyrpoxaronmu KA, B OCHOBHOM IIPOBOIIUPYEMBIMU
aIpeHEePTUUECKON aKTUBALIUEIA.

Cunnpom kopotkoro uarepsaia QT (CKUQT) — pen-
Kasl HacJIeACTBEHHAs KaHAJIOMATHsI, XapaKTepU3YIOIIasICsT
yKopoueHreM wHTepBaia QT M MOBBIIEHHBIM PHCKOM
Pa3BUTHS KU3HEYTPOKAIOIINX apUTMUIA.

OnbITHBINA HeHTp (B KOHTEKCTE WHTEPBEHIIMOHHBIX
BMEIIIATEIbCTB) — MEINIIMHCKOE YIPEXKICHNE VITH IO -
pasznesieHue YYpexXICHUs, TIe wmammble CTIeINaTuCThl
MMEIOT 3HAUNTEILHBIN OITBIT BeICHUS MALIMEHTOB C Ha-
PYLICHUSIMU PUTMa Cepalia, Ha peTyJISIpHON OCHOBE BBI-
noaHsorcst KA taxuaputMuii, Takux Kak GuOpuisiumst
npencepauit (PII), aTunmumaHoe TpereTaHWe Ipencep-
nuii, noctuHdapkTHbie KT, KT npu AKITXK, JIKMII
" IpyTHue.

OnbITHBIA cCieMUATACT (B KOHTEKCTE MHTEPBEHIIMOH-
HBIX BMEIIIATEIIBCTB) — Bpad-CIICIIUAINCT, MMCIOITII 3HA-
YUTEIbHBIA OMBIT BEICHUS IMAIlMEHTOB C HAPYIICHUSIMU
putMma cepnia, Takumu kak @I, atunmmaHoe Tperera-
Hue npencepauit, KT, Ha peryasipHOii OCHOBE BBIMOJI-
asmommii KA cyberpara TaxuaputMmuii, Takux kak DI,
ATUMMIHOE TpeIleTaHue MPenacepanii, ToCTHH(apKTHBIC
XT, KT mpu AKITK, IKMII u npyrue.

IIaToreHHblii ¥ BePOATHO MATOTEHHbIN reHETHYECKUi
BapHAHT — AMepUKaHCKasl KOJUICTUS MEIWIIMHCKON Te-
HeTuKu 1 TeHoMuK (ACMG) TIpemtoxXmiia opsiioK WH-
TepIIPEeTAliN CBSI3U TCHETUICCKUX BapMAHTOB C TIPUIM-
HOi1 3a00JIeBaHMS IIyTeM CTaHIAPTU3ALMU WX 10 Kjac-
caM. [eHeTMYEeCKIEe BapHaHTHI, SIBJISTIOIIMECS TOKa3aHHOM
MPUINHON 3a00JIeBaHUS, UMEIOT V KJIacC MaTOTCHHOCTHU
(Ob6menpuHsaTEIe (OPMBI 3ammmMcu — IlaTOreHHBIN,
Ilat, P). IeHeTnyeckue BapuaHTblI, C BHICOKOI BEpOSIT-
HOCTBIO SIBJISTIOIIMECS TIPUIMHOM 3a00JIeBaHUS, MMEIOT
IV xrmacc marorerHocT (OOMEnpUHSITEIE (DOPMBI 3aITH-
cu — BepositHo marorennsriit, Bepllat, LP).

MyTamui — TepMWH MCITOIb3yeTCsS B JTaHHOM TOKY-
MeHTe 1151 06o3HaueHus1 BapuaHToB IV u V kiaccoB na-
TOTEeHHOCTH.

T'eneTnyeckuii BApMAHT HEM3BECTHON KJIMHUYECKOIi 3HA-
YUMOCTH — M3MCEHEHUE B TCHHOI JIe30KCUPUOOHYKIICO-
tunHoi#t (JIHK) mocienoBaTenpHOCTH, Y KOTOPOTO HE W3-
BecTeH > (eKT Ha 370poBbe UeaoBeka, BapuaHT 111 xirac-
ca MMaToreHHoCTU cornacHo kputepusim ACMG (2015) [6].

KapauomMuonaTtus, accouMupoBaHHasi ¢ apuTMued —
IUJIATAINS TIOJIOCTEH XKeTyIouKa(0B) M CHIDKCHHE CHCTO-
JIMYECKO# (DYHKIINM KeIya0ouKa(oB), HanboJjiee BEPOSITHO
BO3HUKIINE WIN yCyTyOMBIIMecsS Ha (poHe HapyIICHUS
puUTMa cepala, Halpumep, dactoit XKD, HempepbIBHO-
pemmnusupyiomeit KT, @I, npencepnHoii TaxuKapauu
u ap. Bo MHOruX ciydasx Takas KapIuOMHOMAaTUsS 00-
paTMa YaCTUYHO WJIU TTOJTHOCTBIO TOCJIEC KyITUPOBAHMUS
aputMuu. [ToMUMO 9acTOTHI pUTMA, JOJIM SKTOITMIECKIX
COKpallIeHU cepla Takxke MUMeeT 3HaYeHue IUpUHa DK~
TonmMmIecKNX KoMIuiekcoB QRS B prcke pa3BUTHSI Kapauo-
MUOMNATHUM, aCCOLIMMPOBAHHON C apUTMMUENA.
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1.2. 3Tnonorua n natoreHe3 3aboneBaHUsa UM
COCTOSIHMS (rpynnbl 3a001eBaHNIA UM COCTOSIHWIA)

OcHOBHBIMI MeXaHu3MaM# KA SBIISTIOTCS:

— MEXaHW3M TOBTOPHOTO BXOHa BOJHBI BO30YXIec-
HUSA (PUCHTPH);

— aHOMAaJIbHBI aBTOMATH3M,;

— TpUITepHAasl aKTUBHOCTb, MHIYIIMPOBAaHHAS paH-
HEW MJIM TIO3HEN TTOCTAETIONSIPU3ALINENA;

— YCKOPCHHBIIT HOPMAJIbHBIN aBTOMATU3M.

®opMupoBaHNE YCIOBUIA 1T BOSHUKHOBEHUS (DEHO-
MEHa PUEHTPU B MUOKapIe KeJTyTOoYKOB B BUIEC 30H 3a-
MEIJIEHHOTO MPOBEAEHUS BO30YKIEHUSI, Y4ACTKOB MbIIII-
1Ibl CepAlla ¢ pa3HbIMU MO BeJUYMHE pedpakTepHbIMU
TeprogaMu, OOBIYHO CBSI3aHO C ITATOJIOTUYCCKUMM W3-
MEHEHMSIMU B MuoKapae. [loaTomy mapokcu3MaabHas
KT B nogapisitolieM OOJBIIMHCTBE CAYyYaeB OCJIOXHSI-
eT TeUYeHME TSKEJIBIX 3a0oJIeBaHMi cepdlla, TaKMX Kak
NUBC, 0cobeHHO TIpU HAJMYUU MTOCTUH(APKTHBIX PyO-
IIOB M XpOHWYeCKoi aHeBpu3Mbl JIK, BocIanuTeabHbIe
3a0o0JeBaHUST MUOKapma, Kapauomwuoratum (IKMII,
I'KMII, AKITX u mp.), nHQWIETpaTUBHBIC 3a00JICBaHUS
Muokapaa. OcTaHOBKa KpOBOOOpaIIeHUST KaK MEXaHU3M
BCC B abcomoTHOM 00J1bIIMHCTBE citydaeB (>80%) Bo3-
HukaeT B pesynabrate @K mnm XKT, cymecTBeHHO peke
(<20%) — B pesynbrate acuctouu [7].

1.3. dnugemuonorus sabonesaHus unu
COCTOSIHMS (rpynnbl 3a001eBaHNIA UM COCTOSIHWIA)
1.3.1. YacTtoTa Bo3HMKHOBeHUusi BCC

Ha nomro BCC nipuxonutcst okono 50% Beex cepaedHo-
COCYIHMCTHIX CMEPTEii, TIpUUYeM B TToJI0BUHE cirydaeB BCC
SIBJISIETCSI TIEPBBIM IIPOSBICHUEM 3a00JIcBaHNsI; HanboJee
yacTelit Mexann3m BCC — JXKTA [8-13].

B uneane, cirygau, momospurenbHbie Ha BCC, momKHEI
peTUCTPUPOBATHCS U BCEM ITOJDKHA ITPOBOIUTHCS ayTO-
TICHSI, YTO TIO3BOJIUT TOCTOBEPHO MCKIIFOUNTH BHECEPICT-
Hble mpuurHBl BC. BCC xak HeoOpaTUMBI UCXOI U pe-
synsTat BOC mocturaer 50% cpenu Apyrux UCXOMOB Y JIULL
35-50 meT, IpenMyIIeCTBEHHO MYXKCKOTO I10j1a, OTHAKO
B ITOCJICIHEE BpeMsI HAaOII0maeTCs TCHICHIINS K YBeInde-
HUIO JTOJIY JIUII KEHCKOTO T10JI1a, a TAaKXKe JIUII TIOAPOCTKO-
BOTO U I0HOIIIecKOoro Bo3pacTa. Puck BCC BrIle y MyX-
YUH U YBEJIMIMBACTCS C BO3PACTOM B CBSI3U C OOJBIICH
pacrpocTtpaneHHOCThI0O MBC cpeny moxumbix moneit [14].

BCC cocraBisier MoJIOBHHY OT BCEX CMepTeil Ipm
CepICUYHO-COCYINCTHIX 3a00JIeBaHUSX, IT0 pacyeTaM OKOJIO
7 MJIH. 4eJIOBEK YMUPAET BHE3AITHO BO BceM Mupe | 15]4.

Jannsle o pactipoctpanenHocT BCC B Poccuut orpa-
HUYCHBI, B T.4. ocobeHHOCTsIME peructpanuu BCC B pas-
HBIX cTpaHax. [omxst BCC Bo Bcex BO3pacTHBIX TPYIIIAX
cocraBuia 49,1% (15420 u3 31428 BckpoiThii, win 123,3
Ha 100 TeIC. HacenmeHus B rox). [Ipu 3ToM pacripocTpaHeH-
Hoctb BCC B Bo3pacrte ot 1 10 45 ner cocrasuna 27,5%
(2790 u3 10132 BckpoiTuit) [16]. OgHako 6ostee OIM3KUMU

4 United Nations Economic Commission for Europe. UNECE statistical database.

K peanbHOCTU TipeacTaBigiorcs 3HaueHus 200-250 Teic.
yeJjioBeK B rof [17].

1.3.2. MpuumHbl BC B pa3Hbix BO3paCTHbIX rpynnax

KomuectBo cimygaeB BCC yBenmmumBaeTcst ¢ Bo3pac-
ToM. B MimageHueckom u merckom Bo3dpacte BCC cocras-
nget 1 Ha 100 TBIC. YenmoBeKo-JieT. B cpemHeM Bo3pacte
(5-6-i1 mekamnl xu3Hu) yacrora BCC cocTaBisieT 0K0JIo
50 Ha 100 TrIC. yenmoBeko-JeT [18-20], mocTurasa K 8-i1 ne-
Kage xu3Hu yactotel 200 Ha 100 ThIC. YemoBeKo-JIeT [9].

B mo6oM Bo3pacte cpeny My>kunH yactota BCC BbI-
e, YeM Cpean KCHIIWH, JaXke TIPU ITOIpaBKe Ha TaKOU
daxTop pucka, kak UBC [13, 21-23].

B Esporte Ha BCC mpuxonurcst okoso 10-20% Bcex cmep-
Teit [24, 25]. Drmnemuonorus BCC B EBporie TecHO cBsi3a-
Ha ¢ MBC, Ha nomo kotopoii npuxoautrcs 75-80% ciydaeB
BCC [26]. Xorsa pacnipoctpanenHocts MBC He yMeHBIIN-
JIaCh, TIPOM3OIIIIO 3HAYMTEIEHOE CHIDKCHIE CMEPTHOCTH OT
MBC. Craructyecku yacrora BCC cHmkaercs [26], Ho 10-
751 BCC ot 00111ero urcia cMepTeii OT CepIeYHO-COCYIACTRIX
3a00JIeBaHMIA, BEPOSITHO, yBeTmanBaetcs [27, 28].

Perynapras ¢usndeckast akKTHBHOCTb UMEET HEOCIIO-
PUMYIO TIONIB3Y TSI CEPICTHO-COCYIUCTOM CUCTEMEI. B 0T-
IETBHBIX TPYIITaX HaceJeHUs (0COOCHHO CPEear MYKIMH
cpenHero Bo3pacta) BCC MoxXeT BOZHMKATH BO BpeMsI WIIH
cpasy mocje CBePXUHTCHCUBHBIX CIIOPTUBHBIX HATrPy30K
[29], uTo mpenmonaraet poixs MBC B kKauecTBe Hanboee
pactipoctpanenHoi nmpuunHbel BCC [30].

3aboeBaHus cepalla, accounrupoBaHabie ¢ BCC, Ba-
PBUPYIOT B 3aBUCUMOCTHU OT Bo3pacTa. B rom y 300 TriC.
yenoBeK B EBpore MpoMCXOOUT OCTAaHOBKA cepialla BHE
MEOUIIMHCKOTO yupexaeHus [14, 31]. ¥ Moiomeix mpe-
001amafT MEepPBUYHBIC 3JICKTpUIEeCKUEe OOJIC3HU U Kap-
OTUOMMOIIATUM, a TaKKe MMOKApOUTHI M aHOMAaJnM KO-
poHapHbBIX aptepuii [14, 30, 31].

B Tedenure 9eTBEpPTOro ACCATUICTHS KM3HU ITOJOBU-
Ha cirygaeB BCC cBs3ana ¢ UBC, 0cob6eHHO ¢ OCTpBhIM
KopoHapHbIM crHApoMoM (OKC) [32, 33].

YV MOXWITBIX JTIOIEH TTpeo0IamaloT XpOHMUECKIE CTPYK-
TypHBIC 3a00JieBaHUs (OCTpBIe M XpOHWYECKHe Qop-
mbl MBC, opoku cepmiia, cepmnedHast HeIOCTaTOYHOCTD
(CH)), B To BpeMms Kak y Jtofcit B Bo3pacte mo 50 jer
>50% BCC MoryT BBI3BIBaTh HACJIEACTBEHHBIE DIIEKTPH -
YecKue 3a00JIeBaHUS TN CTPYKTYPHBIC HEUTIIEMIUCCKIE
3aboneBanud [34].

1.3.3. MNonynsAuMOHHBIA U UHAUBUAYANbHbIA NPOrHO3 pUCKa

OOIIyo OIIEHKY PHUCKa IIPH CEPOCIYHO-COCYIMCTBIX
3a00JIEBaHMSX CJIEAYCT IPOBOIUTH B COOTBETCTBUH C Pe-
KOMEHIAIMSMU 110 KapaIMOBACKYJISIPHOM MPOMIIaKTHKE
2017 [34]. B psne ncciaenoBaHUi MOKa3aHO, YTO CYIIE-
CTBYeT TeHeTHYecKasl IpenpacioyokeHHOCTh K BC Bo
BpeMs1 ocTpoil umemun [35, 36]. Baxuo noentudunm-
poBaTh B 0o01Ieit momynsuu i ¢ puckom BCC oTHO-
CHUTEIHLHO HEOOJIBIITNE TTOATPYIIITEI BEICOKOTO PUCKa, Y KO-
Topbix BCC MOXeT cTaTh MEepBBIM IIPOSBIICHHEM 3a00-
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TaGnuua 1
Knaccudukaums XKA PKO 2023r (OKA-PKO-23)

XapakTtepucTtrka KnuHnyeckas 3Ha4MoCTb 1 uenecooﬁpaaHoch BblHECEHUS B AMArHO3

XK3: oanHouHas, napHas KnioueBasi xapakTepucTyika.
XT BbiHOCWTCS B AnMarHo3
DUBPUANALMS Xenyao4KoB

TpeneTaHue xenyaoukos: 6uicTpas XT ¢ HepasnuiumMbiMmu 3y6uami T (06bI4HO
yactoTou >250 ya./MuH)

Yctoiumsas (pautensHoctb 230 cek) KntoueBas xapakrepucTuka.
HeycToitunas (anutensHocTts <30 cek) BbiHocuTes B AvarHo3
HenpepbiBHO-peuvavBupyiowas (KT, koTopas peunanBmMpyeT B TEYEHNE

HECKOJIbKNX 4aCOB, HECMOTPSA Ha MOBTOPHbLIE MOMbITKA Kynmpoaava)

ONEKTPUYECKUIA LUITOPM

MonomopdHasi (Bce QRS noxoxu Apyr Ha apyra) KnioueBas xapakTepucTyika.
MonumopdHas (QRS oTnnuaioTcs) BblHocuTCA B AnarHos

MneomopdHas (6onee ofHoii onpeaeneHHoi Mopdonoru QRS Bo Bpems 0gHOro
anusoaa XT, Ho Mopdonorns QRS He ABNAETCA NOCTOSHHO M3MEHSIOLLLECS )

KA npw 0TCYTCTBUM CTPYKTYPHOTO 3a601€BaHNS CepALia U KaHanonatuii Knto4eBas xapakrepumcTtrka.

KA npw OTCYTCTBWW SIBHOrO CTPYKTYPHOrO 3a60N1eBaHUs cepaLa Npu Hanuyum BeiHocuTes B Anartos.

BPOX/IEHHbIX CUHAPOMOB MM TaK HA3bIBAEMBIX KAHANONATHIA: CUHADOM Heo6xoavMo BbIHECEHVE B AMArHO3 KOHKPETHOTO 3a60neBaHus. B cnyyae
yaauHeHHoro vuitepsana QT, cuHapom Bpyraaa, katexonamuHsasucuvas VVIONATM4ECKO apUTMUN HEOGXOMMO YKa3aHIE Ha 3TO

nonumopdHas Xenyao4koBas Taxmkapays, CUHAPOM KOPOTKOro uHTepsana QT,
CUHPOM paHHell penonsipuaaumm Xenyao4koB

KA npu OTCYTCTBUM SBHOTO CTPYKTYPHOrO 3a601eBanns cepaLia npy Hanmiumn
06paTMbIX METABONNHECKUX VM NEKAPCTBEHHBIX MPUYWH (Hanpumep,
BTOPUYHbIV CUHAPOM YANMHEHHOro nHTepBana QT)

KA npu Hanu4Mm CTPYKTYPHOro 3aboneBaHns cepaua

CumMnToMHas KnioyeBas xapakrepucTyika.
BeccumnTomHas BbiHOCKTCS B AmarHo3

<10% OT BCEX XENyA04KOBbIX KOMMIEKCOB B TEYEHWE nepropa HabmoneHns JlononHuTenbHas xapakTepucTyika.
npu nposeaeHun XMIKI Heobsi3aTenbHa B avarHo3e 40 NPOBEAEHNS AOMONHUTENBHOrO 06CNEA0BaHNS.
>10% OT BCeX Xenyno4KoBbIX KOMMNIEKCOB B TEYEHWE Neproaa HabmoaeHms LlenecooBpasHo BbIHECEHVE B iriarHo3 ¢ GopmMynnpoBkamu "yacTas”

npu nposeaeHrn XMIKT (kak Npasuno, SBASETCS 3HaYMMbIM Ans npodunaktk Y "HEYacTas” nocrne AONOHUTENLHOrO 06C/eA0BaHNS
VAW NEYEHNs KapaAnMoMMonaTi, aCCoLMMPOBAHHON C apuUTMUeNt)

Oyar noBbILLIEHHOrO aBTOMaTN3Ma [lononHuTENbHas XapakTepUCTHKa.

TpurrepHast XT (paHHUe iy No3AHKE NOCTAENoapU3aLmm) HeoGs3arenbHa 8 anarHoge.

OuddepeHumpoBka BaxHa L1 MIHBA3VBHOIO JIeYeHMs, a Takke noabopa Tepanum
npu HekoTopbIX Buaax (dacumkynsapHas X3 nnu XT), pueHTpr No HoxXkam nyyka
Mnca.

BbIHECEHVE B AMArHO3 [LOBOJbHO 3aTPYAHUTENLHO B GOMBLUMHCTBE CNy4YaeB

6€3 aNeKTPOPN3NONOrNYECKOr0 NCCNEA0BaHUS

PueHTpy (C yyacTiem N3MEHEHHO TKaHy MoKapaa uam ¢ y4acTmeM BOMIOKOH
nposogsiLeii cuctembl Mca-MypkuHbe)

YCKOPEHHbIN Xenyno4koBbli putM, 4actota <100 ya./MuH (umkn >600 mc) [lononHuTensHas xapakTepucTyika.

MepnenHas XT, <150 ya./MuH (upkn >400 mc) Heobs3atenbHa B Anarxose.

BaxHO Ans OLEHKV MPOrHO3a, HACTPOVKY UMMNAHTUPYEMOTO KapavoBepTepa-
nedunbpunnsaTopa, NIaHNPOBAHUS KaTETEPHO abnaumu.

Lienecoobpa3Ho BbIHECEHUE B AMArHo3 nocse yTO4HEHUs NPy AONONHUTENBHOM
obcnenoBaHum

Boictpas XT, 2150 ya./muH (umkn <400 mc)
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KNMHWYECKME PEKOMEHZALNN

XapakTepuctuka

Mo nokanusauum

Kamepa cepaua: 13 npaBoro xenynouka, U3 NeBOro Xenynoyka

Othen xenynoyka: NpoBOAsLLAs cucTema cepaua (hacumnkynspHble), BIXOAHOM
TPaKT (MPaBOro UM NEBOrO XeNyaoyka), centasbHble, U3 ManuaispHbIX MbILLLL
nepuknanaHHble 1 T.4.

Jlokanusaums B Tonwe Mmokapaa: cyb6aHaokapavansHas, cybanvkapavianbHas,
MHTpamypasnbHas

Ta6nuua 1. NMpoponxeHue

KnnHnyeckas 3Ha4MMOoCTb 1 LienecoobpasHoCTb BLIHECEHUS B AnMarHo3

[lononHuTensHas xapakTepucTrka.

Heobsi3aTenbHa B AnarHose.

InddepeHumnpoatb nokanudaumio XXA B HEKOTOPbIX Cy4asx LOBOSIbHO
HECNOXHO MO CTaHAAPTHOW anekTpokapavorpaduu B 12 otBeaeHunsx (Hanpumep,
BbIXOAHOW TPAKT MPaBoro xenyaoyka). B apyrvx cnyyasx Toabko TatenbHoe
31eKTPOdM3NONOrNYeckoe KapTMPOBaHME NO3BONSET TOYHO ONPeaENUTL
JI0KaNN3aLMI0 BbIXOAA apUTMUN.

LienecoobpasHo BbIHECEHME B AArHO3 nocsie Loo6cneioBaHs npu
BO3MOXHOCTW A,OCTATOYHO AOCTOBEPHOrO OMPEAENeHns nokanu3awmm

Cokpauwenust: XA — xenynoukoas aputMus, XT — xenynoukoas Taxvkapams, XA — xenyaoykoBas akctpacuctonus, XMIKI — xonTepoBckoe MOHUTOPUPOBaHWE

Cepae4Horo putMma.

neBanns. HemaBHo yyensimu CIIA OBITM TIpEIIOKEHBI
MomIeau HOBOW crpatudmkanum pucka BCC cpenn Ha-
ceneHUd B 11esioM [37]. HeT yeTKMX MaHHBIX, TOATBEPXK-
JAFOIIUX TTOJIB3Yy IIPOrpaMM MAacCOBOTO CKPMHWHTA Cpe-
I HacesleHus B 1eaoM s nipegoTspaimienus BCC [38].
Ha mpotsckeHnu mecaTuieTHii McciaenoBaTeIn TIpe-
MOJIaTaJI IMUPOKUIA CIIEKTp "WHINKATOPOB", "MapKepoB"
BCC, ocobenno npn Hammuun MBC. Beimo mpemoxe-
HO HECKOJIbKO HEMHBa3WBHBIX MapKepoB pHcKa (BKIIO-
yast TIO3MHUE MMOTCHIINAIBI, BapruaOeIbHOCTh CEPICIHOTO
pUTMa, TUHAMWKY PEIIOJISIPU3AlAA U IyBCTBUTCIIBHOCTH
6apopedmekca) [39]. OmHaKo, HECMOTPSI HA MHOT000¢C-
IIAIOIIME PEe3YJIBTaThl TTePBOHAYATBHBIX MCCICIOBAHMIA,
5TU "TIPEIUKTOPHI" eIlle He IOBIMSIM Ha KIMHHYCCKYIO
npakTuky. @pakmusa Beiopoca (PB) JIK mcmomb3yercst
B couetaHnu ¢ kiaccom CH 1o Helo-Mopkckoit Kinaccu-
duxanym (NYHA) Tonbko 1151 ornipeneneHus mokKazaHuit
K MK/ mst mepBuaHoit mpodmnakTnk BCC mpu xpoHn-
yeckoit UBC n JIKMII. CxeMbI I KaJTbKYJISTOPBI CTPATH-
dukam prucka ObITH pa3pabOTaHBI AT HACTCICTBECHHBIX
apUTMOTEHHBIX 3a0oieBaHuit, Takux Kak [ KMIT, AKITK
n tamuH-A/C (LMNA) xapmuomuonaTus [40, 41].
Kanskynaropsi pucka BCC
[IpemnoxkeHO MHOXKECTBO KaJbKYIATOPOB pricka BCC
IIJIS B3POCHBIX U neTeit [42, 43]. Pa3Butue mporHo3upo-
Bannsi BCC Ha TIpOTSKEHUM TIOCTCIHUX MECITUICTUIA
BKJTIOUAJIO YCTAHOBJICHME CTaHOAPTOB IUIST Pa3pabOTKU
Mojesel, X BaTUIU3anio (BHYTPEHHIO W BHEIITHIOK)
¢ noclenymolieil nmyoJuKauueil ctaTeil o MOAesiX Mpo-
raosupoBannst BCC [44, 45]. TumndHBIMU HegOoCTaTKa-
MM B pa3pabOTKe 1 IIPOBEPKE KATbKYISITOPOB PUCKA SIB-
JISTIOTCS, TIOMUMO TIPOYETO, MCIIOJIb30BaHUE HMCTOpHUC-
CKHX BBIOOPOK, HE PEMpPe3eHTATUBHEIX IO OTHOIICHUIO
K COBPEMEHHBIM KOTOpPTaM TAIMEHTOB, IPOITYIICHHBIC
3HAYCHUSI, KOMIIO3UTHBIC MCXOMBI C KOMITO3UTHBIMU CO-
OBITUSIMU PA3IMYHON KIMHUYECKON 3HAYNMOCTH, OTCYT-
CTBHE BHEITHEI BATMAN3AIINN U OTCYTCTBHAE KAJIMOPOBKIU.
KaapKymaropsl prucka peKOMEHIOBAHBI IJIST IIPUMEHE -
Husg EOK (mponmmy Baaumamuio Ha eBPOICHCKOM TTOITy-
JISIUMM TTaIlieHToB) U B Poccum MOTyT OBITH MCITOIB30-
BaHBI 1711 MH(POPMALIMOHHON TOMIEePKKI Bpadcii.

1.4. Oco6GeHHOCTU KogupoBaHUS 3a6oneBaHuns
WNKn cOCTOAHUS (rpynnbl 3a0onesaHuin unu
cocTosiHuin) no MexayHapoaHOW CTaTUCTUYECKOW
knaccudukauum 6onesHeit u npodnem,
CBfi3aHHbIX co 3p0poBbem (MKB-10)

146. OcraHoBKa cepiia

146.0. OcraHoBKa cepila ¢ yCIeIHbIM BOCCTAHOBIIE-
HUEM CEpIEeYHON IeATeTLHOCTH

146.1. BHesamHas cepreyHast CMEPTh, TaK OIMMCaHHast

146.9. OcraHoBKa cepaia HEyTOYHEHHAs!

147.0. Bo3BpaTHas XeJTyIo4KoBask apuTMUS

147.2. XKenynoukoBasi TaXUKapavs

147.9. T1apokcu3manabHast TaXUKaApOUsST HEYTOTHCHHASI

149.0. ®uopWUIILINS U TpeleTaHNE XEIyI0YKOB

149.3. TlpexxmeBpeMeHHASI AETIOISPU3ALINS KEITYIOYKOB

149.4. Ipyrass m HeyTOYHEHHAS TETIONISIPU3aLINST

149.8. [dpyrme yToOUYHCHHBIC HApYIICHUS CEPOCYHO-
ro pUTMa

149.9. Hapymenune cepaeqIHOro puTMa HEYTOUHEHHOE

1.5. Knaccudukauuna 3abonesaHus unm
cocTosiHMg (rpynnbl 3a0051eBaHKiA UM COCTOSHUIA)

Knaccupukaunm 2KHP, ocHoBaHHbIE Ha TUIE U KO-
ymuectBe ZKHP, 65ut1 cchopmymmpoBansr 6oee 40-50 et
Ha3an. OmHAKO B CBSI3U C CYIIECTBEHHBIM pPa3BUTHEM 3a
TTOCTICIHNIE ABa ACCITIICTHS MeTonoB edcHust 2KHP, BHe-
IpEHUEM TIepCOHAM3NPOBAHHBIX ITOAXOIOB K MalleHTaM
Ha OCHOBaHNU COBPEMEHHBIX METOIOB OOCIICIOBAHNIA, YCO-
BEpIICHCTBOBAHNEM OLICHKH TTPOTHO3a JKMU3HU W PAa3BUTHS
OCJIOXKHEHMI, HeoOXomnmMa 0oJjiee aKTyaIbHasI CUCTEMAaTH -
3auust gaHHbIX 0 2KHP ns npaktnueckux Bpaueit. MHorue
mapametpsl 2KHP (HampuMep, cHMITOMHOCTh apUTMUH,
Opemst (Harpy3ka) apuTMUH, 3ICKTPODU3MOIOTIICCKII
MEXaHW3M U JIOKAJIM3alMsI odara apuTMUN) TIPaKTUIeCKU
HUKOTIA HE OTPaXaloTcsd B KIMHUYCCKUX AMArHO3aX, HO
MMEIOT KOJIOCCATbHOE 3HAUCHUE B OIPENeICHUN CTpaTe-
TUU JICYCHUS] ¥ METOIOB TIONABICHUST apUTMUM.

B Tekyueii Bepcun peKoMeHIaluii nmpeaiaraeTcss Ho-
Basl paciupeHHas Bepcust kiaccudukanuu 2KHP, cucre-
MAaTHU3UPYIOIIAast BaXKHbIC XapaKTEPUCTUKN apUTMUH, OKa-
3pIBAIOIINC BIMSIHUEC Ha TIPOTHO3 U JiedeHUe. [1pn s3ToM
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obo3HaueHbl xapakrepuctuku KHP, xotopnie ciemyer
YKa3bIBaTh B IMATHO3€¢ WX B OIMMCAHUM JUATHO3a B MEIH -
LIMHCKON TOKyMeHTaI (0003HaYCHBI KaK "KITFOUeBasT Xa-
pakTeprcTrKa"); a Takke Xxapakrepuctuku 2KHP, kotopeie
He SBIISIIOTCST 00sI3aTeIbHBIMU B TMAarHO3€, HO 3KeJIaTelIhb-
HBI TIOCJIC JOTIOTHUTEILHOTO 00CIeIOBAHNS TIAIICHTA YUTH
BBITIOJTHEHMS 3JIEKTPO(U3NOIOTHIECKOTO NCCICTOBAHMSI.

JlanHast knaccuguKkaus eIMHOITIaCHO ono0peHa Bce-
MM eHaMu Pabodeit TpyIImsl JaHHBIX KITMHUIECKUX Pe-
KOMeHIanmii, ogoopeHa KoMUTeTOM 10 KIIMHUYECKUM
pexomenmanusaM PKO ot 23.03.2023 1 MoxXeT OBITH pe-
KOMEHIOBaHa IS TIPUMEHEHUS B €XXEGTHEBHON KIIMHM-
YyecKoit mpakTuke (Tadm. 1).

ITpuMepbl HOPMYTUPOBKHN TUATHO3A:

1. Dmarao3 mo MKB-10: 149.3. IlpexmeBpeMeHHas
TETIONIIPU3AIINS XKETYIOIKOB.

Onmcanne IMAarHo3a apuTMHuK: Vaormarmaeckast Crm-
nromHas 4dactast (>10% >KeqymOYKOBBIX COKpAILeHMUIA)
MoHOMOp®dHasg ogmHOYHAsS KD M3 BBEIXOODHOTO TpaKTa
K (BTTLXK).

2. HOuarno3 mo MKB-10: 125. XpoHndeckas nimeMmnde-
cKkag 6ome3Hb cepaua. 125.2 TlepeHeceHHBIN B TIPOLITIOM
nHapkT Muokapna. 147.2. XKenmymoukoBast TaXUKapIus.
146.1. BHesarHas1 cepredyHast CMepPThb, TaK OIMCAaHHAsT.

Onucanne mmarHosa apurvum: [lapokcr3ManbHasl CHUM-
nroMHas (octaHoBKa KpoBooopameHust ot 01.02.2023) 6bI-
CTpast ycToiIrBast MOHOMOP(DHAS JIEBOXKETYIOUKOBAsT TAXUKAP-
st (YM2KT) Ha doHe TTocTHH(MApKTHOTO KaparocKIepo3a.

Knaccudpmkamum KA Lown B./Wolf M. 1 Ryan M.
OCTaIOTCST aKTyaJlbHBIMU IJIsI CTpaTU(UKAIIUM PHUCKa
B paHHEM M OTCPOYEHHOM Itepuogax nociae UM [46, 47].

1.6. KnuHnuyeckasa kapTuHa 3aboneBaHus unm
COCTOSIHMS (rpynnbl 3a001eBaHNIA UM COCTOSIHMIA)
Kimnanueckue nposieaeHust 2KTA MoryT cyliecTBeH-
HO pa3IMIaThCsI — OT a0COMIOTHOI GECCMMITTOMHOCTH 10
cepaieoneHmsI, TucKkoMdopTa B TPyIU, 3arpyaIuHHOI 60-
W, YIOYIIBSI, TOJIOBOKPYKCHUSI, CHHKOIIAIBHBIX COCTOSTHHIA,
BOC. YyamenHoe cepaiieoreHne, IperooMOpOIHOE CO-
CTOSTHME Y OOMOPOKM — TPHU HamboJIee BasKHBIX CUMIITO-
Ma, KOTOpBIE TPEOYIOT TIIATEIEHOTO cOOpa aHaMHe3a U 10-
MOJIHUTENBHOTO o0ciiemoBaHus mid uckimodeHuss KTA.

2. OnarHocTuka 3a60sieBaHUS WU COCTOSIHUS
(rpynnbi 3a0oneBaHuin UM COCTOSIHMIA),
MeaAuuMuHCKMe noKkal3aHud n npoTuBonoKa3aHus
K npuMmeHeHuto MeToaoB ANarHoOCTUKU

Kputepun ycTaHOBKM IHMArHo3a

KHP v KA — 0600111eHHOE Ha3BaHUE PACCTPOMCTB
CEpIeYHOTO PUTMA, TIPU KOTOPHIX MCTOYHUK SKTOITIMIC-
CKOIl aKTMBHOCTHM WM Kpyra PpUCHTPW HAXOTUTCS HH-
Ke myuka [wmca, T.e. B ero BeTBsX, ceTu [lypKuHBE WM
B MHOKAapE KEIYyITOIKOB.

OcHoBHBEIMU MeTomamMu nuarHoctuku 2KHP aBistrores
OKI nu XMBKIT'; omHaKo B psizie caydaeB I TTOCTAHOBKM
W YTOYHEHUS IWArHo3a, a Takke I auddepeHInaIb-

HO# OTMArHOCTUKM TaXWKapAWil ¢ IMTMPOKUMU KOMITICK-
camu QRS, mpoBomuTCS BHYTPUCEPICUYHOE IIEKTPODU-
3noorndeckoe ucciaenosanue (BCODU).

Oommmu OKTI-npusnakamu g Bcex KHP aBns-
oTcs: 1) mmpokuii nepopmupoBaHHBIT KoMIuieKe QRS
(>120 Mc), KOTOpHI Yallle OBIBACT IMPEKICBPEMEHHBIM,
peke — CBOEBPEMEHHBIM MJIN BHICKAB3BIBAIOIINM; 2) OT-
CYTCTBHE TIpelIIecTByoImiero 3yoma P; 3) muckopmaHT-
HOCTb 3yO1a T Mo OTHOIIEHUIO K OCHOBHOMY 3yOlly XKe-
JIyIOYKOBOTO KOMILIEKCa; 4) HAIMUKE CTMBHBIX KOMILICK-
coB. PazHoBunHoctn 2KHP 1 Kputepun ux AMarHoCTUKU
Ha DKI mompo6Ho m3noxeHsl B Pasmerne 1.1.

HuarHoctrdaeckoe o0ciemoBaHue TIPU ITOI03PEHNHT Ha
KHP Bxuntouaer ciemyroiiye 3Tarbl:

— THIATEJIBHOE M3yYeHME XajJ00, MCTOpuu 3a001eBa-
HUS M CEMCHHOTO aHaAMHe3a;

— OCMOTp U (DU3MKaIbHOE 00CIeI0OBaHNE;

— J1a00paTOPHO-MHCTPYMEHTAIBHBIE METOIBI HCCIIe-
IOBaHUS: OOJIce TIPOCTHIC HA TIEPBOM 3TAlle W CJIOXHBIC —
Ha BTOPOM 3Tarie o0cenoBaHus (IT0 TTOKa3aHMSIM);

— TMIaTOJIOTOAHATOMUYECKOE MCCIICIOBAHNE W MOJIe-
KyJsIpHBIN aHanmmu3 xepts BCC;

— TEHETUYECKOe TeCTMPOBAHUE;

— BUBYAJIIM3UPYIOIINE MCETOOMKNA W MOpdorormye-
CKHE HCCIICIOBAHMSI.

2.1. )XXanoGbl 1 aHaMHe3

* Pexomenpmyercs mpu ornpoce mamueHTa ¢ K9 ore-
HUTH CUMIITOMBI JUISI OTIPENEICHUST TSKECTH KIMHUYe-
ckux nposgsiaenuii KO [46, 47].

EOK IC (YYP C, Y1 5)

Kommenrtapuu. Xapakmep kaunuueckoil cumMnmomamuxu
XKD, a makce ee 3nauenue 045 npoeHo3a 300po6bs U JHCU3-
HU RAyuenmos 3a8ucsim om @Qopm NPosiéAeHUs CaMoil IKC-
mpacucmoauu, Ho 8 euje 6oabulell cmeneHu — Om 0CHOBHO20
3ab01e6anus, KaK NpuYUHbL ee 803HUKHO8eHus. Pedkas odu-
Hounas KD y auy 6e3 npu3HaKoe opeaHuuecKol namonouu
cepoya modicem npomekams OeCCUMNIMOMHO UAU MAAOCUM-
NMOMHO, NPOSIBASAC, AUULL OULyUleHUeM nepeboes 8 pabome
cepouya. Yacmas sxcmpacucmonust ¢ nepuodamu GueeMunuiL,
0CO0EHHO Yy NAYUEHMO8 CO CHUNICCHHbIMU NOKA3AMeNsimMU co-
KkpamumenvHoti yukyuu cepoua (UbC, kapouomuonamuu,
dpyeue opmbl nopacenuss Muokapoa), nomumo nepebdoes,
MOodcem npueooUms K CHUICEHUI) apmepuanshoo 0aene-
Hus (AZ), nosenrenuro uyecmea caabocmu, 201080Kpyice-
HUI, NOSABACHUI) U HAPACMAHUI 00bIUKU.

» [lpu ompoce manueHTa co CTPYKTYpHBIM 3a0oJie-
BaHUEM CepJlla, UMEIOIIEro BhICOKUI puck KA, peko-
MEHITyeTCS 1IeJIEHAMPABICHHO BBISICHSTh HATUIKE K00
JUTSI BBISIBIICHUST TTAPOKCU3MAaTbHBIX 2KA B CBSI3U C BBICO-
KOl BEpOSITHOCTBIO MX pasBuTusa [46, 47].

EOK IC (YYP C, Y1 5)

Kommentapuu. Tiaocecms kaunuueckux nposeaeHuil 3a-
sucum om YCC 60 epems napokcusma, HAAUUUS UAU OM-
cymemesusi CIIC u conymemeyoweii namoaoeuu (Hanpumep,
amepockaepos bpaxuouepanvuvix apmepuii).
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+ C 1enbio BEISIBICHUS KU3HEYTPOXKAIOIINIX COCTOSI -
Huit y maumeHToB ¢ CIIC, ocobenno nepeHecmmx UM
co cHmkeHHoit @B JI2K, pekoMeHIyeTCsT paccMaTpuBaTh
KA B KauecTBe ONHOI M3 BEPOATHBIX NMPUIMH CHUHKO-
MaJIbHBIX cocTosTHMit [46, 47].

EOK IC (YYP C, VI 5)

+ C 1enbio BEISIBICHUS KU3HEYTPOXKAIOIINIX COCTOSI -
HUU TIpA OIIpOce TTallMeHTa PEKOMEHIYETCS pacCMaTpH-
BaTb CYUQT n KITXKT B kauecTBe BO3MOXHBIX ITPU-
YUH KapIUOTeHHBIX CMTHKOITAJBHBIX COCTOSHUIT, BO3HM-
KaoIInX Ha BHICOTEe (PM3MICCKON WMIIM SMOIIMOHATBHOMN
Harpy3KH, 0COOEHHO y MoJjonblx mauueHToB 6e3 CIIC.
Kpome Toro, cienyeT y9UTHIBaTh TaKMe CHCIU(UICCKIC
st CYUQT Tpurrepbl CMHKOIIE, KaK pe3KUii 3BYK, Iia-
BaHue, pooyxueHue [48, 49].

EOK IB (YYP B, V1] 3)

Kommentapun. [Ipu coope anamuesa nayuenmos ¢ CYUQT
DeKoMeHOYemcst YOeasimob HUMAHUE NPUHUMACMbIM NAUUCHIOM
NeKapCmEeHHbIM NPenapamam, NOCKOAbKY YOAUHeHUue uHmep-
eanra QT moeym evi3bi6amb MHO2UE HeKapouoao2u4ecKue ae-
KapcmeerHble cpedcmea (NOCMOSHHO 00H08ASEMblil NepeHeHb
npedcmasener Ha caiime https.//crediblemeds.org/; akmyanvhas
uHpopmauus 0 NOGOUHLIX IPpexmax mMeoUuKaMeHMO3HbIX npe-
napamos npedcmaenena Ha caiime hitps.//www.drugs.com/).

* 'V manmeHToB, Y KOTOPBIX IPEATIOIaracTcs I UMe-
ercst ZKTA, pekomeHI0BaH cOOp CEeMEMHOro aHamMHesa,
HalleJICHHBIN Ha BBISBJICHME CIyYacB BHE3aITHBIX M HeE-
OOBSICHUMBIX CMepTeit (Hampumep, YTOIUICHHWE) CpPeou
porncrBeHHUKOB I-1I cTemeHeit pomrcTBa B MOJIOIOM BO3-
pacte ¢ IIeIbI0 OLIEHKU BEPOSITHOCTH T¢HETHYECKM Je-
tepMmuHupoBanHbix KHP cepmua [46, 47].

EOK IC (YYP C, VI 5)

2.2. ®dusukanbHoe o6cnenoBaHue

* Bcem oOGcienyeMpIM TTaliMeHTaM UIST YCTaHOBJIC-
HUS IWAaTHO3a OCHOBHOI M COITYTCTBYIOIIEH IATOJIOTHU
WIN WUCKJIIOYeHUSI BO3MOXHBIX Tpurrepos 2KHP pexo-
MEHIyeTCSI TIPOBOINUTH CIICAYIOIINE CTaHIAPTHBIC M3ME-
penus [46, 50]:

— aHTPOIIOMETPUYCCKHNE ToKa3aTean (M3MEpeHUE
pocTa, Macchl Tejla, WHAEKC MAacChl Tela, OIpeIeacHIe
OKPYXXHOCTHU TaJINN);

— TEpPMOMETpPHs OO0IIAas M OIICHKA COCTOSTHUS KOXK-
HBIX ITOKPOBOB;

— OIICHKA HaJIM4Ms OTEKOB M MX PacIpOCTpPaHEH-
HOCTH;

— m3Mepenre A/l Ha mepudepruIecKnX apTepusix;

— HCCIIeIoBaHME MyJIbca Ha Tepu(pepUIeCKIX apTe-
PHSIX C OIICHKOI YacTOTHI M PETYISIPHOCTH PUTMa;

— OIlcHKa HaOyXaHWS W MyJIbCAIINU IICITHBIX BEH, YTO
MOXET CBUICTEIbCTBOBATh O HAJTMINU BEHO3HOTO 3aCTOS;

— ayCKyJbTallUsl CEeplla, COHHbIX, TTOYEUYHBIX U Oef-
PEHHBIX apTepUii IJIST BBISIBICHMS TIATOJIOTTIECKIX IITyMOB;

— TaJbHalns ITATOBUIHON XKelIe3bl: pa3sMepsl, 00-
JIE3HEHHOCTb, TTOIBWKHOCTb.

EOK IC (YYP C, YA 5)

KommenTtapun. B donoanenue K 0CHO8HbIM noKa3zame-
ASIM PEKOMEHO0BAHO OUEHUBAMb chneyuduyecKue U3MeHeHUs.
C Yenblo UCKAIOYeHUS: 00pamuMbiX NPUYUH, KOMOpble NOMeH-
UuanbHo mMoeym Ovims accoyuuposansi ¢ KA. Baxcnvim n6-
AEMCS CKPUHUHE KOJCHBIX NPOSIGACHUI PEOKUX CUCTMEMHBIX
B8OCNANUMENbHBIX (CKAepoOepMUsl, CapKoudo3) U UHpeKyUOH -
HbIx 3ab0nesanull (boaesns Yaeaca, 6oppeauos u dp.) [51].
Ilayuenmos ¢ CYHUQT u KILKT xapakmepusyem opadu-
Kapdusi. B pedkux cayuasx npu o6cre0o8aHuu NAyuUeHmos
¢ epoxcoénnvim CYUQT unu AKIIK 6o3moxucHo obHapy-
JCeHUe AHOMAAUL 0peaHo8 uyecme (8podcdénnas enyxoma)
U KOCMHO-CYCMABHOU cucmembl (CUHOAKMUAUSL).

 Ilpu pusukambHOM 0OCIIENOBAHUY TTAIIMEHTOB C T1a-
POKCU3MATBHBIMU HApYIICHUSIMUA PUTMa CepIlla PeKo-
MEHIIYeTCSI BBISIBJIEHUE TPU3HAKOB TeMOIWHAMMYECKOMN
HecTabuibHOCTU (cHUXeHue AJl) ¢ 1enbio ornpenene-
HUS TIOpSAKa OKa3aHUSI MEIUIIMHCKOM moMotu [52, 53].

EOK IC (YYP C, Y1 5)

Kommenrtapun. [Ipu nodasasouem oorsuiuncmee KA
cepoya npu QU3UKANLHOM 00C1e008aHUU NAUUEHMO8 BHE
napokcusma Kakue-aubo U3MeHeHUs He OMMe4armcs.
Breouepeodnvie cepdeunvie coxkpaujerust (3KCMpPAcucmonst)
Mozym Oblmb OmMeueHbl npu noocuéme nyavbca, UsmepeHuu
AJl uau ayckyavbmayuu cepoya nayuenma.

2.3. JlabopaTopHble AuarHocTuyeckue
uccnegoeaHusd

B pamkax o6ciremoBaHus 11e1eco00pa3HO MPOBEACHIE
CTaHIAPTHOTO JJa0OPaTOPHOTO MUHIUMYMa, BKITIOJATOIIIC-
ro oOmmit (KTMHUICCKUI) aHAIN3 KPOBU M aHAJIU3 KPO-
BU OMOXMMUYECKUI 0OIIeTepaneBTUYECKU sl oTpe-
NeJIEHUs YPOBHSI OOLLEro cepaeyHO-COCYIMCTOrO pUcKa,
C KOHTpPOJIEM AOTOJHUTENbHBIX MapaMeTpPOB, MO3BOJISI-
FOIMUX TTOATBEPANTDb MW MCKIIOUUTH TIPEXOMSIITIe KOp-
pUTHpPYEeMBIC HapyIICHUs, TIOTCHIINATBHO 3HAYNMBIC LIS
Bo3HuKHOBeHust 2KHP cepaua.

Bcem maumenTtam ¢ 2KTA B pamkax MepBUYHOIO 00-
CIICIOBAHMS U B IIpoOIlecCe TMHAMIWICCKOTO HAOTIOMCHIS
JIJIS1 UCKJTIOUEHUSI COITYTCTBYIOIIMX 3a00J€BaHUI U ompe-
IEIICHUST TaKTHKW JICYCHUS IIeJIeCO00pPa3HO TIPOBEACHIE
OMOXMMMYECKOTO aHaIM3a KPOBHU, BKIIFOUAOIICTO: MC-
cJIeIOoBaHNME YPOBHEM HATpUs W KaJlMs, YPOBHSI KpeaTH-
HUHA, YPOBHS TIIIOKO3bI, YPOBHS OOIIIEro Oellka, ypOBHS
o011ero OMIUPyoUHAa, YPOBHSI MOUEBOM KMCJIOTHI, YPOB-
Hs C-peakTUBHOTO OejiKa, aKTUBHOCTH acIlapTaTaMIHO-
TpaHchepas3sl U alaHMHAMUHOTpaHCdepas3bl, YpOBHS XO-
JIeCTeprHA W JIMIIONIPOTEHIOB B KPOBH, YPOBHSI TPUIJI-
nepunoB [54-58].

* Pexomenayetcs mpoBeneHre oo1ero (KIMHUIECKo-
ro) aHaJIM3a KPOBH B paMKaX IIEPBUIHOTO 00CIICIOBAHMS
U B TIpollecce TMHAMMYECKOTO HAOIIOMEHUS Y BCeX Ia-
nueHToB ¢ KTA 1j1s1 MCKIIIOYeHUsT COMYTCTBYIOIINX 3a-
6onesanwmii [54, 55].

PKO IIaC (YYP C, V] 5)

* Bo Bcex ciyvasix y B3pocibix nanueHToB ¢ 2KTA
PEKOMEHIOBAHO 00CIeIOBAaHNE ST TIONTBEPKACHUS MU
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HUCKITIOUCHUS TIPEXOOSIIIX (MOTUGMHUIINPYEMBIX) (PaKTO-
pOB, 3HAYMMBIX [UTSI BOSHUKHOBeHUS 2KA (TIpreM cepued-
HBIX IMKO3UIOB, aHTHAPUTMIUYECKUX TIperapaToB (AAIT)
(CO1B AAII I u III kmaccoB), ypoBeHb KaJIWsI M MarHUsI
B CBIBOPOTKE KPOBH, IIpU3HAaKK ocTporo MM, rumeptu-
peos u 1p.) [55, 59, 60].

EOK IC (YYP C, V]I 5)

+ [lammeHTaMm cO 3HAUMMBIM YIJIMHEHNEM MHTEpBa-
ma QT na DKI pekoMeHI0BaHO MPOBEIEHNIE KOMITUIEK A
AHAJIM30B TS BBISIBIICHUS TIPEXOMSIIINX TIPUINH: UCCIIe-
IIOBaHWE THPEOTPOITHOTO TOPMOHA B KPOBHU Y B3POCIBIX
IIJIST BBISIBJICHUSI TUIIOTHPEO3a U TUIIEPTUPEO3a, THUIIO-
KaJMeMU, TUIOKAIbIINEMUHN, TIpHeMa JeKapCTBEHHBIX
IpernapaToB, METaO0OJWUYCCKUX HApYIICHUMA, ITpHMEHEe-
HUsI pa3sHOOOpasHbBIX AUET U ap. [57-61].

EOK IC (YYP C, Y] 4 — nxs B3pocabix; YYP C,
VI 5 — nas nereii)

* [Tanmenram, y kotopeix Ha DKI perucrpupyercsd
Bpyrama-matTtepH, peKOMEHIOBAHO MCKIIFOUCHHUE TIPEX0-
ISIIAX TPUINH, TIPUBOOSIINX K MOTOOHBIM M3MEHEHU -
aM Ha DKI (mampumep, OKC, TpoMO0oaMO0IMM JIETOU-
HOI apTepuu, repukapaurta u ap.) [46, 47].

YYP C, VI 5

2.4. UHcTpyMeHTanbHble AMarHocTmyeckue
uccrnegoBaHus

CKpUHHMHT NANIMEHTOB C MpeanojiaraeMbIMH HIN JOKAa-
3aHHbIMH 2KTA

CranmaptHag DKI B 12 oTBeIeHHUSIX MOXET CIIOCO0-
CTBOBATh BBISIBJICHHIO TIPM3HAKOB HACICACTBEHHBIX 3200~
neBanmii, cBs13aHHBIX ¢ 2KA 1 BCC, Takmx Kak KaHallo-
matuu (CYUQT u CKUQT, curnpom bpyrama, KITXKT)
n kKapauomuonaTtnu (AKIT2K m T'KMIT). Ha CIIC yka-
3pIBatoT Takue DKI-mpn3Hakuy, Kak 61okana mydka I[ca,
AB 6rokana, turieptpodus Xeayaouka u 3yoen Q, xa-
pakrtepublii st UBC wim mHOGUIBTpaTUBHON Kapauo-
MUOITATUU. DJIEKTPOJIUTHBIC HapylieHUS U 3(GGEKTh
pPa3IMYHBIX JICKAPCTBEHHBIX IIpErapaToB MOTYT IIPUBE-
CTH K HAPYIICHUIO PETOISIPU3ANN 1/WIN YIJTMHECHUIO
koMmruiekca QRS.

W3 nHCTpYMEHTAIBHBIX METONOB THMATHOCTUKY Jalle
Bcero ucroib3yoT DxoKI, kotopas B cpaBHenuu ¢ MPT
n KommblotepHoit Tomorpadmeit (KT) cepmiia siBisieT-
¢ MeHee TOPOTOCTOSIIeH, 0ojee TOCTYITHOM M TT03BO-
JISIET ¢ BBICOKOIT TOYHOCTHIO MTMAarHOCTUPOBATh 3a00JIeBa-
HUS MUOKapna, KimanaHoB cepaia i BIIC, cBa3anHbIe
¢ KA u BCC [62]. KpoMme Toro, y OOJBIIMHCTBA Mally-
C€HTOB OHAa ITO3BOJISICT OICHUTH CHUCTOIMYCCKYIO (PYHK-
o JI2K 1 pernoHabHOE IBIDKEHUE CEPACTHOM CTCHKU.

* Peructpauusa DKI B 12 oTBeneHUsIX peKOMEHIIO-
BaHa BCEM TALIMCHTAM C CEPICYHO-COCYIMCTBIMU 3a00-
JICBAaHUSIMU TIPU TIPOXOKIACHUM OOCICTIOBAHUS IJIST BBHI-
apienus KA [46, 63].

EOK 1A (YYP C, VI 5)

* Peructpaumsa DKI B 12 oTBeneHUSIX 1 MOHUTOPY-
poBanue DKI maHHBIX peKOMEHIOBAHBI BCEM ITAIllICHTAM

Mpu TIono3peHnn Ha Hanuare KA 1S uX TTOATBEpKIIe-
HUS WIN UCKITIoueHus [46, 63].

PKO IC (YYP C, V11 5)

KommenTtapun. Monumopuposanue IKI' dannvix yene-
€000pasno ¢ uenvto guisenenus KA, oueHku pe3yrbmamos
MeOQUKAMenmOo3H020 U Xupypeuueckoeo aeverus. C nomoupto
monumopupoganusi IKI' 0anHbix 603MONCHO cOnOCmMAagumb
CUMNIOMbBL Y NAUUEHMA C Pe2UCPUpPYeMbiMU HAPYUIeHUs-
mu pumma, oueHums Kauruko-IKI xapakmepucmuxu KA
(muneot, 6pems, mopghoaroeuro apummuu, OAUMeEAbHOCMb U NO-
emopsiemocmbs XK1, uacmomy cokpawenutl xceay0oukos npu
XT, cea3v ¢ nposoyupyrowumu paxmopamu).

* OKI ¢ pusnueckoii Harpy3koii peKOMeHI0BaHa Ta-
IIMEeHTaM, eClT U3BECTHO WJIM TIpenroiaraeTcs, uto KA
TIPOBOIMPYIOTCS (PM3NUECKON HATPY3KOM, IS yCTAHOBKY
JIMarH03a, OTIPe/IeICHUsI TIPOTHO3a, OLIEHKU Pe3yabTaToB
MEIMKAMEHTO3HOI Tepanuu win adaaunu [64].

EOK IA (YYP C, V]I 5)

KommenTapun. /[annoe obcredosanue 00aicHO NPOBO-
oumscsi K8AAUPUUUPOBAHHBIM NEPCOHAAOM 8 OCHAUCHHOM
€021acHO MmpeboBaHUSIM NOMeW,eHUU.

* OxoKTI mrg ouenku ¢pyuxkunm JIZK u TTK 11 BBIIB-
nenus CIIC pekoMeHIOBaHa BCeM IMAallUEHTaM C TIpe-
nojaraeMbIMu WJAM AokazaHHbIMU KTA uiau umero-
LM BBICOKUI pUCK pa3BuTud TsoKenbix KA nnu BCC
[65-67].

EOK 1A (YYP C, V]I 5)

KommenTtapun. IxoKI credyem evinonansms écem nayu-
enmam npu Haruuuu KA u nodospenuu na CIIC, a mak-
Jce Yy nAuUenmos ¢ blCOKUM puckom pazeumusi KA uiu
BCC, nanpumep, npu JIKMII, TKMII uru AKII2K, a mak-
Jce y nayuenmos, nepedxcusuiux ocmpoiit UM, uau y poo-
CMBEHHUKO8 NAUUEHMO08 C HACAeOCMBEHHbIMU 30001€6aHU-
amu ¢ evicokum puckom BCC.

« Harpysounsrii ctpecc-tect (DKI/DxoKI'/omHo-
doronnas smuccrnonHasg KT mumokapna nepgy3noHHas
¢ (yHKIIMOHATBHBIMU TIPOOaMM) PEKOMEHIOBAH B3pOC-
J6IM TlatieHTaM ¢ 2KA, MMEIoIUM CPeIHIO WU BBICO-
Kkyto BeposstHocTh MBC, ncxonst u3 Bo3pacra MM CUM-
TITOMOB, C IIEJThIO POBOKAIIMY UIIIEMUYECKUX U3MEHEHUI
nnn KA, a Takke 11 yTOUHEHUST JUarHo3a u MpOTHO-
3a nipn Hanmmuuy 2KTA, WHIYIUPOBAHHBIX (PU3NIECKOI
Harpy3Koil, WIN TONO3PEHUN Ha NAHHYIO TATOJIOTHIO,
prurroyas KITXKT [64-66].

EOK IB (YYP C, VI 5)

Kommenrtapuu. Hexomopvim nayuenmam nokazaua
IxoKI ¢ ghapmakonoeuueckoii uau usuueckoil Haepy3Kou
("empecc-5X0"), 6 m.u. nayuenmam, y komopwvix KA mo-
Jcem OblMb CNPOBOUUPOBAHA UuleMUel, a MAaKdce mem, Kmo
He nepeHocum @huzuuecKue HA2PY3KU UAU UMeem U3MeHe-
Hus DKT 6 nokoe, umo oepanuuuseaem mournocms IKI ons
onpedenenus uuemuu.

* Brmonnenue MPT cepniia ¢ KOHTpacCTUPOBaHUEM
wm cnupanbHoit KT cepnma ¢ DKI-cuaxpoHusanueit
y nmanneHToB ¢ KA peKOMEHIOBAaHO IS YTOUYHEHUS UH-
dopmatmm o dyukuuu JIXK n K u/umm o cTpykryp-
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HBIX U3MEHEHUSIX ceplia B chydasx, korma OxoKI nHe
JlaeT To9HOM mHdopmamum [5, 47].

EOK IIaB (YYP C, YVI] 5)

Kommentapuu. Ha kavecmeo noumu écex 6udog u3o-
opascerus éausem Haauuue yacmolx 2K3. Cunxponuszayus
DKT, donoanumenshsie nociredosamenvHvie 3a0epucKi 0bixa-
Hus u npumererue [3-adperobrokamopos (bAbB) das crHuce-
Huss YCC cnocobrbl yayuuume Kavecmeo euzyasuzayuu [5].

+ Ilpu penkmx cummroMax (K IpuMepy, CHHKOTIATb-
HBIC COCTOSIHMS) M HEBO3MOXHOCTH PETUCTPAIIAN STIM30-
Ia B mpoiecce MoHuToprpoBanus DKI' pekomeHIOBaHO
HCIIOJIH30BaHNE KApIMOMOHUTOPA UMILIAHTHPYEeMOTO***
C IICJIbIO BBHISIBIICHUSI BO3MOXKHBIX TPAH3UTOPHBIX apyT-
MMUii, CIIOCOOHBIX BBI3BIBATH TaKWE CUMIITOMBI [68, 69].

EOK 1A (YYP C, VI 4)

Kommenrtapun. Tun npubopa monumopupoganus IKI
U OAUMENbHOCINb 3aNUCU QOANCHBL COOMBEMCMBOBAMb HAC-
mome Kaunuueckux coovimuii. XMOKI ¢ meuenue 24-72 u
no0Xo0um npu NOUMu elce0He8HbIX apummusx, a npu peo-
Kux cobbimusx uyenecoobpasna Oonee OaumenvHAs 3anuch
IKT: excenedenvho — 5-7 cymounoe MOHUMOPUPOBAHUE
IKT dannbix, HeckoabKo pas 6 200 uau pejce — npumMeHe-
HUe KapOuoOMOHUMOPA UMHAAHMUDYeMO020™***,

NuBa3uBHbIe METOIBI AUATHOCTHKH

* PexomeHmyeTcsl TIpoBeCcTH KOpOHApOrpaduio s
TTONTBEPXKACHUS MJIN UCKITIOUCHIST HATMIHS TeMOIMHAMM -
YECKM 3HAYMMBIX CTEHO30B KOPOHAPHBIX apTEPHil y B3pOC-
JIBIX TIAIIACHTOB C XXM3HEeYTpoXaommMy KA 1M repexXnB-
mmx BCC, KoTopble IMEIOT CPEIHIOK0 TN BBICOKYIO BEPO-
atHocTh MUBC ¢ yueTom Bo3pacta n cumnTomos [70, 71].

EOK IIaC (YYP C, Y/ 4)

* PexomeHmyeTcs TTO3UTUBHAS KOHTPACTHAS BEHTPH-
Kynorpadus cepana u/wim ouoricust Muokapna TTK ms
WUCKJIIOYEHUST Uu ToaTBepxkaeHus nuarno3a AKITK win
MMOKAPINTA, CCIIM 3T 3a00JIcBaHNUS HE MOTYT OBITH yCTa-
HOBJICHBI WY UCKJTFOUCHBI HA OCHOBAaHUN PE3YJIBTATOB JIPY-
IMIX HEMHBA3WBHBIX MCCIICIOBAHUIA 1 COXPAHSIIOTCS TTOI0-
3peHNs Ha HAJIMYKE OMHOTO U3 3THUX 3aboeBanwmii [47, 71].

EOK IIaC (YYP C, V] 5)

BCO®U ¢ iporpaMMUpyeMoit CTUMYJISIIIAEH JKeJTyn0d-
KoB (anekTpokapmuoctumyrstueit) (ITCXK) ncnomb3yercst
1t otreHKM nHAyKumy 2K T, KapTupoBaHMs TTOTCHITNATBLHOM
o0yacT abiamyy, OLEHKN PHCKOB ITOBTOPHBIX 3ITM30I0B
XT mwm BCC, a takke 111 BBISIBICHUSI TIPUYWH TIOTEPU
CO3HAHMSI, BOSMOXHO, CBSI3aHHBIX ¢ HAPYIICHUSIMI PUTMA,
W T OTpeielIeHNsT TToKa3aHWii K mpuMeHeHnio MKJT*#*,

+ [lanmeHTaM, UMEIOIINM XapaKTePHBIC KIIMHIICCKIE
MIposIBJICHMsT, HO He nMetommM DKI, 3aperncTpupoBaH-
HBIX BO BpeMsI IIPUCTYIIOB, a TAKKe B CIIyJasix, KOTIA Ira-
THO3 HE MOXKET OBITh OMHO3HAYHO ITOCTaBJICH HA OCHOBA-
aun DKI, 3aperncTprpoBaHHOI BO BpeMsI MapoKCcU3Ma,
st uaaykuuu 2KT v Bepudukaum quarHo3a peKoMeH-
nyercs nposeneHne BCODU [46, 47].

EOK IB (YYP C, VI 5)

« BCODU pekomeHayeTcs B3pOCILIM TaeHTaM
pu kajjobax Ha OOMOPOKM U TIpU TTOOO3PEHUU Ha Opa-

MUAPUTMUIO IV TaXUAPUTMUIO C YYETOM CUMITTOMATUKHI
(HampuMep, yJallieHHOE cepleOneHne) Win pe3yaIbTaToB
HEWHBA3UBHOTO O0CIIENOBaHNSI, OCOOCHHO ISl TaIueH-
TtoB ¢ CIIC, nng crpatnduxannm pucka BCC u Beidbopa
JleueOHOM TakThkKu [72, 73].

EOK IB (YYP C, VI 4)

Kommenrtapuu. O6mopoku seasiomces HebAQ2onpusm-
Hoim npusnakom y nayuenmos ¢ CIIC, ocobenno npu ebi-
paxcenrnol ducpynkuuu JIK. Hanruuue y nayuenma HYKT
no danuvim XMOKT, obmopokoe u CIIC ¢ 6oavwoii donell
8ePOSIMHOCIU YKA3bI8AeM HA NPUCYMCMEUE UHOYUUPYeMOll
XKT. Ilpu couemanuu CUHKONANbHBIX COCMOSHULL, 3a001€6a-
Hus cepdya u chuxcennoiu DB JI2K ommeuaemcs evicokas
Yacmoma NOGMOPHLIX INU30008 APUMMUL U CMEPMENbHbIX
cayuaes, daxce koeda BCODPHU daem ompuuamenvHovie pe-
synemamot. BCODHU yeaecoobpasno 6binoaHsmos y nayueH-
moeé ¢ ducgynxyueil JI2K nocae nepenecennoco UM (@B JIK
<40%), Ho OanHoe uccredosanue He 8Asemcst Hy8Cmeumens-
HbIM Memoodom 045 NAYUEHINO08 C HeUUeMU4eckoll Kapouo-
Muonamueti; npu 3mom uHOyKuyus noaumopgrnoi KT unu
DX, ocobenno npu azpeccusHoil CMUMYAAYUL, He A6ASeMCs
cneyuguunvim mapxkepom. Ipu UBC yennocms (npedckasa-
MeabHAsk MOYHOCHY) OUARHOCIMUMECKOL UHPOPpMAaYUL, NoAY-
uennoil npu BCODHU, moxcem docmueamv 50%.

+ BCO®U pekoMeHIOBaHO II CTpaTU(PUKALINY PUC-
ka BCC y B3pocibix manueHToB ¢ cuHapomom bpyrana,
¢ AKIIXK, ogHako MHTepIIpeTalusl pe3yibTraToB MCCIIe-
JOBaHMS TpeOyeT OCTOPOXHOCTU [74-76].

EOK IB (YYP C, VI 4 — nna B3pociasix; YYP C,
VI 3 — nasa mereir)

Kommentapun. Omcymcemeue undykyuu KT uau QXK
8 X00e uccnedosanus yKkazvléaem Ha 0Aa2ONPUSMHbLI NPO-
2H03, 00HAKO0 npocHocmuueckas 3Havumocms undykyuu KT
unu QXK 6 nacmosujee apems He onpedenena.

« BCO®DU He pekoMeHAyeTCs I CTpaTUOUKAIIAN
pucka BCC y B3pocnsix marueaToB ¢ CKMQT (cumHapo-
MoM KopoTkoro uHrepBana QT) u nmpu KITXKT [74-79].

EOK IIIB (YYP C, V1] 4)

KommenTtapun. Obsem yenHoil OuaeHoOCMu4ecKoi UH-
gopmayuu, noayuenroii ¢ nomouypto BCODHU, cywecmeento
8apbUPYEM 6 3A8UCUMOCIU 0N MUNA U MAICECU OCHOBHO20
3a604e8anus cepoya, HaAuvus UaU OMCymcmaeus: CHOHMAaH-
Hotl KT, npunumaembix reKapcmeeHHbIX npenapamog, npo-
moKoaa cmumyaayuu u oonacmu cmumyasyuu. Hauborouwas
yacmoma uHOYKUUU U 80CHPOU3B00UMOCHb MEM0o0a omme-
uyena y nayuenmos, neperecuux HM. Jluaenocmuueckas
UHGOPMAMUBHOCMb OMAUMACICS 8 PA3HBIX 2PDYANAX NAUU-
eHmo8 u 00bi4Ho 0080abHO Mana npu omcymcmeuu CIIC
u uzmenenuii Ha IKI [73, 75] u wacmo daem noxchoompu-
yamenvuvie pe3yromamol [75]. Y nayuenmog ¢ HopmarvHoi
dyukuueir JIK u 6e3 CIIC BCODHU moxcem cnposoyupo-
8amy HecneyuuuecKyr) maxuapummuro.

IIpoBokanuonnsie mpods! B AuarHoctuke 2KTA

Axmuenas opmocmamuueckas npooa. O1ieHKa THHAMU-
ku uHTepBana QT mpm pernctpamun DKI B Xome opto-
CTaTUIeCKO# TPoObI 00IaNaeT MMarHOCTUIECKOM 3HAUN -
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MOCTBIO, TIO3BOJISISL B PSIIC CIyYacB BBISIBUTH JIUII, OOJTBHBIX
CYUQT. Ilocne mepexona B BepTUKAJIBHOE TTOJIOXEHUE
OTMEYaeTCsT YMEPECHHOE YBETMICHIE YaCTOTHI CHUHYCOBOTO
pHUTMa, TIPX 3TOM Y 3IOPOBBIX MAIIMEHTOB IJIUTEILHOCTh
nHTepBana QT ymenbiraercd, a 'y 6oibHBIX CYUQT mpo-
TIOJDKATETbHOCTh MHTepBaa QT yMeHbIIaeTcsl MeHee Cy-
IIECTBEHHO, HE M3MEHSICTCS WIIM YBEININBaeTCs (MaKCH-
MaJIbHO 3TO BBIpaxkeHo y manueHToB ¢ CYWQT 1 tuma).
Vonunenne QTc B oprocrase >499-500 Mc sBisteTcst Of-
HUM M3 IMarHOCTUYEeCKUX Kputepues [78-80].

Ilpoba ¢ doszuposanHoll usuueckoil Hacpy3Koil Ha Ge-
n03peomempe uau mpeomuse. Hambomee wmHpOpMATUB-
Ha OIIeHKa JINTeTbHOCTH nHTepBajia QT B mmepmon Boc-
cra"oBieHus. OneHnBaeTcs TMHAMIKa TTokaszatens QTc
B MCXOMe, Ha ITMKe HArPy3KM U 4-1 MUHYTE BOCCTAHOBH-
TeapbHOrO mepuona. Beamumnaa mHTepBaa QTc >480 Mmc
Ha 4-1f MUHYTe BOCCTAHOBJICHHMS TTOCJIE CTPECC-TECTA CUM-
TaeTcss OMHUM M3 KPUTEPUEB TUATHOCTUKU BPOXICHHO-
ro CYUQT (xpurepuii, 110 3HAUMMOCTH COTTOCTAaBUMBIIA
¢ HajmuureM ajsrepHauuu 3youa T) [79, 80].

2.5. Hble puarHocTuyeckue uccnenoBaHusa
MeToapl MOJIEKY/ISIPHO-T€HETHIECKOTO HMCCIIeI0BAHUS
MenuKo-TreHeTUIeCKOe KOHCYJIBTUPOBAHNE B YIPEK-

IIEHUSIX C OITBITOM TeHETUICCKOTO 0OCIICIOBAHNS 1 TMHA -

MHMYECKOTO HaOIIONeHUS HEOOXOMMMO BCEM MallMeHTaM

C TIEPBUYHBIMHU 3JICKTPUUCCKIMHU 3a00JIeBAaHUSIMU CEPIIIa

(KaHAJIOTIATUSIMU ) ¥ UX POACTBEHHUKAM, U JTOJDKHO BKITIO-

YaTh 00CYXKICHNE TIOJIb3bI, PMCKOB M OTpaHWYCHUI TeHe-

THYECKOTO TeCTUpOoBaHUs. [1allMeHTHI TOKHBI OBITH TTOJT-

HOIICHHO OCBEIOMJICHBI O CMBICJIC U 3HAYNMOCTH CKPH-

HUHTA, BO3MOXHBIX €TO Pe3yIbTaTax, MX KIMHIIECKOM

3HAYCHNH, a TAKKe B IIEJIOM O BOIIPOCAX HACICACTBEHHO-

CTH CepIeUYHO-COCYIUCTHIX 3a00eBanmit. CTpaTerus je-

YeHHUs He HOJDKHA 0a3MpoBaThCS TOJIBKO Ha Pe3yIbraTax

TeHETUICCKOTO TECTUPOBAHUSI, HO TOJDKHA OITMPATHCS Ha

pe3y/IbTaThl BCECTOPOHHETO KIIMHIYECKOTO, MHCTPYMEH-

TaJIbHOTO M TeHeTW4YecKoro obcienoBanus [79, 81, 82].
Llenecoobpa3HO BHIIIOTHSITH TEHETUUECKOE MCCIICIOBA-

HHUE Y TAIlMeHTOB C MOTCHINAIbHBIM TTIEPBUIHBIM 3JICK-

TPUUICCKUM 3a00JIcBaHNEM cepalia (KaHaJIoIaTHUEel) TOb-

KO B COUCTAHWU C HAIJICKAIIUM MEINKO-TeHETUICCKIM

KOHCYJIETUpOBaHUEM [79-82].

CYHUQT
*  MoneKymsIpHO-TeHeTHYECKOe MCCICI0OBaHNE MyTa-

Wi B TeHaX, MMCIOIINX JOKAa3aHHBIN MPUYMHHBINA XapaK-

tep B otHomeHnu CYUQT (KCNQI, KCNH2, SCN5A,

CALMI, CALM2, CALM3), peKOMEHIYeTCS C IIEIbIO

IWATHOCTUKN BCEM TIAlIMEHTAM C BBICOKOM BEPOSITHO-

cThio KiImHnYeckoro auarHo3a CYMQT, ocHoBaHHOTO Ha

MTAHHBIX TIEPCOHAIIBHOTO M CEMEHOrO aHaMHe3a U JaH-

HBeIX DKI mokoss, XMBOKI u Harpy304HOro tecra (IrKa-

nma IBapua B I[Mpunoxennu I'1) [81-83].

PKO IB (YYP B, VI 3)
KommenTapun. V nayuenmos c yoaunenuem unmepeana

OT u cneyuguueckum gheHomunom, XapaKmepHovim 04s Ha-

CNe0CMBEHHbIX CUHOPOMOB, CAedyem NPo8ooUms NOUCK Myma-
yuii 8 coomeemcmeyowux eeHax (Hanpumep, eenol KCNQ1
u KCNEI npu cundpome Dicepsenna-Jlanee-Hunvcena; een
CACNIC npu cundpome Tumomu,; een KCNJ2 npu cundpo-
me Andepcena; een TRDN, ecau npednosaeaemcst CuHOpom
Hedocmamournocmu mpuaduna; een NAA1OQ npu cundpome
Ocoena) [82-84].

» [IpoBeneHMe KOMIUIEKCHOTO MOJICKYJISIPHO-TeHE-
TUYECKOTO WCCIICIOBAaHUS Ha BBIIBICHUEC BO3MOXKHBIX
mytammii B reHax KCNQI1, KCNH2, SCN5A, CALM]I,
CALM?2, CALM3 (CYUQT 1, 2 u 3 TurioB — Hanboee
pacrpocTpaHéHHBIe (POPMBI 3a00JIEBaHMUS) PEKOMEHIO-
BaHO ¢ 1enbio quarHoctnkn CYMQT BceM maumeHTam
¢ kaunuveckumu nposearenusmu CYNQT m ymmuHeHMEM
nHtepBana QTc, 3aperucrpupoBaHHbiM Ha DKI' B mokoe
VWUIN TIPA TIPOBEICHUN TPOBOKALIMOHHBIX THMATHOCTUYC-
CKHX P00, a TAKXKe BCEM IMallMeHTaM, HE NMEIOIINM Xa-
paktepHbIX Wit CYUQT KIMHNYECKUX CUMIITOMOB, TIpU
peructpannu Ha DKI ymmrmHennsa naTepBana QTc >480
Mc B mperryoepratHoM Bo3pacte 1 QTc >500 mc y B3poc-
JIBIX TIPU OTCYTCTBUM IPYTUX BO3MOXHBIX TIPUIWH YT~
nenusg uaTepBana QT [80, 81, 84].

EOK IA (YYP B, VI 3)

KommvenTtapun. Memods: MoneKyAsipHO-2eHemuU4ecKko2o
uccned08aHus UMerm cyujecmeeHHoe 3HaveHue 6 OudaeHo-
cmuxe CYUQT u onpedenenuu npoerosa nayuenmos. Ilpu
nposedeHUU KOMHACKCHbIX eeHemUu4ecKkux aHaiu3oe mymad-
yuu yoaémes oonapyscumos npubausumenvio y 75% navyuen-
M08, NOIMOMY OMPUUAMENbHBLI Pe3yAbMam eeHemu1ecKo-
20 AHAAU3A He N0360A5em NOAHOCIbIO UCKAHYUMb OUACHO3
CYUQT. B caynae ompuyamensHoeo anasusza Ha Mymauuu
8 Nepeoll AUHUU OUASHOCMUKU, MOJCem OblMb PACCMOMPEHa
B03MOJICHOCINb NPOBEOCHUS IK30MH020 CeKBCHUPOBAHUS 015
NOUCKa Kay3amuHo20 6apuanma y npodauoaq.

» [IpoBeneHne KOMIUIEKCHOTO MOJICKYJISIpPHO-TeHE-
TUYECKOTO WCCIICMOBAaHUS Ha BBIIBICHUEC BO3MOXKHBIX
mytanumii B reHax KCNQI, KCNH2 u SCN5A pekoMmeH-
IIOBAHO TTallMeHTaM, He umerouium xapakmepuoix CYNQT-
CHMIITOMOB, TIpH peructpaunu Ha DKI ymimHeHns nH-
tepBana QTc >480 Mc B mperrydbepraTHOM Bo3pacte 1 QTc
>500 MC y B3pOCIHBIX TIPA OTCYTCTBUU IPYTUX BO3MOX-
HBIX TIpUYMH yummHeHUs nHTepBaia QT, ¢ mempro nma-
rHoctuku CYUQT [80, 81, 84].

EOK IA (YYP B, VI 3)

* B cimyuae ooHapyxkeHms y mannenta ¢ CYUQT re-
HETUIECKOM MyTalllM, TIPOBEACHNEC CKPUHIHTA, HAIIpaB-
JIECHHOTO Ha BBISIBIEHUE 3TOW MyTalliu, PEKOMEHIOBAHO
BCEeM OJIM3KMM PONCTBEHHUKAM, HaXe MPU OTCYTCTBUU
Y HUX XapaKTePHBIX IJISI 3TOTO 3a00JIcBaHUS KIMHWYC-
CKUX TIPOSIBIICHUI 1 m3MeHeHuit DKI mia omeHKn mH-
IUBHUIyabHOTO TIporHo3a [80, 81].

EOK IIaB (YYP B, V]I 3)

* PekomeHIyeTCsT pacCMOTPETh BO3MOKHOCTh MOJIe-
KyJISIpHO-TEHETUYECKOTO MccienoBanust reHoB KCNQI,
KCNH2, SCN5A, KCNE1w KCNE2y maniueHToB ¢ aHaM-
HE30M JICKapCTBEHHO-MHAYIIMPOBAHHOTO YIJTMHECHUS MH-
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tepBana QT B Bo3pacte <40 jreT Ipu HATMIUKU 0A30BOTO
QTc >440 mc (y myxumH) 1 QTc >450 mc (Y XeHIIINH)
(B OTCYTCTBHE IIPOBOIIMPYIOIIETO TIpeIiapara) st IIOTeH-
LIaJIbHOTO BBIABIeHUd BpoxaeHHoro CYUQT [79, 81].

PKO IIbC (YYP C, VI 5)

« JIus OLeHKW WHAWBHUIYAJTbHOTO IIPOTHO3a PEKO-
MEHIyeTCsI BApHAHT-CIIeIIN(PUICCKIIT KaCKaTHBIA ceMeii-
HBIII CKPUHUHT poacTBeHHUMKaM mpobanma ¢ CYUQT,
Iaxe TIPU OTCYTCTBMU Y HUX XapaKTCPHBIX IJISI 3TOTO
3a00JIeBaHMST KIIMHUIECCKUX IPOSIBIICHUM W M3MEHCHUI
OKIT [79, 81].

PKO IC (YYP C, VI 5)

KommenTapun. [enemuueckoe mecmuposarue 015 OUeH-
KU npoeHo3a y demeti — poOCMEeHHUKO8 NpobaHoa ¢ 6vlsi6-
JNEHHOU Mymauueil peKomMeHOYemcs, HAYUHAasi ¢ PoduCcOeHUsl
(8 a0bom so3pacme).

Cunnpom Bpyraga

EnnHCTBEHHBIM TeHOM C JOKA3aHHOI Kay3aTMBHOCTHIO
npu cuHapome bpyrana asngerca reH SCN5A, omHako Ha
JIOJIIO MyTallMii B 9TOM IeHe IIPUXOAUTCS JIUIIbL 0K0J10 20%
ciiygaeB 3a0oieBaHus. M3BecTHBIC (DeHOKONUM CUHIPO-
Ma bpyrama, Takue Kak UIIeMHsT MIOKapa, JICKTPOJINT-
HBIE PAcCTPOICTBA, TPOMOOIMOOIINS JIETOUHOIT apTepuH,
JIEKapCTBEHHAs] MHTOKCUKAIINS, JOJIKHEI OBITh MCKITIOUC-
HBI 1O BBITIOJTHEHUST TECTUPOBAHUS.

* TTouck myranmii B reHe SCN5A pekoMeHIyeTcs T1a-
nueHTtaM ¢ bpyrama-marrepaom 1 tuna Ha DKI, mpossis-
FOIIMMCS CTIOHTAHHO WX Ha (hOHE TIPUMEHEHMST 0JI0KATO-
pPOB HATPHEBHIX KAHAJIOB, B COYCTAHUN C KIMHUICCKIMU
TIPOSIBIICHUSIMU Y/WJTN OTSITOIIEHHBIM CEMEWHBIM aHAMHe-
30M, C IeJTbI0 TMarHOCTUKM cuHapoMa bpyrama [83, 84].

PKO IC (YYP B, V1] 3)

* Bapuant-crneunduueckuii KacKagHbIl ceMeHbII
CKpUHUHT PEKOMCHIyEeTCsS YIeHaM CeMbHM IpoOaHaa
C BBIIBJICHHBIMU PEOIKUMU TeHETUICCKIMH BapHUaHTaMU
IV-V xyaccoB maToreHHOCTU C LIEIbI0 PUCK-CTpaTudu-
kanuu BCC [83, 84].

PKO I1aC (YYP B, V]I 3)

+ He pexomeHImyeTcsI TIpOBEOCHUE MOJCKYISIPHO-
TeHETUYCCKUX MCCICIOBAHUMA JIMIIAM IUIST TUATHOCTUKM,
eclii HaOmopalotrcs opyraganonoonbsie DKI-u3meneHus
TOJBKO 2 W 3 TUIIOB, TIPU OTCYTCTBMM Yy HUX KIMHUYC-
CKUX TIposIBJICHU 1 oTaroméHHoro mo BCC cemeiiHo-
ro anamHesa [83, 84].

EOK IIIC (YYP B, V] 3)

KILKT

* Bcem manmenTtam ¢ KITKT u nanueHTaM, KJIMHU-
YeCKHUe MPOSIBJICHUST KOTOPBIX C O0JIBII0IT BEpOITHOCTHIO
MOTYT OBITb OOYCIIOBJICHBI 3TUM 3a00JIeBaHIEM, PEKOMEH-
IIyeTCsT MOJIEKYISIPHO-TEHETHIECKOE MCCIICIOBAaHNE MyTa-
it B reHax RYR2, CASQ2, CALM1-3, TRDN, TECRL,
KCNJ2 ¢ uenbio TMarHOCTUKKA M YTOYHEHUST MHIUBUITY-
ajibHOTO TporHo3a [80, 85].

EOK IC (YYP C, VI 5)

Kommenrtapuu. Kiunuueckue nposeaeHus cuHopoma
Ilypkunse-accoyuuposantvix noaumop@uoix KA (myma-

yuu 6 eene SCNS5A) u cunopoma Andepcena (mymavuu 6 ee-
He KCNJ2) makce moeym nepexpoieamoscsi ¢ KILKT, 00-
Haxo uacmoma K2 6 nokoe (8He KamexoaamuHepeu1ecKoll
CMUMYAAYUU) Y MAKUX NAYUEeHMO08 00804bHO 8bICOKA, HIMO
omauvaem smu cunopomot om ucmunrnoit KIDKT. I[losmomy
04151 pA0a NayueHmoes 8KAI4eHUe 8 OUACHOCMUYECKYIH0 NAHeAb
eena SCNSA maxace moxcem b6bimsv onpasoaHo.

* B ciygae oOHapy:XeHMS y TallieHTa ITaTOTHOMO-
HUYIHON TCHETMYECKOM MyTallMi IIPHM MOJICKYJISIPHO-TE-
HETUYECKOM WCCIICIOBAaHMM, HAIIPABIICHHOM Ha BEISB-
JICHWE 3TOM MyTalliM, BCEM OJIM3KMM POINCTBCHHUKAM
HaleHTa PeKOMEHIOBAHO ITPOBEICHUE MOJCKYIISIPHO-
TEeHETUIECKOTO CKPUHHWHTA, JaXKe IPU OTCYTCTBUU Y HUX
KIMHUYECKUX TIPOSBICHUI 3a00JICBaHMS, C IICTBIO TUa-
THOCTUKY Y YTOYHEHWST MTHAVWBUIyaIEHOTO TiporHo3a [80, 82].

EOK IC (YYP C, VI 5)

CKHQT

* [laumeHTaM ¢ KJIMHUYECKUM TIOMO3pCHHEM Ha
CKUQT pexoMeHIyeTCSI pPaccCMOTPETb BO3MOXHOCTH
KOMITJIEKCHOTO orcKa MyTanuii B reHax KCNH2, KCNQI,
KCNJ2wn SLC4A3, nis BBIIBIEHNS U OLIEHKH TIEPCOHAITb-
HBIX puckoB [80].

EOK IC (YYP C, VI 5)

Kommentapun. Caedyem yuumoieams HUZKYH0O 4y6Cmeu-
menvHOCMb Memo0dos8 6 duasHocmuKe 3a0601e6aHuUsl.

+ JI71s1 OLICHKY WHINBUIYATHHOTO TTPOTHO3a PEKOMEH-
JIyeTCsl BApUaHT-CIIeIM(PUIECKNIA KAaCKaIHbII CeMEMHBIN
CKpUHUHT poacTBeHHMKaM Tipobanma ¢ CKMQT, maxe
IIPH OTCYTCTBUH Y HUX XapaKTePHBIX JJIST 3TOTO 3a00JIeBa-
HUS KIWHAYECKUX NposBieHN 1 n3meHenuit DKI [80].

PKO IIaB (YYP C, VI 5)

ApHuTMOreHHasi KapaIuOMHONATHS

ApUTMOTeHHAsI KapIUOMUONATUS XapaKTepU3yeTcs,
KaK MpaBmwiIo, GUOPO3HBIM WK (UOPO3HO-KUPOBBIM 3a-
MeIIeHHeM MUOKapaa, 9TO BeleT K MPOTPECCUPYIOIIEMY
HapYIICHUIO COKPATUTEIBHON CITIOCOOHOCTH (09aroBoii/
T00aTbHOI) 1 BBICOKOIT yacToTe 2KA. CTpyKTYpHBIC 13-
MeHeHUs1 MoryT mopaxath Kak 12K, tak u JIDK, Takxke
W3BECTHBI OMBEHTPUKYISIPHBICE (POPMEI. BEIIEISTIOT TpU
OCHOBHBIX (DEHOTHIIA: TPEUMYIICCTBEHHO ITPaBOXKEITY-
noukoBbiii BapuaHT ("kimaccuueckas” AKITXK (ARVC)),
OMBEHTPUKY/ISIPHBIN BApUAHT U IIPEUMYIIECTBEHHO JIEBO-
JKeITyIOYKOBEII BapraHT (TaKKe M3BECTHBII KaK "apUTMO-
TeHHasI JIeBOXEeIymoukoBas KapauoMmuonaTus' — ALVC).
WnenaTndukanmss TeHeTHISCKOTO BapHaHTa BBICOKUX
KkiaccoB maroreHHocTH ([laToreHHbIii/BeposaTHo 1aTo-
TCHHBII) SABISCTCS OOJMBIINM JUATHOCTUYCCKUM KPUTE-
pueM IJIsT BCeX TUITOB apUTMOTCHHOM KapaIMOMMOTIATUH,
a JUIST TIOCTAaHOBKM IMAarHO3a JICBOXKETYIOYKOBOTO Ba-
pUaHTa apUTMOTEHHON KapIMOMMOITATUN MOXET OBIThH
HeoOXomMMBIM yciaoBreM. CaMBbIM YacTHIM THUIIOM Ha-
CIIeMOBAHMUST apPUTMOTCHHOI KapaIUMOMMOIIATUM SIBIISICT-
csl ayTOCOMHO-IOMUHAHTHBIN, HO M3BECTHO HEOOJIBIIIOE
YHUCIIO W ayTOCOMHO-pelecCuBHBIX dopM [79, 86-88].

* Bcem nmanmeHTam ¢ docmosepusim Ouazno3om apuT-
MOTCHHOI KapAMOMMOMATUH, TTOCTaBICHHBIM Ha OCHO-
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BaHWU COBPEMEHHBIX TUATHOCTUUYCCKUX KPUTEPUEB, pe-
KOMEHIyeTCs TTOUCK MyTauwmii B reHax PP2, DSP, DSG2,
DSC2, JUP, TMEM43, PLN, FLNC, DES, LMNA. B cny-
Yyae BBISIBJICHUST BAPMAHTOB C BEICOKMM KJIACCOM TIaTOTCH-
HOCTH TIpOBEICHME KaCKamTHOTO CEMEIHOTO CKPUHUHTA,
HaIpaBJICHHOTO Ha BBISIBIICHUE 3TOW MyTalllK, peKOMEH-
IOBAHO BCEM OJIM3KUM POIACTBEHHUKAM, JaXe TIPU OTCYT-
CTBUM Y HUX KIMHUYECKMX IPOSIBICHUI 3a00JeBaHUS,
C IIEJIbI0 TUATHOCTUKHU W YTOUHCHUS WHINBUIYATHLHOTO
mporHo3a [79, 80, 82].

YYP C, VI 5

* Bcewm manmeHTam ¢ eposmubim U 603MOHCHBIM OUd-
2H030M APUTMOTECHHOM KapIMOMMOTIATHH, TTOCTaBICHHBIM
Ha OCHOBAaHWHU COBPEMEHHBIX OTUATHOCTUYECKUX KPUTE-
pueB, peKOMEHIYeTCsT TMOUCK MyTaumii B reHax PKP2,
DSP, DSG2, DSC2, JUP, TMEM43, PLN, FLNC, DES,
LMNA, ¢ uenpto IMarHOCTUKU 1 YTOYHEHUSI MHIUBUIY-
ajJbHOTO MmporHo3a [79-81, 86, 88].

PKO IIaB (YYP C, VI 5)

KommenTapuu. B cayuae 6visiéneHus 8apuaHmos C 6bl-
COKUM KAQACCOM NAMO2EHHOCMU Ueneco000pasHo nposederue
KACcKaoH020 cemMeliH020 CKPUHUHRA, HANPABACHHO20 HA Bbls6-
AeHue Mol Mymauuu, y 6cex OAU3Kux poocmeeHHUK08 Npo-
banda, dadxce npu omcymcmeuu y HuxX KAUHU4eCKUxX nposie-
AeHull 3a604e6anusl.

ITaTonoroanaTroMuyecKoe UCCIETOBAHNE H MOJIEKY/ISIPHO-
reHeTnyeckuii anamm3 y xkeprs BCC

» Ayromncus (A08.30.019 IlaTomoroaHaTOMHUYECKOE
BCKPBITHE) PEKOMEHIOBAHA JJISI YCTAHOBJICHUS TIPUINH
BC u Boisicnenus ¢akros, gpnsercd mm BCC cnenctBu-
eM HapyIIeHW pUTMa WU IPYTHX MEXaHU3MOB (K TIpH-
Mepy, pa3pbIB aHeBpU3MEI aopThl) [80, 89].

EOK IC (YYP C, V]I 5)

* He3aBHCMMO OT CPOKOB IIPOBEICHMS ayTOIICHU,
Hapsay ¢ MaTOJIOT0aHATOMUYECKIM MCCICIOBAHUEM, Pe-
KOMEHIOBAHO BBIMIOJIHCHHUE TATOJIOT0-aHATOMHIECKOTO
HUCCIIEOOBAaHUS OMOIICUITHOTO (OTepallMOHHOTO) MaTe-
praia MAOKapaa ¢ IPUMEHEHHEM 3JIEKTPOHHO-MUKPO-
CKOTIMYECKIX METOIOB, BKITIOYAST MCCICIOBAHIE MEUCHBIX
0JIOKOB TIOTIEPEYHBIX CPE30B MHOKapAa 000MX XKeTyIod-
KOB, 00JIaIafoIINX JOCTATOYHOM perpe3eHTaTUBHOCTHIO,
¢ uenblo ycranosieHus npuana BC [80, 89].

EOK IC (YYP C, V]I 5)

+ ITocMepTHOE McCIenoBaHe 00pa3IIoB KPOBH U APY-
rux OmoyiormaecKux xumkocteit kepts BCC (mmmyHO-
IUTOXUMHUYECKOE MCCICIOBAHNE OMOIOTUIECKOTO MaTe-
puaia; ucciIeqoBaHus OMOJIOTMUECKNX XKUIKOCTEH, ¢ T10-
MOIIIBIO KOTOPBIX MCCICIYIOTCS KOHIICHTPAIIUY BEIICCTB
U aKTUBHOCTH (DEPMEHTOB B XUIKMX CPENaX OPTaHU3Ma;
CyIeOHO-XMMMUIeCcKast SKCIepTu3a (MucciaeqoBaHme) 0mo-
JIOTMYECKOTO 00BhEKTa Ha HATMYME XUMUICCKHX BEIIICCTB)
1 MOJICKYJISIPHO-TEHETUUECKOEe MCCIICIOBAaHNE MYTAIIUiA
B T€HaX, aCCOIMMPOBAHHEIX ¢ pruckoM BCC, pekomeH-
IIOBAaHO BO BceX ciydasx HeoowsicHuMmoit BCC ¢ menbro
ycranosiaenus npuanH BC [80, 89].

EOK IC (YYP C, V]I 5)

* TlocMepTHOE MOIEKYIAPHO-TEHETHUECKOE UCCIIE-
JOBaHME [UIS BO3MOXHOMN MAEHTU(UKALIMKA T'€HOB, I10-
TEHLUAJIbHO aCCOLUMUPOBAHHBIX C PA3BUTUEM BPOXKIEH-
HOI TTaTOJIOTWH CEPIIa, CIEAYeT pacCMaTPUBATEh ¥ BCEX
xeptB BCC, I KOTOPBIX BEPOSATHO HAIMYNE KaHAJO-
MaTUil WM KapIMOMUOMATUM, C IEIbI0 YCTAHOBIEHUS
npuunn BC [80, 89].

EOK IIaC (YYP C, VI 4)

2.6. AnarHocTuyeckue uccnenoBaHusa

B OTAEJIbHbIX KJINMHU4YECKUX CUTyauunusx
MaHudecTauum XenyaouKkoBOn Taxukapaum
U/Unn BHe3arHom cepaevyHomn cMepTun

Hawn6osee yacTo BCTpedaroTCs CACAYIONINES BApUAHTHI
manudectarum KT n/umm BCC:

— Buepsbie BeisgBIcHHAS HYKT u/umm XKD (Bapu-
AHTBI: BBIIBJICHHAS CIIYyIaifHO IIpH 00CICIOBAaHUM 110 T10-
BOIY MHOTO COCTOSTHUSI, BBISIBIICHHASI HAIIPAaBICHHO TIPU
00C/IeIOBaHMN TALIMEHTA C XapaKTepHBIMU Kajao0amu
wm puckoM BCC);

— BIIEpBBIC BO3HUKIIAS ycToitumBast 2KT;

— BeKUBIIMI TTocie BOC;

— ymepmmii Beaenctsue BOC.

Cayuaiinoe evisienenue HY KT

Y maumeHTOB ¢ BIEPBBIC TOKYMEHTHPOBaHHOI KA
(gacteie 2KB, HY2KT, YM2KT) Heobxommma peTucTpaIiust
ucxonHoit DKI' B 12 orBeneHmsax, perucrtpanus KA Ha
OKI B 12 oTBeeHNSIX, KOTIA 5TO BO3MOXKHO, W BBITIOJTHE-
Hue DOxoKI. IMpu ciygaitHom BeigBIeHnn HY2KT Heo0-
xommmo gonosHuTeabHOoe DKI-00caenoBanme, B 4aCTHO-
cth, poBeaeHne XMIDKI mpogomKuTeIbHOCTRIO >24 4.

Bnepesvie evisigrennas YMXT

Y nanueHToB ¢ nepBbiM ann3onoM YMXKT mist Bbi-
SIBJICHUST STHOJIOTMIECKOM ITPUYUHBI MOTYT OBITh BBITION -
HeHBI cenyone nccenenosanus: BCO®U, snexkTpoaHa-
TOMHYECKOE KapTUPOBAHME M OMOIICHS IO KOHTPOJIEM
KapTUPOBAHMUSI.

Bowcuswuii nocre BOC

Y sieKTprYecKW HECTaOWJIBHBIX ITAIIMEHTOB ITOCTE
BOC c¢ momo3peHneM Ha IPOTOJCKAIOIIYIOCS HIIEMUIO
MHOKapaa IokKa3aHa KopoHapHas aHruorpacdusa (KAT).
Bcem BenkmBIIMM Tociae BOC 1menecooOGpa3HO BBITION-
HeHure DXoKI 11 olleHKY CTPYKTYphI M (GYHKIIUK CEPII-
na. O6cnenoBaHue TaleHTa, BhDKUBIIEro rmocie BOC
0e3 OYCBMIHOM 3KCTpaKapauadbHOI TIPUUWHEI, CIIEIyeT
IIPOBOINTH MHOTOITPOMIIBPHON KOMAaHIOM CIICITNAIMCTOB.
Y mammeHToB, BepKuBIIIX TTocie BOC, cienyer rmpoBect
KT ronoBHOro M03ra,/TpyIHOM KIETKU, €CIIN PEe3yIbTaThI
OKI 1 OxoKI He TT03BOJISIOT BBEISIBUTL COCYIUCTYIO TIPU-
gy BOC. I[Ipu TTOCTYIICHNH B CTAlIMOHAP BHDKHBIIIC-
ro ociie BOC 1enecoobpa3Ho IpOBOIUTH aHAIN3 KPO-
B Ha TOKCUKOJIOTUIECKOE TECTUPOBAHNE (MMMYHOIIATO-
XUMHMYECKOE MCCIICIOBaHNE OMOJIOTMICCKOTO MaTepraa;
HCCIIEAOBAaHNS OMOJIOTUICCKUX XKUAKOCTEH, C TIOMOIIIBIO
KOTOPBIX MCCIICAYIOTCSI KOHIIEHTPAIINY BEIIeCTB M aKTHUB-
HOCTh (DEPMEHTOB B XHMIKUX CpeAax OpraHU3Ma; CyIeOHO-
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XUMUYECKas 9KCIIepTr3a (MCCaeIoBaHNe) OMOIOTHIECKO-
ro 00BEKTa Ha HAJWYME XMMHUYCCKUX BEIECTB) U COOP
obpa3sia KpoBH Ha MOJICKYIIPHOE-TCHETHIECKOE MCCIIe-
IOBaHWE MyTalldil B TeHAX, aCCOLMUPOBAHHBIX C PUCKOM
BCC (ckprHUHT KaHaJIOMaTHi1). BceM BBIKMBIIIIM ITOCTIE
BOC 6e3 sicHOIT TTpUYMHBI HEOOXOOUMBI BU3yaJTM3alIvs
KopoHapHbIX aptepuit 1 MPT ¢ oTcpoueHHBIM KOHTpa-
CTUPOBAHMEM TamoNMHUEM (AHATOMO-TepaleBTUUCCKH-
xuMmIeckas cucrema kKiaccudpukaumu (ATX) VOSCA
[TapaMarHUTHBIC KOHTPACTHBIC CPEACTBA) IJIST OILCHKHU
CTPYKTYpPHl M (DYHKIMU CepIlla U CEPIEYHBIX COCYHOB.

XKepmea BC

B cnyuagx BC HeoOXonMMO BBISICHUTDH TTOIPOOHOCTHU
00CTOSITETTLCTB CMEPTH, CUMITTOMOB, TIPEIIIECTBOBABIIINX
CMEepTH, CEMEHBII aHAMHE3 1 MU3YUUTh IIPEABIIYIIIE Me-
MUIMHCKNE TOKYMEHTHI. CliemyeT CTPEMUTHCS K TIpOBele-
HMIO KOMIUTEKCHOTO TIaTOJIOT0-aHATOMUIECKOTO BCKPBITHS
BO BceX ClIydasx HeoxunanHoit BC, ocob6eHHO B Bo3pacte
1o 50 yret. B ciriyvagx BC pekoMeHIyeTcsT COXpaHUTh OMO0-
o0Opasupbl, nogxonsiue ast BeieneHus JHK, u mpokoH-
CYIBTUPOBATLCA C BPavyoOM-KapIuOJIOTOM IIPU ITOmO3pe-
HUU Ha HACJICACTBCHHYIO IMPUINHY WM HEBBISICHCHHOM
npuunHe cMmeptu. ITociae BAC 1enecoobpas3Ho MpoBe-
IIeHNEe TTOCMEPTHOTO MOJIEKY/ISIPHO-TEHETUUECKOTO WC-
CJIeMOBAaHUSI, HAIICJICHHOTO Ha BBISIBIICHUE ITEPBUYHOTO
BJIEKTPUIECCKOTO 3a00JIeBaHMSI CepIlia, KOraa yMepPIIrid
Moson (<50 JeT) u/unm oO6CTOATENHCTBA M/ WU CeMeli-
HBIII aHAMHE3 TOATBEPXKIAIOT IEPBUYHOE 3JICKTpHYIC-
CcKoe¢ 3abojieBaHUC.

Podcmeennuku ymepuiux om BAC

O6cnenoBanne WieHOB ceMbr yMepux ot BAC 1ie-
JIecooOpasHo: IS OMKANIINX PONCTBEHHUKOB; IJIS
POICTBEHHUKOB, KOTOPBIC HOJDKHBI OBITH HOCHUTEIS-
MM MYTalli Ha OCHOBE aHaM3a CeMEITHOro aHaMHe3a;
IIJIST POICTBEHHUKOB C TTOMO3PUTEIBHBIMI CUMIITOMAMU,
Korma ymepiaemy <50 JIeT WM eCU eCcTh APYyTHe HaH-
HBIE, TIpeAIIoNaralolIe HaclIeACTBEHHOe 3a0ojeBaHUE.
Oo6cnenoBane cembu ymepiiero BAC momkKHO BKITIOUaTh
B ccOST TEHETHMYECKOE TeCTUPOBAHUE, CCIIM ITOCMEPTHOE
TeHETUYCCKOE TECTUPOBAHNE YMEPIIIETO BEISIBUJIO TIATO-
TEeHHYIO MYTalIIO.

* YV maumMeHTOB ¢ HEmaBHO ITOATBepXKIeHHON KA
(qactere KO, HYKT, YM2KT) u mogo3peruem Ha CIIC
(kpome MBC) mocne mepBOHAYAIBHOI OIIEHKH PEKO-
MeHIOBaHO BheIMojgHeHHe MPT cepmia mrs mcKiode-
nusa CIIC [90].

EOK IIaB (YYP C, V1] 4)

+ Ompoc (TIporpaMMHpPOBaHNE ) HMEIOIIETOCS ITOCTO-
STHHOTO MMILTAHTUPYEMOTO aHTHAPUTMHUIECKOTO YCTPOIi-
ctBa (BOKC*** MKIO*** munm WHOTO) WJIM HOCHMOTO
yCTpoOMCcTBA (HammpuMep, MOHUTOpPA) C aHAJIM30M 3alli-
ceil BHYTPHCEPIOCIHBIX 3JeKTporpaMMm u/umm DKI pe-
KOMEHIYeTCS y BceX BhDKMBIIMX Imocie BOC mrsg mma-
THOCTUKM BEPOSITHOTO HAPYIICHUS pUTMAa Cepalla, IIpH-
Bomsero kK BOC [5].

EOK IB (YYP C, VI 5)

» [lammenram, BeRKUBIIMM ITociie BOC, pekomeH-
myetcs ToBTopHast peructpamus DKI B 12 oTBemeHMSIX
pu cTadbmIbHOM putMe (BKtodast DKI B BEICOKUX mIpe-
KOPIVAJTBbHBIX OTBEACHUSIX), a TaKXKe HEIPEPHIBHOE MO-
autopupoBanue DKI (mampumep, XMOKI'), mist ooHa-
pYy>KeHUS TIPU3HAKOB U3MCHEHU B MUOKAapJIe W/WIN Ha-
pyLIeHWIT puTMa 1 TIpoBoauMocTH [63, 88, 90].

EOK IB (YYP C, VI 5)

+ (@apmakosormaeckas rmpoba ¢ 6J10KaTopaMu HaTpHU-
eBbIX KaHasioB (AAII ximaccoB IA, IC) (11 BO3MOXKXHOTO
BBISIBJIEHUSI CUHApPOMa bpyrana iy MHBIX 3J1eKTpodu-
3MOJIOTUYCCKUX OTKJIOHCHWI) U HAarpy304Hasi mpoda pe-
KOMEHIYIOTCS BhIKUBIIMM Ttociie BOC 0e3 sBHOI oc-
HOBHOM npuanHbI [91].

EOK IB (YYP C, V11 4)

+ Toxcukonormueckoe McciaeaoBaHue (MCCICIOBAHNS
OMOJIOTMYECKIX KMIKOCTEH, ¢ TIOMOIIBIO KOTOPBIX MCCTIe-
IYIOTCSI KOHIICHTPAIIUK BEIIECTB M aKTUBHOCTH (DEPMEHTOB
B XXHUIKHX cpeiaxX OpraHmn3Ma) peKoMeHIyeTcs B ciydasx BC
C HEOTIPEAEICHHOM IPUIMHOI CMEPTH IUTST ICKITIOUCHHST BO3-
NIEeMCTBUS BPETHBIX BEIIeCTB B KayecTBe mpuunHbl BC [92].

EOK IB (YYP C, V11 4)

* Ecmm nipu ayroricuu rono3peBaeTcst HaCJIeACTBEH-
HOE 3a00JIeBaHNe cepalla, PEKOMEHIYETCS HAIIPABUTH POII-
CTBEHHMKOB TTEPBOI CTETICHHN POICTBA TSI OOCICIOBAHMS
B KJIMHUKY ¢ UMCIOIITMMICST KOMITETCHIMSIMA 1 BO3MOXK-
HOCTBIO paCIIMPEHHOTO O0CICIOBAHMS C LIETBIO CTPATH -
¢uxanun pucka BC [93].

EOK IB (YYP C, V11 4)

* B meayroncuitHbIx cnydasx BC, korma momo3peBa-
eTcs HacJIeICTBEHHOE 3a00JIeBaHNEe Cepalla, PEKOMEHIY-
©TCST HaIIPaBJISITh PONCTBEHHUKOB TIEPBOI JIMHUM POICTBA
IUIST OLICHKW COCTOSTHUS CepIlla B KIMHUKY ¢ MMCIOIIIH-
MMUCST KOMITETCHIIUSIMA ¥ BO3MOXHOCTBIO PACIINPEHHOTO
o0cItenoBaHus ¢ LIeblo cTpatndukannm prcka BC [94].

EOK IB (YYP C, V11 4)

* PexoMeHmyeTcs MUHMMAaIbHOE 00CICIOBaHNE WIe-
HOB ceMbM yMepiiero BAC, Bkiouaroliee cOop aHaMHe-
3a 1 TIpoBefcHNe (PU3NKATBHOTO OCMOTpa, PETUCTPALIIIO
crafmaptHoit DKI ¢ BEICOKMM pacITOIOKeHNEM IIPEeKOpP-
mranbHBIX oTBeneHuit (V1-V2), OxoKI' u mpoby ¢ pusu-
YeCKOIl Harpy3Koi ¢ IIeIbio cTpatuduKaium pucka BC
[63, 67, 95].

EOK IB (YYP C, V11 4)

* B cembax ¢ BAC 6e3 onpeneeHHOTO IMarHo3a rmo-
cJIe KIMMHITIECKOTO 00CIemOBaHMS peKOMEHIYETCS HaOJTIO-
IeHHUE 3a TeThMU YMEPIIUX 0 TOCTIDKCHUS MU COBEp-
LIEHHOJIETUS ¢ Leablo cTpatudukanun pucka BC [96].

EOK IC (YYP C, V]I 4)

« dapmakojormueckast mpoba ¢ OJoKaTopaMu Ha-
TpueBbix KaHaIoB (AAII xmaccoB 1A, IC) pekomeHmyeT-
cs1 'y porncTBeHHUKOB ymepiux or BAC B Bo3pacre 16 et
W CTapIle, eCIM MCXOTHOE OOCIenoBaHNEe Y HUX U/WIN
pe3yabTaThl 00CIIeIOBaHMS MIPOOAaHIa BBI3BIBAIOT ITOHO-
3peHne Ha cuHapoM bpyrama [80, 96].

EOK IIaB (YYP C, V] 4)
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3. JleyeHune, Bkno4as MEAUKAMEHTO3HYIO

U HeMeanKkaMeHTO3HYI0 Tepanun, guetTorTepanuio,
ob6e36onmBaHue, MegULUHCKUE NOKa3aHUs

U NPOTUBOMNOKa3aHUd K NTPUMEeHeHnio meTo40B
ne4yeHud

3.1. O6wme NpuUHLUNbI BEA,eHUS NaLueHToB

B MOMEHT )Kenyp,o‘-lKOBOVI TaxnaputmMmumn

3.1.1. YcTpaHeHue 06paTMMbIX NPUYUH

O6parumbie pUYMHBI pa3BuTHsT 2KA MOTYT COCTaB-
11h 10 50% BCC [96]. OnHako B OOJIbIIMHCTBE ClIyda-
€B TPYIHO OmNpenenuTbh ocHoBHYyO npuunHy BCC u sB-
JisieTcst i oHa obopatumoii. KpoMe Toro, kpaiiHe BaskHO
TMIOHUMAaTh, YTO UISI YCTPAHEHUs OOpaTUMOI TTPUYMHBI
KHP cepnua moxer TpeOboBaThcsl JOCTATOYHO MPOHOJ-
KUTeIbHOE BpeMsi. KomriekcHoe oOcienoBaHue Tmaim-
enToB ¢ BCC gBnsieTcs 00s13aTeIbHBIM, €CJIK 3a00JIeBa-
HUE cepllia paHee He TMarHOCTUPOBATIOCh WU TTO03pe-
BAETCsI €r0 MPOTPEeCCUPOBAHUE.

* [lpu momo3peHMM Ha WHAYUMPOBAHHBIE JieKap-
CTBeHHBIMU TipeniapaTamu KA peKOMEeHIyeTcsl OTMEHa
STUX TIpernapaTos [97-99].

EOK IB (YYP B, V1] 3)

Kommenrtapun. Apummoeennoe delicmeue npenapamog
caedyem 3ano0o3pume y HAUUEHMO8, NPUHUMAKOUUX AeKap-
CM@eHHble cpedcmea, KOmopble Mo2ym U3MeHsmb I1eKmpu-
yeckue ceolicmea cepoya (Hanpumep, 8bi3bl6aON yuUpeHue
xomnaekca QRS uau yoaunenue unmepeana QT), cnocoo-
CMEYIOM HAPYUIEHUI) INeKMPOAUMH020 baraHca (Hanpumep,
muasuonovle u "nemaegvie” duypemuxu). B maxux cayuasx
Heobxo0uma OmmeHa SMux NPenapamos U G0CCHAHO8Ae-
HUe I1eKmpoaumHo20 6aianca; Kpome moeo, ciedyem u3-
becamb NpUMeHeHUs. NPenapamos, YOAUHIIOWUX UHMepPEa
OT (nanpumep, AAII, kaacc 111) [98-100]. PeghpaxmepHoie,
peyudusupyrouue napoxcusmot KT muna "nupysm” na ¢o-
He meduKameHmosHo2o yoaunenus uumepsanra QT, moeym
OblMb KYNUpoBaHsl yHaujarouleil mpaHceeHo3Hol dicenyo0oH-
K080l cmumyasyuell.

 [MTaumentam ¢ KA pekoMeHayeTcss TMarHOCTUKA 00-
paTUMBIX IPUYUH C TIOCJIENYIOIIeH NX Koppekuneit (Ha-
TpuUMep, AUCOAIAaHC JIEKTPOIUTOB, UIEMUSI, TUTIOKCE-
MusI, Tuxopanka) [98, 99].

EOK IC (YYP C, VI 4)

Kommenrtapuu. JJucoanranc snekmpoaumos, 8 4acmHocmu
2unoKanuemus, Moxcem cnposouuposams KA, a bvicmpo na-
pacmarouas UnepKatuemus MoJdcem 8bl36amb aACUCHOAUND
[101]. Taxue gpaxmopul, Kak bpaduxapous, uwemus, cnam
KOPOHAPHBIX apmepuil, mpomobo3, Auxopaoka, 20100aHue u ou-
ema, Mo2ym makice cnocoocmeosams 803HUKHOBeHUur0 KA
[100]. Pexomendyemcs sKxcmpenHas KoppeKuust 3mux oopa-
mumolx HapyuwleHuil. [unomaeHuemus u/uau eunoKaiuemus
Moeym Obimb NPUMUHOU B03HUKHOGeHUS noaumopgroll KT
muna "nupysm". Buympueennoe (8/8) esederue #HmaeHus
cynvhama™* sensemes s¢pgpexmuenvim neuenuem "nupysma”
daxice npu omcymemeuu eunomaenuemuu [5, 102-106]. ozv
0ns1 83pocavix: 2-4 e 6/ cmpyliHo medaeHHO No0 KOHMpoaem
Al Jloza moxcem 6bimo yseauuena do 6-10 e npu omcym-

cmeuu eunomonuu. Josvt ons demeii: 12,5% pacmeop #mae-
Hus cyrvgpama™* /6 meodnenno 25-50 me/ke (ne >2 ep) [61,
103-106] (cm. Hpunoxcenue A3, mabauua A3.4).

IMaunenTsl, nepexunire BCC ¢ mpennonaraeMoii 00-
paTUMOIT TIPUIMHOM, MMEIOT BEICOKHI YPOBEHb CMEPTHO-
ctu [107]. B HemaBHEeM KpymHOM HaOJIIOIATEILHOM MC-
cinenoBanuu [108] y BerkmuBmmx nociie BCC, cBg3aHHOM
¢ 00paTUMOI1 U KOPPEKTUPYEMOM TTPUINHOM, MOCIEaYIO-
mas nmranTauus MK*** 6plma accoummpoBaHa ¢ 60-
Jilee HU3KOM CMEPTHOCTBIO OT BCEX IMPMYMH, 32 UCKITIOUe-
auem BCC npu octpom UM. Takum 06pa3zoM, BO3MOXKHA
npodunakTndeckasg nMmiiantanusg MK *** ¢ yauetrom oc-
HOBHOTO 3a00JIeBaHUSI CEPIIa U MHINBUIYATbHOM OILICH-
KM pUCKa Pa3BUTHS KU3HEYTPOKaOmMMX KA.

* Ecau mocie TmaTenpHOM OleHKN MHIWBUAYaIbHO-
ro pucka pa3putus 2KA/BCC pemunus 2KT/BCC cum-
TaeTCsl BBICOKMM, MalleHTaM cTapiie 16 JIeT ¢ ycTpaHK-
MoO# TpuunHOiT pa3Butus KA, HecMOTpsT Ha BO3MOXK-
HOCTh €€ KOpPPEeKIIUM, peKOMCHIOBaHA WMILIAHTAIIMS
MEKI*** [107-109].

EOK ITaC (YYP C, V]I 4)

3.1.2. PeaHumaumoHHbIe MeponpuaTus

« IIpu BOC (KT c orcyrctBueMm myibca win OXK) He-
00x0IMMO (T.€., OMTHO3HAYHO PEKOMEHAYETCS) He3aMeIH -
TEIBHOE TIPOBEICHNE KOMIUIEKCA CepIeUYHO-JIETOYHBIX pe-
aHMMalMOHHbIX Meponpusituii (CJIP) [62, 107, 109-111].

EOK IC (YYP C, VI 4)

« IIpu BOC (KT c orcyrctBuem tryibca mwim O2XK)
kioueBbIM 21eMeHTOM CJIP (T.€. 0O1HO3HAYHO PEKOMEH-
MIOBaHHBIM) SIBJISIETCSI DKCTPEHHAS 3JIeKTpruUecKas aedu-
opumnsaums cepaua [110-115].

EOK IC (YYP C, VI 5)

+ Ipu ®XK/KT c oTcyTCTBHEM ITyiIhca ITOCIIE TPEX He-
3 OEKTUBHBIX IIOKOB KapauoBepTepa-aeuopmIIaTopa
PEKOMEHIOBAHO B/B OOJIIOCHOEC BBEICHHE aMHOIApO-
Ha** mg B3pocnbix 300 Mr Ha done niponoinkeHuss CJIP
C LIEJTBIO MOBBIIICHMS 3(D(OEKTUBHOCTHU ITPOBOIUMBIX pe-
AHMMAIIMOHHBIX MEPOTPUITUI U TIPEIyIPEKICHUS He-
MemieHHbIX peruauBoB XKT/DXK [109, 116-118].

EOK IA (YYP B, VI 2)

Kommenrapuu. Bsedenue donoanumensuuix 150 me amuo-
dapona** pexomendosano nocie 5 Hed(peKmusHbIX wio-
K06 Kapduosepmepa-deubpunriasmopa. Hozvl #Hamuodapo-
Ha** Ons demeir [116]: 6/6 cmpyiino 5 me/ke 6 meueHue
15-20 mun, danee 8/6 kaneavno: 1 me/mun — 6 4, 0,5 me/
mun — 18 u (0o 1200 me 6 cym.) (cm. Ilpunoxncenue A3,
mabauupbt A3.2 u A3.4).

* B/B BBemeHme umokanHa** Ha (hOHE TTPOIOJKCHUS
CJIP pexomeHayeTcs B cirydyae Hed(HeKTUBHOCTH Aedui-
OPWLISILINK YUIM HETIPEPBIBHOTO PEIIMANBIPOBAHUS apUT-
MMV IS TTOBBIIIECHUS aHCcoB KynupoBauus O2K n mpemy-
IpeXaeHnsT HeMemIeHHBIX peruauBoB XKT/DXK B ciy-
yae, ecau amuonapon™* Hemocrymen [100, 115, 117-119].

EOK I1aB (YYP B, VI 2 — nas B3pociasix; YYP C,
YIA 5 — nana nereid)
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Kommenrapun. /[o3b: npenapama 045 63pocasix u demeil
ykazanot 6 Ilpunoncenuu A3, mabn. A3.2 u A3.4.

* PexoMeHmyeTcss paccMOTpeThb BO3MOXHOCTH B/B
BBedeHUs #amumHedpuHa** 1 Mr xaxkmele 3-5 MUH T10-
cie BBeneHUs TiepBoit no3bl B xone CJIP mo BoccTanoB-
nennst 3(pHEeKTUBHOTO KPOBOOOpAIIEHUs, HE3aBUCUMO
OT pPUTMa, COIMPOBOXMAIOIIETO OCTAHOBKY KpOBOOOpa-
IIEHUS, C TeNIbI0 TIOBBIIEHUST 3(PHEKTUBHOCTU TTPOBO-
IUMBIX peaHMMallMOHHBIX MeponpugaTuii [110, 120-123].

EOK IIbA (YYP B, Y] 2 — nnsa B3pociasix; YYP C,
YIJ 5 — nas nereii)

Kommentapun. [Ipenapam 6600umcsi ¢ uyeavto cmumyasyuu
nepughepu1eckoil 6a30KOHCMPUKYUU, USHMPANU3AUUU KPOBO-
obpawenus u ynyuuleHus nephy3uu 20108H020 M032a U cepo-
ya. o dannvim Kaunuveckux uccredosanuil, npumeretue 60-
Jee 8bICOKUX 003 npenapama He obaadaem npeumyuecmeom
no cpasHenuio co cmaundapmuoi 0o3zoi 1 me. Bpems esede-
Hust nepeoil 0o3vl #3nuneppuna™* 3asucum om cepoeuroeo
pumma, conpogoncoare20 OCMAaHOBKY KpOBOOOPaueHUs:

— Npu pummax, nooaexcauux 0eqpuopUIIAUUY UlU Kap-
duosepcuu, nepsas 0oza #Hsnuneppura** eeodumcs no-
cine mpex Hed(peKmusHvIX WOK08 Kapouosepmepa-oepuo-
puansmopa;

— NpU PUMMAXx, He NOOAeHCAUUX NeUeHUI) UWOKOM Kap-
duosepmepa-degubpurnsimopa (31eKmpomexanu4eckas ouc-
coyuayus u acucmoaus), nepeas 0o3a #anunegpuna** 66o-
dumcsi HemMeONeHHO nocae YCMAHO8KU BHYMPUBEHHO20 00-
cmyna. Beedenue nexapcmeé ne doajxcho npepvieams CJIP
U 3adepicusams makue eMeulamenscmea, Kaxk oe@uopun-
AYUsL U Kapouosepcusl.

+ Dxcrpennas DKB pekomengosana npu KT, conpo-
BOXTAIOMIEHCS OCTPHIMU HAPYIICHUSIMU TeMOIMHAMUKY
(cummTOMHas apTepraibHasi TUTIOTEH3MsI, CHHKOTIAIbHOE/
MPECUHKOTIATTLHOE COCTOSTHUE, TIPU3HAKKM OCTPOU WIIIe-
MU MHOKapmaa, oTéK nérkmx/octpass CH) [5, 124, 125].

EOK 1A (YYP C, VI 5)

3.1.3. KynupoBanue YMXT

Jleuenue mamueHTOB ¢ ycroitumBoil KT momkHO
IIPOBOIUTHCSI B COOTBETCTBUU C €€ STUOJIOTUEH U KITH-
Huueckoil kaptuHoii. B Ilpunoxenun b Ha pucynke 1
MIPEACTaBICH aJITOPUTM HEOTIOXKHON ITOMOINM TIPU pe-
TYJISIpHOU (PUTMHUYHOM) TaXUKAPAUU C IMUPOKUMU KOM-
wiekcaMu QRS. J1o3pl mpermapaTtoB miIs KyIHUpOBaHMS
napokcu3moB KT 1151 B3poCabIX U AeTeld TpeacTaBIeHbI
B [Ipunoxenun A3, tabmunsl A3.2 1 A3.4.

e JlammmentaMm ¢ YMXKT u HecTaOMJIBHON reMomu-
HAaMUKOM B KadecTBE IEPBOHAYAIBHOI TepaIrmy PeKo-
MEHIyeTCsl MCITOIb30BaTh HapyxkHyo DKB (medubpmi-
nsuuio) [5, 64, 100, 104, 106, 125].

EOK IB (YYP C, VI 5)

Kommenrtapun. 9KB ne nokazana nayueHmam ¢ peyu-
dusupyrowei HYKT.

Y MammeHToB co CTa0MIbHOI TeMOTMHAMUKOI BasKHOE
3HaUYeHWe MMeeT peructpanusd 12-kaHampHO DKI mpu
0001 Taxukapauu ¢ mupokumMu QRS-xomrurekcamm.

+ [Ipu okazaHMM HEOTIOXKHON MEIUITMHCKOM TTOMO-
IIX TTAPOKCHU3MBI TAXUKAPIUHU C IMMPOKUMH KOMIUIEKCAMU
QRS pexkomennmyetcs pacuennBaTh Kak KT 3a nckioue-
HUEeM cutyaluit, korna nuarHo3 H2KT He BBI3BIBaeT co-
MHeHud [5, 125-129].

EOK IC (YYP C, Y11 5)

Kommenrapun. Humepnpemayus maxukapouu ¢ wupo-
xumu Komnaexcamu QRS xax HXKT moavko Ha ocroéanuu
OMCYMCMEUst OCIMPbIX HAPYUWIeHUTl 2eMOOUHAMUKU S645em -
¢Sl pacnpocmpanénHoll Kaunuueckoi owuokoii. Ilpenapamot,
ucnoavzyemoie oas Kynuposauus XT, s¢pgpexmuensl u npu
HXKT, 6 mo epems kak npenapamot, npumeHsiemole 04s Ky-
nuposarnus HXT (#sepanamun™*), moeym evizoieams cHu-
acernue ANl u npueodums K ocmpuim HAPYUWEHUSM 2eMOo0U -
Hamuku y navuenmog ¢ XT.

+ [lammeHTaMm ¢ peTyIsIpHON TaXWKapoueit ¢ IMpo-
kM KoMmiuiekcaMu QRS 6e3 HapyIeHnsT reMOTMHAMM -
ku 1 nnogo3peHreM Ha HXKT pekomeHIoBaHO mpuUMeHe-
HUe BarycHbIX npo6 [129-132].

EOK IIaC (YYP C, Y] 5)

* Ilpu HeadeKTUBHOCTU BaryCHBIX MPoO0O y B3pOC-
JIBIX TIALIMCHTOB C PETYISIPHOM TaxuKapauel ¢ IMIMpOKU-
mu KomIuiekcamu QRS 6e3 HapylieHUsS TeMOTMHAMUKI
u mono3peHneM Ha H2XKT pekoMeHIOBaHO B/B BBEICHUE
#rpudocanenuna [106, 133, 134].

EOK IIaC (YYP C, V]I 3)

KommenTapuu. Hexomopoie udet KT, mexanuzm komo-
pbix céazan ¢ UAMD-onocpedosarHoli mpuzeepHoll aKmue-
HOCMbIO, Mo2ym Obimb KYNUPOBausl 6/8 6éedeHuem Hmpu-
gocadenuna [134]. lo3br npenapama 0as 83pocavix yKasa-
uot 6 Ipunoscernuu A3, mabauya A3.2.

O®I1 11py HATMYWH TOITOJTHUTEILHOTO ITyTH IIPOBEIe-
HUS MOXET OBITh IuarHocTupoBaHa 1o DKI-mattepHy
"BIIIH" ("O®IcTpas, mmpokasi, HeperyiaspHas'). OHa
moxeT umutupoBaTth KT, mosrtomy ciemyer m3beraTb
B/B BBCIOCHUsS IIperapaToB, KOTOpPBIC 3aMemITIOT AB-
npoBoaguMocTh (#TpudocameHuH, BADB, Bepamammr**,
TUTOKCUH™ 1 ammomapon™**) [135].

HeszamennurenbHoe KynupoBanue ¥YMXKT pekomeH-
IyeTcs maxke P CTaOMIIbHOM reMognHaMMKe, T.K. y Ta-
IIMEHTa MOXET TIPOU30UTH OBICTPOE YXYAIICHUE COCTOSI-
Hug. Kymuposanue KT moxer ObITh gocTurHyTo DKB,
ncrnonb3oBanrueM AAIT Uiy sIeKTpUIecKoit KapauoCTH -
mynsuueit. Bce AAIL moryT BeI3BaTh TMIIOTOHUIO. Kpome
TOTO, CICAYeT YIUTHIBATh MHANBUIYAIBHBII PICK aHEeCTe-
3un/ceganuy pu nposencHnn DKB.

e IMamuentam ¢ YMXKT 6e3 HapylieHUs TeMOAMHA-
vk DKB pekoMeHmyeTcsl B KauecTBe ITepBOHAYAIb-
HOTO JICYCHUS TIPU YCIIOBUHM, YTO PUCK aHECTe3WM/cena-
UM HU30K [3].

EOK IC (YYP C, VI 5)

e Ilanmentam ¢ YMXT u yctaHOBIeHHOI WU
BeposTHoii CIIC 6e3 HapylmIeHUSI TEMOTMHAMUKHA pe-
KOMEHJI0BAaHO B/B BBeAcHUEe #IpokanHamuma** [106,
136].

EOK IIaB (YYP B, V]I 2)

301



Poccuiickuii kapamonorudeckuii xxypHan 2025; 30 (11)

KommenTapuu. B uccaedosanuu PROCAMIO [137] sse-
derue npoxkaunamuda** accouyuuposanocs ¢ bonee 8bICOKOU
yacmomoii Kynuposanusi KT u mMenbuium Ko1u4ecmeom cepb-
e3HbIX NOOOUHBIX IPPeKmos, N0 CPAGHEHUID ¢ amuodapo-
HoM**. B/¢ eeedenue #npoxaunamuda** ne caedyem npu-
MeHamy 63pocavim nauyuenmam c maxceaoii CH, ocmpoim
HUM u mepmunaavhoii cmaoueii noue4Hol He0oCmMamo4Ho-
cmu. Y nayuenmos ¢ UKJ*** mpanceenosnas xamemep-
Has onepedxcarouyas (yHawarwas) cCMUMyAayus JHcenyoo4-
K06 no muny "oeepdpaiie” moxcem npueecmu K Kynupoea-
Huto XKT ¢ daunoii yukaa 2KT Hudice 3anpoepammupo8antoll
8 H ***.

Jlosbr npenapama 0as 63pocavix ykazansl 6 Ilpuno-
acenuu A3, mabauuya A3.2. Mozl #npoxaunamuda** ons
demeii: 0,15-0,2 ma/xe [100, 106].

* IMamuentam ¢ YM2KT 6e3 HapylieHUs TeMOAUHA-
MUKW, TIPU OTCYTCTBMM YCTAaHOBJIEHHOTO AMArHO3a, pe-
KOMEHJIyeTCSI paCCMOTPETh BO3MOXHOCTh B/B BBEICHUS
#amuomapona** [61, 64, 100, 106, 136].

EOK IIbB (YYP B, VII/I 2 — nas B3pocasix; YYP C,
VI 5 — nas nereii)

Kommenrapun. /J[ossr npenapama 0as demeil yka3amol
6 Ilpunoxcenuu A3, mabauuya A3.4.

» [lammeHTam C yCTaHOBJIEHHOW WIMOTMATUIECKON
KT 6e3 HapylieHusI TeMOIUHAMUKYN PEKOMEHIYETCS B/B
BeeneHue bADB (ripu KT uz BTILK) wiu #Bepanamu-
ma*™* wm #rpudocanennHa (mpu Gacuukyiasipaoit KT,
npu KT uz BTITXK) [64, 137-142].

EOK IC (YYP C, VI 4)

Kommenrapun. /J[osbr npenapama 0as demeil yKa3amol
6 Ilpunoxcenuu A3, mabauua A3.4.

+ B/B BBemeHmMe #BepamaMmia** He PEKOMEHIYETCS
JUTSI KyTTMPOBAHUST TAXUKAPIUH C IIUPOKUMU KOMIUIEKCa-
M QRS HemsBecTHOIT 3THONOTUN Y B3pocibIxX [139, 140].

EOK IIIB (YYP C, V] 4)

KommenTtapuu. # Bepanamun™* sgppekmueen onst kynu-
posanus gacyukyasproi XKT [137], Ho moxcem @vi36ams
MANCEAVIO 2UNOMEH3UIO.

BcectoponHee o0cenoBaHue MAMEHTOB C yCTOWYM-
Boii KT gBisieTcs o0si3aTelIbHBIM, €CJIM OCHOBHOE Cep-
JleqHOe 3a00JIeBaHNEe HEM3BECTHO WM BBICOKOBEPOSITHO
€ro TporpeccupoBaHue. AJITOPUTM IEHCTBUIA Bpaya B OT-
HOIIEHUM TallMeHTa C TMepBUYHBIM snu3onomM YMXKT
npenctasicH B [Ipunoxennu b (puc. 3).

3.1.4. BeaeHue nauyeHToB C 3N1eKTPUYECKUM LUITOPMOM
1 HenpepbiBHOW XT

DIIeKTpUUIECKUI IITOPM HEPEIKO BCTPEUACTCS Y Talll-
eHToB ¢ UKJI*** [114, 142, 143]. Y maneHTOB, IepeHec-
IIHX 3JICKTPUICCKII ITOPM, HAOTIOOAIOTCS TICHXOJIOTH -
YecKHe paccTpoiicTBa, geKoMmeHcaruss CH u moBbIa-
eTcd puck cmeptu [144, 145]. TsKecTh 2JIEKTPUYECKOTO
IITOPMa MOXKET BapbHPOBATH OT PEIMANBUPYIONINX Oec-
cumnToMHbIX 3nu3onoB KT, kynupyoimuxcs #Ttpudo-
CaZICHMHOM, IO XXM3HEYTPOKAIOIICH 3JIEKTPUICCKON He-
CTaOMIIBHOCTH ¢ peummuBaMu KA TOCIe 9acThIX MHO-

KecTBeHHBIX 10KOB. Yacteie moku MKJ] MoryT OBITh
HemoTuBupoBaHHbIMU. B Ilpunoxenun b Ha pucyHkax
2A, 2b, 2B mpencraBieH ajaropuTM BeIeHUS ITallieH-
TOB C 3JICKTPUICCKUM IIITOPMOM WUIM TTOBTOPHBIMHU IIIO-
kamu UKJI.

VY IMammeHToB MIPpH YacThIX HEMOTHUBUPOBAHHBIX pa3-
pstmax MKJI*** (mampmmep, nz-3a HXKT wimm gucioxa-
UM BHYTpUCEpACYHBIX 31eKTponoB, npu HYXKT wiu no-
cTosTHHO peruanBupyrotieit KT, KoTopast TpeKpaniaeTcst
¥ BO30OHOBJISIETCS CIIOHTAHHO) IIEJI€CO00pa3HO OTKITIO-
ynTh QYHKINIO aedubpmmrauamun MK IT***,

Ecmu crienmmanucT 1mo HACTpOitKe MMILTAHTUPYEMBIX
AHTHAPUTMUYECKUX YCTPOMCTB HemoctyneH, MKJI***
MOKHO OTKJTIOUMTH, ITOMECTHUB MaTHUT Hall YCTPONCTBOM.

ITpu HecTaOUABbHOI reMOIMHAMMKE HEOOXOIUMO UC-
noJsip3oBarhk pacmmpernyio CJIP [146]. TpebGyior Kop-
PEKIIMU 00paTUMEBIC COCTOSTHUSI, CITOCOOCTBYIOIINE BO3-
HUKHOBeHMI0 n nommepxkanmio KT (cm. Pasmer 3.1.1).
HanpHelimiee JeUeHNE 3aBUCUT OT BUAA U THOJOTAN KA
[143, 146]. s ieyeHnsT 4acToO TPeOyeTCS KOMITJIEKCHBII
TIOIXOM, BKITIOUAIOIINIA TTepenporpaMmupoBanne MKJT***
TIpY HEOOXOOMMOCTH, BBEICHNE aHTHAPUTMUUICCKOI Te-
panuu (AAT), cemanuto, KA, MogynsiliMio aBTOHOMHOM
HEPBHOM aKTMBHOCTHU (HEHPOMOIYISIINIO) W UCIIOIB30-
BaHME CPEICTB MEXaHMYECKON MOMIEepKKU KPOBOOOpa-
IIeHUS.

+ Jlerkas 1 yMepeHHasI cedallnsl peKOMEHIyeTCs T1a-
UEHTaM C 3JICKTPUICCKUM IITOPMOM TSI YMEHBIIICHUS
TICUXOJIOTMIECKOTO CTpecca W CHIKCHUSI TIPOapUTMOTCH-
HOro CUMMATU4YeCcKOTo ToHyca [5].

EOK IC (YYI C, VI 5)

* TMammenram ¢ CIIC U 3JeKTpUIECKUM IITOPMOM
IpU OTCYTCTBUM IIPOTUBOIIOKA3aHWI pPEKOMEHIOBAHO
HazHaueHNe BADB (TIpenmouyTuTebHO HECEeICKTUBHBIX)
B COUCTAaHWUU C B/B BBeIeHUEM #amuomapoHa™* [147, 148].

EOK IB (YYP C, VI 5)

Kommentapun. Haubosee uacmo npumeHsiomesi Hece-
snexkmusHvie BAD, makue kak #nponpanonon™®*, xomoputil
npegocxodum no 3pgexmuenocmu memonponron** [148],
6 Kombunauuu c #amuodaponom™* [149]. Jloszvr npenapa-
moe ykazauol 6 Ilpunoxcenuu A3, mabauyvt A3.2 u A3.4.

Hcrionp30BaHMe TaKUX MIperapaToB, KakK #IIpoKaHa-
mun** [146] unm mumoxkaumu** [147, 150, 151], 3aBucut
OT KOHKPETHOI KIMHWYCCKON CHUTyalllM, BUOA M 3THO-
Jorumn KA.

» InyGokast ceganust ¢ uHTyOalLMeil peKoOMeH10BaHa
B3POCJIBIM TTAIIMEHTaM C PE3UCTEHTHRIM K MEIMKAMEHTO3-
HOM Tepanmuy 3JeKTPUUEeCKUM ITopMoM [152].

EOK ITaC (YYP C, V]I 4)

KommenTapun. Omcymcemeyem noomeepoicoenue y demeil.

* B/B BBemeHme #MarHms cyabdara*™® ¢ modaBIeHNU-
eM #Kaus xinopuga** peKoMeHIyeTcsT nanueHTaM ¢ KT
trna "tmpyst” [104-106, 115].

EOK IB (YYP C, VI 5)

Kommenrtapuu. /lozv: npenapamoe yxazanwi é Ilpunoxce-
Huu A3, mabauywvt A3.2 u A3.4.
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+ TpaHcBeHO3Has yJalIaroniast XXKeIyToIKoBasT SJIeK-
TPOKAPINOCTUMYJISIIVST PEKOMEHITYeTCST B3POCIIBIM TTAIIH -
eHTaM ¢ npuodpetreHHBIM CYUQT u penmauBupyiomeit
KT Tuna "mmpyat”, HapsIoy ¢ KOppeKIreil COmyTCTBYIO-
IIei MaTOJIOTY U B/B BBeACHMEM #MarHus cyibgara™*
[100, 103-105, 122].

EOK IC (YYP C, VI 5)

KommenTapun. /[o3v: npenapama yxasanut 6 IIpunoxcenuu
A3, mabauyvt A3.2 u A3.4.

+ KA pekomeHayeTcs mamyeHTam crapiie 16 jier ¢ He-
rpepbiBHOM 2KT MM 37IeKTPUICCKUM IIITOPMOM TIPHU OT-
cyrcrBum addekrta ot AAIT [153, 154].

EOK IB (YYP B, V1] 3)

* Bomonnenue KA pekoMeHIOBaHO B3pOCITBIM Ta-
UeHTaM ¢ peumnuBupyomuMu smm3ogamu KT /DX,
BBI3BAaHHBIMU AHAJIOTUIHBIMH I10 MOP(OIOTUN KOMII-
nekca QRS KB, pe3sucTeHTHBIMU K MeIUKaMEHTO3HOMN
Tepanuu uianu 6e3 3dexTa oT KOpOHAPHOIM pPeBaCKYIIsI-
pusauuu [155-158].

EOK ITaC (YYP C, Y/ 4)

Kommentapuu. Haubonsee pacnpocmparnennoil apummu-
ell, aexcauiell 8 0CHO8e 2NeKmMPU1ecKo20 wmopma, Se15em-
cs1 YMXKT, cesizannasn ¢ CIIC, komopas xopouio ycmpaHsi-
emcs KA [144]. Pempocnekmuerblii anaiuz nokasan, 4mo
YcnewHas abaayus accoyuupyemcst co 3Ha4UmenbHoIM CHU-
Jceruem yacmomot peyudusos KT, anekmpuneckoeo wmopma
u yayuuteHuem 00420cpouHol evixcusaemocmu [153]. Y na-
YUEHINO08 C HeNpeKpaujaroueiicss MeoieHHoll MOHOMOPPHOI
KT KA npeonoumumenvnee mepanuu AAII, komopsie mo-
2ym evi36amo euje bonvuiee 3ameonenue XT.

Ecnu neuenue BADB nisg CHUXXKEHMSI CUMIIaTUYECKOTO
TOHyCa HEOOCTATOUYHO WJIM IIIOXO IEPEHOCHMO, HEKOTO-
PBIM TTAIIMEHTaM MOXKET ITOMOYb aBTOHOMHAST MOIYJISIIIVS,
HampuMep, YpecKOoXKHas OJIoKama 3Be3AJaThIX TaHIJIMCB
[159], TopakanbHas snuaypaibHas aHecte3us [160] mamu
JIEBOCTOPOHHSS CUMITAaTAYECKas IeHepBanns cepana [161].

* B3pocapiM manmeHTaM C 3JEKTPUYECKUM IITOP-
MOM, pe(dpakTepHbIM K MEIMKAMEHTO3HOMY JIEYEHUIO
" TIpu Hea(P(PEeKTUBHOCTH WIN HeBO3MOXHOCTH KA, pe-
KOMEHIYETCS pACCMOTPEHNE BO3MOXHOCTH BO3ICHCTBUS
Ha aBTOHOMHYIO HEPBHYIO DPETVISINIO (HCHPOMOMYIS-
umst) [155, 160, 161].

EOK IIbC (YYP C, VI 4)

* Ilpu aaeKTpwdyecKOM IITOpME, pedpakTepHOM
K AAT, compoBOXITAOIIMMCS KapIHMOTCHHBIM IITOKOM,
PEKOMEHIYETCS PACCMOTPETh BO3MOXKXHOCTD IIPUMEHEHMST
MEXaHMYECKOI MOAIep:KKI KPOBOOOPAIIICHUS Y TTallieH-
ToB crapiie 18 jer [162, 163].

EOK IIbC (YYP C, VI 4)

Kommenrapun. [Ipumenenue cpedcme mexanuueckoil noo-
OepoicKu KposoobpauieHust Modcem Obimb NPUMEHEHO 0451 Cmd-
ouauzayuu eemMoOUHamMuKu, K0eoa mpaouyUoHHAas mepanus
Heapekmusrna, u 015 obecneueHuss NOO0ePUCKU KPo8ooopa-
wenus 6 npoyecce abnayuu [163]. B Hedasno onybauxosan-
Hom memaanaause [164], exnouarouem 2465 nauyuenmos,
HabA00anacy 3HaUUMenbHo 601ee HU3KAs CMePMHOCMb Npu

npoguAaKmuuecKom NpUMeHeHUU MexaHu4ecKoi noodepoic-
KU Kposoobpauenust cpedu nayuermog, cmpaoarouux d1ex -
MpU1ecKuM Wmopmom uau umerouwux evicokuil puck [165].
Hanpomue, s3xcmpenHoe ucnoab308aHie Mexanu4ecKoi noo-
depoicku Kpogoobdpawenus 8 npoyecce abaayuu ObL10 C853a-
HO ¢ 8bicokoll uacmomoii cmepmu [167].

Y manueHToB C 3JEKTPUYECKUM IITOPMOM, BbI3BaH-
HBIM pelnauBupylonieit mapokcuamManbHoit KT nm ®XK,
IaabHEHIIast JeueOHast TAKTUKA OIpeIesIsIieTcss OCHOBHOM
OpUYMHON, BhI3BaBIIei KA.

3.2. O0wWwme NPUHLMNBI JIeYeHUs, HanpPaB/IEHHOro
Ha NPOPUNAKTUKY SMU30A0B XENyA04YKOBOMN
apuTtMumn

3.2.1. MegukameHTO3HOE NeyeHne

BaxwueitmmM ycioBreM yCIIeITHOTO JedeHus KA
n npenorBpamenus: BCC gaBasercs adpdekTuBHOE JIe-
YyeHHe OCHOBHOIO 3a00JIeBaHMSI Cepialla M COIYTCTBY-
oumx 3abonesanuii. UBC gBngercas OCHOBHOI maro-
Jjorveit cepaua, apiusonieiics mpuanHoii JKTA u BCC.
JledyeHne OoCHOBHOTO 3a00JICBaHUS, SIBIISIIOIIETOCS TIPH-
ynHoit Bo3HUKHOBeHUs 2KTA 1 BCC, noikHO ocyIecT-
BIISITHCSI B COOTBETCTBUM C ACHCTBYIOIIUMH KITMHIICCKI-
MU PEKOMEHIAIMSIMU TI0 paccMaTprBaeMbIM 3a00JieBa-
HUSIM/COCTOSTHUSIM.

OnTuMaabHOEe MEIMKAMEHTO3HOE JICUCHNE OCHOBHO-
ro 3a00J1€BaHUs Cepla, BKIIOYAs MAKCUMAIbHO TIEPEHO-
CUMBIE JT03bI JieKapcTB o moBoxy XCH, aBnsgercs 00s1-
3aTeJIbHBIM [167].

* V¥V manuenTtoB ¢ XCH co cumxkennoit ®B JIK pe-
KOMEHIyeTCs MPUMEHEHNEe MHTUONTOPOB aHTUOTCH3MH-
npespamatiero depmenra (MAIID)/aHTaroHNCTOB pe-
nenropoB anrmoteH3uHa II (APA)/aATaroHucroB pe-
LEenTopoB aHrmoreH3nHa Il B KoMOMHALMKM ¢ OpyTUMU
cpenctBamu (APHW), aHTaroHcToB MUHEPAJIOKOPTHUKO-
nnHBIX perentopoB (ATX CO3DA AHTaroHUCTHI aTbIO-
crepoHa), BAD u mHrMOUTOpa HATPHII-TIIFOKO3HOTO KO-
TtpaHcmoptepa 2 Tura (mHIJIT-2) ms cHIsKeHsT cMepT-
Hoctu or CH u BCC [168-180].

EOK IA (YYP C, V]I 5)

MenrKkaMeHTO3HBIC CPEICTBa JICUCHUs HapyIIeHUMA
puUTMa cepiala UrpaloT BaXHYIO pPOJIb B KayecTBE HO-
TIOJTHUTENIBPHOI Teparmmu mnpu jJedeHun KA, ocoOGeHHO
Y CUMITTOMHBIX TTaIllieHTOB. Jl0 CHX TTOp HU OXHO W3 Jie-
KapCTBEHHBIX CPEICTB IJIS JICUCHUS HapyIICHUA pUTMa
cepaua, 3a uckioyeHueM bADB, He MpoaeMOHCTPUPOBAJIO
CHIDKCHMSI CMEPTHOCTH OT BceX IpUunH. Kaxkmplii mpe-
mapaT 0o0JIamaeT 3HAUYMTEIbHBIM TOTCHIIMAIOM BO3HUK-
HOBEHUS MOOOYHBIX 3(P(PeKTOB, BKITIOUAS IIPOAPUTMHUIO.
HampuMep, 6071bI10€ KOTMYECTBO IIPETapaToB ¢ IPYTUMU
TepaneBTUICCKUMU TTOKAa3aHUSIMU MOTYT YIJIMHSITh MHTEP-
Bax QT (http://www.crediblemeds.org) 1 mpoBOIPOBATH
BosHnkHOBeHMe KT tuma "mupyst”. HekoToprie mipemna-
paThl CITIOCOOHBI OKa3bIBaTh OTPULATEIIFHBIC MHOTPOITHEII
¥ XpOHOTPOITHBIN 3 deKThI, ycyryomnsas CH, u BeI3bIBag
opamukapauio. AAIT, knaccoB IA u IC, a Takke HEKOTO-
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pble apyrue Tpernaparsl, OJOKUPYIOe HaTPUEBbIE Ka-
HaJTbI, TTOBBIIAIOT PUCK KA y MaliMeHTOB ¢ CUHIPOMOM
Bbpyrana (http://www.brugadadrugs.org).

Bribop neuedbHOro momxoma npu KA oCHOBBIBaeTCS
Ha HAINYUKM OO OTCYTCTBUM Y TIAIMEHTa MPU3HAKOB
CIIC umu/u muchyakumu JIXK. IlepeuyeHh OCHOBHBIX
AAII, mokazaHusl K Ha3HAYEHUIO, JO3bI 1 MOOOYHEIE d(-
dexTol npuBencHB! B [Ipmroxkennn A3.

Meouxamenmosnas AAT nceaydouxosoii sxmonu4eckoi
axmuenocmu y nauyuenmog 6e3 CIIC/ducpynrxuyuu JI2K

* ¥V manuenTtoB 6e3 CIIC pekoMeHIOBaHO JeKap-
CTBEHHOE TofaBieHue yactoit KO, ecnu aputmus co-
TPOBOXIAETCS KIIMHUIECKON CMMITOMATUKOM, 0O ee
KOJIMYeCTBO TpeBbItaeT 10% ot o0Iero KoamaecTsa cep-
JIEYHBIX cOKpameHuii mo janueiM XMOKI u npuBomut
K pemonenrpoBaHuio JIZK 1 CHIDKEHWIO COKPATUTETHHOM
cmocobHocT Myuokapaa [181-187].

EOK IC (YYP C, V]I 5)

KommenTapun. [leped nasnauenuem a100bix nekapcmeeH-
HbIX Npenapamos Oasi AeHeHUs HapyuwleHuil pumma cepoua
sadicHo ybedumocs, umo XK3 ne seasemcs credcmeuem 00-
pamumvtx npudur (cm. Pazden 3.1.1). B omcymcemeue CIIC/
OJucpynxyuu JI2K, mak naszvieaemas "uduonamuueckasn” yce-
AY004K08AsL IKMONUMECKAsT AKMUBHOCHb MOdcem 0blmb npeo-
cmaenena 8 eude odunouroil, naproi K2, HYKT, a mak-
JIce AHAN0UMHBIX NPOSIBACHUIL Jceny004KO0BOL Napacucmonuu.
Ilayuenmut 6e3 CIIC/ducdhynkuuu JI2K umerom 6aaconpu-
SAMHBLIL NPOCHO3 6HE 3AGUCUMOCMU OM 8UOA IHCenyOOUKO-
60l IKMONU1ECKOL AKMUBHOCMU, 00We20 Koruuecmea K29
6 CYymKU U geauduHbl unmepeana cuenienus K3 u He Hyic-
daromest 6 npogpunrakmuxe BCC [181, 182]. Ocobernocmu
HAa3HA4eHUsl NeKapPCMEEHHbIX NPenapamos 0 AeveHus Ha-
pyuieHuil pumma cepoya y oemeil 8 OAHHOU KAUHUHECKOU
cumyauuu cm. 6 Paszodene 3.5.

* JIns1 TomaBieHUsT 9YacTON, CUMITOMHOM JKETymod-
KOBOU IKTOTMYECKON aKTUBHOCTU y TMAllMEHTOB 0e3
CIIC/muchynkumu JIZK pekoMeHIOBAaHO Ha3HAYCHME
BAB, AAII I kacca (1o ximaccudukannu E. M. Vaughan
Williams B Monudukanum B. N. Singh u D. C. Harrison)
(ATX CO01B AAII, xnaccer I u 111), 61okatopoB "MenieH-
HBIX" KaJIBIIMEBBIX KAHAJTIOB C MPSIMBIM BIMSTHAEM Ha CepJi-
me (ATX CO8D CenekTuBHBIC 0JOKATOPHI KAJTbIMEBBIX
KaHAJIOB C MPSMBIM JeiicTBUEM Ha cepaiie) (#Bepamamu-
ma**), #coramoma** u #ammomapona** (cM. I[IpuiaoxeHne
A3, tabauubst A3.1 u A3.2) [106, 181-183].

EOK I1IaB (YYP B, Y 3 — nns B3pocabix; YYP C,
VI 5 — nas nereii)

Kommenrtapun. Haubonee sgppexmuenvimu cpedcmeamu
noodasnenus 2K3 seasromes AAII, kaace IC (nponagernon™*,
OUdIMUNAMUHONPONUOHUNIMOKCUKAPOOHUNAMUHODEHOMUAZUH
[188-191], aannakonumuna eudpobpomud™* u gaexaunuo
y 63pocavix), a makxce AAII 111 kaacca (ATX COIB AAI,
xaaccet 1 u 1) (#comanoa** u #amuodapon™*). Ilpu uac-
moil, cUMNIMOMHOU MOHOMOPpGYHOU KD, ucxodsweil u3 oo-
aacmu BTILK unu gpacyuxynsproii 2K3 uz JI2K, KA peko-
MeHdyemcsi Kak Memod aeueHus nepsoeo evioopa [192, 193].

Ilepeuenv npenapamos, pekomeHOOBAHHBIX 0A5 AeHeHUs.
KA y e3pocavix u demeil, ¢ ykazanuem ux cmanOapmHbIX
mepanesmuueckux 003, npedcmaener 6 Ilpunoxcenuu A3,
mabauyvt A3.1 u A3.2.

* YuuThIBasi BHICOKYIO BEPOSITHOCTH PA3BUTHSI CEPb-
€3HBIX OKCTpaKapauaIbHbIX MOOOYHBIX 3(DDEKTOB Mpu
JUTNTETbHOM TIPpUMEHEHUU #amuomapoHa**, y marueH-
ToB ¢ "mmmomatmdeckKuMmmu' KA DaHHBINA IIpermapar He
peKoMeHayeTcsl B KauecTBe TepBoit imHun AAT, u Mo-
KET OBITh PACCMOTPEH TOJIBKO TIPU CUMIITOMHOM apuT-
mun v nipu cHskenun @B JIK u yenosum Headex-
TUBHOCTH WJIM HEMIEPEHOCUMOCTU APYTUX JIEKAPCTBEH-
HBIX CPEICTB JIeYeHUsI HapyIIeHuil puTMa cepaua [194].

EOK IIIC (YYP C, VI 5)

KommenTtapun. /J[o3vs npenapama 0as 83pocavix u de-
meil ykazauwt 6 Ilpunoxcenuu A3, mabauyvr A3.1 u A3.3.

e Ilpu Hanmuuu npuctynoB YMKT y mauueHTOB 06e3
CIIC/muchyakunm JIZK, m1st mpoGrIaKTUKHA ITIOBTOPHO-
TO BO3HUKHOBEHUSI apUTMUU PEKOMEHIOBAHO Ha3Haue-
Hue BADB, #Bepamamua®*, a rakke AAII, xmaccer [ u 111
[69, 183, 195-205].

EOK IIaB (YYP B, V]I 3)

Kommentapun. C nosuyuu pucka BCC, 6 6oavuiuncmee
cayuaes nayuenmot ¢ uduonamuveckumu X1 umerom 6aaeo-
NPUSIMHBLI NPOHO3 HCUZHU, OOHAKO OAHHbLE APUMMUU MO2YM
CONPOBONCOAMBCS BbIPANCCHHBIMU HAPYUWEHUSMU CUCIEMHO
2emoouHamuru (00MOpoK, OmEK Né2KuX), a npu oaumens-
HO nepcucmupyouem me4eHuu — npusooums K npoepeccu-
DYIOWeMy CHUICEHUI) COKPAmMUMOCMU MUOKApOa U paseu-
muto maxukapouomuonamuu. Imu cocmosiHus npu omcym-
cmeuu sgppexmusnoii AAT moeym 3nauumenvro yxyouams
Kauecmeo xcusnu nauuenmos. Boibop npenapama ons AAT
¢ yeavto npoghunakmuru peyudueos KT donxcen ocyuecm-
BAIMBCSA C YUEMOM UHOUBUAYANBHBIX NPOBOUUPYIOWUX DaK-
mopoé u xapakmepHvix o5 pasnvix gopm KT uzmenernuil
DKI. BAF seastomcs npenapamamu 6vibopa npu uouona-
muueckux KT, nposoyupyemvix u3u4eckoil Hazpy3Koi uiu
amoyuoHanvhsim cmpeccom. llpoghunaxmuueckuii npuém #ee-
panamuaa™®* yenecoobpazen 04s AeueHust HeNapPOKCUIMANb-
noit KT uz BTILK u npedynpexcoenusi napokcuzmos ghac-
UYUKYASIPHOU 1e80dicenydoukosoll maxukapouu. Hauboaee
aghpexmusHbIMU cpedcmeamu NPpedynpelcoeHus: peutouos
napokcuzmanvroil monomopproit XXT, 6 m.u. He ces3anHOl
¢ BTILK/sbixoonvim mpaxmom JIXK (BTJI2K), y eé3pocavix
saeastomes AAIL kaace IC, u amuodapon™*. #Comanon**,
86UAJY HEOOCMAMOUHOU e20 IPPeKmusHocmu U nomeHuu -
AAbHOL ONACHOCMU NPOAPUMMUL, CEA3AHHOL ¢ 010KAOOL
Kanuesvlx kaumanoe ("nupysm”), He 00aJCEH HAZHAYAMbBCA
6 Kauecmee npenapama nepgozo vloopa. Heobxodumo yuu-
MblBAMb B03MONCHOCIb PA3BUMUSL IKCMPAKAPOUANbHBIX NO-
b60uHbIX 3¢hhexmos npu npumeHeHuu amuodapona™*, 6 cesa3u
¢ uem y nayuenmos ¢ uouonamuyeckumu KA dannwiii npe-
napam 004ceH HA3HAYAMbCS MOALKO NPU YCA08UU HeID-
gexmusHocmu AUb60 HEBO3MONCHOCMU UCNOAb308AHUSL OpY-
eux AAII, kaacc IC, u nedocmynHocmu uHmMep8eHyUOHHBIX
Memooos nevenusl.
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OcobenHocmu HA3HAYEeHUs NeKaAPCMEEHHbIX NPenapamos
015 NeveHus: HapyueHuil pumma cepoua y demeil 8 OAHHOU
KauHu4eckol cumyauuu cm. 6 Pazodene 3.5.

Ilepeuens npenapamoe 0as 83pocavix u demeii npeo-
cmasenen 8 Ilpunoncenuu A3, mabauyax A3.1 u A3.3. [61,
184, 196, 205].

B kauecmee arvmepuamuest nexapcmeennou AAT npu
0001 uduonamuueckoit monomopghroii KT caedyem pac-
cmompems 803MONCHOCMb nposederust KA ucmounuxa apum-
muu [182, 192].

Meouxamenmosnas AAT nceaydouxosoii s3xmonu4eckoi
axkmuenocmu y nayuenmos ¢ CIIC/ducpynruyueri JI2K

* [lpy HATUYUM KEITYTOYKOBOM SKTONMMYECCKON aK-
tuBHOCTH y marmeHToB ¢ CIIC/muchynknueir JIXK 1mo-
BoiieH puck BCC m pexomeHayercda mpoBeneHne AAT
st e€ mpodumaktuku [190, 191, 202-211].

EOK 1A (YYP C, VI 5)

Kommentapuu. V nayuenmog ¢ CIIC puck BCC 3asucum
om xapaxkmepa J4ceay004Ko680Ll SIKMONU1ecKol aKkmugHoCmu
u evipaxcernocmu oucynxyuu JI2K. Haaruuue y nayuenmos
¢ CIIC uacmoit 2KB (>10 2KBD 6 uac), mHOodiCecmEeHHbIX
opm cenydouK080il SIKMONUUEeCKoll aKmusHoCcmu (NapHoi
K9, HYKT) u/uau chuxcennoti cokpamumenvHoll yHKyuu
JIK (DB JIK <40% no dannoim IxoKI) conpsyncero ¢ no-
eviuennvim puckom BCC [190, 191].

o Jlmsa meyenmst manueHToB ¢ CIIC/mucdyHKImei
JI2K, mmerommx nosbimeHHbIi puck BCC 1 Hygalommx-
¢ B €€ TIEpBUYHON YUIM BTOPUYHOM TTPO(PUIAKTUKE, pe-
KoMeHIoBaHo HasHayenue BAB [209, 211-215].

EOK 1A (YYP C, VI 5)

Kommenrtapun. bAb (npednoumumensro cenekmuegHvie
AUNOPUABHBIE) Q0AICHBI HAZHAYAMBCS C YHEMOM NPOMUBO-
NOKA3AHUL K UX NPUMEHEHUI) U B03MONCHBIX NOOOUHBIX -
pexmos [209, 212].

» JlekapctBeHHast AAT pekoMeHIOBaHA B3POCIBIM
mareHaTaM ¢ CIIC/mucdynkuumeit JI2K ¢ 1easio moma-
BJICHMSI YacTOit cUMITTOMHOM 2K, MO0 eciii KOJTMIeCTBO
JKEJTYIOYKOBOM dKTONMMYECcKoi akTuBHOCTH >10% oT 00-
IIET0 KOJMYECTBA CEPIEYHBIX COKPAIEHUI B CYTKU TIO
nmaHHeIM XMOKI 1 accoummpoBaHo ¢ guiiataiueil mo-
JIOCTeit cepalia U CHUKEHUEM COKPAaTUMOCTU MHUOKapra
JIK [193, 216-218].

EOK IC (YYP B, V]I 2)

* 'V manmeHToB cTapiie 18 JeT ¢ UMIUTAaHTUPOBAHHEI-
MM MEIULIMHCKUMU yCTpoiicTBamu, HaripuMep, DKC nm-
TJIAHTUPYEMBIM TpeXKaMepHBIM (OMBEHTPUKYIISIPHBIM ) ***,
HK]I TpexkamepHBIi (OMBEHTPUKYIISIPHBII)*** (s cep-
IEYHOM PECHMHXPOHM3UPYIOLICH Tepalny; majee — MM-
wraHTupyemoe CPT-ycTpoiicTBO), MpuMeHEHHE JIeKap-
cTtBeHHOM AAT peKOMEeHIOBAaHO ISl TTOJABIICHUS YaCTOM
KD B ciyyasx, Korga oHa IMPUBOAUT K YMEHBIIICHUIO T0-
JI HaBSI3aHHOTO OMBEHTPUKYJISIPHOTO PUTMa HIKE PEKO-
MEHIOBAaHHOTO ypoBHs [219-221].

EOK IIaB (YYP C, V1] 4)

Kommenrapun. /[ns docmusicenus: Haunyuuieeo 3¢gex-
ma CPT Heobxo0umo cmpemumsbcsi K MAKCUMANbHO 8bICOKO-

MY NPOUEHMY HABA3AHHO20 OUBEHMPUKYAAPHO20 pumMma (97-
100%). Onmumanvrvim 0as npogedenuss CPT cuumaemcs
Haauuue He <93% OUeeHMPUKYASPHBIX HABAZAHHBIX KOMNAEK -
coé (no danuvim u3 umnasanmuposaunvlx CPT-ycmpoiicme
unu nonyueruvim npu XMIKI) [222].

Y demeit yenecoobpasno npudepicusamocs maxoeo e
nooxoda, HeCMOMPs He OMCYmcmeue doCmamo4Hol 0oKa-
3amenvHoll 6a3bi.

* B kauectBe cpenctB AAT XKD y B3pocCibIX Mamm-
eHToB ¢ CIIC/mucdynkuueit JIXK pekoMeHTOBaHO Ha-
sHauenne BAB, coramona**, amuonapoHa**, 1ubo KoM-
ounanum BAB n ammomapona*™* [100, 217, 218, 223, 224].

EOK IA (YYP B, VI 2)

Kommentapuu. bAb neobxooumo paccmampugams 6 Ka-
uecmee octoevl AAT 2KA. Comanon** sgpgpekmuenee, uem
BAB, nodasasiem xceny0oukosyrr 3KMORUYECKYH AKMUG-
HOCMb, 00HAKO e20 NpUMeHeHlUe He PeKOMeHO08AH0 NAUUeH -
mam ¢ DB JIK <40% no dannvim OxoKI, a makce npusna-
kamu XCH, nouyeunoii Hedocmamounocmoio. Amuooapon™*
8 Kauecmee moHomepanuu u 6 komounauuu ¢ BAD npeo-
cmasasiem coboil Haubonee 3gppexmusnvtit AAII 0ns nevenus
KA y nayuenmoe ¢ CIIC/ducghynkuueir JI2K. B mo jice épe-
M1 e20 NpUMeHeHUe CONPSINCEHO ¢ Hauboaee 8biCOKUM PUCKOM
Pa3eumust MANCENbIX IKCMPaKapouanbHbix N0OOYHbIX I¢pgpek -
moe. Bcaedcmeue smoeo, amuodapon™* yesecoobpasno Ha-
3HaAuamo npu HeIPYPeKMUHOCMU UAU HEBOZMONCHOCHU NPU-
menenusi bAB/comanonra®* u omcymemeuu 603modxncHocmu
NpUMEHeHUsT UHMEPEEHUUOHHbIX Memo0o8 aeuenus KA.
Ilepeuens npenapamog, pexomen0o8antbix 05 neuenuss XKA,
€ YKQ3aHUem ux CmaHoapmHbix mepanesmu4eckux 003, npeo-
cmaenen 6 Ilpunoncenuu A3, mabauyax A3.1u A3.3 [217].

* He pexomennoBano nnpumeHenue AAII kiaccos [A
u IC u ceneKTUBHBIX OJOKATOPOB KaJBIIMEBBIX KaHa-
JIOB C TIPSIMBIM BJIMSTHUEM Ha CEpIle IUIST TTONaBICHUS
XKD y nauuenros ¢ CIIC/muchyuxumeii JIK [219, 220,
225-228].

EOK IIIA (YYP C, VI 5)

Kommenrapun. AAII, xaaccor IA u IC, He Odoaxctobl
npumensmocs 043 nodaenenuss K9 y nayuenmos ¢ UBC,
6 m.u. nepexcuswux UM, a maxace y nayuenmos c opyeu-
Mu hopmamu cepoeuHoil namonoeuu, NPUBOOSUUMU K CHU-
acenuro coxkpamumenvroil gyukuyuu JIK (3nauenus DB
JI2K <40% no dannvim DxoKT) u/uru nposerenusm XCH.
Hasnauenue AAII, kaaccor A u IC, maxace npomugono-
KAa3aHo NayueHmam, UmMerowjum GuipadceHHyr 2Uunepmpo-
uro muokapda JI2K. CenekmugHovie 06410Kamopsl Kaabyli-
€BbIX KAHAN08 C NPAMbIM 8AUsHUeM Ha cepoue (#Heepana-
Mun** u #ousmuaszem) manroagppexmusnot 6 aevenuu KA
y nayuenmog ¢ CIIC u moeym yxyouiams npoeHo3 nauyu-
enmoe ¢ oucynkuuei JI2K u CH.

* OueHky 3(p(peKTUBHOCTU 1 OE30TIaCHOCTH TTOIABIIE-
HUST KETyT0YKOBON 9KTOMMYECKOUW aKTUBHOCTH y TAllU-
eHToB ¢ CIIC/muchynkumeit JIZK pekoMeHIOBaHO TIPO-
BOIWTH TOJ KOHTpoJieM IoBTopHOro XM3KI, BEIMION-
HEHHOTO Ha ¢oHe TIpuéMa JIEKapCTBEHHBIX CPEACTB IS
JIeYeHUsT HApYIIeHWIT pUTMa Ceplla B TepareBTUIEeCKOi
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J03€ B TEUEHWE BPEMEHU, JOCTATOYHOTO TSI HACTYIIIE-
HUS ero aHTHapuTMmueckoro agdexra [191, 229, 230].

EOK IIaC (YYP C, Y1/ 5)

Kommvenrapun. Ouenky anmuapummuteckoeo s¢gexma
BbAF uenecoobpasno nposodumv Ha 3-5 cym. ux npuéma,
#comanona** — na 5-7 cym., #amuodapona™** — c yuemom
ocobennHocmell (apmMaKoKuHemuKu, NOAHbLL mepanesmuye-
cKull 3¢hpexm ouenusaemes: uepes 4-6 Hed. om Havanra npu-
éma. Haznauenue kajcdoeo nocaedyruieeo aeKapcmeeHHo20
npenapama 045 AedeHusi HapyuleHull pumma cepoua 0oANCHO
NpoBOOUMbCSL He paHee vem yepe3 5 nepuodos NonyevléeoeHus
npedvidyueco, a ons #amuodapona** — He paree uem uepes
1,5 mec. nocre eco ommennt. s ouenxku sghghpekmusHocmu
mecmupyembixX npenapamog 045 AeueHusi HapyuleHui pumma
cepduya peKomeHdyemcst UCNOAB308AMb CAeOYIoujue KpUumepuu:
npu npuéme nPenapamos 045 AeHerus. HapyuweHui pumma cepo-
ua 6 mepaneemuueckoll 0o3e pecucmpupyemcsi CHudceHue 00-
wezo koauvecmea XKD oonee wem na 50% u/unu ymenvuieHue
KOAU4ecmea 4acoé @ CymkuU, 8 meueHue KOmopbix peucmpu-
posanacy 2KD bonee uem 6 2 paza om maxosoeo, nposoousuie-
eocs 6 omcymemeuu AAT. Ilapanieavro ¢ smum y nayuenmos
00AICHO PeUCMPUPOBAMbCS YMEHbULEHUE KOAUHeCMEa NAPHbIX
K9 6 10 pas u bonee, a maxice noanoe yemparnenue HY2KT.
s ouenku OnumenvHol spgexmusHocmu u 6e30nacHoCmu
npuéma npenapamog 045 AeveHus HapyuleHull pumma cepoya
yenecoobpazna peeyrapras peeucmpauyus IKI' u npumenenue
dpyeux memooos 00cAe008aHUsL 8 3A8UCUMOCHIU O UHOUBUOY-
anvHblx ocobenHocmeil nayuenmog [197].

* Hasnauenme #amuomapona™* wnm komMOWHAIMU
#ammonapoHa** ¢ BAB (uckimouast #cortanor**) peKoMeH-
IIOBAaHO IS MpOoGMIaKTHKY Hapokcu3ManbHoi KT /DX
y mmarmeHToB ¢ CITC wm nucdynkuumeit JIK kak ansrep-
HatnBa MKJI*** ecnmu mmrutanTamus MK He MoXXeT OBITh
BBITIOJTHEHA TI0 KAKUM-JIN0O TIPUYMHAM, JIMOO TTallMeHThI
OTKa3bIBaloTcd oT uMrutantauyy MKI*** [211, 231, 232].

EOK 1A (YYP C, VI 5)

Kommenrapun. V nayuenmos, nysucdarouuxcs 6 nepeut-
Holl u emopuyroil npoguaraxmuxe BCC, #amuodapon™* uiu
e20 KomOunuposartoe npumenerue ¢ BAb seasiomces edun-
CMBeHHOI 1eKapcmeeHHoll arbmepuamueol UKI***, cno-
coOHoll npedynpexcoams 6o3HukHoserue K1T/DXK u yeeau-
Yueamy NPOOOANCUMENbHOCHb JCUZHU nayuenmog. B kaue-
cmee anbmeprHamussl nekapcmeentoil AAT npu noemophbix
npucmynax KT/DX caedyem paccmompems 603MOACHOCMb
nposedenusi KA ucmounuxa apummuu. Y demeil ueneco-
00pa3HO NPUOEPICUBAMbCSI MAKO20 Jice N00X00A, HeCMOMpS
Ha omcymcmeue 00CMAamoYHol 00KA3amenvHoll 0a3vl.
Ilepeuenv npenapamos, pexomeHO08AHHbIX 045 AeYeHUs.
KA, ¢ ykazanuem ux cmanoapmHoix mepanesmu4eckux 003,
npedcmasanen 6 Ilpunoncenuu A3, mabauyax A3.1 u A3.3.

« Hasnauenue npodurakrnyeckoit AAT #ammona-
poHoM** pexomeHmoBaHo TanueHTam ¢ CITC wnm guc-
¢dyukuueit JIXK npu HaauyMu TOBTOPHBIX IIPUCTYIIOB
XKT/DXK, tpedyromux cpadareiBanmst MKJI*** Bompe-
ku teparmu BAB [61, 211, 231, 232].

EOK IIaC (YYP C, VI 5)

Kommentapun. [Ipenapamamu "nepeoeo ewibopa” ons
npoghunakmuxu noemopHolx npucmynos XK1/DXK y na-
yuenmog ¢ CIIC uau oucyunkuueii JIK seasromesn #eo-
manon®*, #amuodapon** u xombunayus #Hamuodapona**
¢ BAbB. AAII, kaacc IB, #penumourn™* pexomendosat 6 Ka-
yecmee cpedcmea "6mopoil AUHUU" NPU 4ACbIX PeuUou8ax
XKXT/DX y nayuenmos cmapwe 18 arem ¢ CIIC u umnaan-
muposannvimu UKI***, npu nedocmamouroit s¢pgpexmue-
Hocmu BAB, #comanona™* u #amuodapona**, a makoice
npU HeB03MONCHOCMU UX NPUEMA 6 C8A3U C ADCONOMHbIMU
NPOMUBONOKA3AHUSIMU UAU MANCENBIMU NOOOUHBIMU FPGheK -
mamu neuenus. #Denumoun** pexomendyemcs 0as Oau-
meabHo20 npuéma y nayuenmos cmapuie 18 sem 6Hympo
6 dozax 400-600 me/cym. KombunuposanHnoe npumeHeHue
AAII, kaacc IB, #gpenumouna** u AAII, xkaacc 111 (#co-
manona™* u #amuooapona**) pekomeHO08aHO 83DOCAbIM NaA-
yuenmam ¢ CIIC/ducghynxuyueir JI2K u umnianmuposanHvim
HUKI[*** 6 cayuasx, koeda dpyeue eapuanmot neveHus: (Mo-
Homepanus u/usu KA) okazaauce besycnewnsimu 8 ycmpa-
Henuu peuuousos KT u PX. B kauecmee arvmeprHamugol
nexapcmeennoit AAT npu noemopruvix npucmynax K1/DXK
u adexeamuwix cpabamoiéanusx UKI*** cnedyem paccmom-
pemb 803MOdUCHOCHb npogedenus KA ucmounuka apummuu.
Ilepeuens npenapamos 045 83pocavlX nayueHmos u demeli
npedcmasnen 6 Ilpunoncenuu A3, mabauyax A3.1 u A3.3.
[61, 146, 204, 229-23§].

« Jleuenne mammeHToB ¢ Tapokcu3mamu KT/DK
pPEKOMEHIYeTCSl TTPOBOAUTDH TAPAJUIEIIBHO C BBISBICHU-
€M U YCTpaHEHUEeM WHANBUAYATbHBIX TTATOTEHETUIECKUX
(bakTopoB, NEKANTNX B OCHOBE BO3HUKHOBEHUSI apUTMUN
[140, 186, 237, 238].

EOK IC (YYP C, Y1 5)

KommenTapuu. /lomenyuansHoimu hamozenemuvecKumu
gakmopamu, nposoyupyrowumu eo3nuxnogenue KT, 1615-
omesi apummozcenHoe delicmeaue 1eKapcmeeHHblX npenapa-
mo8, 2NeKMpoAUmMHble HapyuleHus (eunokaiuemus, 2uno-
MazHuemusi), NOGbLIULEHHBLI MOHYC CUMNAMUYECKOU HeP8HOl
cucmembl, eunepmupeos, 2un08osemMus, 60CnaleHue, nepe-
epy3Ka muoxkapoa 00sémom u dasaeHuem, CUHOPOM 0OCMPYK -
MUBHO2O ANHOI CHA, UNOKCUSI U OCMPAs UeMus MUOKAp-
da. ITayuenmor ¢ CH co cnuncennoit @B JI2K doaxncrnvl Ha-
X00UmMbCsl HA ONMUMAALHOU MeOUKAMEeHMO3HOI mepanuu
(OMT), exnrouaroweit uAIIP/APA/APHHU, BAb, anmaeo-
Hucmul anvdocmepona, uHIJIT-2 [169, 170].

3.2.2. AHTMapUTMUYECKue YyCTPOMCTBA

HKJT***

NK*** — ycTpoiicTBO, MpeIHa3HAYeHHOE IS TIpe-
PBIBAHUS SKU3HEYTPOKAIOIINX apUTMU C TIETBIO TIPEIOT-
Bpamenust BCC [47].

MmrmanTanysg MKI*** 00bIYHO TTPOBOAUTCS TTOI, MECT-
Hoit anecte3ueit. [Ipumenenne MK/*** B ipodunakTrke
BCC ocHoBaHO Ha apUTMUYECKOM MEXaHW3ME Pa3BUTHUS
BCC. BoccraHoBiieHHe CHHYCOBOTO (VUM ITOIIEXKAIIIETO)
pUTMA TIPOUCXOTUT C TIOMOIIBIO HAHECEHUST SJICKTPITICCKOTO
paspsima B HECKOJIBKO IECSITKOB IKOYIICH, JIMOO TTaueK 3JIeK-
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TPUUCCKIX CTUMYJIOB, KOTOPBIC SBIISTIOTCST 0€300J1¢3HEHHBI-
MM TSI TIAIIACHTA W SHEPreTHYeCKU MEHee 3aTpPaTHBIMIU.
UKI*** cneqyer paccMaTpyBaTh KaK OCHOBHOE CPEICTBO
MepBUYHOI 1 BropruuHoii npodmraktuky BCC [225, 239].

UK/ ¢ uensio BropuuHoii mpoduwiaktuku BCC

* Wwmrurantanug UK*** pekomeHmoBaHa TamyieH-
TaM ¢ tokymeHTupoBaHHo MK mmm XKT ¢ BeIpakeHHBI-
MM M3MECHCHUSIMU TeMOTWHAMUKHU TIPU YCIOBUM OTCYT-
CTBUSI TIPEXOMSIINX TIPUUNH WX Pa3BUTUS U Tocie 48 4
oT MoMeHTa pa3BuTus MM. IlameHTbl TOKHbBI MOJY-
yaTb OMT u mMeTh OXMAACMYIO MPOXOJIZKUTEIHHOCTD
KW3HU HE MEHee rofa B YIOBJICTBOPUTEILHOM KIWHU-
yecKoM cTatyce [5, 47, 240].

EOK 1A (YYP C, VI 5)

* PexomeHmyeTcsT paccMOTPEeTh BO3MOXHOCTH WM-
mrantanuu UK/*** B reuenne 40 nueit mociae UM y ot-
IIETBHBIX B3POCIIBIX TTAIIMECHTOB (IIPX HETIOJIHOI peBacKy-
JIIPU3ALINAN, TIPEAIICCTBYIONICH TNCHYHKIINA U CHIDKCHUN
®B JIK, mogBiieHnn apuTMuii nocie 48 4 oT BO3HUK-
HoBeHnst OKC, momumopdnoit KT unn @XK) [214, 215].

EOK IIbC (YYP B, V] 2)

* Nwmrurantanug UK*** pekomeHmoBaHa TamyieH-
Tam crapire 18 jer ¢ ycroitunBoii KT 1mipu ymepeHHO
BoipaxkeHHo# muchynkiuu JIXK (OB JIXK <45%), BHe
3aBHCHUMOCTH OT BO3MOXHOCTHU BhITTOTHeHNsI KA u pe-
3yJBTaTOB MPOLCHYPHI [221-224].

PKO IIaC (YVYP B, V] 2)

Kommenrapun. Umnaanmayus HKA*** nayuenmam
¢ yemotuueoit KT conpogodcoaemes yseauteHuem ulici-
eéaemocmu no cpasnenuro ¢ AAT. Ha ceeoOnswnuili Oenb
Hem uccredosanull, 8 KOMopbix Obl CPABHUBANU Pe3VAbINa-
mot UKT***-mepanuu u KA 6e3 UKI*** y nayuenmos
¢ yemotvueoi XT. Yuumoieas neboavuioii 06sem O0aHHbIX
U 8bICOKYI0 uacmomy peyudueos ycmoiivueoii X1 nocne
KA, yemanosxka UKI[*** yenecoobpasna écem navuenmam
¢ ouchynkyueir JI2K (OB JI2K <45%) u ycmoiuugoi XT.

o Mwmmnantanmsa UK *** pekoMeHmoBaHa ITally-
eataM crapuie 18 ner ¢ HYXT ¢ muchynkmumeit JIK
(PB JIZK <40%) BcnenctBue nepeHeceHHoro UM u mH-
nyrupyemoit yeroitunBoii 2KT i XK ripn mpoBeneHUN
BCHOO®U [221-224].

PKO IIaC (YVYP B, V] 2)

UK ¢ uennio nepsuunoii npodunakruku BCC

B parmoMm3npoBaHHBIX UCCIICIOBAHMSIX M METaaHAJIM -
3aX OBLIO TIPOIEMOHCTPUpPOBaHO, uyTo pruckK BCC cBs3aH
¢ HapymenneM pyukuum JI2K, a ncrrons3oBanue MK ***
B KauyecTBe CpeICTBa MepBUYHOM mpodumakTuku BCC
3HAYNMO BJIMSICT Ha YPOBEHb CMEPTHOCTU JTaHHOM KaTe-
TOpHH TTAIIMCHTOB KaK ¢ MUIIIEMUYECKOM, TaK 1 ¢ HEHIIIe-
MUWYECKOU ee mpuponoit [224, 241-251].

Jlg Bcex TokasaHmii K mpuMeHeHnio MKJI*** pere-
HHE B TTOJIB3Y TTOCTICTHUX IIPUHNUMAETCS TOJIBKO B CIydJace,
KOTIIa IIPOTHO3MpYyeMast MPOAOJIKUTEILHOCTD XXI3HU TT1a-
HueHTta npesblnaer 1 rog. HeoOxomuMocTh B ageKkBaT-
HOW peBacKyIsIpU3alliid MUOKapma, Hapsioy CO CTpeM-
JICHUEM PaguKaJIbHOTO YCTPAHCHUSI apUTMUM, SIBIISIIOT-

csl TIPMOPUTCTHBIMU TI0 OTHOIICHUIO K TIPUMEHEHUIO
NKJI***-tepanmn.

[Taumenrsl ¢ CH co camxkernont @B JI2K nokHbBI Ha-
xonmutbess Ha OMT, Bxmouarotieit UATTO/APA/APHU,
BAB, anTaronuctsl anproctepona, mHIJIT-2 ¢ moBTop-
Hoii oueHkoit MB JIXK Ha ¢one Tepanun nepen mpuHsSI-
THEM pelieHus 06 nMriuianTaunu MKJI*** nog nepBuya-
Hoit mpodmraktnkn BCC, ecnu mporHo3upyemast IIpo-
IOJDKUTETBHOCTD KU3HU >1 Toma.

o Wmmrantanuga MKI*** nng mepBuyHoit mpodu-
nmaktukn BCC He pekomeHmoBaHa B TedeHue 40 mHeid
nocie UM [241, 242].

EOK IIIA (YYP B, V11 2)

* Wmmnanramusa UKJT*** pekomeHgoBaHa 111 YMEHb-
menuss pucka BCC mamuenrtam ¢ muchynkumein JIK
(PB JIXK <35%) u XCH (II wum 111 dpyHKIImoHaIbHBII
kinacc (PK) mo NYHA) wHa dpone OMT, He paHee yeM
yepe3 40 mHeit mocie epeHecenHoro UM u 90 nHeii mo-
cJie peBacKyJIiIpu3alny Muokapaa [223, 241].

EOK IA (YYP B, VI 2)

* Wwmmnantanua MKJT*** pekomeHgoBaHa y aliMeH-
10B ¢ puchynkuueit JIXK (OB JIK <35%) Heumemuye-
ckoro reHe3a 1 XCH II unu 111 ®K o NYHA Ha ¢one
OMT |2, 109, 223, 248-252].

EOK IB (YYP C, V11 5)

* WMwmmrantanuga UKJI*** pekoMengoBaHa s TIpO-
¢mnakTikyn BCC y maumeHTOB crapiie 18 jet, oxuma-
fomux TpaHcipiaHtanuio cepaia (TC) BHe eueOHOTO
yapexaeHus [234, 235, 253, 254].

EOK IIaC (YYP B, VIJ 3)

Kommentapun. Y demeii yenecoobpaszno npudepiicugams-
Cs1 MAaKoeo Jice no0xo0a, HeCMOMpsL He omcymcmeue docma-
mouHoll doKa3amenvHoll 6a3bl.

CocrostHUS, TIpu KOoTophix MKJI-Tepanmst He TTOKa-
3aHa WIN IMPOTUBOIIOKA3aHa:

— TIPOTHO3MPYEMBIN CPOK XKU3HU MALIMEHTOB C YI0B-
JIETBOPUTEIBHBIM (DYHKIIMOHAIBHBIM CTaTyCOM HE IIpe-
BBIIIACT | TOm, mMake €CIM OHW MMEIOT ITOKa3aHMS, CO-
orBercTBytomue 1-5 VJIJ1;

— TaIWeHTaM, CTPAJalOIIM HETIPEPHIBHO-PEIIINBHY -
pytormumu KT nmm @XK;

— TMaIyeHTaM C BBIPAXKCHHBIMU TICUXUICCKUMM 3a-
00JIeBaHUSIMU, KOTOPBbIE MOTYT OBITh YCYTryOJIEHBI UM-
IUTaHTaIlleit TIprbopa MM TPEISITCTBOBATh CUCTEMATH -
YeCKOMY HaOJIONCHUIO;

— manuenTam ¢ XCH IV ®K (NYHA), pedpakrep-
HOI1 K JIeKapCTBEHHOU Tepallni, KOTIa OHM He SIBJISTIOT-
¢ kKaamumatamu Ha TC;

— ManudeHTaM ¢ 0OMOpOKaMM HESICHOTO TeHe3a 0e3
nHaynpyeMblx 2KTA u 6e3 CIIC;

— B ciryvagx, korna KT winm ®XK gaBisiorcest ycTpaHu-
MBIMH pamguKaIbHO, XUPYPTUUECKA WIH ¢ TIOMOIIBI0 KA

— apuUTMMU, CBSI3aHHBIE ¢ cuHapoMoM Bombda-Ilap-
KrHCoHa-Yaiita (WPW), Taxukapmuy u3 BBIXOTHOTO TPaK-
Ta XeJIyI0uKOB, (hacIUKyIsIpHbIe U nanonaTudeckue KT,
npu orcyrctBun CIIC;
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— naumeHTaMm, y KoTopbix smm3on KTA Bo3HUK
BCJICACTBUC TIPEXONSIINX WA OOpPaTUMBIX PAaCcCTPOICTB
(HanipuMmep, ocTpblit UM, HapylieHue 3JeKTpOJUTHO-
ro 6anaHca, mo6oYHbIe 3P PEeKTH MEIUKAMEHTOB, TpaB-
Ma), KOrma KOPPEeKIIUs pacCTpOMCTBA BO3MOXHA M MO-
KeT 3HAUYMTEJbHO CHM3WTh PUCK ITOBTOPHOTO BO3HUK-
HOBEHUS apUTMUU.

Cepaeynasi peCHHXPOHH3HPYIOMAS Tepanus y HalueH-
ToB ¢ XCH nas comkennst pucka BCC. KomOunnposannbie
CPT-JI ycrpoiictBa (MKJI TpexkamepHblii (OMBEHTPUKY-
JISIPHBIIA)* **)

DddexrnBHocTs CPT mpogemMoHcTprpoBaHa B MHOTO-
YUCIICHHBIX KIIMHIIECKNX UCCICIOBAHNSIX I METaaHAIM -
3aX TIPU KapAMOMHUOITATHH KaK UIIEeMUIECKOT0, TaK 1 He-
HIIeMUIEeCKOTo TeHe3a [255-259]. laHHbIe eBpOIIeiCKOTro
perucTpa CBUACTEIBCTBYIOT O 0ojiee HU3KOM CMEPTHO-
CTH Y MMAIIUEHTOB ¢ KOMOMHUPOBAHHBIMHU YCTPOIicTBaMU
CPT-O*** (¢ dpynkmuueit nedndpmmisitopa) (MK Tpex-
KaMEpHBIi (OMBEHTPUKY/ISIPHBIIA***)) [260].

* Wwmrmraaramms CPT-yerpoiictBa (DKC nMmIutaHTHpy-
eMBII TpeXKaMepHBIi (OMBEHTPUKYISIPHBII)*** i MK
TPEXKaMEePHBIN (OMBEHTPUKY/ISIPHBII ) ***) peKoMeHIOBaHA
Yy CUMITTOMHBIX nanMeHToB ctapiie 18 ner ¢ XCH, cuny-
coBbIM puTMOM 1 Mopdoorueit QRS o Tummy BJIHIIT,
mmtenbHocThio QRS >150 mc, @B JIXK <35%, Ha doHe
OMT, c 1e/pI0 YMEHBIICHASI CUMITTOMATUKH, CHIDKCHUS
MOpPOMIHOCTU U pUcKa cMepTu [255, 261-265].

EOK IA (YYP B, V1] 2)

* WMwmmmanranus CPT-ycrpoiicts (DKC nMmImianTupy-
eMBIiT TpeXKaMepHBIH (OMBEHTPUKYISIPHBIi)*** o MK]]
TpexKaMepHBIN (OMBEHTPUKYIISIPHBII)***) peKoMeHIOBa-
Ha Y CUMITTOMHBIX maueHToB cTapiie 18 net ¢ XCH, cn-
HycoBbIM putMoM 1 QRS-mopdonorneit BJIHIIT, mom-
tesnibHOCTBIO QRS 130-149 mc, @B JIXK <35%, Ha done
OMT, c 11e/IbI0 YMEHBIIICHUST CUMITTOMATHKY, CHIKCHUS
MOpPOMIHOCTA M prucKa cMepTh [262-265].

EOK IB (YYP B, VI 2)

* Wmmrantaumst CPT-ycrpoiictB (BKC nmIuiaHTH-
pYeMBIil TpeXKaMepHBIN (OMBEHTPUKYIISIPHBIN)*** mmn
K] TpexkaMepHBI (OMBEHTPUKYISIPHBIN)***) peKo-
MEHIOBaHAa Y CHUMIITOMHBIX TAIIMCHTOB cTapiie 18 et
¢ XCH, cunycoBeiM putMoM u QRS-mMopdomorueii, He
cootBerctByromieii BJIHIIT, mmurersHOCTRIO QRS >150
Mc, @B JIXK <35%, Ha ¢pone OMT, ¢ 1eabi0 yMeHbILIe-
HUS CUMITOMATUKN, CHIDKCHUS MOPOMITHOCTA M PHUCKa
cMmepth [263-265].

EOK IIaB (YYP B, VI 2)

» Mwmmmanaranms CPT-ycrpoiicts (DKC nMImianTupy-
eMBII TpeXKaMePHBII (OMBEHTPUKYISIPHBII)*** i MK
TPEXKaMEePHBIN (OMBEHTPUKY/ISIPHBII)***) peKoMeHIOBaHA
Yy CUMITTOMHBIX nanMeHToB ctapiie 18 et ¢ XCH, cuny-
coBbIM puTMOM 1 QRS-Mopdomorneii, He COOTBETCTBYIO-
meit BJIHIIT, mmrensHocThio QRS 130-149 mc, @B JIXK
<35%, na hone OMT, ¢ LIe/IbI0 YMEHbBIIEHUSI CUMIITOMA-
THUKH, CHIDKEHNSI MOPOMIHOCTU U prcKa cMepTH [263-265].

EOK IIbB (YYP B, VI 2)

* Wwmmnanrtamms CPT-ycrpoiicts (DKC nMIuranTu-
PYEeMBI TpeXKaMepHBI (OMBEHTPUKYJISIPHBIN)*** mmn
MK]I tpexxkamepHBIit (OMBEHTPUKYISIPHBIN)***) He pe-
KoMeHmoBaHa y manueHToB ¢ XCH m mIMTeNhbHOCTHIO
QRS <130 mc [266, 267].

EOK IIIA (YYP B, V11 2)

* Wwmmnanrtamms CPT-ycrpoiicts (DKC nMIuranTu-
PYEeMBI TpeXKaMepHBI (OMBEHTPUKYJISIPHBIN)*** mn
K] TpexkamepHBI (OMBEHTPUKYISIPHBIIN)***) peko-
MeHJIoBaHa y nauueHToB crapiie 18 jer ¢ XCH, III-IV
®K mo NYHA, mmrensHOCTRIO QRS >130 Mc, @B JIK
<35%, ¢ ®I1 na pone OMT, ¢ 1eIbIO0 YMEHBILICHUS CM-
NTOMATUKHU, CHIDKCHUS MOPOMIHOCTU M PHCKA CMEPTH.
ITanmenTaM noykHA ObITH OOecreyeHa MOCTOsTHHas Ou-
BCHTPUKYJISIpHAS CTUMYJISAIUSA ¢ 3(P(PEeKTUBHBEIM 3axBa-
TOM KeJIyI0YKOB [268-272].

EOK IIaB (YYP B, V] 2)

e [Taumenram crapme 18 yner ¢ CPT-ycrpoiictBoMm
(DKC mMIUIaHTUpyeMBbIii TpeXKaMepHBI (OMBEHTPUKY-
TsapHbIi) *** mm MK/ TpexkamepHBIi (OMBEHTPUKYIISIP-
HBI)***) 1 OI1, B caygae Hea(pDEeKTUBHOM OMBEHTPUKY-
JIIPHOI CTUMYJISIIIUN, PEKOMEHIOBAHO CO3MaHMe OJIOKa-
IBI cepatia ¢ momolsio KA AB y3ma [273, 274].

EOK IIaB (YYP C, V] 4)

* Wwmmnanrtamms CPT-ycrpoiicts (DKC nMIuranTu-
PYEeMBI TpeXKaMepHBI (OMBEHTPUKYJISIPHBIN)*** mn
K] TpexkamMepHBI (OMBEHTPUKYISIPHBIIN)***) peko-
MEHIOBaHa y TmanueHToB ctapire 18 ser ¢ ®I1, HeKoH-
TPOJIUPYEMOM YaCTOTOI KeTyIOUYKOBOTO PUTMa, KaHI-
JIaTOB Ha co3JaHue 0JIoKambl cepaua ¢ moMmoibio KA AB
y3na [17, 275-278].

EOK IIaB (YYP B, V] 2)

* Mwmmurarranms CPT-yerpoiicts (DKC uMImanTupy-
eMBIii TpeXKaMepHBIN (OMBEHTPUKYISIPHBII)*** v K]
TpeXKaMepHBIN (OMBEHTPUKYJISIPHBIN)***) peKoMeHIO0-
BaHa Yy CUMITTOMHBIX nanueHToB ctapire 18 jget ¢ XCH,
@B JIXK <40%, koTopble MMEIOT ITOKA3aHUSI K TIOCTOSIH-
HOI1 JKeITyTOYKOBOM CTUMYJISIIIK BCIICACTBUE OpagnKap-
AW, C TIEIbI0 YMEHBIICHUS] CUMIITOMATUKN W CHIDKCHUS
MopbougHocTH [279-282].

EOK IA (YYP B, VI 2)

* Wwmmnanrtamms CPT-ycrpoiicts (DKC nMIuranTu-
PYEeMBI TpeXKaMepHBI (OMBEHTPUKYJISIPHBIN)*** mn
K] TpexkamepHBI (OMBEHTPUKYISIPHBIIN)***) peko-
MEHIOBaHA B KayeCTBE 3aMeHBI mMmeroleroca DKCH**
wm MKJT*** s B3pocisix mammeHTos ¢ @B JIK <40%,
KOTOpBIC HYXXIAIOTCSA B TTOCTOSTHHOM JKEJIyTOYKOBOM CTH-
MYJISIIIAHM, C TIPOTPECCUBHBIM YXYIOIICHUEM COCTOSHHUS
BenencTeue nporpeccupoBannst XCH, necmorps Ha OMT
[253, 282-286].

EOK IA (YYP B, VI 2)

Kommentapun. Peuienue éonpoca o evibope muna ycmpoii-
cmea 0ns pecunxponusupyrouweit mepanuu (DKC umnianmu-
pyemblil mpexkamepHulil (Ousenmpuryasprotil) *** uau UK
mpexkamepHblil (6ueeHmMpuKyAsapHolit)***) doaxcno ocHo-
8bIBAMBCA HA CYWECMBYHWUX NOKA3AHUSAX 045 npogede-
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Hus UKIT***-mepanuu u demanvHom obcyscoeHuu 0anHo20
80NPOCA ¢ NAUUCHMOM U €20 POOCMEEHHUKAMU, C Y4emoMm
noawvssl om umnaawmayuu yempoiicmea oas CPT ¢ ¢ynk-
yuetl 0epuoOPUANAUUU U BOZMONCHBIX OCAOICHEHULL, NOCAEe0-
cmeuil, C8s3AHHBIX ¢ HEOOX0OUMOCIbI) UBMEHEHUS JHCUSHEH -
HOoeo yKaada, cumyauyuil, mpedyruwux deaxmusauuu ma-
K020 ycmpolcmea, a makce 803MOICHOCMU HAOAHO0eHUs!
3Q NAyuUeHmom 8 meuerue ONUMenbHO20 Nepuooa 8pemMeHlU.

NKI*** (momKoXKHbIii)

CJIOXXHOCTU TIPUMEHEHUSI DHAOKAPIUATBHBIX 2JIEK-
TpoaoB (OTBeAeHUE AePUOpUILIITOpa) Y HEKOTOPBIX Ta-
LIMEHTOB TIPUBENIN K TTOSIBICHUIO TTOOKOXHOTO MKJI***
C OMHUM WJIX OBYMS 3JICKTPOAaMU, KOTOPbIC UMITJIAaHTH-
PYIOTCSI TIOOKOXHO, BHE TPYAHOH mojocth. Pesymbrarsl
WCCJICMOBAHWIT TOKA3bIBAIOT, UTO TONKOXHBIC Hehu-
opuaTopsl MoryT npenorBpamiath BCC. TTogkoxkHbIe
MUKI*** MOXHO MCITOJIb30BAaTh IS TTIEPBUYHOI TTpopu-
nmaktuku BCC, omHaKo Ha CETOMHSIITHUI TeHb HET JOJI-
TOCPOYHBIX MCCIICIOBAHMI C OOJIBIIOI BEIOOPKOI TaKMX
MalKUEeHTOB U COOTBETCTBYIONINE 3(DbEKTb TPUMEHEHUS
nonkoxXHbIx MKJI*** eme He ommcanbl. K HacTosmemy
BpEMEHU IIPOIOJIKAIOTCS TIPOCTICKTUBHEIC PAHIOMU3UPO-
BaHHBIC UCCIEA0BAHMUSI, B KOTOPbIX IIPOBOAMTCSI CpaBHE-
HHe 3(POEKTUBHOCTA U OCIOKHEHUIN Y TTAIIMEHTOB C IO~
KOXHBIMU U cTaHAapTHeIMU MKJT***,

* MmMrmaHTanms KapauoBepTepa-aeduoprmsiropa™**
(TTOIKOXXHOTO) peKOMEHIOBaHA B KaYeCTBE aJIBTCPHATHBEI
KapamoBepTepy-nerOpIIATOPY ¢ SHIOKAPIUATEHBIMU OT-
BeneHusaMu (OTBeneHMe IepuOpIIIIATOpa SHIOKAPINATh-
Hoe***) y marmmeHToB ¢ rmokasannsmu K MK/ B Tex ciyda-
SIX, KOIIa He TpeOYIOTCS aHTHOpanuKapaInIecKast CTUMYJISI -
mmst, CPT u aHTUTaxXrKapauaeckast CTumMy sty [287-292].

EOK IIaC (YYP C, V] 4)

+ MmrmmaHTanus kapauoBepTepa-aeuopumisitopa™**
(ITOIKOXXHOTO) peKOMEHIOBAaHA B KaueCTBE allbTepHATH-
BHI Ie(pUOPIILISATOPY C SHAOKAPIUATBEHBIMU 3JICKTPOIAMU
(OtBenenme nenOpWILIATOpa SHIOKApIUATbHOES***) TIpn
OCJIO(KHEHHOM BEHO3HOM JIOCTYIIE, IPY MH(MEKIIMOHHBIX
OCJIOKHEHUSIX, CBSI3aHHBIX C TIPSIBITYIINM YCTPOMCTBOM,
BO BCEX CIIydasiX, KOrga IMpUMEHEHHE SHIOKAPINATbHBIX
3JICKTPOIOB HEBO3MOXHO, HEIleIeCOO0pa3HO MIIN ITOTEH-
LMaIbHO omacHo [287-292].

EOK IIbC (YYP C, VI 4)

Benenne manuentos ¢ MK ***

Lemecoobpa3HO OTMETUTD, YTO METOIMKA TTPOTPAMMUPO-
Banug UKII*** y B3pocbIx 1 ieTeit He MMeeT TTPUHIIUII-
ANTBHBIX pa3nunii. OTIeTbHBIX IMyOIMKALII, KaCAIOIIIXCST
ocobeHHocTeil mporpammupoBanust UKJI** y nereii, HeT.

+  OOcyxmeHre BO3MOXHOTO M3MEHEHHUSI YKIIaaa KU3HI
B cBs13M ¢ nmintaHTanmeiir MK/*** pekoMmeHIoBaHO TS BcexX
MMalyreHToB, KoMy rokasana MKI***-rteparms [293-296].

EOK IC (YYP B, V]I 3)

+ OleHKa TICUXIMYECKOTO COCTOSTHUS U JICUCHHE TICH -
XMYECKUX PACCTPOMCTB pEKOMEHIOBAHO BCEM ITAIIICHTAM
¢ yacTeiMu cpabarsiBanusamMu MKI*** [294-296].

EOK IC (YYP B, V]I 3)

* Heobxomumocts B neaktuBammum MKJI*** pexo-
MEHIYETCSl KOJUIEKTMBHO PacCMOTPETh IIPU 3HAYUTEIIb-
HOM YXYILIEHUM COCTOSIHUSI MAllME€HTa U B TEPMUHAIIb-
HOI cTamuy 3a00JieBaHUS MPU YYaCTUM MALMEHTA WU
ero mnpeacrasureneit [297, 298].

PKO IC (YYP C, VI 5)

Kommentapun. [Ipu npuusmuu pewienus 00 umMnianma-
yuu UKI[*** nepeocmenentoe 3navenue umeem y4em 0xcu-
daemoil npoOOANCUMENbHOCIU HCUSHU NAUUCHMA, KA4eCmed
JCUBHU U CONYMCMBYIOWUX 3a004e6aHUll, d MAKJICe OUeH-
Ka u obcyxucoenue 3mux 60npocog ¢ NAUUEHMOM 8 npouec-
ce 3amenvr UKI[***

OmdeavHble acnexmol Ae4eHUsL C HOMOWbI0 YCMPOliCME

Onmumuzayus npoepammuposarus MKI***

* PekoMeHmyeTcst 0CyLIECTBISATh ONTUMU3ALIIIO IIPO-
rpammupoBanust MKJT*** takiim 00pa3oM, 4TOOBI CBECTH
K MUHUMYMY BEPOSITHOCTh HEOOOCHOBAHHBIX U HEHYX-
HBIX cpabareiBannit UKJI*** ¢ 11e1p10 CHUKEHUS CMepT-
Hoctu [299-301].

EOK IA (YYP B, VI 1)

* PexomeHayeTcs OCyILECTBISATH IIPOrpaMMUpPOBa-
Hrue MK*** takuMm o6pa3oM, 4TOOBI TTO BO3MOXHOCTH
3aMEHUTDH BHICOKOBOJILTHbBIE pa3psiibl (ILIOKK) HA aHTUTA-
XUKApIUTUIECKYIO CTUMYIISILAIO JUTSI KYITMPOBAHWS apuT-
Muii 6e3 yiiep6a wist 6e3omacHocTy manueHTa [302-305].

PKO IC (YYP C, VI 5)

* PekomeHmyeTcss MUHMMU3ALIMS KeJyI04KOBOM CTH -
MYJISILIAM B OMHOKAMEPHBIX WTN IByXKaMepHbIx MK J1***
y MaLMEHTOB 0e3 IMoKa3aHUii K aHTUOpaIuKAPIUTHYECKOM
crumyisiuuu [109, 176, 302-304].

EOK IA (YYP C, V]I 5)

* Pexomenmyercs mporpammupoBanne B MK/1*** mpo-
JIOHT'MPOBAHHOTO MHTEPBajia JeTeKLY (KPUTEPUU [UIUTEIb-
HocTH He MeHee 6-12 cex wim 30 untepBasos) [295, 306].

EOK IA (YYP C, V]I 5)

* PexomeHayercss mporpaMMUpPOBATh MpPEAe] 30HbI
Teparnuu caMOM MEMICHHOU TaXuKapauu > 188 ym./MuH
B3pocabIM manueHTaM ¢ MKJI*** g mepBUYHOM TIpo-
¢unmaktuxku BCC [306, 307].

EOK IA (YYP B, VI 2)

* PexoMeHayeTcs IporpaMMUPOBaHKE XOTsI ObI OMHOM
9JIEKTPOTEPANMY B BUAE AHTUTAXMKAPIUTUUECKON CTUMY-
JISIIMA BO BcexX 30Hax TaxuaputMmuii B MKJI*** y B3poc-
neix nauueHToB ¢ CITC [300, 302, 308-310].

EOK IA (YYP B, VI 2)

* PexomeHnnyercda mporpammupoBaTth B MK *** aj-
roputMbl nuckpumuHauuy HXKT u KT mns raxukapouii
¢ gactoroi g0 230 yu./mMuH y B3pocibix [309].

EOK IB (YYP B, V11 3)

* PexomeHnayercsa B moobix MK *** akTuBUpOBaTh
OITOBEIICHMST 00 oTKa3e aekrpoma [310-312].

EOK IB (YYP C, V11 4)

* PekoMeHayeTcst IpuMeHEHNE YIAJIEHHOTO MOHUTO-
punra B MKJI*** niug cHUXKEeHUST 4acTOThI HEYMECTHBIX
IIIOKOB Y B3POCIBIX TalreHToB [313].

EOK IB (YYP B, V11 2)
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* PexoMmeHAOyeTcsl IporpaMMHUpPOBAHUE B JIFOOBIX
WKJI*** aHTUTaXUKApPIAUTUYECKON CTUMYISLIMKA THUIIA
3QJITIOBOI1 C TIOCTOSTHHBIM MHTEPBAJIOM MEXKIY CTUMYJIaMU
(burst) B KauecTBe TIepBOI1 3JIEKTPOTEPAITUN BMECTO yUa-
IIAOIICH ¢ MTOCIeIOBATEIPHO COKPAIIAOIINMCS MHTEP-
BaJIOM MEXXIy CTUMYyJIaMu (ramp) ctumyssiiunn [314, 315].

EOK IB (YYP C, V]I 5)

* 'V B3pOCHBIX TAIMCHTOB C ITOOKOXHBIMUA KapIHo-
BepTepaMU-IepuOpMLIITOpaMu™** peKOMEHIYeTCsT IIPO-
rpaMMUPOBAHME IBOITHOM 30HBI OOHAPYKCHUST C aKTUBAIIN-
eil ajropuT™Ma IMCKPUMUHALIMY B HIDKHEN 30He [316-318].

EOK IB (YYP B, VI 3)

* Jlng pyTmHHOTO TIporpammupoBanus MKJI*** pe-
KOMEHIYeTCS aKTUBAIIMS 00Jice OMHOI 30HBI OOHAPYXKe-
Hus Taxukapaun [306, 329].

EOK IIaA (YYP C, V1] 4)

+ [lepenmporpaMMmupoBaHUE paHee YCTAaHOBJICHHO-
ro UKJI*** pekoMeHIOBAHO B cjiyyae ITOBTOPHBIX He-
000CHOBAHHBIX cpabaThIBaHMIT ycTpoiicTBa [2, 47, 303].

PKO IC (YYP C, VI 5)

Acnexmut 6edenus nauuenmos 8 KOHUe HCU3HU

B KoHII¢ X13HM MalleHTa OCHOBHBIM ITOIXOIOM B Jie-
YECHUM CTAHOBUTCS MaJTMATUBHAS MEIWIIMHCKAST TTOMOIIb,
a MpUHSITasT paHee CTPaTeTHUs JICYCHUS] MOXET OBITh M3-
MeHeHa. [lajummaTtvBHAsT MEOUIIMHCKAs TIOMOINB IIpemd-
CTaBIISICT COOOM KOMIUIEKC MEPOIIPUSITHIA, BKITFOUAOIIINX
MEOUIIMHCKIE BMEIIATEIbCTBA, MEPOIIPUSITUS TICUXOJI0-
TUYECKOTO XapaKTepa M YXOI, OCYIIECTBIISIEMBIC B IIENISIX
VIIYJIICHNS KaueCcTBa XKM3HN HEM3JICUNMO OOTBHBIX TPaxK-
IIaH ¥ HampaBJeHHBIC Ha OOJeTrdeHne OOJM, IPYTUX TSI-
KeJIbIX MPOSIBIEHUI 3a60eBaHus’. B HacTos1ee BpeMst
C MaIMeHTaMH PEIKO IIPOBOIAATCS Oecembl 00 MHINBUIY-
aJIbHBIX MEJISIX JICUCHUS, Taxke B TIepHOA KOHEUHO CcTa-
i 3aboneBanus [320]. Havano manamuaTuBHOM TTOMO-
M OOJIBHBIM HE O3HAYaeT OTKa3 OT CTAaHIAPTHBIX TTOIXO0-
IIOB JICUCHUsI, OTCYTCTBHE IIIAHCOB HA CTAOMIM3ALNIO 1/
WIN yIy4dileHue nx coctostHus. [lammmaTuBHAS TTOMOIIH
IIPOBOTUTCS JUTS YIYYIICHUST KadyecTBa KMU3HU TTallieH-
Ta ¥ WICHOB €T0 CEMbM M IPOIOJIKAETCS COBMECTHO CO
CTaHAApTHON Tepamueil 3abojeBaHUg OonbHOTO [321].

CornacHo omnmy0IMKOBaHHBIM JaHHBIM, B TiocienHaue 30
nHel xusau ot 21% 10 27% manueHToB ¢ UMIUIAaHTAPO-
BaHHBIMU 3JICKTPONaMU IS Oe(PUOPUIUISIINI UCITBITHI-
BayM pa3psin Teparmu (oK) [322, 323], 9To conmpoBOX-
nIajoch 4yBCTBOM cTpamanus [323]. IIpu anammze 130
yerpoiictB MK/, moayIeHHBIX TTOCIIe CMEPTH ITAIlUeHTOB,
ObLIO BBISIBJICHO, YTO 31% OOIbHBIX UCIIBITAII LIOK B I10-
caeqHue 24 4 Xu3HU: 55% 13 HUX NOaY4YWIn 3 pa3psia,
32% — 6oaee 10 paspsaoB. I[IprcyTCTBOBABILIMIA PSIOM

MpunoxeHnue K npukady 06 opraHn3aLmm oka3aHus nanaMaTMBHON MeayLIMH-
CKOVA NMOMOLLM, BK/tO4ast MOPSAOK B3aUMOAEHCTBUS MEAULIMHCKMX OpraHu3a-
LA, OpraHn3aLmin coumanbHoro 06CyX1BaHuns 1 0BLLECTBEHHbIX 0ObeanHe-
HWIA, UHBIX HEKOMMEPYECKNX OPraHn3aLmii, OCYLLECTBASIOLLMX CBOKO AEATENb-
HOCTb B Cepe oxpaHbl 300POBbS, YTBEPXKAEHHOMY Npuka3omM MuHucTepcTBa
3ppaBooxpaHeHns Poccuiickoin ®enepauym 1 MuHucTepcTBa Tpyaa U coum-
anbHOW 3awwmTbl Poccuiickoit ®enepauyn o1 31 mas 2019r: N2 345H/372H.

MEIUIIMHCKUI TIePCOHA YUIM WICHBI CeMbU OTMEYajn
y YMHpaIoero crpecc u 6oib [324, 325].

B mocnennume 10 net meakTuBauus JaehUOPUILISIIAN
MK*** y manmeHToB ¢ TepMUHAIBLHON CTagueil XpOHU-
YeCKOTo 3a00JIeBaHMSI BOIILIA B pEKOMEHIAIMH T10 JIeUue-
HUIO 3TUX 3a00JIeBaHUIT B CTPYKTYpE CTpATeTUN TaJIINa-
THBHOTO JIedeHusT GoNbHBIX [167, 326]°.

* PexomeHmyeTcs Tepen MMILIAHTAIIACH W B CiIydae
3HAYUTETLHOTO YXYIIIIEHUST COCTOSTHUS 3MIOPOBHSI 00CYX-
JIEHUE C MAIlMEHTOM U €r0 CeMbeil BO3MOXHOCTU JeaK-
TuBauny aeuopumsaiun UKI*** ¢ coBMeCTHBIM TTpU-
HSATUEM pelieHus o6 sTtoM [5, 327].

PKO IC (YYP C, V11 5)

Hns oTkimoueHUsT (PYHKIUN AeUOPHIIIIIINN HE00-
XOOMMO HaJIMYME BCEX CIICMYIOIINX KPUTCPUCB:

— COBMECTHO C IMPO(PUIbHBIM CHELUUATIUCTOM I10 OC-
HOBHOMY 3a00JICBaHUIO MAILMICHTA OIIPeNeICHNE TePMM-
HaJIGHOM CcTanny 3a00JIEBaHUS WJIN BBIPAXKEHHO Tskec-
TH 3a00J1eBaHNsI, HEKOPPEKTUPYEMOTO N3BECTHBIMU B Ha-
CTOSIIIIeEe BPpEeMST METOIAMM BO3ICHCTBUS U OIPEICICHMS
MaJTMATUBHOM (ha3bl JICUCHMUS,

— He IIpeAroaraeTcs IS JICUCHUST ITallieHTa TpaHC-
TUTAHTAIMS OpTaHa 1/MJIM UMIUTIAHTAIMS CUCTEM MEXaHM-
YeCKOI TTOMIePKKNA KPOBOOOPAIIICHNS;

— WMeeTCs KeJlaHe CaMOoTo MalneHTa (B ciayJae ero
BMEHSIEMOCTH) Ha OTKIIIOUeHUEe DYHKIMU AeDUOPMILISI-
muu (BBIOOD MalleHTa OPMEHTUPOBAH Ha Ka4eCTBO K13~
HU 1 o0mmii Komdopr);

— TIOANMCAHHOE TIAIMEHTOM WY €TO POICTBEHHUKA -
MU (TIpY €TO HEBMEHSIEMOCTH WJIM OTCYTCTBUM CO3HAHMST)
HGOPMUPOBAHHOE COITIacHe Ha OTKIIOYeHUE (DYHKIINU
nedudpumasuun MK/,

KommvenTapuu. Peuwenue 06 ypeenmHOM OMKAOUEHUU
dyukyuu Odegpubpunnayuu (0ns npedomepaujerus Henpe-
pbieHoeo cpabamoieanuss UKI***) moocem npunsme u ocy-
wecmeums (Hanpumep, HAA0MCEHUEM MAHUMA HA 061acmb
HUKI[***) koucuauym epaueti 6 MOMeHmM YMUPAHUS NAUUCH-
ma, npebviearoweco 8 MePMUHANLHOU CIAdUU c80e20 3a00-
nesanus. Peuwenue 06 omxaoveruu Gynkyuu degpudbpunisyuu
NPUHUMAeMCs. NAUUEHMOM U KOHCUAUYMOM 8pauell ¢ (DuK-
cayueil e2o 8 ucmopuu 60Ae3HU UAU aMOYAAMOPHOL Kapme
001bH020 U UHGOPMUPOBAHUU 00 IMOM peuleHUl pOOCMEeH -
HUKo06 nauuenma (npu coesacuu navuenma). Omraioverue
dyukyuu degpubpunnsyuu moxcem nposooumscs 6 amoyia-
MOPHBIX, CIMAUUOHAPHBIX YCA0BUAX UAU 8 Xocnuce. BajicHo
HOMHUMb, YMO peuieHue nayueHma ob OmKAOYeHUU QyHK -
yuu 0euoOPUNIAYUY UAU €20 BKAIOUEHUU MONCeH U3MEHSMb-
cs ¢ meueHuem epemMenU, U 3Mo peulerue ciedyem cHumamas
onpedensiouUM 045 8bINOAHEHUS U puKcayuu 3moeo 8 me-
Juyunckoi dokymenmauyuu [328].

* OOcyXImeHUEe TpemBapUTEIbHOTO IIAHWPOBAHMS
JICYCHMSI, 1IeJTb KOTOPOTO — MOHECEHNE BpauyoM MU KO-

6 Greater Manchester and Eastern Cheshire Strategic Clinical Networks. Palliative
care pain & symptom control guidelines for adults. 5th ed. [Manchester]: Greater
Manchester and Eastern Cheshire Strategic Clinical Networks; 2019.
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MaHIOW Bpaveil MalueHTy U WieHaM ero ceMbU MHMOp-
MalliM O TeYeHUW 3aboJieBaHUSI, BapuaHTaX JICYCHUS
Y TIAJJTMATUBHOM TTOMOIIM, PEKOMEHIYETCS MPOBOAMTD
JI0 TOTO, KaK TMallMeHTy CTaHEeT TPYIHO MPUHUMATh COO-
cTBeHHBIE pemrenus [321, 329].

EOK IB (YYP C, VI 5)

Kommentapum. [[eau aeuenus mocym usmeHsmvcs 6 3a-
sucumMocmu om cmaouu 3a001e6aHUs, MANCCCMU CONYM -
cmeylowell namoaoeuy U peulenus nayuenma. Yuumoleas
HenpeockazyemMocms meueHust 3a001e6anUsl, I60A0UUI0 O~
HOWEHUs NAUUEHMA K AeYEHUI) U GO3MOJICHOCHIL PACX0NC-
OeHusi MHeHUs1 00AbHO20 ¢ MHEHUEM 4AeHO8 e20 CeMblU 0 3a-
bonesanuu u obseme neueHus, HeoOX00UMO UHPOPMUPOBAMb
nayueHma u e2o0 poOCMEeHHUKO8 0 mexeHulU 3a004e8aHus,
NPOCHO3e, 803MONCHOCMAX NEYeHUSI U COBMECMHO Onpede-
aams yeau u 3adayu mepanuu [330].

3.2.3. KA (papguoyacTtoTHaa abnauusa apuTMOreHHbIX 30H;
paguoyacToTHasa aGnauua apuTMOreHHbIX 30H poboT-
accUCTUPOBaHHas; KpMoabnauusa apUTMOreHHbIX 30H)

+ Brmomaenue ponenypbl KA mst neaennst KT /2KD
PEKOMEHIIyeTCsI ¢ MCITOJIb30BAHNEM CHUCTEM TPEXMEPHOM
HaBUTALIMU (CHCTeMa KapTUPOBAHUS cepama ¢ BO3MOXK-
HOCTBIO OTOOpaKCHMST TPEXMEPHBIX PE3YJIETaTOB KapTH-
pOBaHUS) U OBBILIEHNST 6€30TTaCHOCTH U 3(PHEKTUB-
HocTH mpouenyps! [331].

PKO IIaC (YYP C, Y1/ 5)

Kommenrtapun. YV demeil yenecoobpaszno npudepicusamo-
Cs1 MAKoll Jice peKoMeHOayuu, KaxK U y 83p0CAbiX, HeCMOMPsL
Ha omcymcmeue 00Cmamo4Hol 00Ka3amensvHol 0asbl.

* V¥V mauueHToB ¢ noBTopsoomieiics YMXKT wunmu
ycroitunBoi momMopdHoit 2KT/DXK, korma XKHP un-
IYyOUPYIOTCS TIOBTOpsIomInMucs KD MaeHTUIHOIT Mop-
domornm, peKOMEHAYETCSI PAcCMOTPETh BO3MOXHOCTH
KA [47, 332].

PKO ITaC (YYP C, Y1/ 5)

KommenTapun. Y demeil yenecoobpaszno npudepicueamscs
makoll Jce peKOMeHOauuU, KaK Uy 3pocavlx, HeCMOMPS HA
omcymemeue 00Cmamo4Holl 00Ka3amenvHol 6a3ul.

KA (pammouacroTrHas adjanusi apuTMOTEHHBIX 30H;
KproadJanus apuTMOreHHbIX 30H) y manuentoB 6e3 CIIC

Oo6aacte BTIK u JIZK gacTo sIBIsIeTCs] HICTOYHUKOM
nanonaTudeckux KT u 2KD. B 70% caydaes ato BTILXK,
B OCTaJIbHBIX cllydyassx — cuHychl BambcanbBel, BTJIK,
OoJpIIIast BEHa Cepilla, SIMMKapaIualbHBIC 30HBI, a0PTO-
MUTpAIbHOE COCOTUHEHNE, PeKe — IMPOKCUMATbHBINA OT-
JIeJ1 IETOYHOM apTepuM HEIOCPEACTBEHHO Haj IyJbMO-
HaJbHBIM KJanaHoMm. Manonatuueckas odyarosast KT u3
BBIXOIHOTO TPaKTa OOBIYHO BO3HUKAET y TAIIMEHTOB 0¢3
CIIC, ogHaKO Y HEKOTOPHIX ITAIIMEHTOB OBLIN BBISBICHEI
He3HauMUTe/IbHbIe U3MEHEHUs 10 naHHbIM MPT.

2KT u3 évixoonozo omoeaa cepoua

* Brimonnenue KA KA mpenmnonaoXuresibHO U3 00-
nactu BTILK pekomMeHOOBaHO MpM HAJIUYUU CUMIITO-
MOB W/min B ciaydae HeaddekTuBHOCTH AAT (K TIpH-
Mepy, BAB), a Takke y MallMeHTOB ¢ HApYIICHUEM CH-

crommueckoit dyuakumu JIXK Ha done gacroir 2KT/XKD
[47, 114, 332, 333].

EOK IB (YYP C, VI 5)

Kommentapun. [layuenmam ¢ XKT/XKD npednoroxncu-
menvro u3z BTILK pexomendosana KA 6 kauecmee memo-
da nepeoeo evibopa, moeda kax npu KT/XK9 uz BTILK eé
8bINOAHEHUE cAedyem pacCMampusams MoaAbKo npu Omcym-
cmeuu agppexma AAT.

* Brmonnenne KA ONBITHBIMU CITEIIMATACTAMM IIJIST
negenust KT /2KD npenmonoxurensao u3 BTJIK, obmactu
aopTaJIbHOTO KJIallaHa win srmKapananbHoit 2KT/2KD pe-
KOMEHIOBAHO Y CUMITTOMHEBIX ITAIIMCHTOB TIpX Hea(pPek-
TuBHOCTU Tipuema 1 1 6onee AAII, xiacc IC, a Takxke
MIpY HeXeJTaHWU TTallMeHTOB HAXOOUThCS Ha JTOJITOCPOU-
Hoit AAT [184, 334].

EOK I1aB (YYP C, VI 5)

* KA mna negenus KT /XKD mpenrononuTebHO U3
CcUHYCcOB BanbcanbBbl peKOMEHIOBAHA TOJIBKO MPU HEAP-
dextuBHocTH Teparmuu AAIT, knacc IC [334].

EOK IC (YYP C, VI 5)

* DnmKapauadbHBIA mmomxon mis abmanmm KT /KD
PEKOMEHIOBAaH TOJBKO TTociie Hed(h(hEeKTUBHOI 3HIOKap-
muanbHoit admanmy KT /2KD n3 BEIXOTHBIX TpakToB [335].

EOK IC (YYP C, VI 4)

KommenTapun. boavuiHcmeo 04azo8bix snuKapouaibHbix
KT 6o3nukarom 6 HenocpedcmeeHHoll 0au30cmu om Kpyn-
HbIX CepOeHHbIX 6eH UAlU KOPOHAPHLIX apmepuil, U eAa6HbIM
PUCKOM MAaKoil npouedypul s645emcs nospejcoeHue Kopo-
HApHOU apmepuu.

bonee nodpobnas ungpopmayus o npogedernuu KA y na-
yuenmog demckoeo eospacma 6e3 CIIC ¢ Paszdene 3.5.

Houonamuueckas ae6oxceaydouxosas maxurxapous

Yame Bcero BcTtpevaercs dpacuukyiaspHas KT ¢ jgo-
Kanu3alneil e pUCHTPW B 00JACTU pa3BETBICHUIA
3aJHell BeTBM JieBoii HOXKM mydka [uca (>90%), uspen-
Ka — TMepemHeil BeTBU, KOTOpasl pa3BUBacTCA IIaBHBIM
obpasom y mononbix moneit 6e3 CIIC. Metomom mep-
BOTO BEIOOpA IJI JICYCHUS TAKMX MAIIMCHTOB B OIIBIT-
HBIX LeHTpax sBiasgercss KA, mockonabKy 3aboyieBaHue
BCTpPEYaeTCsI B OCHOBHOM Y JIMII MOJIOIOTO BO3pacTa,
¥ JUTUTEIbHOC MEIUKAMEHTO3HOE JICUCHNE B 3TOM CIIy-
yae He3((PEeKTUBHO.

KT u3 nanuaasapuvix moiuy, 06aacmu Koavla Mumpas-
HO20 UAU MPexXcmeop4amo2o KAanana

» IIpu orcyrcrBuu addexra ot meueHust 2KT/2KD uz
MMaNMJUTIPHBIX MBI, 00JIACTH KOJIbIIa MUTPAIBHOTO WU
TpexctBopuaroro kiamaHa AAIL, kmacc IC, n/mm BAB
pekomengoBaHa KA [47, 336].

EOK IC (YYP C, VI 5)

Kommenrapun. [Ipu kapmuposanuu u evinosHenuu abaa-
YuU 8 30He NANUAASAPHBIX Mblull, 00CIMAMOYHO CAOICHO 00-
cmu4b cmabuabHO20 NON0JNCEHUSI Kamemepa, 8 C8s3U C Yem
PeKoMeHdyemcst MpanHccenmanbHblii OOCMyn 8 psioe cay4aes
U KOHMPOAb ¢ NOMOuLb0 Hympucepoeuroil IxoKI. Yenewrnas
abaauust modxcem KpaiiHe peoko 0CAONCHAMbCS MUMPANbHOU
peaypeumauueil.
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KA (pammouacrorHass adjanusi apUTMOTEHHBIX 30H;
KpHoa0Iamus apuTMOreHHbIX 30H) y mamueHToB ¢ CIIC/
nuchynkumein JIZK

V nmanmenToB ¢ qucyHkimeit JIK u yeroitunBoit KT ma-
TO(U3NOTIOTUUCCKII MEXaHN3M apUTMIHI BO MHOTHUX CITydastx
3aKIIroUaeTcs B (QOpMUPOBAHIH Kpyra pueHTpH Ha (hoHE pyo-
ILIOBBIX I3MEHCHMIA, ¥ TIETBIO aOJIAINHN SIBJISICTCS KPATIICCKIIA
repereek B 06acT 3toro kpyra. 2KT y TakKMX MalmeHToB
yarme Bcero mMeeT MOHOMOPMHBINA xapakTep. [Ipemmodr-
TEITbHOM KOHEYHO! TOYKOI ITPOLICAYPHI SIBJISIETCS OTCYTCTBHEC
moobIx nHAynMpyembix 2KT. B ciydae pa3BuTust asieKTpuye-
CKOTO IITopMa BEITIoTHEeHNEe KA MoXeT crioco0CcTBOBATh €TO
MIPEKPAIICHNIO, a TAKKEe CHU3UTh YaCTOTY TTOBTOPHBIX 31T~
30II0B TT0 CPAaBHEHUIO ¢ MEIMKAMCHTO3HOIT Teparmeii.

* BrmonHeHMe HEOTIIOXKHOM KA B OIBITHBIX IIEHTpax
PEKOMEHIIOBAHO Y TAIIMEHTOB ¢ HerpepbiBHOM KT mmn
SJIEKTPUICCKUM IITOPMOM, IIPUBOASIIINM K TOBTOPHOMY
HaHeceHUIO okoB MK I*** [47, 153, 154].

EOK IB (YYP C, VI 5)

Kommenrapun. YV demeil yeaecoobpaszno npudepicusamo-
Cs1 MAKoll Jce peKkomMeHoayuu, KaxK U y 83p0CabiX, HeCMOMPsL
Ha omcymcmeue 0ocmamo4Hol 00Ka3amenbHol 6asbl.

* Hasnauenme #ammomapoHa** mmm KA pexkoMeH-
IIOBaHBI TMAllMEHTAM C TIOBTOPHBIMU ImokKamm MK ***
BeneacTsue yeroiunsoit KT [100, 106, 234].

EOK IB (YYP C, VI 5)

Kommenrapun. /[o3br amuodapona™* oas 63pocavix na-
yuenmos u #Hamuodapona** oas demeil npedcmasneHvl
6 Ilpunoxcenuu A3 (mabn. A3.1-A3.4).

* BrmomHnenne KA pekoMeHIOBaHO IOCTIE perucTpa-
MK TiepBoro anm3ona ycroituuBoit KT y HeKOTophIx ma-
uueHToB crapiue 18 met ¢ MKI*** mis cHuXeHust puc-
Ka TIOC/IENYIOINX cpabaThIBaHU ycTpoiicTBa [235-238].

PKO IIaB (YYP B, VI/I 2)

Kommenrapun. /[1a npunsamusi no0obHo20 peuieHus: He-
00X00UMO KoANeKmMuUBHOe 00CyicoeHue 8paua-Kapouonoea
U Cneyuanucma, bINOAHAUe20 KamemepHole 8Meulament-
cmea. Boinoanenue KA yenecoobpasno 6 meduuurckom yu-
pexcoenuu, 001a0arOWUM ONbIMOM NOOOOHBIX NPOUEOYD
(onvimuom yenmpe). Ilpu nesozmoxncnocmu evinonnenus: KA
Y MaKux nayueHmos yeaecooopasHo Ha3HaveHue amuooapo-
Ha**. Jlosbl amuodapona™* ons 63pocavix nayueHmos npeo-
cmasenenvt 6 Ilpunoxcenuu A3 (maba. A3.1).

* ¥V nauueHToB ¢ nucdynkuueit JIZK, HarpaBiaeHHbIX
Ha KA KA, npenpouenypHast Wi BHYTPUIIPpOLIEAYpHAast
BU3yaIn3alus pPeKOMEHIYeTCs IUIST MCKITIOUCHUSI TPOM-
603a mojyocteit cepoma [337-339].

EOK IB (YYP B, V1] 2)

* YV B3pOCIBIX TMAIIMEHTOB C HEUIIEMUYCCKOM WIIH
WIIeMUYCCKO KapIMOMUOMIATUSIMU, HaIlpaBJIeHHBIX Ha
KA XT, pexomengoBana MPT-Busyanuzauuss Muokap-
Ia 11T TIOBBIICHUS 3(D(OEKTUBHOCTH BMEIIATEIHLCTBA
1 CHIXKeHUs BepossTHocTH penuanBoB KT [340, 341].

EOK IIaB (YYP B, VII/ 2)

* YV manueHToB cTrapuie 18 neT ¢ pyOel-accolm-
npoBaHHoi KT pekomeHnoBaHa abnalust cyocTparTa mist

TMOBBIICHUS 3(P(PEKTUBHOCTH BMEIIATEILCTBA M CHIIKE-
HUS BeposiTHOCTH peunauBoB KT [342, 343].

EOK IB (YYP B, V11 2)

* PexoMeHIOBaHO MYJIBTURJICKTPOIHOE KapTHPOBa-
HIUE BBICOKOIl TIOTHOCTU IUIST OoJiee TIOJTHOM XapaKTe-
PUCTUKM apUTMOTCHHON TKaHM B Iporecce KA pyoelr-
accormupoBanHoit KT mwrs mossimeHnsT 3G eKTUBHOCTH
BMEIIATCIIFCTBA M CHIDKCHUSI BEPOSITHOCTH PEIIMINBOB
KT [47, 332, 344-346].

EOK IIaB (YYP C, VI 5)

KD y nauuenmos ¢ CIIC/ouchynxuueii JI2K

* ¥V nmammenroB ¢ CITIC/muchynkmueit JIXK ¢ gacroit
cumnitoMHo#t KD mmm mostopstiomeiics HY KT peko-
MeHIoBaHO BeITIoHeHue KA [47, 332, 347].

EOK IIaB (YYP C, YVI/ 5)

* Ilpu Hammuuu ngucdynkumm JIZK, acconmnpoBaHHOM
¢ KD, pekomeHnoBaHo TipoBeneHue KA [47, 332, 347].

EOK IIaB (YYP C, VI 5)

3.2.4. MoaynsiuMa aBTOHOMHOW HEPBHOW aKTUBHOCTU
(HeiipomMoaynaums)

OO6mrenpr3HaHa pojIb aBTOHOMHOI HEpBHOIT CCTEMBI
B pa3BuTHM aputmuii [348]. PaHee 6bLIO IPOIEMOHCTPU-
pOBaHO, YTO CUMITAaTHYECKAasT aKTUBAIIUS UTPaEeT KITFoUe-
BYIO poJib B UHAYKIUU KA, 0COOEHHO MPU HEKOTOPHIX
HaCJICICTBEHHBIX 3a00JIEBAHUIX, TAaKUX KaK BPOXICH-
aeriit CYUQT u KITXKT [349, 350], a 1eBOCTOpPOHHSIS
CUMITaTU4YeCKasl TeHepBallus cepAlla CHUKACT YacTOTY
APUTMUYECKIX 0OMOPOKOB TIpu BpoxkaeHHoM CYUQT
[351]. Joka3aHa >pPeKTUBHOCTH CUMITATUYECKOIT OJT0-
KaIbl cepliia ¢ MTOMOIIBI0 Pa3INYHBIX ITOIXOM0B (Topa-
KaJbHON 3MUIypalbHOI aHECTe3Ur, YPECKOXKHOI 0JI0-
KaIbl 3Be309aTOTO y3j1a MW XUPYPTAIECKOU pe3eKIINT
3BE3M9YATOTO TAHTIIMSI) B CHIDKCHUM TSDKECTH apUTMHU
npu pedpaxkrepHoit XKT/DXK [159, 162]. Heobxomumbl
MaTbHEWIINE MCCICAOBAHUS IJISI BBISIBICHUS KOTOPTHI
NalnKreHTOB ¢ HauboJbleit 3(p(HeKTUBHOCTHIO HEAPOMO-
DYJISTIIAN 719 KynupoBaHUS 1 mpodumakTuku 2KT/DXK.

* ¥V B3pocabix nauueHToB ¢ XKT/®XK 1 Heapdek-
TUBHOU Tepanmeit BAB n/wnm npyrumu nexapCcTBEHHBI-
MU TIperapaTaMHu IJIsT IeYCHUST HapyIICHUI pUTMa Cepi-
ma, korma KA HeadhekTnBHA, TPOTUBOTIOKA3aHAa TN He-
BO3MOXHAa, PEKOMEHAYETCSI PACCMOTPETh BO3MOXHOCTH
CUMIIATUYECKOI AeHepBauuu cepaua [161].

PKO IIaB (YYP C, V] 4)

3.3. BepeHune naumeHToB ¢ oTAE/IbHBIMY BUAAMU
HO3010ruNn
3.3.1. Uguonatnyeckue XA

Nnuonatnueckumu HaswiBaoT KA 6e3 CIIC u ka-
Hajionatuii [5].

 Jlmmam ¢ 6eccummTomHO# KD 6e3 CITC /v Ha-
CIEACTBEHHOM KaHAJIOMNATHH, KOINA IO SKTOIMMYCCKIX
KOMILIEKCOB >10% OT 0011Eero KOoJInM4ecTBa CepaeYHbIX CO-
KpateHuii mo nTaHaeIM XMOKT, vmm mpu Haymuum HY KT,
pEKOMEHAYETCS TMHAMUYECKOe HAOIIONeHME JIJIST BO3MOXK-
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HOTO BBISIBIICHUST 3a00JIeBaHMST CEPACUYHO-COCYIMUCTOMN CH-
creMbl [47, 351-354].

EOK IC (YYP C, VI 5)

+ [Mamuenrtam ¢ 2KB/2XKT ¢ mopdonorneit QRS xom-
IUICKCOB, HE TUIWYHOI IS MOMOMATUICCKUX apUTMUIA
Iaxke TP HOPMaJTbHBIX pe3yabratax 9xoKI, pekomeHmo-
BaHO BhInoyiHeHe MPT cepaua mist AMarHOCTUKU CTPYK-
TypHOM Tratosorum [62, 184].

EOK IIaC (YYP C, VI 5)

* Pexomennosano nposenenne MPT cepmaia mipu 11o-
IIO3pEHNHM Ha KapOIMOMMOIIATHIO, MHAYIIMPOBaHHYO KD
(mumaTamys MOJIOCTe cepriia M CHIDKEHHME COKPaTHMO-
ctu Muokapaa JIXK) [62, 355-358].

EOK IIaB (YVYP B, V1] 3)

* V mammenrtoB 6e3 CIIC/mucohynkmuu JIK menu-
KaMEHTO3HOE JIeUYeHNe OeCCHMITOMHON HedacToil KB/
HY2XKT He pekoMeHAOBaHO, T.K. Y 3TUX MAlIMEHTOB HU3-
knit puck BCC u He Tpebyetcs e€ npodwmnaktuka [191,
356, 359, 360].

PKO IIIC (YYP C, Y1 5)

Kommentapun. C nozuyuu pucka BCC nayuenmor 6e3
CIIC umerom 6naconpusimubulii NPOSHO3 6HE 3ABUCUMOCIU OM
8uoa Kcenyo0ouKo8ol IKMONUHECKOU AKMUBHOCMU U 00uje2o
xoauvecmea K2 6 cymxu [181, 182, 154].

* BAB, AAII, knacc IC, wim celeKTUBHBIE 0JI0KATO-
PBI KaJIBIIMEBBIX KAHAJIOB C MIPSIMBIM ACCTBUEM Ha Cepl-
e (#BepamaMmr**) peKOMeHIOBaHbI Y MAIIMeHTOB ¢ XKD/
KT u3 BTILK u npu namonaTuyecKoil JIeBOXeIyI04KO-
BOM (hacHMKY/ISIPHON) TaXUKapIUU TPU HAJTAIUU CHM-
IITOMOB B ClIyyae OTKa3a IMaleHTa OT IpoBemeHus KA,
a TaKKe €CJIM ¢ TPOBEICHNE HEBO3MOXKHO WIJIM acCOLM-
HMPOBAHO C BBICOKMM puckoM [47, 183, 357, 358].

EOK IIaB (YYP C, V1] 4)

KommenTapumn. [lepeuens npenapamos c ykazaunuem 003 045
83pOCabIX nayueHmos u demeil npedcmasner 6 Ilpunodcenuu
A3, mabauyor A3.1 u A3.3).

Memodom evibopa aewenuss 2KB/2KT uz BTILK u uouo-
namu4eckoll 1e80xceay0ouKo80il ((hacyuxkyspHoiL) maxuxkap-
ouu siensiemes KA.

+ [MTammenTtam ¢ nnnonarmdeckoit 2KB/XKT ¢ nokamm-
3anueit BHe BTIIK mpu Hanmuumu CUMIITOMOB PEKOMEH-
JIOBaHO Mcnoyib3oBaHue BADB 1M celeKTUBHBIX OJIOKATO-
POB KaJIBIIMEBEIX KAHAJIOB C TIPSIMBIM ACHCTBIEM Ha CepI-
e (#Bepamamuna**) [47, 100, 183, 333, 357].

EOK IC (YYP C, VI 5)

KommenTapumn. [lepeuens npenapamoé c ykazaunuem 003 045
83pOCabIX nayueHmos u demeil npedcmasner 6 Ilpunoxceruu
A3, mabauybr A3.1-A3.4).

« AAII, xmacc IC, mpy HaTUYNM CUMIITOMOB PEKO-
MEHIOBaHBI y IMAIIMEHTOB C MamomnaTmdeckoit KD/ KT
¢ sokaymsanuit Bue BTITXK [333, 358, 361].

EOK IIaC (YYP C, V] 4)

+ AmmomapoH™* He peKOMEHIOBaH B KadecTBE Te-
panuu TepBOM JIMHUU Y TTAIIMEHTOB C MAWOIIATUICCKH -
mu XKB/XKT [5, 182].

EOK IIIC (YYP C, V] 5)

Kommentapun. Haubonee sghghexmugnsimu cpedcmeamu
neuenuss 2KB/HYXKT y e3pocavix auy 6e3 CIIC seasomes
AAII, kaacc IC (nponageron™*, dusmuramuHonponuoHul-
SMOKCUKAPOOHUNAMUHODEHOMUA3UH, NANNAKOHUMUHA 2U-
dpobpomud**, gnexaunud) [183, 188, 189, 194, 195, 199,
202-204, 358], a maxace amuodapor™®*. Ilpumenenue amuo-
dapona™* y 0anHOUl epynnsl NAUUEHMO8 0SPAHUYEHO BHEeKap-
duanvroimu nobouHsimu Agpgexmamu [ 192] u yeaecoobpasmo
auws npu Haauuuu CIIC, exarouas kapouomuonamuio Ha ¢o-
He wacmoil KD (cm. nusxce) [186, 192]. [lepeuens npenapa-
moe npedcmasnet 6 Ilpunoxcenuu A3, mabauyax A3.1u A3.3.

* YV B3pOCIHBIX MAIIMEHTOB C KapOIMOMUOIIATHEiT Ha
¢doHe yacToit MoHOMOpdHOIT 2KD MennkameHTo3HasT AAT,
BKJTIOUAsT aMHOOapoOH**, peKOMEHIOBaHA B CIyJae OTKa3a
mareHTa ot mpoBeneHus KA, a TakKe eciy ee TIpoBe-
IeHMEe HEBO3MOXHO, aCCOIIMMPOBAHO C BEICOKMM PHCKOM
i 66ut10 Hed(dekTuBHBIM [187, 362-364].

EOK IIaC (YYP B, VI/I 2)

Oo6macts BTTIK 1 BTJIZ2K gacTo sIBIIsIeTCSI HCTOUHIKOM
nanonatndyeckux KT u XKD [333, 365]. B 70% ciyuyaes
910 BTILK, B OCTaNbHBIX cly4yassx — CUHYCHI BajbcasibBhI,
BTJLK, Gosnbliast BeHa cepalia, SIMKapaIvaibHbIe 30HBbI,
a0pPTO-MUTPAIBHOE COCAMHEHNE, PEXKe IMPOKCUMATbHBIN
OTIEN JIETOYHOM apTepUU HEITOCPEACTBEHHO HaM ITYJIhb-
MOHaJIBHBIM KiiarmaHoMm [334, 335, 364, 365].

Nononatnueckast 2KT 13 BBIXOOHOTO TpaKTa OOBIYHO
BO3HUKaeT y manueHToB 6e3 CITIC, omHaKo Y HEKOTOPBIX
MMAIICHTOB OBLIN BHISIBJICHBI HE3HAYNTEIbHBIC N3MCHEHMS
o manHeIM MPT. Unnonarnueckas 2KT oObryHO mMmeeT
IOOPOKAYECTBEHHBIN XapaKTep, HO B HEKOTOPHIX CITydasx
Bo3MoxHa 3okauecTBenHas KT [333, 363, 364, 366, 367].

+ KA pexoMmeHmyeTcsT MallMEHTaM C CHUMIITOMHOM
XKO/KT u3 BTILK B KxauecTBe Tepalmy IIepBOi TUHUU
[5, 47, 192, 368].

EOK IB (YYP C, VI 5)

+ KA pekomeHayeTcs maleHTaM ¢ MIAOMaTHICCKOM
CHMIITOMHOI JIEBOXEITYIOUYKOBOM ((hacIMKYISIPHOI) TaxXu-
Kapaueil B Ka4eCcTBe Tepanuu repBoit tuaun [5, 193, 368].

EOK IB (YYP C, VI 5)

+ KA pekomeHmyeTcsT y MMallMeHTOB crapire 18 jer
¢ uamonatudeckoit cummromuoi KD/2KT ¢ mokammza-
it BHe BTTIK [47, 193, 368].

EOK ITaC (YYP C, VI 4)

Kommentapun. KA XK9/KT ene BTIIK (BTJIK, snu-
Kapouanvras A0Kaau3ayus, NAnUAISpHbIe MbLULLbL, KOAb-
Ua MUmMpanbHo20 U MPUKyCRUOANbHO20 KAANAHO8) Hepeod-
KO conpsijceHa ¢ MexHuvecKkumu mpyoHocmamu u oOoaee
BbICOKUM DPUCKOM 8Meuamenscimed, no3momy peKomeHoo-
sana kax arvmepuamuea AAIl, kaacc IC, npu neaghgpex-
muenocmu BAD.

* 'V acCUMIITOMHBIX TTALIMEHTOB CTapIIe 18 JIeT ¢ 1IeNpio
npoduIaKTUKU cucToandeckoit nuchpynkunu JIZK Benen-
CTBHE KapIMOMUOIIATUN, WHAYIUpOBaHHOK XKD, peko-
MEHOYETCS PACCMOTPETh BO3MOXKHOCTD BBIMTOJTHEHHST KA
naronaTudeckmux KD, Korma moJsT SKTOIMMYECKUX KOM-
miekcoB cocTanisieT >20% OT 00IIero KoJM4ecTBa cep-
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IIEYHBIX COKPAIEHUIT B CYTKH 110 JaHHBIM XMOBOKI [193,
216, 369].

EOK IIaB (YYP B, VI 3)

* BrimomHenue KA pexkomeHmyeTcsl malmeHTaM
C KapamoMHOMaThel, pa3BUBIICICS BCIICACTBIC YaCTOM
MoHoMopdHoit KD [47, 193, 216, 370-372].

EOK IC (YYP C, VI 5)

3.3.2. UBC
3.3.2.1. OKC v ocTpebiii IM y B3pOC/bIX NALMEHTOB

Yacrora KA ipu OKC Ha rocnuTaJbHOM 3Tarie CHU-
3UJIach 3a CUeT paHHEH M aKTUBHOM peBaCKYISIPU3ALNU
1 CBOEBPEMEHHOM afgeKBaTHOIT (hapMakoTepanuu. TeM He
MeHee y 4-12% naumentoB ¢ UM ¢ moabeMoM cerMeH-
ta ST (MMnST) B mtepBbIie 48 94 ¢ MOMEHTA TTOSIBJICHMS
cuMnToMOoB pasBuBarotcs KA [373-375].

Jopenepdy3roHHbie 2KA BCTpeyaroTcs yallle, YeM pernep-
(GYy3MOHHO-UHIYIIMPOBAaHHBIC WM TIOCTpeIepdy3MOHHBIC
apurvun ipy UMnST [376]. TemonrHaMuyecKass HeCTaOMITb-
HOCTb, KapamoreHHsIi 1ok, @B JIK <40%, a Takke cymMMa
OTKJIOHeHMIT cerMeHTa ST BO BCEX OTBEHCHMUSIX, SIBIISIIOTCST
He3aBUCUMBIMHA TIpeaukTopamu KA kak ipyu UMnST, tak
n 6e3 Hero [373, 377]. KpoMme Toro, paHHSIS peroisgpu3alins
cBs13aHa ¢ ToBbIeHHBIM prickoM 2KA 1 BCC nipu OKC [378].

Ilpodpuraxmuxa KA npu HMnST

Cpounas perniepdy3us sIBIseTCS Hanbojiee BaXKHOI Te-
pammeii [379, 380], T.K. ocTpast MIIeMHUST BRI3BIBACT apUT-
mun. Jleuenne BADB Takke 1ieiecooOpa3HO 1Sl TIpeaoT-
BpameHust KA [381, 382].

B cirygae OKC 1 moBTOpHO# CTOMKOM 1/MJTN TEMOIH -
Hammnyecky 3HaumMoit KT mim @K ObicTpas M ycrenr-
Hasl peBacCKy/ISIpU3alis MMEeT KITIOUeBOe 3HAUCHME IS
MPOMWIAKTUKY TIOCICAYIONINX apUTMUM 1 JOJKHA BbI-
MOJIHATHCI 0e3 TmpomemteHns [383-385].

+ PexoMeHIyeTcsT pacCCMOTPETh BO3MOXHOCTh SKCTPEH-
Hoit KAT, mpu HeoOXonMMOCTH ¢ peBacKyJIsipu3alueii, y ma-
LIMEHTOB ¢ MOBTOpHBIMU s13onamu KT mwm @K, korma
HE ymaeTcsl MCKJIIOUMTL MIeMHUIo Muokapaa [2, 47, 386].

EOK IIbC (YYP C, VI 5)

* DKcTpeHHaAs periepdy3uss peKOMEHIOBaHA TIPU
WUMnST a1 yMeHbBIIEHNST NIIIEMUYECKOTO TTOBPEKICHUS
1 DJIEKTPUYECKON HeCTaOMIBHOCTH MUOKapaa [387-389].

EOK IA (YYP B, V1 1)

+ PexkomeHmyeTcsT paccMOTpPeTh BO3MOXHOCTD BBITION -
HeHus KAT u, mpu He00OXOIMMOCTH, KOPOHAPHOM aHTHUO-
IJIACTUKY B TeUCHHME 2 I TTOCIE TTOCTYIICHUS Y TTAlIMeHTOB
¢ UM 6e3 mogpema cermeHTa ST M3 TpYIIBEI BEICOKOTO
pHCKa, B T.4. C YTPOXAOIINMHY XU3HU KA, 1T yMEHB-
LIEHUS UIIEMUYECKOTO MOBPEXACHUS U DJIEKTPUIECKOM
HecTabMmIbHOCTH MHoKapaa [373, 384].

EOK IIbC (YYP C, VI 5)

* PexomeHmyeTcsT pacCMOTPETh BO3MOXKHOCTH 3KC-
TPEHHOIT PeBaCKY/ISIPU3aLINN KOPOHAPHBIX apTepuii y Ta-
LIMEeHTOB ¢ MOBTOpHBIMU amm3ogamu KT mwm PXK mig
yCTpaHeHus nineMuu Muokapaa [374, 383-392].

EOK IIbC (YYP B, V] 1)

+ TloctymieHne B OTHEICHIE MHTEHCUBHOI Tepanin
PEKOMEHIOBAHO ITallIeHTaM, BBLDKUBIIUM ITOCTIE OCTa-
HOBKH CepIlla BHE CTECH JICYCOHOTO YUpEXKICHUS M Ha-
XOIOSIIUMCS B COCTOSTHUM KOMBI, 0e3 DKI-mpn3HakoB
UMnST na OKI nocne peanmmanuu [2, 47, 374, 392].

EOK IIaB (YYP C, VI 5)

* Cpounoe BeimojgHeHne KAIT (<2 4) pekoMeHIO-
BaHO TMALMEHTAaM, BBIKUBIINM ITOCJIC OCTAHOBKH Ceplia
BHE CTCH JICYCOHOTO YIPEKIACHNS 1 HAXOMSIINXCS B KO-
MAaTO3HOM COCTOSTHMHU, IIPYW OTCYTCTBUM HAaHHBIX 3a HE-
KOpOHApHBIE TIPUINHBI, 0OCOOCHHO Y MAIIMEHTOB C HECTa-
OMIBHOM remomnHaMukoi [374, 392, 393].

EOK I1aB (YYP C, YVI/ 4)

Kommenrapuu. Ocmpas uwemus s64s1emcs nPpUMUHOI
21eKMPU1ecKoll HecmabduAbHOCMU U NPOBOYUPY e 03HUK -
nogenue XKA npu OKC [394]. Jlas ymenvuienus 6eposimuo-
cmu KT/DXK npu OKC pexomendyemcs nasnauenue BAD
6 pannem nepuode [393, 395, 396]. B nekomopuix cayua-
AX nomoeaem KOMREHCAuUsi eUNOMAacHUeMul U 2unoKaiu-
emuu. Hueudbumopor I'MI-KoA-pedykma3svr ymeHnvuwiarom
cmepmuocms cpedu nayuenmos ¢ UbC, enagnvim 06pazom
3a cuem npedomepauieHuss NO8MOPHbIX KOPOHAPHBIX COObL-
muil, u A6AAOMCA YACMbIO CMAHOAPMHO20 NeHeHUsI MAKUX
nayuenmog [386, 387]. Bozuuxnogenue ©XK 6 pannem ne-
puode (m.e. 6 meuernue 48 u) npu OKC conposoxcoaemcs
NAMUKPAMHBIM NOBbIUICHUEM PUCKA 20CNUMANbHOL CMepm -
nocmu [397].

* B/B BBemenume BADB pekoMeHmOBaHO MallMEHTAM
¢ peunnuBupyommM KT/DXK Bo Bpems UMnST, eciau
HET MpoTuBoIToKazanuii [393, 395].

EOK IB (YYP C, VI 5)

* B/B BBemeHme ammomapoHa*™* peKoMeHIOBaHO T1a-
meHTaM ¢ penuauBupyommM KT /DK Bo Bpemst ocTpoid
daser OKC [126, 396-398].

EOK IIaC (YYP B, VI 3)

* PexoMeHOyeTCS pacCMOTpPEeTh BO3MOXKHOCTH B/B
BBEICHUS TUAOKAMHA™ TSI JIedeHUS PeHMINBAPYIOIIIX
XT/®XK, rne momgarommxcs JedeHno bADB nmu ammona-
pOHOM™** | WJIM eclid aMUogapoH™* IPOTHUBOITIOKAa3aH BO
BpeMs octpoii a3t OKC [151].

EOK IIbC (YYP A, VI 1)

* [TIpodunmakTaeckoe Ha3HAUYCHUE JIEKAPCTBEHHBIX
TperapaToB i JICUCHUS HapyIIeHWU pUTMa cepila
(kpome BAB) He pekomenmyercs marmentam ¢ OKC, He
MMEIOIINM TOKYMEHTHUPOBAHHBIX TTapoKcu3mMoB KT /MK
[214, 250, 375, 382, 399].

EOK IIIB (YYP C, V] 4)

* Wwmmmantauusg MKI*** pekomMeHIoBaHa y BLIKIB-
mmx rociie BOC BenencTBue crma3mMa KOpOHApPHBIX apTe-
puii [400-402].

EOK ITaC (YYP C, V]I 4)

Cmpamugpurauus pucka BCC ¢ ocmpuouii nepuod (nep-
evte 10 oneir) UM

BonpmmHCTBO MCCIenoBaHmiA, B KOTOPHIX OIICHUBAIIA
1esIeco00pa3HOCTh HEMHBA3UBHBIX CIIOCOOOB CTpaTH(dM-
Kallid pUCcKa, IPOBOMIINCH Ha IMalleHTaX C BBIPaKCH-
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HbeIM cHkeHrneM @B JIXK (<40%) win B CMeLIaHHBIX
rpynmax. Pesynbsrarel mus manvenToB ¢ @B JIK >40%
100 He COOOLIAUCh, JIMOO MOATPYMIITHl TAKUX TTallueH-
TOB OBUIM HACTOJBKO MaJIbl, YTO HE TTO3BOJISUIM BBITION-
HUTb IOCTOBEPHBIN aHAIN3 U WHTEPIIPETUPOBATD IOy~
YeHHEBIC TaHHBIe. B HACTOSIIINIT MOMEHT HET JOCTATOYHO
crien(UIHBIX U IYBCTBUTECIIPHBIX HEMHBA3UBHBIX METO-
OB CTpaTU(PUKAIIMK pHCKa y TMAIIMEHTOB, MePEeHECIINX
UM 1 umeronmx HopMaibHyio @B JIK.

EcTh orpannucHHBIC JaHHBIC, TTOTYICHHBIC B TTOATPYII-
nmax 6onbpmx ucciiegoBanuii, uro ITCXK MoxeT rpruMme-
HATBCS I cTpatTuduKaum pucka nociie UM y namueH-
toB ¢ @B JIK >40% [399, 403, 404]. DTOT MeTOx ceituac
OLICHMBAIOT B PaMKaXx IIPOIOJIKAIOIIETOCST UCCIICIOBAHMS
PRESERVE-EF 1o crpatudunkaunu prcka y ImalieHTOB
¢ coxpaneHHoit ®B JIK.

* HewunBasuBHBIC METOOHBI (HAIIpUMEp, OIICHKA aJlhb-
TepHanuu 3yona T, mucdyHKIMM BereTaTUBHOI CHUCTE-
MBI WJIM CUTHaJI-ycpemHeHHo#t DKI') He peKoMeHIyIoT-
cs U cTpaTU(UKAIIMK PUCKa B PAaHHMIT TIEPUOI TTOCITe
M [399, 404, 405].

EOK IIIB (YYP B, V] 2)

* Panngg (10 BRIMMCKU U3 cTallMoHapa) otieHKa OB
JIK pexomeHmoBaHa BceM maleHTaMm, rnepeHecimm UM
[2, 47, 76, 387, 406].

EOK IB (YYP B, V1] 3)

+ IloBropHast ouenka cHmxkeHHoit @B JIXK (<35%)
pekoMmeHmyercss dyepe3 6-12 Henm. mociae MM ¢ uwenbio
omnpeneeHsT HeoOXOmMMOCT MMINTaHTarmu MKJT***
s mepsudHoil mpodmraktuku BCC [2, 47, 399, 405].

EOK IC (YYP B, V1] 2)

KommenTapuu. B ocobvix cayuasx, Hanpumep, npu He-
NOAHOU pesackyiapu3auuu, npeouecmeyruem HapyueHuu
DB JIK u noseaenuu apummuu cnycms 48 4 om pazeumusi
OKC, moocro paccmompems panntoro (<40 dueil) ycmanosiy
HUKIT***. IIpu smom caredyem yuumoieamo mun KA (mo-
HomopHas, norumop@uas, naeomop@uas KT uiu DX),
a makoce oauny yuxaa KT (Hecmoiikue Kopomkue UuKawl
u Hecmolikue OauHHble yukaol). Ecau evinoansemcs npo-
epammupyemass CmumMyasiyus, 0ONOAHUMENbHO OUEHUBAIOM
UHOYKYUIO U MUN UHOYUUPYeMOoil apummuu (MOHOMOPPHAs
XT, noaumoppuas XT, DX) [242].

* PeBackynsgpuzainst KOpOHApPHBIX apTepUil peKo-
MeHJ0BaHa MmaureHTaM co cHikeHHoit @B JIK u npen-
IIESCTBYIOIINMHU el TIpU3HAKaMU UIIEMUN MUOKapIa IJIsT
cHmkenus pucka BCC [2, 47].

EOK IB (YYP C, VI 5)

3.3.2.2. XpoHnueckasi VIBC y B3pOCnbIx NALMEHTOB

Ilepsuunas npopuasaxmuxa BCC y 60abHbIX CO CHUIICCH-
noii OB JIK

Yepes 40 nueit mocie UMnST npumepro y 5% ma-
mentoB OB JIXK cranoBurcs <35%, 4TO yBEIMYMBAET
puck BCC [399, 405, 406]. ITanmenram ¢ @B JIXK <35%
n cumnTomamu XCH ®K xiracca 11 u 11T o NYHA pe-
KoMeHIyeTcs TepBuaHas npodmiaktuka BCC MeromoM

nMmrutantanmn UK** [223]. Ummmanatamusgs MK #**
TaKKe JOJDKHA PAcCMAaTPpUBATHCS Y OECCUMIITOMHBIX T1a-
ureHToB ¢ @B <30% [245]. B aT0ii rpyIiiie MalueHTOB
CHIKeHNE cMepTHOCTH ¢ TTomonbio MKJI*** 6110 T1po-
JIEMOHCTPUPOBAHO B YETHIPEX PAHIOMU3UPOBAHHBIX KITH-
HUYECKUX HuccienoBaHusx [223, 243-245]. ITauneHtam
¢ UBC co camxennoit ®B JIXK (<40%) u 6eccuMnToM-
noit XT, nanyunpyemoit ¢ momompio ITCXK, pekomeH-
nmoBaHa mmImianTanusg MKI*** He3aBUCMMO OT Kiacca
NYHA [244].

C MoMeHTa TyOJIMKAIIMU BBIIICYTIOMSHYTHIX HCCIIe-
MOBaHUI pacIIMPUIOCh IIPUMEHEHNE paHHE peBacKy-
JIIpU3allii W OBITA BHEOPEHBI HOBBIC IIperapaThl IS
teparmun CH, uro cHM3MIo oommii puck BCC y mamu-
entoB ¢ CH [407, 408].

* [TammenTtam ¢ 0OMOpoKoM 1 TiepeHeceHHBIM UMNST
pekomeHgoBaHa [TCXK, eciim 0OMOpPOK ocTaeTcsl HEOOBSIC-
HUMBIM TOCJIe HEeMHBa3uBHOTO obciienoBanus [407, 408].

EOK IB (YYP C, V11 5)

o WMwmmrantanusga UK*** pekoMmeHnyeTcda TmanueH-
tam ¢ UBC, cumnromamu XCH (II-111 xiracc mo NYHA)
u OB JIXK <35% na ¢pone OMT, mpomosmkaroieiics
>3 Mmec. [223, 245].

EOK IA (YYP B, VI 2)

* Wmmmanranusa UKJT** pekomeHnoBaHa MalieHTaM
¢ UBC, cumnromamu XCH @K I mo NYHA u ®B JIK
<30% na done OMT, npomosrkaromeiics >3 mec. [245].

EOK IIaB (YVYP B, V] 2)

* WMwmmrantanuga UKJI*** pekomeHmoBaHa TaliieH-
tam ¢ UBC, ®B JIXK <40%, Ha dhone OMT, nponosrka-
fomeiics >3 mec., 1 YMXT, ecnmn oHa MHAYLMpYyeTCS
¢ omompio TTCXK [244].

EOK IIaB (YYP B, V] 2)

* [Mammentam ¢ UBC, He nMeOIUM JTOKYMEHTHU-
POBaHHBIX YCTOMUMBEIX TTapokcu3mMoB KT /DK, He pe-
KoMeHayetcsa npodunaktuueckas AAT, kpome BADB
[218-220].

EOK IIIA (YYP B, V11 2)

Bmopuunasa npogpuraxmuxa BCC u aevenue 2KA

* Wmmmanranmga UKJI*** pekoMeHmyeTcs naupueHTam
6e3 IIPoIoJIKAIOIICCS NIIEeMHUH ¢ TTOATBepxkaeHHO P2K
WIN TeMoguHaMudeckn 3HaumMoi KT, Bo3HMKAaloOIIei
no3aHee yeM uepes 48 4 mociie UM [225, 244, 409-411].

EOK IA (YYP B, VI 2)

« KA pexkomenmoBana nanveHtam ¢ MBC n pe-
nuauBHpytomei cuMnToMHol YMXKT n/mmm 1mokamu
NKI*** mpu YM2KT, HecMOTpsI Ha MOCTOSTHHYIO Tepa-
nuio amuogapoHoM™**, BMecto ycunenust AAT [153, 156,
158, 240, 337, 412].

EOK IB (YYP B, V11 2)

« JlobGaBiieHHWE IIEpOpaIbHOTO aMuomapoHa™* wmian
3ameHa BADB cortamomoM™* pekxomMeHIOBAaHBI MallEHTaM
¢ UBC ¢ penupuBupyromieit cummromMHoi YM2KT n/vunn
mokamMn MKJI*** nnga xymmupoBanusg YMXKT Bo BpeMs
neyenust BAB [149, 411].

EOK IIaB (YYP B, V] 2)
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* Wwmmurantanuga UKI*** pekomeHmoBaHa TaneH-
TaM ¢ TeMommHamMmudeckn 3HaumMoii YMXKT n @B JI2K
240%, ecmu KA KT HeaddekTrBHA, HENOCTYIIHA WU
HexenaTeabHa [5].

EOK IIaC (YYP C, VI 5)

+ KA pexomennoBana manuentam ¢ MbC u permam-
pupyoomeii cumntoMHoi YMKT mmm mokamu MK T ***
npu YMXT, Hecmotrps Ha jeueHne BADB unm corarno-
Jom** [235].

EOK IIaC (YYP B, V] 2)

* PexkoMmeHIyeTcsT paccMOTPETh BO3MOXHOCTH KA
y mmarmmeHToB ¢ MBC, KOTOpBIM TTOKa3aHa MMILTAHTALIMST
NKJI***, HemocpeacTBEHHO MepeI WIN cpasy Mociie NM-
rra"Tam MKJ1*** 9T00BI yMEHBIIUTE KOJTMYECTBO BO3-
MOXHBIX TTocienytomumx anu3o00B KT u mokoB MK T***
[340, 411-413].

EOK IIbB (YYP B, VI 2)

* VYV nauuenroB ¢ UBC u remonnHaMu4yecky cTaOWIIb-
Hoit YMKT u ®B JIXK >40% KA B ONBITHBIX LIEHTPax
pexoMmeHnyeTcs Kak anabrepHatuBa MK/I*** mpu ycio-
BUU TOCTIDKeHUS HemHAayumpyemoct KT u snmuMmumHa-
LIMH BCEX MTO3THUX U (DparMeHTUPOBAHHBIX SJIEKTPOTPaMM
MUOKapaa XeaynoukoB [411-413].

EOK IIaC (YVYP B, V] 2)

Aneepusma JIZK. Huemuueckas xapouomuonamus. XCH

* Yacrora pa3Butus 1 TsKecTh 2KA BO3pacTaroT I10
Mepe yrsokeiaeHnss CH, omHako IporHOCTHYECKOE 3Ha-
yeHune KA mrg onenku pucka BCC noka HesscHo. OMT
nAIl® (mmu APA tipu HenepeHocnmoct HAIID), BAB
WJIN aHTaTOHUCTAaMHM aJIbIOCTepOHA peKOMEHIOBaHA ITa-
mueHTaM ¢ XCH u cucronmnueckoit mucoynkmmeit JIK
(®PB JIXK <35-40%) nist cHUKeHUsT 001eil CMepTHOCTH
u pucka BCC [169, 414-417].

VYVYP B, VI 1

* Xupypruueckasi pekoHcTpyKuus JI2K Bo Bpemst Ko-
POHApPHOTO MTYHTUPOBAHUS PEKOMEHIOBAHA Y TTAIIEHTOB
¢ XCH III-1V xmacca mo NYHA, y naumeHTOB ¢ 00JIb-
moii anespusMmoit JIK, GonblimMm TpoMOOM, 3MMU301a-
MM TPOMOO3MOOINY B aHAMHE3¢ WX B ClIydae apUTMUU
BCJIEICTBUE aHEeBpU3MBI [418-421].

EOK IIaA (YYP B, Vi1 2)

Kommenrtapuu. [leav xupypeuueckoii peKOHCMpPYKUuu
JI2K — yoanenue py6uo6oit mkanu npu nomouju pe3ekuyuu
9HAOKaApPOa u SHO0BEHMPUKYASAPHOL NAACMUKU C HOPMAAU3A-
yueil gpopmot u 06séma JIXK ons yayuwenus ouacmonuueckoi
U KOHUCHMPU1ECKOU CUCMOAUHECKOU QIYHKUULL, UCKAIOYeHUe
30Hbl PUCHMPU, YCMPAHEHUE UeMuU MUOKapoad, UcnpasieHue
dunamayuu Koasbya MmumpanvHoeo kaanaua [417-418, 421].

Xupypeuueckoe aeuenue KT

K xupyprugeckum metomam siedeHmnsT 2KA OTHOCSITCS
abImalys ¥ pe3eKLns SHIoKapaa. Xupypruueckas admammst
MOXET BEITIOTHATHCS SHIOKAPANAIHHO W STTUKAPIUATBHO
pamTMoOYacTOTHBIM TOKOM BBICOKOIM YacCTOTHI (pammodac-
TOTHasI a0JalMsI apUTMOTCHHBIX 30H) WU C TTOMOIIBIO
3aMOpakKUBaHUS MUOKapma (Kproadjalust apuTMOTEH-
HBIX 30H). Jlokaym3anmst 30H 2KA 10JKHA OBITH BEISIBIIC-

Ha ¢ momonisio BCOMU 1o omepauny u yrToyHeHa Mpu
TIPOBENCHNH KapTUPOBAHUS BO BpeMs OIepallii Ha OT-
KPBITOM CepIle.

« Xupyprudeckas abjalis B OIBITHBIX IIEHTPaxX ¢ 00sI-
3aTeIbHBIM JIEKTPO(PU3NOIOTHICCKIM KOHTPOJIEM (MH-
IOYKIMET) TIoCIie oTepald peKOMEHIOBaHA MalleHTaM
¢ pedpaxrepHoit K Tepanun KT, pu HeyCIIeITHON MIH
HEBO3MOXHOI TombITKe KA M1 KynmupoBaHUS U TIPO-
dunakTuku peumnmsa 2KT/DXK [2, 420-422].

EOK IB (YYP C, VI 4)

* DHIOOKapIKTOMHUS BO BpeMsl XMPYPTAUYECKOIT pe-
koHcTpykumu JIZK pekomeHnoBaHa nauueHTaM ¢ KT Ha
¢doHe moctuHdapKTHOM aHeBpu3Mbl JIK mig Kymmpo-
BaHMs U TIpodwmnaktuky peruauba KT /DK [420-425].

EOK IIaA (YYP C, VI 4)

KommenTapun. Pesexuyus sndokapoa modxcem Obimb Gbi-
noaHeHa u y nayuenmoe ¢ avegpusmoil JIXK 6e3 doxymen-
mupoegannoil KT, nockoavky puck pazeumus KT npu nasu-
uuu nocmuHngapkmuoi anespuzmol JIK cocmaensem 50%.

* Mmmmantanusa MKJI*** pekomeHmoBaHa TTalieH-
TaM TIOCJIE OIlepalliy XUPYPTUUECKOl PEKOHCTPYKIINK
JIXK ¢ ungyuupyemoii KT B paHHEM mocjeonepaiuoH-
HOM TIeproze s KynupoaHus 3nn3omoB 2KT/DXK mo-
cie onepauuu [419, 420, 425, 426].

EOK IIaB (YYP B, V]I 3)

Anomanvnoe omxoxcoenue KOPOHAPHBIX apmepuli

AHOMAaJbHOE OTXOXIEHNE KOPOHAPHBIX apTepHit ac-
COLIMMPOBAHO ¢ MOBHIIIeHHBIM prickoM BCC, ocobeHHO
y JINII MOJIOXe 35 JIeT B IIPOIIecce WM ITOC]Ie MHTCHCHUB-
HBIX PU3NYECKUX yITpakHeHuii [426]. DakTopamMu puc-
ka BCC sBistitoTcs pacrioiokeHre KOpOHAPHOI apTepuu
MEXXIy aOpTOIf M JIETOYHOIT apTepueit, IIeIeBUIHOE YCThE,
BBICOKOE YCThE, OTXOXICHNE KOPOHAPHOIT apTepuu 1O
OCTPBIM YIJIOM, MHTPaAMypaJIbHOE PaCIIOJIOXKEHHIE KOPO-
HapHOI apTepun M JJIMHA UHTpaMypaibHOTO Xona [427].

[MokazaHWsIMM K XMPYPTUYECKOMY BMEIIATEIbCTBY,
0COOEHHO Yy 0€CCUMITTOMHBIX MAllMEHTOB, SIBJISIIOTCST Ha-
JIMYKie aHATOMUYECKOTO BapraHTa BEICOKOTO pHUCKa (BU-
gyanusanus ¢ nomoiubtlo KT aHruorpadgumn) m uinemust
MmoKapaa (rpoba ¢ pusnueckoit Harpyskoit) [427].

* Crpecc-OxoKI ¢ husnueckoit Harpy3Kkoit peKoMeH-
IOBaHa MalleHTaM cTapiie 18 et ¢ aHoMaJTbHBIM OTXOX-
IeHneM KOPOHApHOIT apTepru B JOITOJTHEHUE K Kapauo-
peCIMpaTOpPHOMY TECTY IUISI TTONTBEPKICHUS/MCKITIOUe-
HUs UIeMnu Muokapna [32, 64, 66, 418].

EOK IC (YYP C, VI 4)

* Crpecc-DxoKI ¢ ¢pusnmueckoil Harpy3Koil peKo-
MCHIOBaHAa MallMeHTaM cTapine 18 jer ¢ aHoMallb-
HBIM OTXOXICHHEM KOPOHAPHON apTepWU C OCTAHOB-
KO cepalia B aHaMHe3€ T0CJIe XUPYPTUICCKOTO JIeue-
HUS B OOIMOJHEHHE K KapaUOpeCIMPaTOPHOMY TECTy
[32, 64, 66, 418].

EOK IC (YYP C, VI 4)

+ Xupypruaeckast KOppeKIIns aHOMaJINHA KOPOHAPHOM
apTepuy peKOMEHIOBaHA MAlIMEHTAM C aHOMAJIbHBIM OT-
XOXICHUEM KOPpOHAPHOI apTepry C OCTAaHOBKOI1 ceplia,
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0OMOPOKOM, TIPEIIOIOKUTEIBHO BEI3BAaHHBIM KA, mn
CO CTEHOKapAME, KOraa APYyrue MIPUIUHBI OBLTH UCKITIO-
yeHsl [426-430].

EOK IC (YYP C, VI 4)

* Xupyprudeckas KOPPEKIUS aHOMAJIUK KOPOHAap-
HOIT apTepuy peKOMEHIOBAaHA Y OECCUMITTOMHBIX TAIlf-
€HTOB C aHOMAJIbHBIM OTXOXICHUEM KOPOHAPHOI apre-
pUU U TIpU3HAKAMU UIIEMUN MUOKApIA MM aHOMaJILHBIM
OTXOXIEHIEM JIEBOI KOPOHAPHOM apTeprul ¢ aHATOMUEH
BBICOKOTO prcka [426-429].

EOK IIaC (YYP B, VI 3)

3.3.3. AKMN

JKMII xapakrepusyercs qunartauueii JIZK u cucronu-
yeckoit muchyakumeit, He cBss3anHoit ¢ UBC u/umm re-
MoaHaMn4eckoit meperpy3koit [430]. IMTpuunnasr JJKMIT
MOTYT OBITh TEHETHYCCKUMM WJIN IIPUOOPETCHHBIMM.
Bo3MoxHO Takke B3aMMOIECTBIE TeHETUIECKOM TIpe-
pacTIONIOKEHHOCTH W BHEITHUX (DaKTOPOB, TaKUX KakK
aJIKOTOJIb, XUMHUOTEpaIusi, pomoBoit mepron. PeHOTHII
JKMII, B yacTHOCTH, NpU TEHETUYECKON STUOJIOTUMH,
MOXET M3MEHSITHCS CO BPEMEHEM M MOXET HEe COOTBET-
CTBOBAaTh CTAaHOAPTHBIM KPUTEPHUSIM 3a00JIEBaHUSI B MO-
MEHT MaHH(MECTAIINN M TTOCTAHOBKM ITHATHO3a.

OCHOBHBIMU TTPUIMHAME CEPIECIHO-COCYIUCTON CMEPT-
Hoctu Tipu JJKMII gBnsiotes nporpeccupyromas XCH
n BCC nHa ¢one KA wmm pexe 6pagrapurMun. [TokazaHo,
YTO 5-JIETHSISI cMepTHOCTh y nauueHToB ¢ JJKMII npu
nHamun CH Ha ¢pone OMT cocrasiser 21-28%. BCC
Bcrpevaercst y 12% Gonbhbix ¢ JIKMII u coctaBisieT 25-
35% Bcex cmepreit [223].

Cmpamugurauus pucka u edenue nauyuenmos ¢ JIKMII

+ TeHeTMuecKoe TECTUPOBAHUE C OTIPEACICHUEM MY-
Taluii Kak MUHUMYM B reHax LMNA, PLN, RBM20,
FLNC pexomennoBano maumeHtam ¢ JKMIT/HKMII
B Bo3pacte <50 et nipu 3amemienn AB mpoBognMocT
i ¢ ceMeiiHbpIM aHamHe3oM JIKMIT mu6o BCC y pon-
CTBEHHUKOB TIEPBOI1 CTEIIEHN POICTBA B BO3pAcTe MOJIO-
xe 50 met [109, 431-433].

EOK IB (YYP C, VI 4)

Kommentapun. len LMNA kodupyem sidepnuie aa-
munosvle beaxu; een PLN kodupyem ¢hocghoramban; een
RBM20 kodupyem o6eaox RBM20, seasrowuiics 00HUM
u3 akmueamopoe cnaaiicunea; een FLNC xodupyem aa-
mun C. Mymayuu 6 yKa3aHHbIX 2eHAX CONPSAICEHbL C Bbl-
cokum puckom KA u BCC, nezagucumo om cmenenu cHu-
acenuss DB JILK.

+ TeHeTHuecKoe TECTUPOBAHUE C OTIPEACICHUEM MY-
Taluii Kak MUHUMYM B reHax LMNA, PLN, RBM20,
FLNC peKOMeHIOBAHO IS CTpaTU(OUKALIMU PUCKA TIPU
cnopagnueckoin JIKMII mauumeHTaM MOJIOIOTO BO3pac-
Ta WIN C TIPU3HAKaMU 3a00JIeBaHMSI, XapaKTePHBIMHI JIJIST
HacyieacTBeHHoU stroyornu [109, 431-436].

EOK IIaC (YYP B, V1] 2)

+ [lamumeHTaM ¢ KapoIMOMHUOIIATHACH HEUIIIEMIIECKOTO
reHe3a peKoMeHIoBaHo mmpoBencHre MPT ¢ ramonmamemM

(ATX VO8CA ITapamarHUTHBIC KOHTPACTHBIC CPEICTBA)
IUIST BO3MOXHOTO OIIpeAe/ICHIST STHOJIOTUH 3a00JIeBaHNS,
pucka KA u BCC [437-439].

EOK IIaB (YYP C, VI 5)

Kommentapun. [lozonee naxonaenue eadoaunus (ATX
VOSCA Ilapamaenumusie kKoHmpacmmole cpedcmea) 6 Muo-
kapde npu MPT accoyuuposano ¢ evicokum puckom KA
u BCC, ¢ m.u. npu @B JIK >35%.

* Bspocabiv maunentam ¢ JIKMII u cuHKOMaNbHBI-
MU COCTOSTHUSIMUM peKoMeHa0BaHo TpoBeneHue BCODU,
€CJTU TI0CJIe 00CICIOBaHUS C MCIOJb30BaHUEM HEMHBA-
3UBHBIX METOIIOB TMATHOCTUKHU IIPUYMHA 0OMOPOKA OCTa-
ercsa HesicHOM [439-441].

EOK IIaC (YYP B, V] 2)

Ilepsuunas npogpuasaxmurxa BCC y 6oavnvix ¢ JKMII

* [Taumenram crapuie 18 ner ¢ JKMII pexomeHmo-
BaHa OMT (MAII®, BAB, aHTarOHUCTH aJIBIOCTEPOHA,
APHW, uarnburopsl HaTpUii3aBUCUMOTO TI€pPEHOCUMKA
ITIOKO3BI 2 THMA) s yMeHbIneHus pucka BCC u mpo-
rpeccupyromeit CH [168, 440].

EOK IA (YYP C, V]I 5)

* VHTeHCHBHBIC (DU3MYECKUE HATPy3KM, BKITIOYAST
yJacTHe B CIIOPTUBHBIX COPEBHOBAHMUSIX, HE pEKOMCHIIO-
BaHbl nmauueHTtam ¢ JKMII u myraumeit B rene LMNA
[442, 443].

EOK IIIC (YYP C, YVI] 4)

« He pexomeHmyercss Ha3HauaThb #amuomapoH™™*
¢ nernpio nmomasiaeHusa oeccumritoMmHori HY KT mammen-
toB ¢ JAKMII [100, 195, 223, 250].

EOK IIIA (YYP B, VI 2 — nas B3pocisix; YYP C,
VIA 5 — nnda nereit)

* He pexomenayercs HazHauaTh AAII, knacc I, nas
neueHust 2KA y B3pocibix manueHToB ¢ JIKMIT [444-447].

EOK IIIA (YYP B, V11 1)

* Mwmmrantanusga MK*** pekomeHmoBaHa TTaliieH-
tam ¢ IKMII, cummmrromamu XCH (I1-111 @K mo NYHA)
u O®B JIXK <35% Ha ¢done OMT >3 mec. pu oxugae-
MO ITPOIOJIKATENBHOCTH XU3HM > 1 roma [175, 248, 249,
446-448].

EOK IIaA (YYP B, Y] 3 — nasa B3pocisix; YYP C,
VYIIA 5 — nnda nereit)

* Mwmmrantanusga MKJI*** pekomeHmoBaHa TTaliieH-
Tam ¢ JIKMII 1 noaTBepXaeHHOM MaTOreHHOH MyTalu-
et LM NA c tipeariojlaraeMbIM MISITWJIETHUM PUCKOM BO3-
HUKHOBeHMS Xku3Heyrpoxaiomux KA >10% u npu Ha-
mmun HY KT, nim @B JIK <50%, nnu Hapymenuit AB
nposoaumocTu [42, 442, 449].

EOK I1aB (YYP C, VI 5)

KommenTtapun. Mymauyuu 6 cene LMNA accoyuuposa-
Hbl ¢ paHHuM pazeumuem KA, napywenuii npogodumocmu,
soicoxum puckom BCC u npoepeccupyroweit XCH. s ouen-
KU NAMUuAemne20 pUcka JCU3HeY2POACAOWUX apummuil pe-
KOMeHOyemcst UCnonb308ams Kanvbkyasmop (He eaauoupo-
8aH Ha pocculickoil nonyasuuu): https://Imna-riskvta fr [42].

* Wmmmanranusa UKJI*** pekomeHnoBaHa MmalyeHTaM
¢ IKMIT u @B JI2K <50% u aBymst uinu 6oJjiee akTopa-
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MM pUCKa: 0OMOPOKH, TTO3THEEe HAKOIICHUS TaIOIMHIST
B Muokapae nipy MPT, unnyuupyemast rpu nporpaMmmMu-
poBaHHOI ctumyiasuun YMIKT, maTtoreHHble MyTaluu
B reHax LMNA, PLN, FLNC u RBM20 [112, 168, 434,
436, 437, 442, 443, 450-452].

EOK IIaC (YYP C, Y1/ 5)

Bmopuunasa npogpusaxmuxa BCC y 6oavnoix ¢ JKMIT

* Wwmmrantanuga UKI*** pekomeHmoBaHa TaiueH-
TaM ¢ JIKMII u aHamMHe30M OCTaHOBKU KpOBOOOpallie-
aug B cieactere OXK wmm KT, wam pn Hammaun KT,
COITPOBOXIAOIICICS HAPYIIICHUSIMI TeMOTMHAMUKH [47,
109, 225, 239, 410, 453, 454].

EOK IB (YYP C, VI 5)

* Wmmnantanusg MKJI*** pekomeHg0BaHa B3POCIBIM
nanueHTtaM ¢ JJKMII u ycroitunBoii mapoKcu3mMalibHOM
KT 06e3 remoguHaMUYECKUX pacCTPOMCTB [5].

EOK IIaC (YYP C, Y1/ 5)

* [Tanmenram crapure 18 net ¢ JKMIT u UK]I ¢ pe-
UINBUPYIOIIIMI CUMIITOMHBIME TTapokcu3Mamu KT,
COXpaHSIOIIUMUC, HecMOTps1 Ha nipueM BADB u onTu-
MaiibHOe TIporpammupoBanne MKJI***, pekoMmeHT0BaHO
no0aBIeHNe K Tepanuu amuonapoHa** wim 3ameHa bAbB
Ha cotanoi** [5, 149, 194, 217, 239].

EOK IIaB (YYP C, V1] 5)

Kommentapun. YV demeil yeaecoodpaszro npudepicusamo-
Cs1 MAaKoeo Jice n00xXo0a, HeCMOMPsL He OMCymcmaeue docma-
mouHol doKazamenvHoll 6asol.

* [ITaumentam ¢ JJKMII u peumauBupytoieil cum-
nrroMHoM YM2KT mmm mokamu UKJT*** mrg kynmupoBaHus
monHomopdHoii KT B ciydae, ec AAT HeaddeKkTBHA,
IIPOTUBOIIOKA3aHa MJIN He TIEPEHOCUTCS, PEKOMEHIOBAHO
nposeneHie KA B onbITHBIX LieHTpax [47, 180, 455-457].

EOK IIaC (YYP C, Y1/ 5)

3.3.4. AKX

AKIIXK — HacnencTBeHHOE 3a00JieBaHME, XapaKTepu-
3ytomeecss (GUOPO3HO-KUPOBHIM 3aMEIICHHEM MUOKap-
Jla ¢ XapaKTepHbIMU TiposgBiieHnsiMu B Bune KA, XCH
u BCC [458].

Cmpamudgpuxauus pucka u éedenue nauuenmos ¢ AKIDK

* [lamuentam ¢ nomo3penuem Ha AKII2K pekomeH-
nmoBaHo npoBenenne MPT cepana [459-462].

EOK IB (YYP B, V1] 3)

+ [lammeHTaMm ¢ IpeaIrojgaraéMbIM WIIM YCTAHOBJICH-
HbIM nuarHo3oM AKIIXK pekomeHIoBaHO IIpoBeneHUE
TeHEeTUYeCKOoro obcienoBanust [463, 464].

EOK IB (YYP C, VI 4)

* g ctpatndukanuu pucka BCC y manmeHTOB cTap-
mre 18 met ¢ AKITK mpu Hamm4my CUMITTOMOB, TTOH03PH-
TeabHBIX Ha KA, peKOMEHIyeTCs] pacCMOTPETh BO3MOXK-
HOCTb npoBeneHnss BCODU [465, 466].

EOK IIbC (YYP B, VI 3)

* YV DOINCTBCHHMWKOB IIEpBOIl JTUHUM POICTBA TIa-
meHToB ¢ AKITXK pexkomenmoBaHo BeITIoJHeHUE DKI
n OxoKTI [5, 63, 67, 467].

EOK IC (YYP C, VI 4)

Ilepsuunasn npoguraxmuxa BCC y boavnvix ¢ AKIDK

* [Mammentam ¢ AKITXK mna mpodwunaktuku BCC
PEKOMEHIOBAHO BO3ICPKUBATHCS OT MHTCHCUBHBIX (DU~
3MYECKUX HATrpy30K [467-469].

EOK IB (YYP B, V11 3)

* PexkomeHmyeTcsT pacCMOTPETh BO3MOXHOCTD OTpa-
HIUYCHMST (DM3NYECKUX HATPy30K Y HOCHUTEIICH ITaTOTeH-
HBIX MyTaluii, cBsi3aHHbIX ¢ AKIITXK, 6e3 ¢peHorunumue-
CKUX TMPOSBIEeHUI 3a00meBanns [468-471].

EOK IIbC (YYP B, V] 3)

» IlamuenTam c¢ ycroitunBoii KT nnu HY KT peko-
MeHgoBaHa Teparust BADB [472-474].

EOK IC (YYP C, YIJ 3 — nasa B3pociasix; YYP C,
YIA 5 — nna nereid)

Kommentapumn. Y demeil yenecoobpaszno npudepicugamo-
€51 MaKoeo Jice n00xoda, HecMomps Ha omcymcemeue 0ocma-
mouHol 00Ka3amenvHoll 6aszol.

* PexkomeHmyeTcsT paccMOTPETh BO3MOXKHOCTh Tepa-
i BADB y Bcex MarmeHTOB ¢ YCTaHOBJICHHBIM JUATHO-
3oM AKITX [470-472, 475].

EOK IIbC (YVYP C, V1 5)

Kommentapumn. Y demeil yenecoobpaszno npudepicugamo-
€51 MaKoeo Jice no0xooda, HecMomps Ha omcymcemeue 0ocma-
mouHol 00KaA3amenvbHoll 6a3ol.

* Mwmmmantanusa MKJI*** pekomeHmoBaHa TTalieH-
TaM C yCTaHOBJIEHHbIM auarHo3zoM AKIT2K n apurmuye-
CKMMM obMopokamu [472-482].

EOK IIaB (YYP B, V] 3)

KommenTtapumn. Y demeil yenecoobpaszno npudepicugamo-
€51 MaKoeo Jice no0xooda, HecMomps Ha omcymcemeue 0ocma-
mouHol 00KaA3amenvbHoll 6a3ol.

» WMmmumarranms MK*** pekoMeHmoBaHA HaleHTaM
¢ ycraHoBJieHHbIM ararHo3oM AKITK u Tsokenoit cucronu-
yeckoit aucdynkimeit ITK v JIK [109, 465, 477, 479, 482].

EOK IIaC (YYP B, V] 3)

Kommentapuu. [lo0 msxcenoil cucmoauueckoil ouc-
dyukyuen TI2K nonumarom usmenenue QpaKyuoHHoU nio-
waou FAC (fractional area change) <17% uau cHuxcenue
DB 112K <35%, nod msaxceaoit cucmoauueckoii oucgyHx-
yueti JI2K — @B JI2K <35%.

* Mmmmantanus MKJI*** pekomeHmoBaHa TTalieH-
TaM ¢ ycTaHOBJeHHbIM nuarHo3oM AKIIXK ¢ Hanuuuem
CUMIITOMOB, YMEPEHHOU CUCTOJIMYECKON muchyHKLuei
1K (®B ITXK <40%) nnu JIXK (OB JIXK <45%) B coue-
tanuu ¢ HY2KT nu6o c¢ ycroitunpoii KT, nHayLmpoBaH-
Hoii mpu BCODU [109, 466, 477, 482].

EOK IIaC (YYP B, V] 3)

Bmopuunasa npogpuraxmuxa BCC y 6oavnvix ¢ AKIIK

* Mmmmantanus MKJI*** pekomeHmoBaHa TTalieH-
tam ¢ @XK unm KT, conmpoBoxnalomnieiics reMoquHaMu-
yecKUMU HapyieHusMu [47, 479, 480, 482].

EOK IC (YYP C, VI 4)

* Mmmmantanus MKJI*** pekomeHmoBaHa TTalieH-
tam ¢ AKITXK u ycroituuBoit KT, nporekatonieii 6e3 re-
MoIrMHaMu4decknx paccrpoiicts [109, 480, 482].

EOK IIaC (YYP C, V11 4)
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Kommenrtapun. YV demeil yenecoobpaszno npudepicusamo-
Cs1 MaKoeo Jce nooxoda, HecmMomps Ha omcymcmaue 0ocma-
mouHoll doKazamenvHoll 6aszol.

* IMamuenram ¢ AKIIXK c mokazanussmu k MKJI-
Tepanmu*™** peKoOMeHIOBaHA MMIUIAHTAILINS YCTPOICTB
C BO3MOKHOCTBIO IIPOTPaMMHUPOBAHUS aHTUTAXUKAPIH-
THYCCKON CTUMYJISIIAN KEJTYIOYKOB C IICNIBI0 KyIHPO-
BaHMS TTapokcu3MoB KT M MUHMMM3AIINM KOJIMYECTBA
IIIOKOB [5, 482].

EOK IIaB (YYP C, YVI] 5)

Kommenrtapun. YV demeil yenecoobpaszno npudepicusamo-
Cs1 MaKoeo Jce nooxoda, HecmMomps Ha omcymcmaeue 0ocma-
mouHoll doKazamenvHoll 6asol.

* IMamuentam ¢ AKITK n peumauBupyoolieii cum-
nromHoi YMKT wmm mokamu MK *** Benencreue 2KT,
HecMOTps Ha preM BADB, peKoMeHIOBaHO BRITIOJTHEHUE
KA B oneiTHOM 11eHTpE [47, 475, 483-486].

EOK IIaC (YYP C, VI 5)

* Ilammenram ¢ AKITXK 1 peunauBupyoOImuMn CUM-
nToMHBIMK napokcu3maMu KT npu HespdeKTUBHOCTH
BADB pexomeH10BaHO Ha3HAUYE€HME JIEKAPCTBEHHBIX Mpe-
IMapaToB IJIsI KyIMPOBAHMUS HapyIICHWIT pUTMa cepilla
[462, 472, 475, 484].

EOK I1IaC (YYP C, Y11 4 — s B3pocabix; YYP C,
VI 5 — nas nereii)

Kommenrapun. Jlekapcmeennvle cpedcmea 0asi aeue-
Hus apummuii npu AKIDK umerom oepanuuenuyio sghgpex-
mueHnocmo. Lleaecoobpaszno npumenenue #amuooapoua, Ko-
mopulil 6 eOUHUYHBIX UCCAC008AHUSIX NPOOEMOHCMPUPOBAN
bonee 6bICOKYIO d(hgheKkmusHOCmb NO CPABHEHUN C COMa-
aonom** (** y e3pocavix nayuenmos) [9, 14, 475, 484].
Dpdpexmuernocmv AAII, kaacc 1, 3apecucmpuposannvix 6 Poc-
cutickoit Pedepayuu, y nayuenmos ¢ AKILDK ne uzyuena.

3.3.5. TKMN

CMepThb OT apUTMHH 1 YaCTOTa OOOCHOBAHHBIX CpabaThI-
Banuiit MKJI B csi3u ¢ 2KTA B 00111€#1 MOITy/ISIINM TAaLeHTOB
¢ T'KMII cocrapisier 1-2% u 0,8% B ron, COOTBETCTBEHHO
[482]. BCC npeobiamaeT Kak IpyUYrHA CMEPTH Y TTALIMEHTOB
B Bo3pacTe MoJjioxe 60 JieT, Torma Kak B CTaplieiil BO3pacTHOM
TpYITIIe OCHOBHOE 3HaYeH1e MMetoT MHCYIIBTE 1 XCH [485-
490]. Kamekymsarop pucka BCC B teuenue 5 et (HCM risk-
SCD) npencrasnex B [Ipunoxenun I'3 [491].

Cmpamudgpuxauus pucka u éedenue nayuenmoe ¢ I'KMII

» [ITaumenrtam ¢ 'KMII pekomeHa0BaHO MPOBEACHUE
MPT cepmiia ¢ ramonmaneM (ATX VOSCA IMapamarHuTHBIC
KOHTPACTHEIC CPEACTBA) C IICJIbIO TOITOJTHUTEIHHOM CTpa-
mndpukannn pucka BCC [492-494].

EOK IB (YYP C, VI 4)

Kommenrapuu. Haxonaenue napamaeHumno20 KOH-
mpacmuoeo cpedcmea >15% om maccwt muoxapoa JIK s6-
asemces npeduxmopom BCC y e3pocabix.

* ITaumenrtam ¢ 'KMII pekomeHI0BaHO MPOBEACHUE
TEeHETUYCCKOTO OOCenoBaHMUsS U IIpreM (OCMOTp, KOH-
CyJIbTAIlNsSI) Bpaya-TeHETHKA TepBUYHBIN [487, 495-501].

EOK IB (YYP C, VI 5)

KommenTtapmm. Odrna unu mMHOJICECMBEHHbIE CAPKOMEPHbIEe
Mymayuu 164s10mcst 0onoaHumenvroim gaxmopom pucka BCC.

» [Tammenrtam ¢ 'KMII BBy Beicokoro prcka BCC
HE peKOMEHIYETCS yIacThe B COPEBHOBATEIBHBIX BUIAX
cnopra [497, 502, 503].

EOK IC (YYP C, VI 5)

Kommentapun. 100 copesnosamenvHbimu udamu cnop-
ma noopasymesarom AHOUMeNbCKY0 Ul NPOQecCUOHANbHYH)
CNOPMUBHYIO 0esiMeAbHOCMb HA Pe2yaspHOll OCHO8e C y4ac-
muem 6 0peaHU308aHHbBIX COPEBHOBAHUSIX.

* Y pOICTBEeHHMKOB IIEpBOIl JTWHWHM POICTBA Ta-
menToB ¢ 'KMII pekomeHnmoBaHbl peructpauus DKI
n OxoKT [25, 63, 67].

EOK IC (YYP C, VI 4)

* ITaruneraunii puck BC pekomeHIyeTcs OlleHUBATh
MpU MTEPBOHAYAIIBHOM OOCJIEJOBAHUM TAlIMEHTa, a TaK-
Ke Kaxaele 1-3 roma miam Ipu M3MEHEHUN KIIMHUIECKO-
ro craryca [5].

EOK IC (YYP C, Y]/ 5)

Ilepsuunasn npoguaaxmurxa BCC y 6oavnoix ¢ TKMIT

Pacuer pucka BCC B TeueHue 5 yer, nmpemjiaraeMblit
EOK (HCM risk-SCD), npencrasieH B [Ipmroxenun '3
(He BaMOMpOBaH HAa POCCUICKON TOMYIISILINNT); PE3YiIb-
Tat oueHuBaercs B % Bepositnoctu BCC [491].

* WMwmmrantanuga UKJI*** pekomeHmoBaHa TaliieH-
tam ¢ 'KMII nipn pacuetHoM nsatuiaetHeM prucke BCC
>6% [491, 504-507].

EOK IIaB (YYP C, V] 4)

* WMwmmrantanuga UKJI*** pekomeHmoBaHa TaliieH-
tam ¢ 'KMII B Bo3pacTte >16 JieT IIpu pacyeTHOM Iisi-
tuietHeM pucke BCC ot >4 o <6% u npu Hajauduu
KaK MAHHAMYM OJHOTO M3 CJIEAYIOINX (haKTOPOB pUCKa:

a) 3HAUYNTETbHOE HAKOIIJICHHE TTApaMarHUTHOTO KOH-
TpacTHOro cpencTsa B Muokapue npu MPT cepaoua (>15%
ot Mmacchl JIXK);

6) ®B JIXK <50%;

B) aHOMAaJIbHas peakiust Al TIpy BEITIOJTHEHUM TIPO-
OBI ¢ (pu3mUecKoil Harpy3koit (mpupoct AJl Ha muKe Ha-
rpy3ku <20 MM PT.CT. WK CHIDKeHUE >20 MM PT.CT.);

T) BepxymieuHas aneBpusMa JIK;

1) HaJIM4Yue IaTOreHHOM capkoMepHOi MyTauuu [496,
497, 499, 508-511].

EOK IIaB (YYP C, V] 4)

* PexkomeHmyeTcsT pacCMOTPETb BO3MOXHOCTH M-
mwrantanuun UKI*** maumentam ¢ TKMII B Bo3pacte
>16 net npu pacuetHoM nstuieTHeMm pucke BCC ot >4
no <6% [491, 495, 512].

EOK IIbB (YVYP C, VI 4)

* PexomeHmyeTcsT pacCMOTPETb BO3MOXHOCTH HMM-
mwrantanuun UKJ*** manmenram ¢ T'KMIT B Bo3pac-
Te >16 ner npu pacuetHoM msTmieTHeM pucke BCC or
<4% npu HAIMYUKM KAK MUHMMYM OIHOTO M3 CJIEAYIO-
mux (GaKTopoOB PUCKa:

a) 3HAUYNTETbHOE HAKOILJICHHE TTapaMarHUTHOTO KOH-
TpacTHOro cpencTsa B Muokapue npu MPT cepaoua (>15%
ot Mmacchl JIXK);
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6) ®B JIXK <50%;

B) BepxyLueuHast aHeBpusma JIK [496, 497, 499, 508-511].

EOK IIbB (YYP C, VI/I 4)

Bmopuunasa npopusaxmuxa BCC y 6oavnoix ¢ TKMIT

* Wwmmurantanuga UKI*** pekomeHmoBaHa TaeH-
taM ¢ 'KMII co criontanHoit ycroitunBoii KT, mpore-
Kafoleit ¢ HapylIeHneM TeMOIWHAMUKU, WIN YCTOWIM-
Boit MK [109, 512-515].

EOK IB (YYP C, VI 4)

* Wwmmurantanuga UKI*** pekomeHmoBaHa TaeH-
taM ¢ 'KMII co criontanHoit ycroitunBoii KT, mpore-
Karoleil 6e3 HapylIeH!u rTeMoguHaMuKH [5].

EOK IIaC (YYP C, Y1/ 5)

* [Taumentam ¢ 'KMII u peumauBupymoleit cum-
nrromMHoM 2KTA mnmm moBropHbiMu mmokamu MK JI** Bemen-
ctBue XKT/DXK pekomeHnoBaHo HazHaueHHe AAT [5].

EOK IIaC (YYP C, Y1/ 5)

Kommenrapun. B Hepandomuzupoeantsix uccaedo8anu-
X NPOOEMOHCMPUPOBAHA SPpeKkmugHoCms amuooaporHa™**
6 nodaeaenuu 2KTA y é3pocavix nayuenmos ¢ 'KMII [513,
514]. BAB makxce mocym 6bimb UCHOAb308AHbL ¢ AHMU-
apummu4eckoil yeavio y OaHHOU epynnsl NAYUeHMO8, Y4l -
moleas ux 64a20NPUAMHOE BAUSHUEC HA CUMNIOMbL U CHU-
acenue oocmpykyuu ¢ BTILK [3, 489]. Bmecme ¢ mem
omcymcmeyiom dokazamenvcmea éausnus AAT na cuu-
acenue pucka BCC.

+ PexkomeHmyeTcsT paccMOTpPETh BO3MOXHOCTD BHITION -
HeHust KA B OITBITHOM LIEHTpE MalleHTaM cTapie 18 et
¢ 'KMII u peunnuBupytomieii cumnromaoin YM2KT npu
Hea(pPEeKTUBHOCTHU, HETIEPEHOCUMOCTH WX ITPOTUBOIIO-
KazaHusax K npuemy AAIT [515, 516].

EOK IIbC (YYP C, V] 4)

* VY nereit B Bo3dpacre no 16 ger ¢ TKMII u nipen-
rnojaraeMbiM 5-etnuM puckom BCC >6% (Ha ocHO-
Be orleHk HCM Risk-Kids) ciaemyer paccMoTpeTh BOII-
poc 06 mmrmanTaun UKJ*** [504] (ITpunoxkenne I'4).

EOK IIaB (YYP C, V1] 4)

KommenTapuu. /[o nedagneeo epemenu y demeii ¢ TKMIT
0bi10 Mano danHvix 0 nepeéuunoil npogurakmuke BCC.
K Hacmoswemy épemenu paspabomauna wKaia u KaibKy-
asmop pucka BCC, ekawuarowue oueHKy makux gaxmo-
P08, KaK Heo0sACHUMbLI 00MOPOK, MAKCUMAAbHAS MOAUU -
Ha cmenku JIXK, sHauumoe yseauuenue neoeo npedcepousi,
epaduenm Oaenenuss 6 BTIIK u HYKT. B omauuue om
83pocavix, 8o3pacm u cemelinviii anamue3 BCC He yayvua-
AU NOKazamenu NPOZHOCIMU1ecKoll yeHHOCmu modeau y de-
meii. Kanvkynsmop pucka BCC 'y demeii 1-16 nem ¢ TKMIT
npedcmaesner no ccolike (8aaudupo8an Ha GHeUHUX OQH-
HbIX, HO He NPOX00ua 8AAUOAUUK) HA POCCUUCKOU NONYAS-
yuu): https://hemriskkids.org.

3.3.6. PecTpukTuBHas kapauommonarus

* Mmmnantanmsa UKJI*** pekoMeHIoBaHa ITaly-
eHTaM ¢ TpaHcTupeTuHOBBIM (TTR) amumonmo3omM unu
aMWJIOMI030M JierTkux ueneit (AL) mpu Haauuuu ma-
pokcusmanbHbix 2KTA, mpoTekawilnux ¢ HapylleHueM

TeMOOWHAMMKH, TI0ciie oocyxkmeHust pruckoB BCC, He-
APUTMUYECKON CEepAeYHO-COCYIUCTON M HeKapauaib-
Hoit cmeptH |5, 517].

EOK IIaC (YYP C, VI 5)

3.3.7. HeilipombiwieyHble 3a00neBaHus

ApPUTMHH YaCTO BCTPEUAIOTCS IIPU HEHPOMBIIIICYHBIX
3a00JIEBAHUSX W MOTYT OBITH TIEPBBIM IIPOSIBICHUEM 3a-
6oneBaHusI. MuoToHMYECKast TUCTPOPUSI U TUCTpOoDuUs
HromeHHa HamboJIee pacIpoOCTPaHEHEI, IIPU 3TOM 0OJIb-
IIMHCTBO MAIlMEHTOB YMUPAIOT B Bo3pacte 1o 20 jeT. [1pu
OOJIBPIIMHCTBE HEHPOMBIIIICYHBIX 3a00JICBaHNI BCTpeUa-
FOTCSI HAapyIICHUs ITPOBOOMMOCTH M PUTMA CepIIa.

NmvmnanTtauysa DKC*** MoxeT ObITh TTPEaITOYTUTETb-
HOM y manimeHToB ¢ cuHapoMamu Keprca-Ceiipa, Omepu-
Hpeiidyca nan mMoSICHO-KOHEYHOCTHOM MBITIIEUHOM JUC-
Tpodueit ¢ nmoboit creneHbio AB 0G10Kaabl, MTOCKOIBKY
Y HUX UMEETCST 3HAUMTEIIbHBII PUCK OBICTPOTO IpoTpec-
CHpOBaHUS 10 TToaHOUW AB Ookanmbr [518].

Nmvmnantauysa UK *, a ne DKC*** MoxXeT OBITD
TIPEAIIOYTUTEIbHEH Y TTAIIMEHTOB ¢ 00JIe3HbI0 [dfomeHHa/
bexkepa, korma Ha MPT umeercsa 3HauuTe/IbHOE O3] -
Hee KoHTpacTupoBaHue ramonmHueM (ATX VOSCA Ilapa-
MAarHUTHBIC KOHTPACTHBIC CpencTBa). [1oabp3a oT nMIuIaH-
Tauny MKJI*** nomkHa OBITH cOalaHCHPOBaHa ¢ OOIIMM
TIPOTHO30M TSI HEKOTOPBIX TIOATUIIOB 3a00JIeBaHMIA, Ta-
KUX Kak auctpodus JomeHHa.

+ [lammeHTaM ¢ MBIIICYHBIMU TUCTPODPUIMU PEKO-
MEHIYeTCsI eKeTOMHOe TMHAMMYEeCKOe HaOIOIeHUE C pPe-
ructpaumeit DKI' He MeHee yem B 12 OTBEIEeHUIX, JaxkKe
B CKpBITOi1 (hase 3abosneBanus’ [63, 519-521].

EOK IC (YYP C, V] 4)

* B3pocabiM manmeHTaM ¢ HeiipOMBITIICYHBIMH pac-
crpoiictBaMu 1 KA unm nuchynkuueit JIZK pekomenay-
eTCs JIcUeHWe apUTMUIU TaK Xe, KaK M y MalleHTOB 0e3
HeMpOMBIIIIEUHBIX 3a0oneBanmit [522, 523].

EOK IC (YVYP C, VI 4)

+ BCO®DU pekomeHayeTcs MaMeHTam crapiue 18 et
C MHUOTOHMYECKOM TUCTpodueit M IMPUCTYIIaMU CepIIie-
OueHus UK 0OMOpPOKAMU, CBUIETEILCTBYIOIINMU O KA,
a Taxke mamueHTtam nociie BOC [524].

EOK IC (YVYP C, V] 4)

* Wmmmanraunga UKJT*** pekoMeHmyeTcs manpueHTaM
crapire 18 et ¢ MuoTOHMYECKOM quctpodueit n YMXKT
wm KyrmmpoBaHHoit BOC, He Bei3BanHoii KT B Buze pu-
EeHTPpHU C yJacTHeM HOXeK mydka Iumca [525, 526].

EOK IC (YYP C, V] 4)

+ BCO®DU pekomeHayeTcs ManeHTam crapiue 18 et
C MUOTOHNYECKOIT mucTpodueit 1 BHE3aITHbIM YIUIMHCHU -
eM mHTepBaia PR wmm pacmmpennem xomruiekca QRS
[467, 526, 527].

EOK IIaB (YYP C, VI 4)

Knuuunyeckne pekomengauum. lNporpeccupyiowias MelliedHas auctpodus
[Jiowenna. Mporpeccupytowas melweyHas auctpodus bekkepa. Kateropus
JHetun. 2024.
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+ BCO®U pekomeHyeTCs TTallueHTaM crtapiie 18 et
C MUOTOHWYECKOI nuctpodueit 1 marepBasioM PR >240
MC W1 TIponookuTeIbHOCThI0 QRS 2> 120 Mc, a Takske ma-
mreHTaM crapire 40 JeT ¢ HamKeIyaouKOBOM apUTMUCH
win ctapire 40 JeT co 3HAYMTEIbHBIM TTO3MHUM KOHTpa-
CTUPOBAHMEM rafoJuHueM no nanueiM MPT [526, 527].

EOK IIaB (YYP C, VI 4)

+ [MaumenTtaMm crapiie 18 JeT ¢ MUIOTOHUIECKOM JTHC-
Tpodueii 6e3 3amemiennst AB mpoBeneHIsI 1 0OMOPOKOB,
MIPEATIONIOKUTEITEHO aCCOIIMMPOBAHHBIX ¢ 2KA, peKOMeH-
nyercss nMmruiadTanmsas MKJI*** [526-528].

EOK IIaC (YYP C, V] 5)

+ [lammeHTaM ¢ MMOTOHMYECKON TUCTpODUEii 1 TIPH-
CTyIIaM¥ CepaleOueHrs, KpaifHe TOA03PUTETHLHOTO Ha
KA, n nngykumein KT 6e3 yuacTust Hoxek Imydyka [uca
pekoMeHayercss uMmiuiantauuss MKI*** [526-528].

EOK IIaC (YYP C, V] 5)

+ [laumeHTaM ¢ TTOSICHO-KOHEUYHOCTHOI MBITIICYHOM
muctpodueii Tuna 1B mm Dmepu-peiidyca n mokasa-
HHEM K KapINOCTUMYJISIINN peKOMEHIyeTCs MMITIaHTa-
g MKI*** [525, 528].

EOK IIaC (YYP C, V] 5)

* PexomeHmyeTcsT paccMOTPETh BO3MOXHOCTH WM-
mwrantanun UK*** y maumeHTOB ¢ MBIIIEYHOM AUC-
Tpodueit dromenHa/bekkepa M 3HAYUTEIBHBIM ITO3MI-
HUM KoHTpactupoBaHmeM TamonumHueM (ATX VOSCA
ITapamarHuTHble KOHTpacTHbIe cpenctBa) npu MPT
cepaua’ [521, 526].

EOK IIbC (YVYP C, V] 5)

+ PexoMmeHOyeTcsa pacCMOTPETh BO3MOXHOCTh UM-
miantanuu UKI*** BmecTo moctossHHoro DKC y ma-
IMUEHTOB C MHUOTOHWYECKOIl OMCTpodHeil ¢ ITOIOJI-
HuUTeNbHBIMU akTopamu pucka KA u BCC’ [522-
524, 526].

EOK IIbC (YYP C, VI 4)

* IloBTOpHas oueHKa AB TIpoBOAMMOCTU U UHIYK-
mn 2KA ¢ momotipio BCODU He pekoMeHAyeTcs y T1a-
LIMEHTOB cTapie 18 JeT ¢ MUOTOHMYECKON TUCTpOodueii
0e3 Tomo3peHUsT Ha apUTMHIO WM IIPOrpecCUpOBaHUC
HapyLIeHWIT TIPOBOIMMOCTHU [524].

EOK IIIC (YYP C, VI 4)

* [Tanmenrtam crapiure 18 jet ¢ cmmnTomHOir KT
C yJacTeM HOXeEK ITyuka [1ca peKOMEeHIyeTCsT TIpoBe-
nenue KA [523, 526].

EOK IC (YYP C, V1 4)

» [lamueHTaM ¢ MUOTOHMYECKOI nuCTpodueii crap-
mre 18 yret, KoTtopbIM BeIoMHsIeTes abnanus KT ¢ yyac-
THEM HOXeK MydKa [1ca, peKOMEeHIYeTCsT MMIUTAHTALIMST
KapInoCcTUMysITopa*** [523, 526].

EOK IC (YYP C, V1 4)

3.3.8. Muokapaur

* [lalumeHTOB C MONTBEPXIEHHBIM OCTPbIM MMO-
KapaIUTOM WU TIPpU TOAO3PEHUU Ha OCTPbI MMOKap-
JIUT C XU3HeornacHbIMU KA peKomMeHayeTcsl HallpaB-
JIATh B MEIMNIIMHCKOE YYPEXKIEHUE C COOTBETCTBYIO-

UMK KOMIICTCHIIMSIMUA W OITBITOM JICUCHUS TTOTOOHBIX
MmauneHToB [5, 529].

EOK IC (YYP C, VI 5)

» [lamuenTam ¢ remomrHamMmyecku 3HaunMoi Y MKT,
BO3HUKAIOIIEiT B XpOHNIECKOM (ha3e MUOKApINUTa, PEKO-
MeHayeTcss uMmrIutantanus MKI*** [5, 109, 530].

EOK IC (YYP C, VI 5)

* ¥V nmanmenTos ¢ XKT mau ®XK, conmpoBoxxaalomnMmI-
Cs1 HeCTaOMIBbHOI reMoarHaMUUYeCcKOM, Ha (poHe oCcTpoit
¢a3sl MIOKapanUTa peKOMEHAYETCS PACCMOTPETh BO3MOXK-
HocTh uMmImanTanun MKJI*** 1o BBIMMCKW M3 CTAllO-
Hapa [5, 109, 530].

EOK IIaC (YYP C, V] 5)

+ [lammeHTtam cTapire 18 JeT ¢ CHUMITOMHOM HeEy-
CTOMYMBOIT MM yctoitumBoii 2KA B ocTpoil dasze MUo-
KapmuTa pekomeHayeTcss AAT (IIpenrmoYTUTEIbHO aMIO-
mapoa™* u BAB) [5].

EOK IIaC (YYP C, V] 5)

« [TlammeHTtam crapiie 18 JeT ¢ peHUIUBHPYIOLICH
cumirtoMHoit KT, TepeHecIInM MUOKapOnuT, peKOMEH-
nyetrcst AAT [5].

EOK IIaC (YYP C, V] 5)

* ¥V IManmeHTOB II0C/Ie MUOKApANTa ¢ CUMIITOMHOM
peuuauBupyiomeir YMKT wiu mwokamu MKI*** na
kynupoBanust YMXKT, korna HeadHEeKTUBHEI, Hemnepe-
HocuMBbl unn HexenateabHbl AAIL, pekomeHnmyercs KA
B ONBITHBIX IIeHTpax [5, 47].

EOK IIaC (YYP C, V] 5)

* ¥V ManmMeHTOB ¢ XPOHUYECKNM MHOKAPIUTOM U Te-
MonuHamMudecku 3Hauumoi YMKT pekomeHayeTcst uM-
wradTaums UKI*** [5, 109, 531].

EOK IIaC (YYP C, V] 5)

* ¥V manueHToB cTapire 18 jer ¢ TeMOTMHAMUYECKU
mano3HaunMoit YMXKT, Bo3HuKaromieit B XpOHNYECKOM
¢asze MruokapmuTa, Impu coxpaHHoit ¢pyakunu JIK n Ha-
JIMYNH OTPAaHUICHHOTO pyOIia, pEKOMEHIYCTCSI PACCMOT-
peTh BO3MOXHOCTh KA Kak aqbTepHAaTUBBI UMILIAHTALIMHI
WKJI***, mpu ycIoBUM OOCYXKIEHMST TAHHON TaKTWUKM
C MAIIMEHTOM, a TAKKe TOCTYDKCHUSI HEMHIYLIMPYEMOCTH
XT m saMMUHAIINK JIOKAJBHBIX 3JEKTpOrpaMM, Xapak-
TepU3YIOIINX 3aMeUICHIE TIPOBEICHMSI, B KOHIIE TIPOIie-
oyphl abmaumu |5, 531].

EOK IIbC (YYP C, VI 4)

3.3.9. Capkoupo3s

[IposiBiieHNs TTOpaXkeHUsT cepama BCTPedaroTCs TIpH-
MepHO Y 5% MaLueHTOB ¢ capKoumo3oM. OGBIMHO CapKo-
ua03 cepana MmaHugectTupyer B Tpex popmax: quchyHK-
nust JIK, napymenust AB nnposenenus u 2KHP. Tepanus
ITIOKOKOPTUKOMAAMU SIBIISICTCSI OCHOBOIA JICUCHHST CapKO-
uno3a cepaua, Ho ee apdexr Ha 2KHP onucan Tonabko
B HAOJIIOIATCIPHBIX UCCICIOBAHUSIX.

+ [lammeHTtam cTapie 18 jeT ¢ capKoOMmo30M Cepi-
ma pexomenayetcst nmrurantanusg UKI*** mpu @B JIK
<35% |5, 532].

EOK IB (YYP 4, V11 5)
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Kommentapun. YV demeil yenecoobpaszno npudepicusamo-
Cs1 MaKoeo Jice n00xXo0a, HeCMOMPsL He omcymcmaeue docma-
mouHoll doKazamenvHoll 6asvl.

+ [lammeHTtam cTapire 18 jeT ¢ capKoOMImO30M CEepI-
IIa ¥ TTOKa3aHUSIMU K KapOIHUOCTUMYJISIIIAKM BCIICHCTBHUC
AB 0J10KanbI 2-3 cTENeHN PeKOMEHAYETCS MMITJIAaHTALIS
NK*** nezaBucumo ot @B JIXK [5, 533].

EOK IIaC (YYP C, VI 4)

KommenTtapun. YV demeil yesecoobpaszro npudepicusamo-
Cs1 MAaKoeo Jice N00Xo0a, HeCMOMPsL He Omcymcmaeue docma-
mouHoll doKazamenvHoll 6asol.

+ [MammenTam cTapie 18 JIeT ¢ capKoumo30M Cepala,
®B JIXK >35%, HO 3HAYMMBIM HAKOILICHUEM KOHTPACT-
Horo cpencrtBa 1o gaHHeIM MPT, pekomeHmyeTcss nMm-
mrantanusg MK *** mmocne paspeleHusT akTUBHOM (a-
361 BocTajieHud [5, 534].

EOK IIaB (YYP C, VI 4)

KommenTtapun. YV demeil yenecoobpaszno npudepicusamo-
Cs1 MAaKoeo Jice N00Xo0a, HeCMOMPsL He OMcymcmaeue docma-
mouHoll doKazamenvHoll 6asuol.

+ IlammeHTtam cTapire 18 eT ¢ capKOMImO30M CEpI-
ua, ®B JIK 35-50% u He3HAYMMBIM HAKOIJICHUEM KOH-
TpacTHOro cpeacTtsa 1o gaHHbIM MPT, mocie paspe-
IICHUs aKTUBHOM (pa3bl BOCITAJICHUsI, PEKOMEHIOBAHO
BCODU ¢ nenwio nomnelTkn mHaykuuu KT u ctpati-
¢dukaumu pucka [5, 534].

EOK IIaC (YYP C, VI 4)

+ [lammeHTtam cTapire 18 jeT ¢ capKOMImO30M CEepi-
ua, ®B JIXK 35-50% u uHAyuupOBaHHOII MOHOMOPG®-
Hoit KT pexomennyercs nMmrutantamus MKIT*** [5, 535].

EOK IIaC (YYP C, VI 4)

3.3.10. BonesHb Jlaiima n 6GonesHb Yaraca

Bonesns Jlaitma (6oppenno3) — MHGEKIIMOHHOE 3a-
OoJyeBaHME, BEI3BIBAEMOE CIIMPOXeToil Borrelia burgdorferi.
INepeHOCUNMKAMU SIBIISTIOTCST MKCOMOBRIC Kieru. Hapsimy
C KOXHBIMH TIPOSIBICHHUSIMHU, BOCHAIUTEIBHBIM IIOpa-
JKeHIEM HEpPBHOI CHCTEMBI M CYCTaBOB, B ITaTOJIOTHYC-
CKMi1 TIPOIIeCC MOTYT BOBJICKAThCS MUOKAPI 1 TIePUKap]I.
XapakTepHBIMH SIBIISIIOTCS HapYIICHUS ITPOBOTUMOCTH
BILJIOTh 10 MoOJIHOW AB G10Kanbl, onKrcaHbl XXU3Heonac-
Hble KA [536-539]. Jleuenue xuszHeonacHbiXx 2KA mpu
MUoOKapauTe onucaHo B Paspene 3.3.8, 4To akTyajibHO
u 1ipu 6one3nu Jlaiima.

bonesnp Yaraca (Illaraca) — mHGMEKIIMOHHOE TIa-
pasuTtapHoe 3abojeBaHME, BBI3BIBacMoe Trypanosoma
cruzi. TlepeHOCUMKAMU SIBJISTFOTCST TPUATOMOBEIC KITOITHI.
Pacnipoctpanena B IOxHoit n LleHTpanbHOI AMepuKe.
[TopaxatoTcsi B OCHOBHOM KEJIyTOYHO-KHUIIEYHBII TPAKT
u cepaie. B octpyio (asy 3a001eBaHIS TOpaXkKeHNE CEPI-
11a TIPEACTABIIACT COOOI OCTPBIN MUOKAPINT, B XpOHMIEC-
ckyio popmupyetrcs Kapauomuonatus ¢ XCH. g 3a-
OoJreBaHMS XapaKTepHBI KaK HapPYIICHUS TIPOBOIUMOCTH,
BIUIOTh A0 MoiHOK AB 0JioKanbl, TaK U KM3HEOIIACHBIS
KA. Nmnnantanusa WUKJ*** moxkeT OBITH ompaBia-
Ha 111 BTOopn4uHO# mpodmmaktukn BCC y maumeHTOB

¢ Ooznesnplo Yaraca, omHAKO CYIIECTBYIOT IIPOTHUBOpE-
YUBBIC WCCIICAOBAHMUS O MPEUMYIIECTBAX U PUCKaX IIPH-
MmeHeHnss UKJI*** y oTUX malimeHTOoB.

* YV manuenToB ctapire 18 et ¢ 6ome3nnio Yaraca
pPEeKOMEHIYeTCsT Ha3HAUeHNE aMHogapoHa™™ IJIsT CHIKe-
HUS STIM30I0B apUTMUHN TP HAJTUIUHN CUMIITOMHBIX 2KD
wm KT [540].

EOK IIaC (YYP B, VIJ 3)

* YV manuenToB ctapire 18 et ¢ 6ome3nnio Yaraca
U peuuauBupytomeit cumnromuonn YMAKT unm mokamu
NKI*** mpn moHomopdHoit XKT, y kotopeix AAT Heah-
(bekTHBHA, TIPOTUBOIIOKA3aHA WIN HE TIEPEHOCUTCS, pe-
koMeHayeTrcs KA B ombITHBIX HeHTpax [541].

EOK IIaC (YVYP C, V] 4)

* YV nmanuenToB ctapire 18 et ¢ 6ome3nnio Yaraca
u cumnrToMmHoi XKT, xorma HeaddeKTUBHA WIM HEIle-
penocuMa AAT (amuomapor™** m BAB), pekomeHOyeTCs
paccMOTpeTh BO3MOXKHOCTh nMImiaHTany MKJI*** [542].

EOK IIbC (YYP B, VI 2)

3.3.11. NaTonorusa knanaHoB cepaua

Kiranmannsle Topoku cepaiia mpeapacmosnaraioT K BCC
KaK B TIpeAONePallMOHHOM TIEPUOE, TaK 1 ITOCTIC Orepa-
nuii Ha KjamaHaX. [TaledTsl ¢ TopaXkeHeM KJIallaHOB
cepana v ocratouHoit aucdynkuuein JIXK nocne omnepa-
MM Ha KJIaTlaHe, KOTOPBIM ObLT yetaHoBieH MKJT*** mrg
nepBuaHOU npodunakTuku BCC, ¢ yaeToM MHIUBUIY-
aJTbHBIX 0COOCHHOCTEM, UMEIOT TaKyIO K¢ 4acTOTy CMep-
TU M 9acToTy cpabdaTteiBanmnsa MKJI*** kak M malmeHThI
nocie UM u ¢ JKMII.

*+ BCO®U u KA pekomeHmyeTcst y TallMEHTOB CTap-
mre 18 yret ¢ maToJyiorueit aopraabHoro KianaHa u Y M2KT
¢ 1eJblo BoisiBIeHUs 1 abnaunu KT, BoBiiekaroein HoxX-
ku nyuka ['muca, ocobenHo npu BosHukHOBeHUU KT 110-
cJie KOPPEeKIIMM aopTajJbHOTO Mopoka [543].

EOK IC (YYP C, V11 4)

» [lammeHTtam crapiie 18 jeT ¢ mopaxkeHHeM Kiiara-
HOB cepaua u gucdynkumeit JIZK, B T.4. mmociie Xupypruye-
CKOM KOpPEKIINN, peKOMeHIyeTcs nMIuTanTams MK I ***
¢ menpio mepBuuYHON Mpodumaktukn BCC aHAIOTMIHO
nokasanuam ipu JKMIT [109, 544].

EOK IC (YYP C, V11 4)

3.3.12. UguonaTtnyeckasa ®X

Huarno3 nononatndeckoir MK BeICTaBIsICTCS Y TIe-
perecimux BCC, mpearmoYTuTeNIbHO ¢ IMOATBEPXKICHHOM
@K, 1mocie MCKIIOUEHHUST CTPYKTYPHOI, MeTabomue-
CKOI, TOKCUKOJIOTUYECKON 3TUOJOTMU U KaHAJIOMATHA.
JlomoHUTENbHYIO MH(pOpMALIUIO 1aeT KJIMHUYECKOe 00-
ciaenmoBanue (aHamHe3, peructpanus DKI u DKI B BbI-
COKHUX MPEKOPAUATbHBIX OTBEACHMUSIX, TECT C (PU3NIECKOMN
Harpy3koii, 9xoKI) poIcTBeHHMKOB IIepBOIl CTCIICHU
poncTBa manueHToB ¢ nauonatndeckoit @2K. INammeHntam
OIpaBIaHO MPOBEAEHUE TEHETUUECKOTO TECTUPOBAHMS LISt
BBISIBJIEHUSI MyTallMii TEHOB, aCCOLIMUPOBAHHBIX C KaHa-
JIONATUSIMU U KapAMOMUOMNATUSIMU.
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» Wmmmanrammsa MK ** pekoMeHIoBaHa TIpY UIAO-
martuaeckoir MK y marmenToB crapire 18 et [5, 109].

EOK IB (YYP C, VI 5)

Kommenrtapun. YV demeil yenecoobpaszno npudepicusamo-
Cs1 MAaKoeo Jice nooxooa, HeCMOMPsL He OMCcymcmaue docma-
mouHoll doKazamenvHoll 6aszol.

+ [MaumenTaMm crapiie 18 JeT mpy peIuIuBUPYIOIINIX
snm3onax O2K, THAYIMPYeMbIX TTOBTOPSIIOIIMMICS CXOI-
HBIMHA MeXIy coboit mo Mopdoorun KD, pedpakrep-
HBIMI K MEOIMKAMCHTO3HOM Tepalmu, peKOMeHIOBaHa
KA omnbITHEIME crienmanuctamu [5, 545].

EOK IIaC (YYP C, Y/ 5)

3.3.13. CYUQT (B ToM uncne npuoOpeTeHHbI)

CpenHuii Bo3pacT MaHM(DeCTaNN KIMHIIECKUX TIPO-
apiennii — 14 net. TomoBoit mokasatens BCC y manum-
eHToB ¢ HeiaedeHHBIM CYUQT cocraBiger ot 0,3 1o
0,9%, Torga Kak CMHKOIIE BO3HUKAIOT Y 5% B rox [351].
bouin BeIsIBIEHBI MyTanuu B 17 reHax, acCOLMMPOBAaH-
Hele ¢ CYUQT, OOJBIIMHCTBO M3 KOTOPBIX KOIMPY-
0T CyOBEIMHUIIBI 3JICKTPUUECCKM aKTUBHPYEMBIX MOH-
HBIX KaHAJIOB: KaJMEBBIX, HATPUEBBIX MM KaJbIINCBBIX.
leHeTMYEeCKMiT CKPMHIHT BBISIBJISICT TTATOJIOTMUECKIE MY-
taunu B 75% cinydaeB CYMQT B Tpex OCHOBHBIX reHax
(KCNQ1, KCNH2 n SCN5A — et CYUQT 1, 2 u 3,
COOTBETCTBEHHO), 4TO cocTapisieT 90% IONIOXUTETHLHO
TCHOTUITMPOBAHHBIX CIIyJacB.

Breipensior cnenyromme nontuiiel CYUQT:

1. Ayrocomuo-mommHaHTHEIE CYUQT (pacmpoctpa-
HEeHHOCTH 1 ciaydait Ha 2500) 6e3 BHeCepIeIHBIX TIPOSIB-
JICHUM.

2. Ayrocomno-nomuHaHTHbIe CYMQT ¢ BHecepneu-
HBIMU TIPOSBICHUSIMH, BKITIOYAIOIINE:

a) cumHAPOM AHIepceHa-TaBuia, KOTOPHI Bce Ya-
IIe paccMaTpWBaeTCs KaK CaMOCTOSTeNbHOe 3a00jeBa-
Hue [546, 547].

0) cuHapoMm TUMOTH, XapaKTepU3YIOLIUIACS YIJIUHE-
HueM uHTepBama QT, cMHOAKTUINEH, TTIOPOKAMM Pa3BH-
THSI Cepara, pacCTPOMCTBOM ayTHCTHUECKOTO CIIEKTpa
n gucMopdusmMoM [548].

3. AyrocomHo-peneccuBHbI CYUQT (cunmpom Ixep-
Bema-Jlanre- HubceHa), coueTarommii 3KCTpeMaIbHOE
ymmHeHne nHTepBaia QT ¢ BpoxkaeHHOI TyxoToii [549].

I'pyrma sxkcnieproB EOK, pa3pabaTeiBatonas KIMHIYE -
CKMe peKoMeHaauuu 1o gedeHuio 2KA 2022r, monrBepan-
JIa TMaTHOCTUYEeCKNEe KPUTECPUM TSI YCTAHOBJICHUS KITU-
audeckoro auarHo3a CYUQT [5]: QTc >480 mc i Ha-
Jmyure >3 0aJIoB o mKaje oneHky pucka g CYUQT
(IMpunoxenme I'l) [550]. I1pn HaTWMIMM apUTMOTEHHOTO
oOMopoka uinu cepaeuHoro apecta QTc >460 mc mocra-
TOYHO IS TTocTaHOBKM auarHo3a CYUQT.

Crpatudukauns WHINBUAYATLHOTO PHCKA OCYIIIECT-
BIISIETCST C yueToM KimHmYeckux, DKI- u reHeTHmuecKumx
mapameTpoB [550, 551]. K npodumiaktinaeckoMy nmpruMeHe-
Huto UKI*** cremyeT MOOXOOUTh MHAWBHUIYATBLHO Y BCeX
MTAIIIEHTOB TPYIITIBI BEICOKOTO PHCKA, B YACTHOCTHU Y JKEH-

mwH ¢ reHotrioM CYUQT 2 tuna u QTc >500 mc, y ma-
meHToB ¢ QTc >500 Mc 1 TIpU3HAKaMU DJIEKTPUUYECKOM
HECTaOMJILHOCTH, a TaKKe Y MAIlMeHTOB ¢ TeHETHMUCCKUM
npoduiaeM BBICOKOTO pucka (cuHapoMa TuUMOTH, CUH-
npoMa [IxxepBesuta-Jlanre-HuibceHa, HOCUTENBCTBO JIBYX
u Oojiee MyTaumii). Hamo Takke yuuThIBaTh, YTO TSKECTh
(eHOTUITa MOXET OMPEAEIATHCS He TOJBKO Kay3aTHBHOM
MyTalueit, Ho 1 BCeM TeHETMYECKUM JIaHAIIa(pTOM.

Ha ceromnastimHMit IeHh HET JaHHBIX, CBUIETETLCTBYIO-
IIUX O TIpoTHOCcTUYecKoi 3HaumMoctu BCHODU ¢ [TCK
y maunenToB ¢ CYUQT [49].

+ Crenyrolnre MepOIpUSTHS TI0 KOPPEeKIIUHA 00pa3a
KW3HU PEKOMEHIOBAHBI BCEM TALIMCHTAM C TMArHOCTH-
poBanHbeiM CYUQT:

a. M30berarh mpuema MeAMKaMEHTOB, CIIOCOOCTBYIO-
mux ymomuHeHuio uHTepBaia QT (mmepeueHb Ha caiite
www.crediblemeds.org);

6. KoppekTrupoBaTh HapylIeHUs 3JIEKTPOJIUTHOTO Oa-
JaHca (TUTIOKAJINEeMUIO, TUITOMAaTHUEMHUIO, TUTIOKAJTBII -
e€MHI0), KOTOPhIC MOTYT pa3BUBAThCSA Ha (DOHE OUApEH,
PBOTHI WJIM METAaOOIMICCKUX HAPYIICHMIA;

B. M36erath crnennduIecKnX TPUTTEPOB APUTMUMN
(axTMBHOC T1aBaHUE, 0ocodeHHO Tpu 1-M Tire CYUQT,
¥ BO3IEHCTBHUE TPOMKHUX 3BYKOB IIPU 2-M THUIIE 3a00J¢-
BaHmsT) [552, 553].

YYP C, VI 4

* BrigBiieHUe 1 yCcTpaHeHNE IPUYWH YITUHCHUS WH-
tepBaa QT (mmpekme Bcero oTMeHa JIIOOBIX JIEKAPCTBEH-
HBIX CPEICTB, CIIOCOOHBIX YIIUHATh uHTepBal QT, ec-
JIX TAaKOBBIC TIPUMEHSIIOTCS, KOPPEKIINS 3JICKTPOIUTHBIX
HapylIeHWI, yCTpaHeHe OpaauKapani) peKOMEHIOBa-
Ho mranmeHTam ¢ nosmmopduoit KT tuna "nupyat” [49,
551-556].

EOK IIaC (YYP C, VI 4)

* [Taumenram ¢ CYUQT mnsa npocdunaktnku BCC
pekomeHgoBaH npueM BAB [5, 552, 553, 556].

EOK IB (YYP C, V11 4)

Kommentapun. [lpednoumenue omoaemcs HeceneKkmue-
noim BAB (nponpanonon®*) [5, 557].

» Hasnauenue BAD mnsa npodpunaktuku BCC pexo-
MEHIOBAHO y HocuTeNell reHeTnyeckoii mytaru CYUQT
¢ HopMasbHBIM QT-uHTEepBanom [556, 558-560].

EOK IIaB (YVYP B, V] 2)

* Bspocaeim mammeHtam ¢ Bpoxka¢HHBIM CYUQT
3 Thma u BBIpaXCHHBIM yIIMHeHneM nHTepBaia QT pe-
KOMEHIYETCSI pacCMOTpPeTh Ha3HaUYeHHME #paHOJa3WHa
(ATX CO1EB [pyrue mperapatsl I JedeHUs 3a0071e-
BaHMIi cepaiia) B mororHeHMe K BAB mia mpemympex-
nenns peuunuBoB KT n BC mpu ycimoBuu, 910 BO Bpe-
MSI OCTPOTO JIEKAPCTBEHHOTO TECTa C 3TUM IIpPEIIapaToM
nHtepBan QTc ykopaunBaercsa 6ojee yeM Ha 40 mc [5,
99, 561-566].

PKO ITaC (YYP C, VI 3)

* BspocaeiM mamueHTaM ¢ BpoxnéHHbIM CYUQT
3 TMma ¥ BBIpaXXCHHBIM yIIMHeHUeM uHTepBama QT
PEeKOMEHIYETCS pacCMOTPETh Ha3HAYeHHME OJIOKATO-
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pa HatpueBbIx KaHasoB (ATX C01BC AAII, kmacc IC)
#dnekanHuga B nornogHeHue K bAb nis npegynpexne-
Hus penuauboB KT u BC mipu ycioBum, 4To BO BpeMs
OCTPOTO JICKAPCTBEHHOTO TECTa C 3TUM IIpermapaToM MH-
tepBan QTc ykopaunBaeTrcd 6oiiee yeM Ha 40 mc [5, 99,
562-568].

PKO IIaC (YYP C, VI 4)

Kommenrapun. J[osbr das 63pocavix ykazausl ¢ [lpuno-
acenuu A3, mabauyvt A3.2 u A3.4.

* BpemeHHasT 31eKTpOKAPIMOCTUMYJISIINAS C YacTO-
toii 100 1 Oojiee B MUHYTY peKOMEHAYeTCS MallleHTaM
crapie 18 jet ma ykopodeHust natepsana QT u mpemy-
peXIeHnsT peuanBoB moaumopdHoit KT tuna "mupy-
ST" TIpH OTCYTCTBUM 3(P(PeKTa OT BBEACHUS MAaTHUS CYIb-
dara** [569, 570].

EOK IC (YYP C, VI 4)

* C uenpio kynupoBaHus moaumopdHoit KT tuma
"mupyat” mpumeHenne AAITT, knacc IA n AATI, xmacc 111,
He pekomeHnoBaHo [47, 100].

EOK IIIC (YYP C, YA/ 4 — nna B3pociasix; YYP C,
VI 5 — nas nereii)

Kommentapun. YV demeil yenecoobpaszno npudepicusamo-
Cs1 MAaKoeo Jice n00xXo0a, HeCMOMPsL He OMcymcmaeue docma-
mouHoll doKazamenvHoll 6asol.

+ B/B BBemeHue #marHus cyibdara** pekomMeHIOo-
BaHO IS TIPEOYIPEXKICHUS PEIUANBOB IOIMMOPMOHOM
KT tuna "mupyat” [47, 100].

EOK IC (YYP C, Y] 4 — nxs B3pocabix; YYP C,
VI 5 — nas nereii)

Kommentapuu. Bsedenue #maenus cyrvgpama™* nepeod-
KO oKazvleaemcs S(hheKmusHoiM, 6 m.4. U Yy NAYUEHIN08
C UCXOOHO HOPMANbHBIM YPOBHeM MaeHusi 6 Kpoeu. Jlo3vl
013 83pocavix u demeil ykazawsl 6 Ilpunoxcenuu A3, ma-
onuyvt A3.2 u A3.4.

* Wwmrurantanug MKI*** B couyeTaHUM C TIPUEMOM
BAB pexomennoBana manuentam ¢ CYUQT, nmepexns-
IIAM OCTaHOBKY cepama [5, 109, 571].

EOK IB (YYP C, VI 4)

* Wwmrurantanug MKI*** B couyeTaHUM C TIPUEMOM
BAB pekomengoBana mauueHTaM ¢ CYUQT u cuHKO-
manrbHBIMU cocTosTHUSMH ¥/ KT Ha (oHe mpuema
agexkBaTHo# n03bl BAB [5, 109, 571].

EOK IIaC (YYP C, VI 4)

* BuImmogHeHMEe TPYTHOM JEBOCTOPOHHEHN CHMIIa-
TUYECKOM JeHEepBalluM CepAlla PEKOMEHIOBAHO y CHM-
nToMHBIX TTareHToB ¢ CYUQT B caenyrommx ciaydasx:

a. Ilpuem BADB HeaddekTruBeH, IIOXO MEPEHOCUTCS,
MO0 MMEIOTCST TIPOTUBOITOKA3aHMS,

0. UKI***-Tepanusg mpoTHUBOIIOKAa3aHa WM UMEET-
cs OTKa3 TMallieHTa;

B. INammeHTtsl ¢ uMIutantupoBaHHbIM MKIT*** Ha do-
He mpremMa BAB mpomoKaioT NCIIBITBIBATh MHOXKECTBEH-
Hele moku MKII*** [161, 349, 572-574].

EOK IIaC (YYP C, VI 4)

* PexoMmeHmyeTcsT paccMOTPETh BO3MOXHOCTH WM-
mrantauyun UKJ*** B nmomonHenume K tepanuum BADB

Yy aCHMMIITOMHBIX HOCHUTEJIEH IMaTOJIOrMYECKOM MYyTalluu
B reHax KCNH2 wim SCN5A npmn yBenmmueHum QTc
>500 mc [552, 553].

EOK IIbC (YYP C, Y] 4)

3.3.14. Cungpowm kopoTkoro uitepsana QT (CKUQT)

CuHIpOM XapaKTepu3yeTcs YMEHBIICHUEM IIPOIOJI-
KUTEIBHOCTHU TIOTCHIIMAJA IeCTBUS KapaIMOMUOIUTOB
Kak TpeAcepauii, TaK U XeIyTOYKOB, YMEHbBIICHUEM
s¢dexTuBHOTO pedpakTepHOro Iepuoma Ipeacepauit
¥ KCIIYIOYKOB, BCICACTBUE UETO CO3MAcT YCIOBUS VIS
Pa3BUTHUS XU3HEYTPOXKAIOIMINX APUTMUI TT0 MEXaHU3MY
pueHTpu. MnmeHTnduUIMpoBaHbl AT T'C€HOB, CBSI3aH-
BeIXx ¢ CKUQT: KCNH2, KCNQ1, KCNJ2, CACNAIC
n CACNB2b. Ho MONOXUTENbHBIN pe3yabTaT TeHEeTH-
YeCKOIo CKPMHUHIA OCTAeTCsl HeBbICOKUM (Bcero 20%).
3abojeBaHNe SIBISICTCS JIETAIBHBIM BO BCEX BO3PacT-
HBIX TPYyIIax, BKIIOYas AeTeil B TIepBBIC MECSIIBI XKN3-
HU, U BEPOSTHOCTH IEPBOM OCTAHOBKM Cepalla K BO3-
pacty 40 set coctasnsier 40%. BecbMa BEpOSITHO, 4YTO
CKHUQT gBnsieTcsd HeTOOAMATHOCTHUPOBAHHBIM COCTOSI-
HUEM B O0IIeH momynsiuu. JInarao3 y B3pOCIbIX ycTa-
HaBJIMBAETCS TI0 KpUTEpUsIM, npemioxkeHHBIM Gollob M,
et al. [575] (ITpunoxenue I2).

VY nmeteii 1 mompocTKoB 10 20 JIeT yTOYHEHHBIMU KPH-
tepusmu CKUQT asisrorcst 3Hadenns QTc <316 wmc,
KoppurupoBanHoro J-Tpeak <181 Mc 1 Hanuune paHHel
PETIOISIPU3ALIN KEITYIO0UYKOB [576].

IMokazanusg X nmpuMmeHennio MKJI*** B kaxxmoM ciy-
Yae pacCMaTpUBAIOT WHAWBHUIYAJIHbHO, YUNTHIBAS ceMeii-
HBIIT aHaMHe3 W Hajamdue ykopodeHHoro QTc, omHako
IUIST OOIMMX peKOMEHIAIMIA Ha MTaHHBIM MOMEHT JaHHBIX
HemocTaTouHO [577, 578].

Ha ceromHsmmHmii JeHb HET JaHHBIX O TOM, 4To TTCXK
TTO3BOJISIET IIPOTHO3MPOBATh ApUTMUUICCKIE COOBITHS V T1a-
mentoB ¢ CKMQT.

* Mmmmantanusa UKI*** mrg npodpunaktuku BCC
pexkoMmeHgoBaHa nanuentaM ¢ CKMQT, xoroprie:

a. [Nepexxmim 0CTaHOBKY Ceplia U/Win

6. IMe1oT TOKYMEHTHPOBAHHYIO CIIOHTAaHHYIO YCTOM-
yuByo KT [577-581].

EOK IC (YYP C, VI 4)

* PexoMeHmyeTCsT pacCMOTpeTh BO3MOXKXHOCTD Ha3Ha-
yeHud cotajona** mig npodmraktnku BCC y manmmeHTOB
crapure 18 met ¢ mmarnHoctupoBaHHbiM CKUMQT, nmero-
mux nokazanust K MUK***-tepanum, B cilydgae, Korja
NKI*** mpoTuBonoKasaH WK ITallMEHT OTKa3aJCs OT
ycTpoiicTBa [577, 578].

EOK IIbC (YYP C, V] 4)

* PexoMeHmyeTcsT pacCMOTpeTh BO3MOXKXHOCTD Ha3Ha-
yeHus cotajona*™* mig npodunaktuku BCC y acummnTom-
HBIX TTAIIUEHTOB cTapiie 18 jieT ¢ AMarHoCTHPOBAaHHBIM
CKUQT u cemeiinbiM anamae3om BCC [99, 577, 578].

EOK IIbC (YVYP C, V] 4)

Kommentapun. /[o3vs npenapama 0as 63pocavix u de-
meil yxaszannvt 6 Ilpunoncenuu A3, mabauyax A3.1 u A3.3.
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3.3.15. Cungpom Bpyrapa

CunnpoMm Bpyrama — xaHanxonaTus ¢ JOMUHAHTHBIM
HacJIeHOBaHNEM U Pa3IMIHOI ITEHETPAHTHOCTHIO, 3aBH-
CHMOIT OT BO3pacTa M IToJIa: KIMHINYECKUE TIPOSBICHMS
3a00JIeBaHMSI, BCTPEYAIOTCS Yallle ¥ B3pOCTBIX U B 8 pas
yame y MyXduH, 94eM y keHmumH. ®XK BcTpedaeTcs
B cpedHeM Bo3pacTe (MUK MaHU(peCTalluW ITPUXOIUT-
cs Ha 40 j1eT), HO MOXeT BO3HUKAThH B JIIOOOM BO3pacTe,
OOBIYHO BO BpeMsI OTIbIXa MM cHa [582].

INcuxorpormsie cpenctsa (ATX HOS), Hekotopsie AAIL,
AHECTEeTUKM, KOKarH, Ype3MepPHOE YIIOTPEOICHIE aTKOTOJIST
1 JINXOPAIKa SBJISTIOTCS TIOTCHIIMATBHBIMY TPUTTEPAMM TT0-
aBeHnus opyraga-momooHoro narrepHa ODKI 1 tuma u 3a-
mycka @XK. CuaapoM Bpyrama muarHocTupyeTcs y Imamm-
eHTOB ¢ TombeMoM cermeHTa ST ¢ Mopdosorueit 1 Thma
>2 MM B OIHOM WJIM HECKOJIBKMX TIPaBBIX IPEKOPIUAIb-
HBIX OTBeIeHUSIX V1 1/mmm V2, pacIionokeHHBIX BO BTOPOM,
TPEThEM WM YeTBEPTOM MeXKpebepbe, BOSHUKAIOIINX JTN0O
CITOHTaHHO, JIM0O TIOCJIe TIPOBOKAIIMOHHOTO JEKApPCTBEH-
Horo TecTa ¢ B/B BBemeHMeM AAII, xkimacc IA (Takoro Kak
mpoKanHaMuI**), i npu peructpanyu DKI B BepxHUX
TIPEKOPIUATLHBIX OTBEICHUSIX (MEXKPEOSPHBIX IIPOMEKYTKAX
Ha 1-2 peOpa BHIIIE TTONIOXKEHUMA 37IeKTponoB B VI n V2).

+ Crenyromye MepOIPHUSITHS TI0 KOPPEKIIMU 0Opa3a
KW3HU PEKOMEHIOBAHBI BCEM TTAIIMEHTAM C TMArHOCTH-
pOBaHHBIM CHHIpOMOM bpyrana:

a. M3beraTth mpremMa MeIMKaMEHTOB, KOTOPEIE MOTYT
IIPOBOIIMPOBATH 3JIeBanio cerMeHTa ST B IIpaBBIX TPYI-
HBIX OTBeAeHuUsIx (Www.brugadadrugs.org);

0. M3berate ynorpebiieHUST KOKanWHa, KaHHaOuca,
1 3HAYUTEIBLHOTO YIIOTPEOICHUS aJIKOTOJIS;

B. HememneHHO TIPUHSITh MEpHI IJIST CHYDKCHUST TEM-
TepaTypsl Tella MpY BO3HUKHOBEHUN JIMXOPAIKHU JTIF000-
ro reresa [583-586].

EOK IC (YYP C, V1] 4)

* Wmmmanrammsa UKJT*** pekomeHgoBaHa maluyeHTaM
C IMarHOCTUPOBAHHBIM cHHApoMoM bpyrama, KoTopsle:
MepeXIn OCTAHOBKY cepllia W/WIW UMEIOT JOKYyMeH-
TUPOBAHHYIO CIIOHTAaHHYIO ycToitumByilo KT [583-587].

EOK IC (YYP C, V1] 4)

* Wmvmnanrammsa MK*** pekomeHaoBaHa y malneH-
TOB co cioHTaHHBEIME DKI-miposiBieHusIMu 1 THMa CUH-
mpoMa bpyrama M cMHKONAJIbHBIMU COCTOSTHUSIMH (Be-
pOSITHO, apUTMHYECKOTO TeHe3a) B aHaMHe3e [584-588].

EOK IIaC (YYP C, VI 4)

* PexoMeHIyeTcsl paCCMOTPETh BOSMOXKHOCTD MMILIAH-
tary UK*** y malimeHToB ¢ IMarHoCTUPOBAHHBIM CUH-
npomoM bpyrama, y koropeix nHmynmpyercss @K B mpo-
necce BCODU ¢ ITCXK no 2-x akerpacTumysioB [584-588].

EOK IIbC (YYP C, VI 4)

* KA ouara K3, aprsommxcst TpurrepoM OXK /KT,
1/WIH 3TrKapauaiabHoro cyocrpara BTTIK pekoMmermy-
eTcs y TIaIlMEeHTOB C CHHAPOMOM bpyrama ¢ moBTOpSIIO-
murmMucs moxkamu UK**, pedpakTrepHbIMI K MeIUKa-
MEHTO3HO# Tepanun [588, 589].

EOK IIaC (YYP C, VI 4)

3.3.16. KIMXT

Penxoe HacaencTBeHHOE apUTMOTEHHOE 3a00JIeBaHME,
XapaKTepH3yIolIeecsT aapeHepTUIeCKI-MHIYIIPYEMOK
IBYHaIIpaBJIeHHOM 1 monuMopdHOoi KT (rmpeamonaraemast
pacmipoctpadeHHOCTh 1 Ha 10 ThIC.). UneHTHOUIIPOBAHO
nBa reHetnueckux Tura KIT2KT: toMuHaHTHBIN BapuaHT
W3-3a MyTalliii B TeHEe, KOTMPYIOIIEM TeH peliernTopa Kap-
muranbpHOTO praHomuHa (RyR2), n penkuii periecCUBHBIN
BapuaHT, BBI3BAHHBIII MyTalleil B TeHE KapAWaJIbHOTO
kanbcekBecTpuHa (CASQ?2). g mamuenTtoB ¢ KITXKT
XapakTepeH BBIPAXKCHHBIM ITOMMMOPGU3M HapyIIeHUMA
puTMa — OT OpaguKapauu, YKOpodeHUs nHTepBajia PR,
AB muccounanumu, HXT g0 moauTomnHbIX 1 moauMopd-
HBIX TaXHUAPUTMUI, YTO HEPEIKO SIBJISCTCS IIPUUNHON He-
cBoeBpeMeHHOI quarHoctuku KITXKT mpu HerpaBuiib-
HOI MHTepHIpeTallii MpUUnH cuHKore [590-592].

HezaBrucuMBIMHM IPOTHOCTHYECKUMU (PaKTOpaMU TSI
aputMuueckux coonsituii B ciayuae KITXKT saBnasitoTcst BbI-
SIBJICHUE 3a00JIeBaHMS B IETCKOM BO3pacTe, OTCYTCTBHE
tepanuu BADB u mepcucTupyronime CiaoXHbIe apUTMUU.
IlepBast muuug tepanuu KITKT BxirouaeT HeceleKTUB-
Hble BAD (6€3 BHyTpeHHEN CMMIAaTOMUMETUYECKON aK-
THUBHOCTH) 1 MOTU(PUKAILINIO 00pa3a XXNU3HU C OrpaHUYe-
HUeM (PU3MIECKUX HArpy30K.

JIeBOCTOpOHHSIST cMMITaTHYeCKasl IEHepBaIs cepalia
okassiBaeT onpeneiaeHHbIN 3P dexT npu KITKT y namu-
€HTOB, KOTOpble He TepeHocaT BADB, omHako HeoOxoau-
MBI TOITOJTHUTEIbHBIC JaHHEBIC U OoJiee IIUTEIbHOE Ha-
OIIroneHME TSI KOJIMIECTBEHHOM OLIEHKM 3TOTo 3(hheKTa.
[MammenTaM, TIepeXUBIINM OCTAHOBKY cepra, peKOMEH-
noBaHbl ipueM bAB n MKJ1***-Tepanus; ecau Takoe Jie-
YeHHUe IO pe3ylbkraTaM CTPECC-TecTa He IT03BOJISIET IIO-
CTWYPh TOJTHOTO KOHTPOJISI apUTMUHU, CIEAYST PacCMOT-
petb KoMOuMHUpoBaHHYIO AAT.

Wmnnantaumsgs UK*** Bo3MoxXHa y TallMEeHTOB
¢ KITKT, xotopsie He oTBeuatoT Ha JieueHue bAD. I[1pu
nporpamMmmupoBaHun MKJI*** yBeTnanBaOT MPOIOIKI-
TeabHOCTh meTeKumu KT, TOCKOMBbKY HaHeCCHHE IITOKOB
MOKET OBITh 00JIC3HEHHBIM M CIIOCOOCTBOBATH MOBHIIIIC-
HUIO CUMITATUIECKOTO TOHYCA M IIPOBOLIMPOBATH IIOBTOP-
HBIC 3IM300bI APUTMHUU, YTO B KOHECYHOM HTOTE BEIeT
K BO3HMKHOBEHUIO TTOPOYHOTO KPyra ¢ PeUUINBUPYIO-
mumu 2KA, BIDIOTh 10 CMEPTEILHOTO MCXOa.

* Bcem manmenTtam ¢ guarHoctupoBaHHoil KITXKT
pPEeKOMEHAYeTCsT M30eraTh COPEBHOBATEIBHBIX BUIOB CITOP-
Ta, CHJIOBBIX TPEHUPOBOK U CTPECCOBBIX CUTyalnii [593,
594].

EOK IC (YYP C, VI 4)

» IIpuem BADB pexomeHmoBaH ISl IeYESHUST ApUTMUU
n npodunaktuku BCC BceMm manmeHTaM ¢ TMarHOCTUPO-
BaHHoi KITKT, yautsiBasg HaIuunre JOKYyMEHTUPOBAHHOM
CIIOHTAaHHOU WJIN CcTpecc-mHaynupoBaHHoi KA [594].

EOK IC (YYP C, VI 4)

o Wwmmrantanuga UKJ*** normojHUTETbHO K NpH-
emy BADB B coueranum unm 6e3 AAII, knaccer I u 111,
peKOMEHIOBaHA IJIS JICYCHUST apUTMHU U TIPOpIIIaK-
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ik BCC mamuenTtam ¢ pguarHoctupoBaHHoi KITXKT,
MePEeKUBIIMM OCTAaHOBKY CepIlia, MMEIOIIUM B aHaM-
He3e TTOBTOPHBIC CHUHKOMAIbHBIC COCTOSTHUS WA 3ITH-
30061 MoauMopdHOIT/nByHanpasiaeHHO KT, HecMOTpsT
Ha OMT [593-595].

EOK IC (YYP C, VI 4)

* Tepanus BAB pekoMeHgoBaHa poACTBEHHUKAM I1a-
mreHTa it mpodmiaktnku BCC 1ipu BHISIBICHUN TeHE-
TUYECKUX MYyTalMi, Maxke MpU OTCYTCTBUM CHUMIITOMOB
mwm Manudectarum KT [593, 594].

EOK IIaC (YYP C, Y1/ 4)

+ Tepamus #daeKanHIIOM peKOMEHIOBaHA TIPU pe-
UINBaX 0OMOPOKOB, ITOIMMOP(HOM/IBYHATIpaBICHHOM
KT nnm coxpaHsiommxed Harpy304HbIX KD y manmeH-
ToB ¢ KIIKT Ha ¢onHe npuema BADb B MakcumaibHOI
rnepeHocumoii go3se [109, 563, 589, 595].

EOK IIaC (YYP C, VI 4)

Kommenrapun. /lozer 0as demeii: #cpnexaunud (om 2
do 3 me/ke).

+ PexkomeHmyeTcsT paccMOTpPeTh BO3MOXHOCTD BBITION -
HEHUS TPYIHOM JIEBOCTOPOHHEN CUMIATUYECKOM IeHepBa-
LUK cepala y maiueHToB ¢ nuarHoctupoBaHHoi KITXKT
W TIOBTOPHBIMU CUHKOITAIBHBIMUA COCTOSTHUSIMHU, TIOJIH-
MopdHoi/nByHatpaBieHHOU KT, HECKOIBKIMMI MOTH-
BUPOBAaHHBIMU cpabateiBaHuaMu MKJI*** ¢ HaHeceHU-
eM IIOKOB Ha (poHe n3onmpoBaHHOTO npueMa BADB niu
B couetanuu ¢ AAII, xmaccer 1 u 111, a Takke nipu Ha-
JIMIUY HETIEPEHOCUMOCTH WM TIPOTUBOIIOKA3aHMIT K MX
npuemy [574, 594, 596].

EOK IIbC (YYP C, V] 4)

3.3.17.BNC

Cmpamugpuxayus pucka u nepeuunas npoguiaxmu-
xa BCC

Bre 3asucumocmu om muna BIIC

* [Ipumenenue MKJI*** pekomeHIOBAaHO Y TTallieH-
ToB ¢ BIIC 1 06MOpoKaMu HEU3BECTHOTO MTPOUCXOXKIIE-
HUS B COYCTAHMNU C TSKEJION TUCHYHKIMCH KeITyTOIKOB
u/nm UHIynupyeMmoit yeroiunBoit KT /MK mpu mpo-
BeneHun BCODU [47, 597-599].

EOK IIaB (YYP C, VI 4)

* Wmmnanrtanug MKJI*** pekomeHgoBaHa B3POCIBIM
nauveHTaM ¢ BITC ¢ OMBeHTpUKYISIpHO# (pusnoorueit
u muchyHKuueil cucreMHoro xemnymouka (DB <35%),
cumntoMHoir XCH nHa (pone OMT c II wim 111 @K 1o
NYHA [47, 600-602].

EOK IC (YYP C, VI 4)

* Wwmmurantanuga UKI*** pekomeHaoBaHa TaeH-
tam ¢ BIIC u npenronaraeMbIMI apUTMOTCHHBIMM CHH-
Korie, uMeroIuMu Jinoo auchyskuuto JIZK, 1ubo nHmy-
mpyemyto yeroitunsyio KT nipu ITCXK [47, 597, 601-603].

EOK IIaB (YYP C, VI 4)

* PexomeHmyeTcsT pacCMOTPETh BOSMOXHOCTD MMITIAHTA-
v UKJI*** y manumeHToB ¢ TSoKeoi TucyHKIEH emmH-
CTBEHHOTO XeTynouka mwim cucteMHoro 2K mmpu Hammamm
npyrux (akropos prcka, Bkmodasg HY2KT, XCH 11 wm 111

DK nmo NYHA, BeIpakeHHYIO perypruTaiiio Ha CUCTEM-
HoM AB xnanane, mmpokuii QRS >140 mc [47, 604-607].

EOK IIbB (YVYP C, V] 4)

Y nauuenmoes nocae xupypeuueckoii koppekuuu mempa-
oot Danno

* ¥V manmmeHToB mocie KoppeKnuu Terpamsl Pasio
¢ cumnitomamu aputmuu 1 HY2KT pekomeHnoBaHo npo-
BeneHe BCODOU, sxmouasa [TCXK [599, 604, 606, 607].

EOK ITaC (YYP C, V]I 4)

* ¥V manmueHToB mocie KoppeKnun Terpambl Pasio
C CHUMITOMAMM apUTMHUU U TTOJOXKUTEIBHBIM Pe3yiIbTa-
ToMm TICXK, mim ¢ coueTaHueM JIpyrux (pakTopoB pucCKa
n nojoxxuteabHou [1CXK, pekoMeHTOBaHA MMITJIAHTALIMST
MK*** [597, 601, 602, 605].

EOK ITaC (YYP C, V]I 4)

* PexomeHmyeTCs pacCMOTPETh BO3MOXKXHOCTD ITPOBE-
neausg BCOOU, B 1.u. [1CXK, y nmanmeHTOB TI0Ce KOp-
pekumu TeTpanbl Pamio 6e3 CUMMIITOMOB apUTMUM, HO
B COYETAHUM C ApyruMu akropamu pucka [603].

EOK IIbC (YYP C, YVI] 4)

* ¥V maumMeHToB ¢ OIlepUpOBaHHOM TeTpamoil Pajuro,
WIYIINX Ha TTOBTOPHYIO OIEPAIMi0 HAa OTKPBITOM CEp-
e WJIM YPECKOXHYI0 3aMEHY KJIaraHa JISTOYHOM apTe-
pUM, PEeKOMEHIYETCS PacCMOTPETh BO3MOXHOCTBH TIPO-
BEICHUS JTOOMEPAIIMOHHOTO 3JICKTPO(MU3NOIOTTICCKOTO
KapTUPOBAHMS 1 a0JIalIiH/XUPYPTUIECKOTO TIepeCeUCHUST
AHATOMMYCCKUX MepelIeiikoB, accommupoBaHHbIX ¢ KT,
[0 WK BO BpeMs BMellaTeancTBa [608].

EOK IIbC (YYP C, V] 4)

KommenTapuu. Hcnoavzosanue mpancanuyasapHoOU 3a-
naamol y nayuenmos ¢ mempaodoii Panno ceszano ¢ bosee
Huskum puckom KA [608].

Bmopuunas npogpusaxmuxa BCC u aevernue 2KA npu BIIC

Bue 3asucumocmu om muna BIIC

* ¥V mamuenTos ¢ BIIC ¢ ycroitunseimu 2KA pekoMeH-
JIOBaHa OIICHKA Pe3MIyabHBIX M/ HOBBIX aHATOMUYC-
CKMX aHOMAaJTMIA Kak cyocrpara mis passutust 2KA [609, 610].

YYP C, VI 4

Y nauuenmoes nocae xupypeuueckoii koppekuuu mempa-
oot Danno

* ¥V maumMeHToB ¢ OllepupOBaHHOM TeTpamoit Pajuro,
y Kotophix umeercas YMXAKT wiau noBTopHbIE cpabaThI-
Banusg MK/l mo moBony YMXT, pekomeHI0BaHO IIpO-
Benenne KA B onbITHBIX meHTpax [611-613].

EOK IC (YYP C, VI 4)

» [lammeHTaMm ¢ omepupoBaHHOIT TeTpamoit dajro,
KOTOPBIM TIPEICTOUT ITOBTOPHOE KapIUOXUPYPTrUIECKOE
BMEIIATEIBCTBO, W Y KOTOPHIX ITOATBEPKICHO HAIMUILC
YMXT, pekoMmeHIOBaHO MPOBEACHUE MPeaoIepalloH-
HOTO KaTeTePHOTO KapTHUPOBAHUS W abIalllsl/XUPypPIrH-
YecKoe TepeceueHre aHATOMUYECKUX TIePEIIeKOB, ac-
counnpoBaHHBIX ¢ KT, 10 mim Bo BpeMs BMEIIATCIb-
crBa [608, 610, 614].

EOK ITaC (YYP C, V]I 4)

* ¥V mammeHToB ¢ ONepupoOBaHHOIT TeTpamoit Pasio
C COXpaHEHHOI OMBEHTPUKYJISIpPHOU (DYHKIIMEH, y KOTO-
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peix umeetcs cumnrtomHass Y M2KT, pekomeHayeTcst pac-
CMOTpPETh BO3MOXHOCTH TTpoBeneHns KA wimm xupypru-
YecKoit abialliy B ONBITHBIX LIEHTPaX KaK aJbTepHATUBY
teparmuu MK *** [606, 611, 613].

EOK IIbC (YYP C, VI 4)

KA KT y nayuenmos ¢ BIIC

* ¥V nanuenTtoB ¢ BITC u penuauBUpyIOmmMI 2111 -
3omamMu YMXKT wmmm cpabateiBanusamMu MK *** koTo-
pBbIe HEe MOTYT OBITh KOPPEKTUPOBAHBI IIPOrPaAMMUPOBA-
aHuem MKI*** mim AAT, peKoOMeHIOBaHO IIpOBEIEeHNE
KA B onbiTHBIX HieHTpax [100, 615-617].

EOK IIaC (YVYP C, V1 4)

* BoimosHenue KA pekoMeHIOBAaHO B KayecTBE
aJPTepHATUBB MEOIMKAMCHTO3HOI Tepanmuy MPU CUM-
nToMHoit YMXKT y maumenTtos ¢ BITC u UK*** [100,
615-615].

EOK IIaB (YYP C, VI 4)

« KA m mpodmrakTuueckoe IIPUMEHEHUE Tepa-
MUY IS JIeYeHUST HapyIIeHWI pATMa cepalia He pe-
KOMEHIOBAHHI B CIydyae 0€CCUMIITOMHBIX, penkux KD
y manueHToB ¢ BITC n cTrabunbHOM (YHKIUENH XKeay-
IIoukoB [47].

EOK IIIC (YYP C, V11 5)

* ¥V maumeHToB ¢ onpeneaeHHBIMU BapuaHTtamMu BITC
(BKITFOUAsT TIIACTHKY TIPEICEPOHON TEeperoponKu IIpHu
TPAHCITO3UIINA MAaTUCTPAIbHBIX apTEepHii, OMIepaIlnio
®onTeHa 1 aHoManmio DommTeitHa) ¢ BOC pekoMeHmo-
BaHO BBISIBJISITh U MPOBOAUTH JieueHue H2KT ¢ 6bIcTpbIM
MPOBEIEHNEM Ha Xenyaouku [602, 618].

EOK IIaC (YVYP C, V1 4)

3.4. AcnekTbl BeieHMS B 0COOEHHbIX rpynnax
nauueHToB
3.4.1. BepeMeHHbIe ¥ NepunapTanbHas KapauoMmmuonaTus

Jleuenme KT Bo Bpems GEpeMEHHOCTH

» Jleuenue BAB pexomenayeTcss Bo BpeMsi Oepe-
MEHHOCTH U B TIOCJCPOIOBOM IIEpHMOIC IMallMeHTKAM
¢ CYUQT wu KITXKT [619-622].

EOK IC (YYP C, VI 4)

» Jleuenue BADB pexomeHnmyeTcst Bo BpeMst OepeMeH-
Hoctu nanuenTtkaMm ¢ AKITXK [623-625].

EOK IIaC (YYP C, Y/ 4)

* HasnaueHue Mertomposnona™*, #mnpornpaHomona**
Wi #BepanaMmia®™® Bo BpeMsl OepeMEHHOCTH BHYTPH
pEeKOMEHIyeTCs 1T JUIMTEbHON Tepalmuy NINOoIaTHIe-
ckoit ycroitumsoit XKT [626].

EOK IIaC (YYP C, Y/ 5)

KommenTapuu. /[o3v: npenapamog o epems 6epemeHHo-
cmu ykasauwl 6 Ilpunoxncenuu A3, mabauye A3.1 u ne om-
auyaromes: om obuieil NonyasyuuU.

* B cayuyae HeaddektnBHOCTH npyrnx AAII, mig
npo@uiIakTuku peuuanBoB ycroituuboii KT Bo Bpe-
MSI OepeMEHHOCTU PEKOMEHIYIOTCS ITporad)eHOH **,
daekanmHua**, cotanmon** (mo3wl MperapaToB YKa3aHbI
B [Ipunoxennn A3, tabnuue A3.1) [183, 626, 627].

EOK IIaC (YYP C, VI 5)

* BOkcrpeHHasgs DKB Bo BpeMs 6epeMeHHOCTH peKo-
MEHOYETCS I KyIIPOBAHUS apUTMHUU TIPUA YCTOMIMBOIA
XT, ocobeHHO ¢ HapylleHMEM reMomuHamMuku [628].

EOK IC (YYP C, VI 4)

* B/B BBemenmne BADB, mpokanmHaMmma** wiam 1mpu-
MEHEHHe ollepexarolieii (oBepapaiiB) CTUMYIISIINU TSI
nonpasyieHust KT Bo Bpemst 6epeMEHHOCTU PEKOMEH]IO-
BaHO UIsI 9KCTpeHHOo# koHBepcun YMXKT 06e3 Hapylie-
HU reMoInHaMuKK [626].

EOK ITaC (YYP C, Y] 5)

* ¥V 6epeMeHHBIX TaneHTOK 6e3 CITC pekoMeHmyeT-
cg HasHaueHue BAB, AAII, knacc IC, niay ceJIeKTUBHBIX
0JIOKATOPOB KAJIBIIMEBBIX KAHAJIOB C MPSIMBIM JCHCTBHEM
Ha cepIlie Win coTaioja**, xorma KoamdectBo KD mpe-
BbimaeT 10% ot o0LIero KojJudecTBa CepaeyHbIX COKpa-
meHn 1Mo gaHHBIM XMOBKI, wim/u mpu CUMMIITOMHOI
XKD ¢ mroxoit mepeHOCMMOCTBIO, WIIM/M ¢ TEMOIMHAMMU-
yecKUMU HapyieHusmu [610, 611].

PKO IC (YYP C, VI 5)

* PexkomeHayercs HazHaueHue BADB wiu cenekTuB-
HBIX OJIOKATOPOB KaJIBIIMEBBIX KAHAIOB C TIPSIMBIM JIEii-
cTBUEM Ha cepaue (#BepamaMuir** — mo 240 MT B CyTKHU
npu 6epeMeHHOCTH [629]) M cotanoia** mpu OTCyT-
CTBUM aOCOJTIOTHBIX IMIPOTUBOITOKA3aHMIA (I03BI IIpernapa-
TOB yKa3aHbl B [Ipmnoxkennn A3, tabmmiie A3.1) Bo Bpe-
MST 6epeMEeHHOCTH TIpY CUMIOTOMHOM KD ¢ TIIOX0i 1e-
PEHOCUMOCTEIO, TEMOIMHAMMYECKIMU HapyIICHUSIMU 1/
wim cuctonnueckoil nucdynkmueit JIXK [626, 627, 629].

PKO IC (YYP C, VI 4)

KommenTtapun. B 6oavwuncmee cayuaes XK ne snens-
emcsi NPOMUBONOKA3AHUEM K eCMeCMEeHHbIM podam U He
mpebyem medukamenmosnozo nevenus: [628].

* [Ipy HATMYMKM COOTBETCTBYIOIINX ITOKA3aHMIT BBI-
nojHeHne uMrutanTanun MK *** pekomenmyercs Bo Bpe-
MSI OepEeMEHHOCTH C ONITUMAIbHOM 3aIIUTON OT MOHM3H -
pytomero nanydenns [630, 631].

EOK IC (YYP C, VI 4)

* PexkomeHmyeTcss pacCMOTPETh BO3MOXKHOCTBH BBI-
nomHeHnsT KA Bo BpeMs 0epeMEHHOCTU C OITHMAab-
HO¥1 3aIMTON OT OOJYYeHMS IJIS JICUeHUs pedpakTep-
HBIX K MEIMKAMEHTO3HOM Teparuy M TIOXO TEPEHOCH-
MbIx 2KA [632].

EOK IIaC (YYP B, YVI/ 3)

Kommenrtapuu. Bnepeoie éosnukuiaa 2KT moscem nposs-
AIMbCSL 80 BpeMst bepeMeHHOCU U PUCK Peyuduea apummuu
sovluie y navuenmox ¢ yuce umerouieiics XT u BIIC [633].

Hapyxcnas DKB (degpubpunnsyus) seasiemes 6e3onac-
HOUl Ha écex amanax 0epemMeHHOCmU, Hem 00KaA3amenbCcmes
HapyuieHus: KposooobpauieHus y nao0a uiu UHUUUAyuu npe-
acdegpemertovlx pooos [628]. YCC naoda doaxcra pecyasipHo
KOHmMpoAuposamscs Ha ecex smanax HapyyicHoi IKB (de-
Quobpuansyuu) [634].

Ilpu Haauuuu noxazauuii, umnaianmayus M
dondicHa Obimo ebinoAHeHa nociae 8 Hedeab bepemeHHOCMU
¢ MUHUMU3AYUEl UCHOAb308AHUS (DAI00POPAPUU NeeKUX
C NpUMeHeHUueM pPeHmeeH-3auUmbl U ONbIMHbIM 0Nepamo-
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pom [635]. [Ipumenenue yrompaszeyk08020 KOHMPOAs U/ulu
cucmem 3D-Hagueayuu no3eoasem CHU3UMb OAUMENbHOCIb
gnroopoepaghuu neexkux [630, 636].

Y bepemennvix ¢ UKJ*** neped podamu pexomenoyem-
Cs1 PYMUHHbLIL ONPOC YCMPOUCMea.

Dapmaronoeuueckoe neverue apummuii u CH y bepe-
MEHHDBIX JCeHUUH MOICem OblmMb AHAN0UHHBIM, KAK U Y He-
OepemeHHbIX, HO credyem u3beeamv NpUMeHeHUs npenda-
pamog, npoOMuUEONOKA3AHHbIX NPU bepeMeHHOCU, MAKUX
xak uAIll®, APA/APHHU u uneubumopwst penuna [626,
637-639]. Ilepebiii mpumecmp c813aH ¢ HAUOOABUUM Me-
pamozenHbim puckom. Papmakosoeuueckyro mepanuro pe-
KOMeHOYemcst HaUUHAmMy 8 camblil NO30HUI CPOK OepemeH-
Hocmu u ¢ HaumMeHbulel 3ggexkmusHoil do3zvl. Bozdeiicmeue
npenapama 60 8MOpPoOM U MpembveM Mmpumecmpe Modjicem
oKasvleams HebaaeonpusmHoe 803delicmeue Ha pocm
u pazgumue n100a, a MaKice NOGLLULAMb PUCK NPOAPUM -
muu. Pexomendyemcs npogepsame npenapamol U 0aHHble
0 Oeszonachocmu neped HA4ani0M NpuemMa HO8020 npend-
pama 60 epems Oepemennocmu [594]. K xopouio nepe-
HOCUMBIM OmHoOcAmcs comanoa™*, #eepanamunr™* (0oza
npenapama ykazana 6 Ilpusroxcenuu A3, mabauye A3.1).
Ilpumenenue onpasdano 6 mom cayuae, ecau NOMeEHYU-
anbHas nNoAb3a Npesvlulaem NOMeHYUANbHbLI PUCK: Memo-
npoaoa**, buconponron™*, #xapeedunron**, #audoxaun**,
#nponpanonon**, #eepanamua** emympueerno [626].
Hedocmamouno daunsix: #usabpadun**, nponaghenon™**
(0ozvl npenapamos ykazawnsl 6 Ilpusoncenuu A3, mabau-
uye A3.1). Ilpomusonokaszanwi: #amuodapoun**, #ameno-
aon**, #ounmuaszem [626].

Ilpu CYUQT (8 wacmunocmu, npu 2 mune CYUQT) puck
cepOeuHO-cocyOUCmbIX COObIMULL CYUECMBEHHO 803PAcCma-
em 8 nocaepodosom nepuoode (éniome 00 00HO20 200a NO-
cne podos) [566]. [losmomy éaxcHo npodoaicams mepanuro
BAb 60 epems bepemennocmu u nocae podos [619-621].
IIpodonicenue newenuss BAF pexomendyemces npu CYUQT
u KIIXKT u doaxncro paccmampuseamocs npu AKIIK [622].
JlonoanumensHulil puck npu 6epemeHHOCmU Y HCEHUUH C CUH-
dpomom bpyeada neussecmen [560, 640].

Cumnmomuyio maxuapummuro credyem aeyums KA do
HacmynaeHus naarupyemoii bepemenrnocmu. Ecau KA noka-
3aHa bepemMeHHOl nayuenmke, ciedyem uzbeeamos npoyeoypol
8 nepeom mpumecmpe, u ciedyem omoasams npeonoyme-
Hue npoyedypam noo KOHMposem 1eKmpoaHamoMu4ecKozo
xapmuposanus [632, 641].

ApUTMUU, CBSI3aHHBIE C TEpPUNAPTATLHON Kapamno-
MUOIaTuei

[NepumapranpHas KapauomuonaTtus (ITKMIT) xapak-
TEpU3yeTCs] Pa3BUTHMEM BIIEPBbIE CHUCTOJIMYECKOU IHcC-
dyakumu JIXK u1 CH, MoxXeT conmpoBOXAATLCS pa3BUTHEM
XKT; pa3BuBaeTcs B TeueHUE TIOCIECTHUX MECSIIEB Oepe-
MEHHOCTH WU TIEPBBIX 5 MeC. TTOCIe POIOB U TIPOSIBIISI-
ercst CH BcnencTeue pa3BUTHS UANOMATUYECKONW CUCTO-
nnueckoit puchyHkunn JIK (OB o6brano <45%) [626,
637]. T'enetmyeckast mpeapacrioigoxeHHocts K TTKMIT
MoxeT ObITb y 20% mnanueHToK [633].

VY manumentok ¢ INIKMII k paHHeill uMILIaHTALUU
NKI*** ¢ nempio npodmiaktukun BCC ciemyeT oTHO-
CHUTBCSI KpaifHe B3BEIICHHO, ITOCKOJIBKY 3a4acTyIO IIPO-
HMCXOAUT CIIOHTAHHOE BBI3IOPOBJICHUE MOCe poaoB [635].

V nanuenTtok ¢ I[IKMII ncnons3oBaHre 6poMOKpUII-
THHA** B KaueCTBe CICIM(UICCKOI TepaIlliy B TOITOTHE-
HUe K ctaHmapTHoit Teparmmu CH moxas3amo MHOT000¢-

MIAIOIINE PE3Y/ILTAThl B IBYX KIMHUYECKUX KMCCIIENOBa-
HusX [642-645].

3.4.2.TC

* [Taumenrtam crapuie 18 yer, oxumaomuMm TC, pe-
KoMeHgoBaHa wmImanTanusg WMKI*** nng mepBudyHOI
npopwmraktuku BCC [646, 647].

EOK ITaC (YYP C, V]I 4)

Kommentapun. [layuenmeol, 6Kkatouentbie 8 AUCT 0MCU-
danuss TC, nodsepxcenvt pucky BCC u umerom 6viCOKYHO
uacmomy pazeumusi KA. Ocobenno smo eaxcHo npu 0au-
MeAbHOM HAXO0NCOCHUU 8 AUCHE 0NCUOAHUS, CPEOHsIs Npo-
002HCUMENbHOCING 0XCUOAHUS MPAHCNAGHMAYUY 8 MUpe CO-
cmaensem 8-16 mec.

Y demeit uenecoobpasno npudepicusamocs maxoeo e
nooxoda, HecMOMpPs Ha omcymcmeue d0CMamo4Hol 00Ka-
3amenvHoll 6a3zbl.

* [laumenrtam crapuie 18 yer, oxumaomuMm TC, pe-
KOMEHIIOBAaHO pacCMOTPETh BO3MOKHOCTD HCTIOIb30BAHUS
nepuopuuIiTOpa HOCUMOM CHCTEMBI IUIMTEIBHOI peru-
CTpallMi CEepIeYHOro puTMa ¢ (YHKIIMEH mehnOprnsa-
uuu (HocuMbIi aedudpusuisaTop) [648].

EOK IIbC (YYP C, V] 4)

* PenunuenTtam cepaua ¢ KHP crapure 18 et B Ka-
YecTBE IMEepBOI IMHUM JICUCHHUST PEKOMEHIOBAaHA MEIM-
KaMeHTO3Hag Tepanus c¢ ucrojib3oBanmem AAIT [188,
189, 200, 204, 647]: AAII, knacc IC (mpomadeHoH™*,
ITU3TUIAMIHOIIPOITMOHIIATOKCUKAPOOHIIAMUHO(DEHO-
THA3WH, JaNMMaKOHUTUHA TUAPOOpoMuI™™, (rekanmHm),
BAB (YYP C, VI 4),

AAII, xnacc 111 (ammomapou**, coramon**) (YYP C,
YA 5)

1 OJI0OKAaTOpPHl KaJTbIIMEBBIX KAHAJOB (BeparmaMmur+*)
(YYP C, YA 4)

PKO ITaC

Kommenrapuu. Hcnonvzosanue AAT y nayuenmos c mpauc-
NAGHMUPOBAHHBIM cepoyem mpebyem cneyuanbHo20 paccmom-
PEeHUst U NepCOHUPUUUPOBAHHO20 N00X00a U3-3a NeKaAPCMEeH-
H020 83aumo0elicmeus ¢ UMMYyHoOenpeccanmamu u mpebyem
00NOAHUMENbHO20 KOHMPOAS KOHUEHMPAUUU UMMYHOOenpec-
CaHmMo8 8 Kposu U KoppeKyuu ux 0osvl 6 cay4ae OmKAOHeHUs!
UX KOHUeHmpauuu om uyenesoeo yposHs. Haubonee wacmo uc-
noav3yemvle UMMYHOOENpeccanmol, makue Kak UUKAOCHO-
PUH**, makpoaumyc** u cupoaumyc, akmueHo memaooiu3u-
pyromes cucmemoit yumoxpoma P450 (CYP3A4) u neperocuu-
Kom P-enuxonpomeuna. Hneubumopul unu uHOYKmMopsl Smux
hepmenmos mocym eaussmov HA KOHUEHMPAUU AeKapCcme.
Amuodapor**, dunmuaszem, éepanamun™*, 6roxamopst Hampue-
6vix kananos (ATX CO1BA, ATX COIBB, ATX CO1BC), makue
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Kak audokaun™** (npu 6/6 esedenur), nponageHon™* u dpyeue
npenapamot, MO2ym UHeUOUPO8ams dSmMu (epmeHmol U NPUBO-
Oumb K NOBbIUEHUIN) KOHUEHMPAUUU UMMYHOOenpeccanmos.
Hmmyrnodenpeccanmol mocym eausime Ha yOAuHeHUue UHMepea-
aa QT, nosmomy pexomeHdyemcest coon0ams 0OCMOPOICHOCHb
npu ux ucnoav3osaruu ¢ comanonom™*. Lluxkaocnopun™*, see-
poaumyc** u azamuonpun™* bonee 3HaUUMEAbHO YEeAUMUBANU
QTc no cpasreruro ¢ maxpoaumycom™*. BAB ne obnradarom ae-
KapcmeeHHbIM 83aUMO0eLiCmeUeM ¢ UMMYHOCYNPECCUBHOL me-
panueii, a 3a cuem koumpoas YCC 6 ycrogusx cumnamuue-
CKOIl peuHHep8ayuu no OGHHbIM PempoCNeKmUBHO0 UCCAedo-
6aHUs 061a0arOMm OONOAHUMENbHBIM SPPeKmom 6 CHUNCCeHUU
cmepmuocmu u cepdevHo-cocyoucmoii 3abonesaemocmu [646].

* Pemunuentam cepaua ¢ ycroituuboii KT pexo-
MeHnoBaHO BbimosnHeHne KAID n sHmoMuokapauaibHOM
Ouoricuu TSI UCKITIOUEHUsT KPr3a OCTPOTO OTTOPKEHUS
1 00JIe3HN KOPOHAPHBIX apTepuil MepecakeHHOTO Cepl-
ma [649].

PKO IIaC (YYP C, Y1 5)

* [Tammenrtam nociae TC ¢ pa3BuTueM 00JIE3HU KO-
POHApHBIX apTepuii TIEPECaXKEHHOTO Ceplla WiIn KyIu-
POBaHHBIM KPU30M OTTOPXKEHWSI TpaHCIUIAHTaTa, OC-
JIOKHEHHBIM OCTAaHOBKOM CEpIEYHOTO TPaHCIUIAHTATa,
coxpaHsIoneiica cuctonnueckoin muchynkumein JIK,
PEKOMEHIyeTCSI PaCCMOTPETh BO3MOXHOCTh MMILIAHTA-
i UK *** [5, 650].

EOK IIbC (YYP B, VI/I 2)

Kommenrapun. Y nayuenmos nocae TC puck pazgumus
BCC ¢ 3 paza ebiuie no cpasuenuo ¢ HempaHCcHAAGHMUPO-
BAHHBIMU NAYUEHMAMU, MO MOdCcem OblmMb acCOUUUPOBAHO
¢ akmueayuell CUMNAMUYeCKoil HepeHoU cucmemsl U OUC-
banrancom mexncoy CUMRAmu4eckoll U NapacuMnamu4eckoll
unnepeayueii [647]. Pazeumue BCC sgasemcs npuuuHoil
cmepmu nocne TC ¢ 10% cayuaes [650, 651], u moxncem
OblMb ACCOUUUPOBAHO C KPU3OM OMMOPICEHUS MPAHCHAAH -
mama u 601e3Hbl0 KOPOHAPHLIX apmepuil NepecasceHHo-
2o cepoua [5, 61, 650], nosmomy umnaanmayus UK mo-
Jcem Oblmb YMECMHA Yy OMOeAbHbIX NAYUEHMO8 U3 ePYNNbL
8bLCOK020 pucka [5].

3.4.3. BCC y cnopTtcmeHoB

Yactora BCC y crtopTCMEHOB YBEIMINBACTCS C BO3-
pactoMm [652, 653].

VYV mpakTH4ecKu 3IO0POBBIX CIIOPTCMEHOB CPEIHETO
" cTapirero Bo3dpacta (>35 ner) oHa Koiebiercs OT 2
1o 6,3 Ha 100 ThIC. YeTOBEKO-JIET. Y IOHBIX ¥ MOJOIBIX
CIIOPTCMEHOB, TIPUHUMAIOIINX yIaCTHE B COPEBHOBAHM-
ax (<35 71eT), yacToTa JeTaIbHBIX UCXOO0B 3HAUNTEIHEHO
HIKE, YeM B CTapIlleil BO3PaCTHO IPyIIIie, U COCTaBIIS-
et 0,4-3 na 100 TeIic. yyacTHUKOB B rox [30, 653, 654].
[IpenBapuTenbHOE 0OCIETOBAHNE CEPACIHO-COCYIUCTOI
CHCTEMBI TacT BO3MOXHOCTHb pPaHHEM IUArHOCTUKU
CepIeYHO-COCYIUCTHIX 3a00JIeBaHUI ¥ CITOPTCMEHOB IO
MMOSIBJICHUS TIEPBBIX CUMIITOMOB [635]. Y crioprcMeHOB
CpemHero/cTapInero Bo3pacTa HauboIee YacTOM IIPUIH-
Hoit cmeptu asisgercs UBC [655, 656].

OTIMYHBIC TTOKA3aTeJIM BBKMBAEMOCTHU C OJIarOIIpu-
SITHBIM HEBPOJIOTUICCKUM HCXOIOM WMEIOTCSI TIPU HC-
TOJIb30BAaHUM YCTPOUCTB HapyxHoit DKB (medubpumi-
Jsmn). BaxkHO, 9TO OHM MOJDKHBI OBITh MCITOJIb30BAHBI
B 1tepBbie 10 MUH OT MOMeHTa pa3BUTHUs (patambHOI KA
[656, 657]. HeoOxonmmo pa3melaTh yCTpOCcTBa HApyXK-
Hoit DKB (mecdmOpwamum) B CIIOPTUBHBIX 3ajlax, Ha
CTIIOPTUBHBIX apeHaX B MTOCTYITHBIX MECTaX.

CrnopTcMeHaM ¢ yCTaHOBJIEHHBIM auarHo3om CC3,
acconuupoBaHHoro ¢ puckomM BCC, HeobxommMa OlieH-
Ka BO3MOXHOCTH IIPONOKEHUS 3aHITUIL B COOTBETCTBUU
C TEKYIIUMU TTOJIOKCHUSIMHI O JTOIYCKeE.

+ CropTcMeHaM ¢ aHAMHE30M CEPICIHO-COCYINCTOM
ITaTOJIOTHH, OTKIIOHCHUSIMU OT HOPMBI TTPH MEIUIIMTHCKOM
ocMoTpe miu Tipy u3MeHeHnsIx Ha DKI' pekomeHmyeTcst
npoBeneHre Oosiee MIyOOKOro obcienoBaHus, BKJoUast
OxoKI n/mmm MPT cepnna, mist moaTBepXaeHUs (MIn
HCKJIIOYEHHUsT) OCHOBHOTO 3aboneBanus [30, 67, 658, 659].

YYP C, VI 5

* C 1enpio TPOBEOCHUS OOCIIeNOBAHMS CEpIeUHO-
COCYIVICTOM CHCTEMBI Y MOJIONBIX CTIOPTCMEHOB (110 35 J1eT)
PEKOMEHIOBAHO BHITIOJHATE COOP aHAMHE3a, METUIIMHCKIIN
ocmortp 1 peructpaumio DKI' B 12 orBenennsx [30, 63, 658].

VYVYP C, VI 4

* ¥V 111 cpemHero 1 CTapIiero COPTUBHOTO BO3pac-
Ta (cTapmre 35 jeT) peKOMEHIOBaHa OIlEHKA CepaeyHO-
COCYIVCTOTO PUCKA 0 YIaCTUs B BRICOKOMHTCHCHUBHBIX
dusnmyecknx Harpyskax [30].

YVYP C, VI 4

IMon copeBHOBaTETbHBIMU BUAAMU CIIOPTA TOAPA3Y-
MEBAIOT JIFOOMTEIIBCKYIO WIIN IPO(ECCHOHABHYIO CITOP-
TUBHYIO ICSITEIbHOCTh Ha PErYISIPHOM OCHOBE C yJacTH-
€M B OPTaHM30BAaHHBIX COpeBHOBaHUIX. [Ipy BEISIBICHNN
KJIMHAYECKU 3HAYMMBIX KA 11e1ecoo6pa3Ho, Kak MUHU-
MyM BpEMEHHO, OTCTpaHEeHUE OT (PU3NICCKUX HATPYy30K.
Onpasaan nepuol AeTpeHnHra B tedenne 30-90 mHeit
C TIOBTOPHBIM 00CJICIOBAHUEM CEPIECIHO-COCYINCTON CH-
cTeMbl. HapyieHus, He SIBIISIIOIIIECS TCHETHUECKH IeTep-
MHMHUPOBAaHHBIMHA, CBSI3aHHBIC MCKITIOUNTEIHLHO C BEICOKH -
MM Harpy3KaMu, B OOJIBIIIMHCTBE CIIy9aeB HUBEIUPYIOTCS.

Llenecoobpa3Ho oOyuyeHMEe MepcoHala CIOPTUBHBIX
coopyxenuit CJIP m mCIoirb30BaHWIO YCTpOIiCcTBa Ha-
pyxHoit DKB (nedubpumisunn)*** [657].

« [lepenm yuyacTieM B COPEBHOBAHUSIX CIIOPTCMEHAM
PEKOMEHIOBAHO OOCJIeMOBaHME CEPOCYHO-COCYINCTOM
cuctemnl [30].

EOK IIaC (YYP C, VI 4)

3.4.4. Cunppom WPW

Y nauuentoB ¢ cunapomom WPW Haubosiee yacroit
aputMmueii sipiasiercss AB puentpu Taxukapaust (80%), 3a
kortopoii cienyer @I (20-30%). PII ¢ nmpoBeneHUEM 110
TOTIOJTHUTETEHOMY AB TIyTH MOXeT MpUBECTH K MHIYKIIAA
®X n BCC, uto gBisgeTcsa Hanbojee OMacHBIM TPOSIB-
nmeaueM cuHapoma WPW. Puck ®2K/BCC y HelreueHBIX
nauueHToB ¢ cuHapoMoM WPW cocrasnser 0,9-2,4 Ha
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1 tBIC. yenmoBeKo-yneT. Ilogxonm K cTpaTU(UKALINNA pPUC-
ka nipu HXKT u pekomennanmu mo npodunakruke BCC
M3JIOKEHBI B HALIMOHAJIbHBIX pekoMeHmauusax no HXKT
2020r u ¢ repecMoTpoMm B 2023T.

KA nomnonHutensHoro mmytu AB mipoBeneHust mpu CUH-
npome WPW gaBingetcst Hanbonee 3(pPeKTUBHBIM JICUYCHU -
eM 3aboneBaHug 1 npodumaktnku BCC.

* V nmereif ¢ 0eCCUMIITOMHBIMU ITOIIOJTHUTCIIBHBIMU
IIPOBOISIINMH ITyTSIMHU CTpaTHU(UKALINSI prcKa HE PEKO-
MeHayeTcs 10 8 et [660].

YYP C, VI 5

3.4.5. NMpodunaktuka BC y noxunbix

Buonornmueckwmit Bo3pacT MOXET YaCTUYHO BapbUpO-
BaThCS B 3aBUCUMOCTH OT COITYTCTBYIOIINX 3a00JICBaHMIA.
ComnyTcTByromne 3a001eBaHNs 3HAYUTEILHO BIUSIOT Ha
BBDKMBAEMOCTDh TMAIIMEHTOB C MoKazaHusIMu K MKJT***,
a BBICOKMIT MHICKC KOMOPOMIHOCTH CBSI3aH C MCHBIITNM
spdpexrom nmmantauny MKJI*** misg nmepBudHoil mim
BropuuHoii npoduraktuku BCC. ITokazaHus K mpume-
Henuto MKI*** y TTOXMIIBIX MAlIMEHTOB TOJIKHBI OCHO-
BBIBaTbCSA Ha MHIVBUAYAJIBHOI OIICHKE OOIIETO COCTOSI-
HUS U COIYTCTBYIOIIUX 3200JIEBAHUIA.

* YV IOXWIBIX MMAIIMCHTOB C HAIMYMEM ITOKa3aHU
K nepBnuHoi npodwiaktuke BCC, Ho mamoii oxuga-
€MOM OCTaTOYHOM IPONOJIKUTEIIFHOCTRIO XM3HU, PEKO-
MEHIYeTCSI PAcCMOTPETh BO3MOXHOCTH OTKa3a OT HM-
rura"Tanmu MKJ*** [661].

EOK IIbB (YYP C, V] 4)

3.5. XXenypoukoBblie apuTMum U pUCK BHE3anHom
cmepTu y geten

3.5.1. Jleuenue XA y peteii 6e3 cTpykTypHOro 3abonesaHus
cepaua

» Jlersam c penkoii, beccumntToMHoi KT, y KOTOpBIX
npenrnoiaraeTcs kpaitne Huskuit puck BCC u no6poka-
YECTBEHHBIN XapakTep TedeHusi 3aboyieBaHUs, B OOJb-
IIMHCTBE CITy9aeB HE PEKOMEHIOBaHO HazHadeHue AAT
[47, 593].

EOK IB (YYP C, V]I 4)

Kommenrapun. Takue demu nyxcoaromes 6 amyramop-
HOM HAOAO0eHUU C Yeabl0 PAHHe20 GbisGAeHUs PA38UMUS
CUMRIMOMO8 U NPOPUAAKMUKU B03MOICHBIX OCAONCHEHUIL.
Jleuenue KT moxncem 661mo meduxamenmosuvim (AAT) u xu-
pypeudeckum (UHmepeeHyUuoHHbIM). B ceoro ouepeds, me-
JukamenmosHoe aeyenue cOCMouUm U3 08yxX HANPAGAeHUIL:
mepanuu, HanPasAeHHol Ha IKCMPEHHOe KYNnUuposanue npu-
cmyna XT, u npomexmopHoii mepanuu 0as npeoynpesic-
deHusi 603HUKHOBeHUs1 npucmynos. Cxema MeduKameHmo3s-
Hoeo aeuenus KT 3asucum om 8vipasrceHHOCMU KAUHUYE-
CKUX NpOsGAeHUll (yacmoma, OAumenbHOCMb U MANCeCms
napokcusmos XT), naruuus uau omcymemeus CIIC, ghax-
mopoe pucka BCC, eozpacma, aokaauzayuu cybcmpama
apummuu, 3hpeKmusHOCmU UCNONb3YEMbIX PaHee Npena-
pamos. Ha cecoousunuii denv Hem danHbix, noomeepicoa-
HOWUX NOAB3Y AeUeHUs. APUMMUL Y OeCCUMNMOMHBIX NAYU-

eHmMoe6 ¢ COXpaHeHHOoU yHKyuell xceaydouxos. Kpome mo-
20, C meveHuem @pemenu, 0CO0eHHO y demell, KOAUHECMBO
KD wacmo cnonmanno ymenvuiaemes. Y omoenvHuix epynn
nauueHmos, Hanpumep, mex, KOmopwle He Xomsam npooo-
acamo HabAKOeHUe, MOICHO PACCMOMPEMsb 03MOICHOCHLb
KA. Y nauuenmog ¢ naomnocmoio iceay0ouKo80il 3Kmo-
nuueckou axmuenocmu <10% (doas KD e cmpykmype
6cex cokpaueHull cepouya 3a cymku, no danHoim XMIKI)
nosmopHoe o06caedosanue mMoxicem Obimb 4eaeco00PaAsHbIM
8 cayuae pazeumus HO8bIX CUMNIMOMO8 UAU USMEHEHUS CO-
CMOAHUS NAyUeHmd.

* MenmukameHTo3Has Teparmst i KA pexkoMeHmo-
BaHBI AeTsIM ¢ JacTeiMu KD mwm XKT, KoTopbie MOTYT
BBI3BaTh NMCOYHKIMIO XeaymodykoB [47, 361, 596, 616,
617, 662, 663].

EOK IC (YYP C, VI 4)

KommenTtapun. B yesom aeuenue demeii 0oadicHo Obimb
makum Jce, Kaxk u 83pocavix auy. Tem ne menee KA caedy-
em omaodcums y demeil panHe2o u mMaaduie2o 603pacma u3-
30 pUCKA pa3euUmusi OCAOICHEHUN U OMHOCUMEAbHO 00AblIUEe20
pasmepa abaayUOHHO20 NOPAJCEHUSI NO CPABHEHUIO ¢ Jemb-
mu 6onee cmaputeeo gospacma [638, 639].

» Jletsim ¢ HenpepbiBHO-penmauBupytomieii 2KT B oT-
CYTCTBUE HapYyIIEHW! IIEHTPAIbHON TeMOANHAMUKY, HO
C HAJIMYMEM HadaJIbHBIX TIPOSIBICHUI apUTMOTCHHOM IHC-
(byHKIIMM MIOKapaa, peKOMEHIOBAHO MIPOBEICHNE Tepa-
nun AAII, xnaccer 1 n 111, BAB u cenextuBHbIMU 0J10Ka-
TOpaM# KaJIbIIMEBBIX KAHAJIOB C MPSIMBIM ACHCTBHEM Ha
cepare [61, 62, 100, 333, 361, 616, 617, 662-667].

PKO ITaC (YYP C, Y] 4)

* PexomenmoBano mpmmenenmne AAII, knacc IC,
B KauecTBe ajibTepHaTUBEl BAD mmi #BepanaMmny™* y ne-
teit ¢ KT u3 BeIxomHOTO TpakrTa [47, 361].

EOK IIaC (YYP C, V]I 5)

» Jleuenue XKT/2KD #BepanmammioM™* He peKOMeH-
IIOBAHO JETSIM B Bo3pacTte 10 1 Troma, B 0COOCHHOCTH ec-
I y HUX ecThb mpu3Haku CH, mmbo manneHTH yKe TIpu-
HUMAIOT IPYTUe JIEKAPCTBEHHBIE CPENCTBA ISl JIEYEHUS
HapylLIeHuil putMa cepaua [47, 668, 669].

EOK IIIC (YYP C, YVI] 5)

Kommenrapun. Onucarnbvt cayuau pazeumusi eunomo-
Huu, ceszanHvle ¢ npuémom #eepanamuna™*. Credyem om-
Memumbp, 4mo 80 8CeX SMUX CAVHASIX Y NAUUEHMO8 UMENUCD
aubo npusnaxku CH, aubo nepedosuposxa #eepanamunra**,
AUbG0 npuém opyeux NeKapcmeeHHblX cpeocme 0As NeHeHus
HapyuwieHuil pumma cepoya 6 KombuHauuu ¢ #eepanamu-
aom** [668, 669].

* Brimmonnenue KA y geteit ¢ CMMIITOMHOM UanoIa-
tnaeckoir KT/2KD n3 obmactm BTTIK wmimm neBoxemy-
JIOYKOBOM (paCUUKYJISIPHOM TaxuKapaueil, 4yBCTBUTEIIb-
HOIT K #BepamaMmiIy**, peKOMeHIOBAaHO B cliydae, eCin
MEIMKAMEHTO3HAasI Tepalns oKa3ajach Hea(P(PeKTUBHOI
WM HexXenaTeabHoi [47, 361, 617, 662, 668].

EOK IIaB (YYP C, VI/ 4)

* BumonHenne KA B OIBITHOM IIeHTpEe y HeTeit
¢ cumnroMHoit uauonatudeckoin 2KT-BTJI2K, oGnactu
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KNNMHWYECKME PEKOMEHZALNN

AOPTAJIPHOTO KiIamaHa win snukapnuanbHoit 2KT/2KD
PEKOMEHIIOBAaHO B cjIydae, eCld MeIMKaMEHTO3Has Te-
pamus oka3anach Hea(G(PEKTUBHOM, MM B KAUECTBE ajlb-
TepHATUBHI TOXW3HEHHON MEIWKAMEHTO3HOI Teparmmu
[47, 361, 596].

EOK IIaB (YYP C, VI 4)

+ KA XT/XD He pekoMeHIOBaHA HETSIM MJIAIIIe
5 net, wm BecoM <10 KT, 3a MCKITIOYCHUEM CTyJacB He-
s dekTuBHOCTN MenuKaMeHTo3HOoM Teparu 1 KT ¢ -
JKeJIBIMU HapyLIEHUSIMA reMoanHaMuku [47, 670].

EOK IIIC (YYP C, VI 5)

3.5.2. NMpumenenne UKO*** y neten

* Nwmrurantanuga UK*** pekomeHayeTcs ¢ LIEJTbIO
BropuuHoii Tipodmmaktukn BCC y meTeif, BBIKUBIINX
rmociie BOC B ToM citydae, eclii TIIATEIHHO BBHITTOJTHEH-
HOE 00cIIemoBaHNE UCKITIOYACT BO3MOXKXHOCTD YCTPaHCHMS
ee MIpUYMH Kak cpenu namureHToB 6e3 CIIC, Tak u mpu
Hammunu BITC, KMIT mim BpoXaeHHONM KaHaJIoNaTUU
[47, 597-599, 604].

EOK IB (YYP C, VI 5)

Kommentapuu. [layuenmam 0onxcho Ovimb Gvinonxe-
HO uHeasusHoe uccaedosanue eemoouramuxu u BCODH.
Heobxodumo paccmompems 603MONCHOCHb NPUMEHEHUS. b~
mepHamueHvlX Memo0doe aevenus, maxux kaxk KA uau xu-
pypeuteckoe emeulamenvcmeo, o yempauerus K1 B cay-
yasx HeeosmodxcHocmu yemparernus: XX T dannvimu memooa-
mu nokaszana umnaawmayus UKI[*** [47, 597-599, 604].

Crpatudukanusa pucka BCC y neteit ¢ TKMII B Bo3-
pacte ot 1 1o 16 JeT BKIIIOYUTEIbHO IIPOBOAUTCS C HC-
TOJTH30BaHNEM HETABHO IIPEIUTOXKEHHOTO 1 BaJTUANPOBaH-
HOTO KaJbKymIsTopa prucka. [TokazaHWs K UMIUIAaHTALINN
UKIO*** y neteit c TKMII nipencrasiensl B Pasnene 3.3.5.

3.5.3. KAXT y petei

* IIpoBenenue KA cybcrpara KT (kak mepBast Ju-
HUA JedeHus win Tpu HeaddekTuBHOCTH AAT) peko-
MEHIOBAHO Y AeTeil ¢ TeMommHaMu4decKy 3HaumMon KT
WIA HAUIMYUEM apUTMOTEHHOW AUCOHYHKUAU MUOKapIa
[47, 333, 361, 591, 616, 617, 662, 663, 671].

PKO IIaC (YYP C, VI 4)

* PexomennoBaHo npoBeneHue KA (kak mepBast -
HUS JedeHusT uiu mpu HeaddektuBHocTn AAT) v me-
Teit mpu Hammuuwm (GacUUKyIIpHON, #BeparmaMur**-
gyyBcTBuUTeNbHOIM KT [47, 333, 361, 616, 617, 663]°.

EOK IIaB (YYP C, YVI] 5)

* IIpoBeneHue KA pekoMeHIOBaHO y JETEil C CUM-
nromuoit KT u3 BTITXK [47, 333, 361, 617, 662, 663]°.

EOK IIaB (YYP C, YVI] 5)

Kommenrtapun. KA moxcem nposodumscs y demelii ¢ ho-
aumopproit KA 6 cayuae domunuposarust 00HoOU U3 Mopgho-

8 Pesuwsuan A. L. n ap. KnuHnyeckme pekoMeHaaumn no npoBeaeHnio anek-

TPODU3NONOrMHECKNX NCCNENOBaHWIA, KaTeTepHoi abnsumn v NpuMeHeHno
UMNAAHTVPYEMBIX aHTUAPUTMUYECKVX YCTPOCTB. Becepoccuiickoe Hay4Hoe 06-
LEeCTBO CNeunasMcToB NO KAMHWYECKOW 3nekTpodusnonorim, aputMonorum
1 kapanoctumynaumu. 2013; 595 c.

A02ull, uau Koeda uzeecmen mpueeep, Ha KOMopolii bydem
Hanpaeénena abarayus. KA XT une pekomendyemces y demelii
¢ beccumnmomnoit XT, koeda He oxcudaemcs paszeumue
apummoeenHoll oucynxyuu muoxkapda. KA KT ne pexo-
MmeHndyemces 8 mex cay4asx, koeda KT obycroenrena npe-
XOOAWUMU NPUMUHAMU, MAKUMU KAK OCIPbLL MUOKApOUm,
mokcu4eckoe éausHue meduxamenmos u m.o. [333].

4. MepuuuHckaa peabunurauus U caHaToOpHO-
KYPOpPTHOE€ Jie4eHne, MeaAuUuUHCKNe noKkasaHus
U NpoTuBONoKalaHUd K NpuMmeHeHnio MmeTogoB
MeOMUVHCKOI peabunuTtauum, B TOM Yucne
OCHOBaHHbIX Ha UCMOJIb3OBAHUU MPUPOAHDbIX
ne4ye6HbIX paKTOpOB

Kapmmomornaeckast peabMInTalms TIPEATIoNaracT co-
0011 KOMITJICKCHBIC JOJITOBPEMEHHBIC TIPOTPAMMBI, BKITIO-
YaloIIne MeINIIMHCKOEe HAOMOACHIE, JO3UPOBAHHBIC (Pu-
3UYeCKNe HArpy3KH, MoOmU(UKAIUio (aKTOpOB pPUCKa,
o0y4ueHMe M KOHCYAbTHpoBaHME. [IporpaMMBl HallpaB-
JICHBI Ha OTpaHWYCHWEC HETATUBHBIX (PU3MOJOTUICCKUX
¥ TICUXOJIOTUICCKUX TIPOSBICHUI CepAcIHOro 3a00Je-
BaHwmsI, cHIKatoT pruckK BCC n KopoHapHBIX KatacTpod,
TTO3BOJITIOT KOHTPOJMPOBATH CUMIITOMBI 3a00JICBaHUS,
yay4ImaTh (pU3MIeCKUii M MpodecCUOHABHBIN CTaTyC
nauuenTa [672]. ITanmenTaMu, UCXOABI Y KOTOPBIX YIIyd-
IIAFOTCS TIPU BKIIIOYCHUM B IIPOTPAMMBI peaOVIINTAIINH,
sapistioTces: manueHTsl ¢ OKC, mepeHecimme aopToKOpo-
HapHOE IIYHTHPOBaHUE, YPECKOXKHOE KOPOHAPHOE BME-
IIaTeTCTBO, KOPPEKIINIO KIIAITAHHOTO TOpPaKeHUS, TIc-
pecangKy cepilla, a TakKe MHallMeHTHl CO CTeHOKapIU-
eit [673]. TlporpaMMbl peaOMIMTALIMM IS TTAIIMEHTOB
¢ ZKHP kxak TakoBOi1 B HacTosiiee BpeMsl He CyIIeCTBY-
eT. PeabunmuralimoHHBIC MEPOTIPHUATHS JOJKHEI OCYIIIECT-
BIIATBCSI B COOTBETCTBHH C OCHOBHEIM 3200JIEBaHMEM, STB-
JISIIOLMMCS IPUYUHOIM apUTMUU, €CJIU TAKOBOE UMeeTCsL.

OrpanndeHre (U3NIECKUX HATPy30K PEKOMEHIOBA-
HO TIaIIMEHTaM B COOTBETCTBUM C MMECIOIIMMCS 3a00JIe-
BaHMEM CepIEYHO-COCYIUCTOIl CUCTEMBI’, B T.4. B COOT-
BETCTBUM CO CTamueil, TSDKECThIO M CTEIICHBIO KOMITCH-
cal OCHOBHOTO 3a00JIeBaHMSI.

* [laumenrtam crapiie 18 neT mocie ycnemHoit KA
PEKOMEHIOBAHO PAacCMOTPETh BO3MOXKHOCTb OTrpaHMYC-
HUs (U3NYECKON aKTUBHOCTU B TIpeeiax OBITOBBIX Ha-
TPy30K B TeueHHUe 1 Hem. — 1 Mec.; ITUTeTbHOCTh OTPaHM-
YeHUs TOJIKHA OBITh 000CHOBaHA KIIMHUIECKUM COCTOSI-
HUEM TAlIMEHTA W BEPOSITHOCTHIO PEIIMINBA HAPYIIICHUS
putMa [674-677].

PKO IIbC (YVYP C, VI 4)

Kommventapun. Ozparuuenue gusu4eckoii aKkmueHocmu
He 00AMCHO NPOMUBOPEUUMDb 0SPAHUHEHUAM NO N0B00Y OC-
HOBHOII cepdeyHo-cocyducmoii namonoeuu. Ilpu omcymemeuu
ocnoxucHenuilt KA npoeedenus cneyuanbHolX peaduiumaui-

9 KnuHuyeckve pekomeraaummn "Xenynoukossle aputmun” Munagpasa Poccum,
@®rbY "HHMLUCCX um. A.H. Bakynesa” M3 P® LieHTp xvpypruyeckoi 1 uHtep-
BEHLMOHHOM apuTMonorun. Mocksa, 2017. 38 c.
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OHHbBIX MePONPpUSIMULL He mpedyemcsi, npocpammol peaduiu-
mauuu 6asupyromcsi Ha PeKOMeHOAYUSX NO AeHEeHUI0 OCHOG-
H020 3abonesanusl.

+ [MTammenrtam c cepbe3HbiM ociiokHeHeM KA pe-
KOMEH/IOBaHAa CKOpEWIIasi TOCTUTATU3aIus B CTalllo-
Hap [240, 678-680].

PKO IIaC (YYP C, Y11 4)

Kommentapun. B cayuasx 603HuKHOBeHUS AH00bIX 0CA0JC-
HeHull nocre KA, 6 m.u. omcpoueHHbiX, NOKA3AHA CKoOpel-
was eocnUmManu3ayus 8 Kapouoao2u1ecKuil,/Kapouoxupypeu-
YecKull cmayuonap (CpouHasi KOHCYAIbMAayus 8 cmayuorape)
0151 npoeedeHus: HeoOX00UMbIX Ne4eOHO-0UACHOCIMUYeCKUX
Meponpusmuil.

5. NMpodunnakTuka n gucnaHcepHoe HabnoaeHue,
MeaAuuunHCKMe noka3aHud n npoTuBonoKa3aHus
K npuMmeHeHuio metTogoB npOd)l/lﬂaKTI/IKVI

IMpodmnaktnka BCC — 3T0 KOMITIIEKC MEPOITPUSTHIA,
IIPOBOIVMBIX C TIEITBIO TIPEAYTIPEXKICHUS I YMEHBIIICHUST
BeposiTHOCTH pa3BuThs BCC, KOTOpEI OCYIIECTBIISICTCS
y jmir, iepexxuBmmx BOC (BropmaHast TpohIaKTHKa ) WA
y mareHToB 0e3 srm3omoB BOC B aHaMHe3e, HO MMEIOIINX
dakrops! prcka pasputrst BCC (rrepBuaHast mpomiakTi-
Ka). [Ipodpunakruka prcka BCC momkHa BKITIOUaTh B Ce-
051 MmonuduKaLuio (aKTOpOB prcKa 3a00JIeBaHNUI, a TAKXKE
MIPOBEICHIE aAeKBaTHOTO MEIMKAMEHTO3HOTO JICUCHHUSI OC-
HOBHOIT M conyTcTBytomieit narojoruu [502]. Bo3moxHbIe
JIe9eOHbIe MEeTUKAaMEHTO3HBIC I HEMEIMKAMEHTO3HBIC Me-
PpOTIPUATHS M3JI0KEHBI B Pasmene 3 maHHBIX peKOMEHIAIIIA
1 paccMaTpuBaloTcs Kak npoduinaktuka BCC.

Cmpamughukayus pucka

BoutenpHOCTh IO OoTHOMIeHUIO K DKI- 1 Dx0oKI'-
IIpU3HaKaM HaCJeACTBEHHBIX apUTMOJIOTHICCKIX 3a00-
JIEBAaHUU SIBJIICTCST BaXKHOM YaCThIO KIMHUIECKOM ITpaK-
TUKH W TI03BOJISIET CBOEBPEMEHHO BBISIBUTH JIUII C BHI-
cokuM puckoM BCC. OmHako 10 cUX IMOp HET eNMHOTO
MHEHMS O TOM, JOJDKEH JIM TaKOW TINATEIbHBIM TOMI-
XOJ pacTIpOCTPaHSATHCS Ha MAaCCOBHIM CKPUHUHT Hace-
neHust Ha Haymmuue pucka BCC. B Uramuu n Adnonun
BBeIeHBI cucTeMbl DKI-CKpUHMHTA B 1IEJIIX BEISIBIIC-
HUS JINII C HACJIEACTBEHHBIMU apUTMOJIOTUICCKIMH 3a-
0oIeBaHUAMH, HE UMCIOIMMMM KaKOKU-TH00 CMMIITOMA-
tuku [537, 681]°.

B EBpone u CILA 00s13aTeTbHBIM SIBIISIETCS CKPUHUHT
CITOPTCMEHOB TIepel COPEBHOBAHUSIMHU, COTJIACHO TPeOOBa-
HUSIM MeXIyHapOIHOTO OJUMITMIICKOTO KOMUTETa, XOTSI
TocyIenHee uccienoBanme B M3pansie mokas3aio OTCyTCTBHE
n3MeHeHu B yacTtote ciaydaeB BCC y mpodeccrnoHamb-
HBIX CITOPTCMEHOB T10CJIe BBEIEHUS CKpUHMHTA [682-687].

Perncrpanus u ananmm3 DKI' BEITTOIHSIIOTCS BCEM JIH-
maMm ¢ BeICOKMM prckoM BCC, a Ttakke IIpU IUTAHOBBIX
IHUCTIAHCEPU3aIINIX B3POCIIOr0 HacelIeHMSI. B cooTser-
CTBUU C TIpHKa3oM MUHHMCTEpPCTBA 3IpaBOOXPAHCHMUS
Poccniickoit @enepanum, perucrpaunst DKI B 12 orBe-
IEeHUSX MPEeIyCMOTPEeHAa TIPU IIAHOBBIX MMCITAHCEPU3a-
LIUSIX B3POCIIOTO HACEICHMSI:

— JUISI MYXYMH cTapuie 36 JieT W KeHIIWH cTapiie
45 neT TpU KaXAOM TPOXOXICHUM AUCTIAaHCEepU3alUuK
(To ectb 1 pa3 B 3 roma);

— TSI MY>KYMH B BO3pacTe 10 36 JIeT ¥ KEHIIIMH B BO3-
pacte 1o 45 JieT pu MePBUYHOM MTPOXOXKIECHUY TACTIAH -
cepusanuu [686].

* B Hacrosiiiee BpemMsi HE PEeKOMEHIOBAHO TIPOBE-
JIeHue obuernonyIstnuoHHoro DKI-cKkpuHUHTa B CBSI3U
C HEMOCTAaTKOM MH(OPMAIIUU O eTO 9KOHOMUYECKOM (-
(hexTMBHOCTY 1 HEM3BECTHOM KOJIMYECTBE JIOKHOTIOTIOXH -
TEJIBHBIX U JIOXKHOOTPULIATETbHBIX pe3y/IbTaToB |38, 687].

PKO IIIC (YYP C, V1] 4)

* bawxaitmum poxpctBeHHUKaM kepTB BC pexo-
MEHIIyeTCsI COOOIIUTh O CYIIECTBYIOIIEM JIJIST HUX PUCKE
1 HEOOXOMUMOCTU OOCJIeNOBaHUS y Bpaya-Kapauoiaora
B TOM CJIy4yae, eclii MaTOJOTOaHATOMUYECKOE MCCIIeno-
BaHWE U aHAIN3 HE BBISIBWIN OYEBUIHBIX AHOMAJIWIA.
KonTakT ¢ poncrBenHnkamu xeptB BC momkeH mpowuc-
XOIUTh C YYETOM WX TCUXOCOIUATBHBIX TOTPEeOHOCTEM
W C WCTOJb30BAaHWEM MEXIUCIUIITMHAPHOTO TOIXOna
[565, 688-691].

PKO ITaC (YYP C, Y11 3)

Kommentapun. [lpumepno 6 noaosume cayuaes y poo-
cmeennuxoe acepme BCC ycmarnaeausaiom duaenos Hacaeo-
CMBEHHbIX APUMMOA02UMECKUX 3a001e8aHuUil, npedicde 8ceo,
kananonamuii (Hanpumep, CYUQT, cunopoma Bpyeada uau
KIIKT), pesce — HauanoHbix nposiéaenuil Kapouomuonamuii
(npexcoe ececo TKMII u AKIIK), a maxace cemeiinoil eu-
nepxonecmepunemuu. Ecau npu cunopome ene3anHoil Heo0s-
sacHumoi cmepmu, a makyce npu BAC uau cundpome BC
HOBOPOJNCOEHHO20 NAMOA020AHAMOMUYECKOe UCCAed08aHUE
noeubuieco HeBO3MONCHO, UAU K020a NAMOA020AHAMOMUYe-
CKoe uccnedosanue He 8bl645em CMPYKMYpPHbIX GHOMANULL,
a pe3ynsmamsl MOKCUKOA02UMECK020 AHAAU3A 8 HOpMe, Oal-
acatiuum pooCmeeHHUKAm caedyem cooOuums 0 Cyuecmay-
rowem ons Hux pucke BC u Heobxodumocmu 06caredosanust
v épaua-kapouonoea. Cemelinblii aHAMHE3 NOGMOPHBIX CAY-
uaeg CUHOPOMA 8HE3ANHOL HEOOBACHUMOL CMepMU 8 MOA00OM
gozpacme (0o 40 aem) uau npu HaAUYUU HACAEOCMBEHHBIX
3abonesanuil cepoya s6A5emcs HeONPOBEPICUMBIM 008000M
8 Noab3y 00cNe008aHUS 6CEX UNEHO8 CeMbU.

* CKpUHUHT PONCTBEHHUKOB XkepTB BC pekomeH-
JIyeTcsl BECTU IO TIPEACTABIEHHOMY TPOTOKOJY (CM.
KOMMEHTapWN), YYUTHIBASI 9KOHOMUUECKYIO U MHGHOP-
MaIlMOHHYIO 11eJIeCO00pa3HOCTh KaXaoro meroma [85,
86, 690].

PKO ITaC (YYP C, V]I 4)

KommenTapun. [Ipednodicerno Heckoabko pasHsix NPomo-
K008 04151 ckpuHuHea podcmeennukog jcepme BC. B ocnose
8cex dIMUX NPOMOKOA08 AeHCUM NOUA208blil N00X00, Koeda
8 Nepeyo ouepedsb UCNOAb3VIOM Haumenee 00pP02OCMOosiujue
Memoobl 006caedosanisi, Oaroujue MaKCUMAalbHblil 006em yeH-
HOU UHghopmayuu, nocae 4eeo Ha OCHOBAHUU NOAYHEHHbIX pe-
3Y16Mamog U ¢ y4emom OaHHbIX CeMelH020 aHamHe3a ne-
pexoosm K donoanumenvHomy obcaedosaruro. Ecau 6 xode
00c1e008aHUS BbIAGASIOMCS CMPYKMYPHbLE UAU INeKmpuYe-
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CKUe U3MeHeHUs1, CeU0emenbCmayrujie 8 Noab3y KOHKPemHo-
20 duaerosza, HeobxXo0umo caedogams CMAHOAPMHOMY NPO-
moKoay 00c1e008aHUsL NO COOMBEMCMBYIOUEMY OUACHO3).
Ilepsvim wazom 6 nocmanoske NOCMepmMHO20 OuazHo3a, 0o
Hauana 00c1edo8anusi poOCMEeHHUKO8 NO2UOULE20, S8A1eMC s
muamenvubiil coop anamuesa. B caywae BCC mono0dbix auy
00 40 aem, y 6auxcaiimux poOCmMEeHHUKO8 8 Nep8yH o4e-
pedsb caedyem UCKAOUUMYb KapOUOMUONAMUU U KAHAAONA-
muu. Pexomendyemcsi oueHKa npedulecmeosasuiux cepoeHbixX
CUMNMOMO8 (8 M.4. 00MOPOKO08 U CYOOPOICHBIX NPUNAOKOB)
U mujamenvHoe uzyHeHue 00Cmosmenbcme cmepmu, a mak-
Juce cO0p U AHANU3 NPUICUSHEHHBIX KAPOUOA0LUMECKUX 3AKAI0-
yenuil. Y auy cmapuwe 40 nrem 6 nepsyro ouepedsb UCKAOUYA-
tom ¢gpaxmopot pucka UBC (nanpumep, akmuenoe uiu nac-
cusHoe Kyperue, oucaunonpomeunemuro, AI' uau caxapmoiii
duabem). Heobxodumo cocmasums podocioéHyro nozubuieco
6 mpex NOKOACHUSX, 8 KOMOPOUl 00ANCHbL OblMb OMPAICEHYL
ece caywau BC u podcmeennuku ¢ cepoeuHbimu 3a001e6aHUS -
mu. Cnedyem, no 803MONCHOCU, NOAYHUIND APXUBHbBIE MeOl -
YUHCKUe Kapmbl U/Uiu pe3yabmamsl namoa020aHamomuye-
cKoeo uccredosarnus. B nepsyro ouepeds o6caedosarnuio nod-
aexcam pooCmeeHHUKU ¢ NPU3HaKamu 3a004e8anuil cepoua,
makumu KaK 00MopoKU, yuaujerHoe cepoyeduenue uiu 60au
3a epyounoil. Ecau e cemve omcymemeyem duaeros cepoey-
HbIX 3a004€68aHULL, credyem NPo8ecmu CKPUHUHE MANCHbKUX
demeii xoms 6vt ¢ nomowvro IKI' u IxoK I.

Bremonnenune DxoKI 11eecoodpa3Ho B KayecTBe Me-
TOIA CKPMHWHTA TTALIMEHTOB IIPY HAJIMYMH TTOATBEPXKICH -
HOTO IMarHo3a uinn nogo3peHus Ha KA. DxoKI ciemy-
eT paccMaTpuBaTh y BCeX MalMeHTOB ¢ KA, y KOTOPHIX
npenmnonaraerca mian umeerca CIIC, a takke B TpyII-
ITax ITAIlMEHTOB C BBICOKUM PHUCKOM pa3BUTHS KA min
BCC — wampumep, y maumeHToB ¢ JKMII, TKMII
n AKILXK, a takxke y malMeHTOB, TePEXUBIINX OCTPHIA
WM, 1 y poncTBeHHUKOB ITAIICHTOB C HACICACTBEHHBI-
MM 3a00sIEBaHUSIMU € BBICOKMM prickom BCC [61].

Jucnanceproe nabawodenue

JncmaHcepusannsl MmanueHToB ¢ 2KA U TIOBBIIIICH-
HBIM prickoM BCC mmpoBoaUTCSI B COOTBETCTBUH C TTOPSII-
KOM IHMCITAHCEPHOTO HAOTIONCHMS 3a B3POCIBIMU (IIPH-
ka3 Munsnpasa Poccuu Ne 1681 ot 15.03.2022) He pexke
IIByX pa3 B IO C OLICHKOM CJICOYIOIINX MoKa3aTeeit: n3-
MepeHMe MacChl Tesa (MHIEKC MAcCHI TeNa), OIpeneIcHIe
OKPYXHOCTHU TaJIUM, CTaTyC KypeHUs; n3mepenne A/l Ha
reprudepuIecKUX apTeprsiX, U3MEPEHNE YaCcTOTHI CepaIie-
OMeHUs; CKOPOCTh KIIyOOUKOBOM (PUIIBTpAIlUM (HE pexke
1 pa3a B Tom); MCCIIEIOBAaHIE YPOBHS XOJIECTEPIUHA JIUTIO-
IIPOTENMHOB HU3KOM TJIOTHOCTHA B KPOBH (HE pexke 2 pas
B Tom, IO ToKazaHmsIM); peructpanus DKI (He pexe
1 pa3a B rom); DxoKI (He pexe 1 pasza B rom); XMOKI
(He pexe 1 pasza B ToI, IO ITOKA3aHUSIM).

BonbHBIE ¢ BEICOKMM PUCKOM CEPACYHO-COCYIUCTBIX
OCJIOXKHEHU WX TIPU BO30OHOBJICHNH 1/ WU YYaIleHUN
SIMA30I0B HApYIIEHUI pUTMa cepaLa, MOSIBJICHUN TIPECUH-
KOTIAJTbHBIX 1/MJIM CUHKOITAJIBHBIX COCTOSTHIIT Ha0II0ma-
I0TCSI BpauOM-KaparOJI0TOM TTOJIMKIMHUKI, KapIHUOINIC-

TMaHcepa, YIPEKIACHUS C UMEIOITUMUCS KOMITETEHIIMSIMUA
10 IMAarHOCTUKE U JICUEHUIO HAPYIIEHU pUTMa U IPO-
BOIMMOCTH ceprua 4 pasa B ron'’. Ha6monenve namu-
eHtoB ¢ K] ocyliecTBIsIeTCs B YIPEKICHUSIX C UMEIO-
LIMMUCS BO3MOXHOCTSIMU MU OTHAEJICHMSIX 10 AUATHO-
CTUKE U JICYCHUIO HAPYIIEHUI pUTMA U IMPOBOAMMOCTH
cepalia B TeUeHME MEePBbIX 6 Mec. Iocje UMIUIaHTALUNU,
majee — He pexe 1 pasa B Tol, a TaKKe ITOCIie cpadaThl-
BaHug MKJ[***,

LlenecooGpa3HO paccCMOTPETh BO3MOXHOCTD IUCIIAH-
CEepHOTO HAOMIONEHUS HE pexXe IBYX pa3 B TOM ITalleH-
TOB ¢ KA 1 nmoBbIIeHHBIM prickoM BCC.

6. OpraHusaumsa okazaHus MeAVULVHCKON NOMOLUM

Bun momoty 1 TopsimoK ee OKa3aHMST 3aBUCUT OT 3THO-
soruu KT u comyrcTBytomieit matomornu. CTpyKTypHasT
i (PyHKIIMOHATbHAS ITaTOJIOTHUS CepIlia, OCOOCHHO TIpHU
ee TIPOrpecCUpPOBAHNN, MOXET SIBJIITHCSI OCHOBHBIM T10-
Ka3aHWEM TS TOCTIMTAIN3aIINHN.

Bosmoxchocmu  amOynramopHoll nomowu nayueHmam
¢ XKTA oepanuuusaromest care0youuMy CAy4asmMu:

1) TlammeHTHI ¢ XpOHUICCKUMM CTAaOMIBHBIMU ApUT-
MusMu 0e3 HapyieHmit remommHamuku: KO, HYXT,
penkue mpuctynbl MeajeHHbIX XKT;

2) O6cnemoBanme y maneHToB 06e3 CIIC mis BeIsIBIIC-
HUS CKPBITOIT IATOJIOTUH cepalia, Kputepres pucka BCC;

3) INoaroToBKa K TOCHIUTAIN3ALNU TP CTAOMIHLHOM
COCTOSTHUM TIAIIMCHTA;

4) HaGmomeHue mocie XUPYPTUYECKUX U MHTEPBCH-
IMOHHBIX BMEMIATEIBCTB, MMIUIAHTALIMN 3JICKTPOHHBIX
ycTpoiicTB (DKC*** | MKJI***, 351eKTpoKapaIuoCTUMYIIS -
TOP UMILTAHTUPYEMBIN TpeXKaMePHBIN (OMBEHTPUKYIISIP-
HbIiA)*** /UK ]I TpeXxKaMepHBIi (OMBEHTPUKYIISIPHBIIN)***),

Ilokazanus dasn naanosoil eocnumaausayuu:

1) Bmepsbie Bo3HmKIIast cuMnToMHas KD, corpo-
BOXIAIOMIASICSI Pa3BUTUEM WM 3HAUYMTEIBHBIM YCYI'yO-
nennem CH;

2) BriepBble BO3HHUKINNE WX PEIUANBUPYIOIINE ST -
3o1bl yeToitunBoii KT 6e3 BOC, Tpebylonieii crienmani-
3MPOBAHHOTO JICYCHHS B TIJIAHOBOM TIOPSIIKE;

3) IIporpeccupoBaHre OCHOBHOTO 3a00JIeBaHMS B CITy-
Yyasgx, KOTma apuTMMSI He SIBISIETCS TeMOTWHAMUYCCKU
3HAYMMOIA;

4) Tlpu HeaDHEKTUBHOCTU MTOTOCIUTAIBHOTO Jeue-
HUS CUMITTOMHBIX XpOHMYEeCKUX cTabMabHbIX KD, HYXKT,
meneHHbIX KT.

Ilokazanus das 3KcmpenHoll eocnumaau3ayuu

OO0s13aTeTbHOM TOCTIMTAIN3AINAN TIOIUICKAT MallieH-
ThI, Y KOTOpbiX Ha (poHe KTA mmeroTcs mpu3Haku ap-
TEPUAJIbHOM TUIIOTOHUM, OCTPOM JIEBOXEIYIOYKOBOI
HEIOCTAaTOYHOCTH, aHTMHO3HOTO CMHIPOMA, YXYIIIICHUS
MO3roBOro KpoooOpaiueHus. I1pu nogo3penun Ha UM

10 Yagos E.W., Arees ®.T., AkuypuH P.C. 1 ap. PekomeHaaLmum no AucnaHcepHo-
My HabI0AEHMI0 BOJbHBIX C CEPAEYHO-COCYANCTLIMI 3aboneBaHusMu. MockBa,
2014. 28 c.
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HEOOXOIMMO 3KCTPEHHO JIOCTaBUTH MAllICHTA B MEIM-
IITHCKOE YIPEKICHHUE.

* Benmenwne manmeHTa mociie peaHMMAMOHHBIX MEPO-
MIPUSITAI PEeKOMEHIYETCS B MEIUIIMHCKIX YIPEKICHUSIX
C MYJABTUANCUMITIMHAPHBIM TIOAXOAOM K WHTCHCHUBHOM
Teparuy ¥ BO3MOXHOCTBIO BBITIOJTHEHUS TIEPBUYHBIX KO-
pOHapHBIX BMemaTeabecTB, BCOMU, nMmmiaHTalimy BCIo-
MOTaTeJIbHBIX JKEITYTOIKOBBIX CHCTEM IIJIST MEXaHMIECKOM
MO PXKN KPOBOOOPAIIEHNS, B T.4. 9KCTPAKOPIIOPaATh-
Ho#t MeMOpaHHOI okcureHaunu (DKMO), xupyprude-
CKMX BMEIIATEIHCTB Ha CEpIIle W COCydaxX M TepalleBTH-
yeckoit runorepmun [113, 692, 693].

EOK IB (YYP C, VI 5)

Kommentapuu. Kak npasuno, maxumu 603MONCHOCHIS-
Mu obaradarom cmayuoHapsl 3 YPOBHSI.

* KAI ¢ BO3MOXHOI MOCIEIYIOIei aHTMOTIIACTUKOMN
B TEUCHME TIEPBBIX 2 U TOCTIMTAIN3AllNU PEKOMEHIOBaHA
nmauyeHTaM BbICOKOTro pucka ¢ UMnST, B T.4. ¢ XHU3He-
yrpoxatommmu KA [384].

EOK IC (YYP C, V]I 5)

IIpu ocTaHOBKE KPOBOOOpPAIICHUST TOCITUTATA3AIIIS
TpebyeTcsl cpa3y Ke II0oCiIe KYIHMPOBaHUS IIPHUCTYyIIa
W BOCCTaHOBJICHUS HOPMAJIbHOM CEPOCYHOMN IesITeIThb-
HocTu. Ecim peaHMManmoOHHbBIC MEPOIIPUSTAS HE TIPH-
HecIm Heobxommmoro 3ddeKTa, marreHTa TPaHCTIOPTH -
pYIOT B cTanimoHap 6e3 co3HaHwms. [Ipu aToM 110 mopore
HETIPEPHIBHO BBITIOJIHSIOT UCKYCCTBEHHYIO BEHTUIISIIINIO
JIETKUX W HEMPSIMOM Maccax cepara.

[TauuenToB ¢ mpuctynamu napoxcusmaibHoit KT
cJiemyeT TOCIIUTAIM3UPOBATh B CIIydae OTCYTCTBHS (-
¢eKTa OT HEOTIOXKHON Tepanuy, a TakKe TIPU HATMINU
IIPU3HAKOB OCTPOI JICBOXETYIOUYKOBOM HETOCTATOUHO-
CTH, YXYAIICHUSI MO3TOBOTO KPOBOOOPAIICHUS, apTepH-
aJTbHOM TUIIOTOHWY, aHTMHO3HOTO CHHIpPOMA.

Tocrramm3anm momIeskar JIuiia, TIepeHeCIIe TIPUCTYIT
KT, ycrienmHo KynmpoBaHHBII Ha JOTOCITUTAIBHOM 3Tarie
py Haymayy CIC v mpy OTCYTCTBUU Pe3yJIBTaToOB Kap-
JINOJIOTIECKOTO OOCIICAOBAHNS, TIPH HAIMINH COITYTCTBYIO-
IIMX 3200J1eBaHMI, BBICOKOM PHCKE PA3BUTHUS OCIOXKHCHMIA.

ITpu pedpakTepHOIT OCTAHOBKE CITOHTAHHOTO KPOBO-
obpareHnsI 1 Hea(P(PEeKTUBHOCTU MEPOIIPUSITUNA PACIIIH-
pernoit CJIP 1memecoobpa3Ho paccMOTPETh BO3MOXHOCTh
MMPUMEHEHNST TEXHOJIOTUU BeHO-apTepraabHoit DKMO
B KomImiekce pacimuperHoit CJIP (BDCJIP).

PedpakrepHOit 0cTaHOBKOIT KpOBOOOpAaIIeHNS B Ha-
cTosIIIIee BpeMsI CUMTAIOT OTCYTCTBHE BOCCTAHOBJICHMSI
CIIOHTAHHOTO KpoBooOOpameHus B TeueHue 30 MUH pac-
mupeHHoit CJIP. C Toukm 3peHUs] KIMHUIECKOM CBOE-
BpeMeHHocTH TipuMeHeHus DCJIP pedpakrepHoil ocTa-
HOBKOM KPOBOOOpAIICHUS CIIeAyeT IMPU3HATH B CIIydae
0C3yCIEITHOCTY PEaHMMAIIMOHHBIX YCUJIWM B TCUCHUE
20 MUH ¥/WIX TIOCJIe 3aBEepIICHUS 3 TIOJHBIX IIMKIIOB
CJIP ¢ nmpumenennem amuonapona**. INpumenenue DCJIP
BO3MOXKHO TOJIPKO B MEIWUIIMHCKOM OpraHW3aIuu, NMe-
foleit B CBOEM COCTaBe IOApa3IeicHHUE C OITBITOM pa-
6016l ¢ DKMO.

Pemenne 06 DCJIP qomKHO OBITH MPUHSTO B MECTE
OKa3aHWSI MEOMIIMHCKOI TIOMOIIM, BKJTIOYAs 3Tall Me-
OUIIMHCKOM 3BaKyalliM, €CJM IIpearoaraeMbIil CpoK
C MOMCHTA IPUHSTUS PEIICHUS 10 YCTAHOBKU CHUCTEMBI
He nipeBbimaet 20-30 MuH. Takum o6pa3oM, ¢ MOMEHTa
OCTAaHOBKH KPOBOOOPAIICHUS 0 MOMEHTA SKCTPAKOPIIO-
panbHOI TIepdy3nu ¢ ToMotsio DKMO nomkHo TpoiT
He 0osnee 60 muH. IIpeBbIlIeHHE 3TOr0 BpeMEHU IIPUBO-
IIAT K HEYIOBJICTBOPUTEIHHBIM pe3yJIbTaTaM IIPUMEHCHMST
TEXHOJIOTUY B BUAC HEOJATONPUATHBIX UCXONOB U HEOO0-
PATUMBIX TTOCTTUIIOKCHMYECCKMX M3MEHECHUM CO CTOPOHBI
HEeHTpaJIbHOM HEpPBHOI cucTteMbl. Heobxommmo cTtporoe
coOIroIeHNe KPUTEPUEB ITPUMEHEHMST BEHO-apTepHab-
Hoit DKMO mipu nposeneraun CJIP (IIpunoxenne A3).

Oxazanue nomouwu nayueRmam ¢ He3anHoil 0CMaHos-
KOll KpOB0OOpaUEeHUs 8 CINAUUOHAPHOM OMOeAeHUU CKOPOll
MeOUUUHCKOL nomouiu

IMopsimok TipencrasieH B [1punoxenun A3.

Iloka3anusa K évinucke nayuenma uz cmayuonapa

Llenecoobpa3HOCTh gajbHEMUIIETo IpeObIBaHUS B CTa-
IMOHAPe ¥ BO3MOKXHOCTh aMOYIaTOPHOTO JICYCHMST OTIPE-
NEJISTIOTCS TI0 UTOTaM 00CJIeIOBaHUS.

* Pannsas (Tmepen BBIMMCKOI M3 cTallMOHApa) OICH-
ka @B JIJK pekoMmeHIoOBaHa BceM ITaniueHTam nocie UM
[245, 385, 694].

EOK IC (YYP C, VI 5)

Tlayuenmor mocym Obimb GbINUCAHBL U3 CMAUUOHADA
8 CAe0VIOUUX CAYHASX:

1) BrimmoaHeHME paguKaJabHOTO WX MMAJTMATHBHOTO
XUPYPTUUECKOTO M MHTEPBCHIIMOHHOTO JICUYCHMS,

2) MwmrutaHTaums KapauoBepTepa-neduoprLIsITo-
pa*™** ecau He TpeOyeTCsT MPOMOJIKEHUE Tepalluil B yC-
JIOBHSIX CTAIIMOHApa II0 OCHOBHOMY 3a00JIEBaHMIO;

3) DddextuBHBIT TTonoop AAT M Tepalmmu OCHOB-
HOTO 3a00JIeBaHUS;

4) YcraHOBJICHUE TMAarHO3a U IMPOTHOCTUYECKOTO 3Ha-
yenus 2KTA, He TpeOyromiee cpouHoii Koppekuuu AAT,
XUPYPTUUECKOTO WM WHTEPBEHIIMOHHOTO BMeIlaTellb-
cTBa, nMIutaHtanum MK,

Hnvte opeanuzayuonnsie nooxooot

Y HecOBepIICHHOJNIETHUX IIelecoo0pa3Ha peTucTpa-
g DKI mpy mpodrIakTHIecKuX MEIUIIMHCKIX OCMO-
Tpax B 1 rox, 6, 15, 17 yiet, a TakKe MPU MPEIBAPUTEIb-
HBIX MEIUIIMHCKUX OCMOTpPAX Iepen IPUEMOM B CpEIHUE
¥ BEICIITNE 00pa30BaTeIbHBIC YIPEXKICHNS, BRITIOJTHEHUE
DxoKT B 6 tet!! [38, 686, 687]. UMeeTcs yTBepKAEeHHBII
TIOPSITOK TIPOXOKICHUSI METUITMHCKUX OCMOTPOB HECO-
BepiIreHHOJeTHUMU. OCOOCHHO BaXKeH TeHEeaIOTMIeCKIA
METOI aHaJIM3a y JIMIL MOJIOIOTO BO3pacTa, CTPaJaroIInx
PEUMINBUPYIOMIUMHI IIPUCTYIIAMU ITOTEPU CO3HAHUS WU
nmerommx anoManuu Ha DKI [695].

Mpvkad MuHucTepcTBa 3apaBooxpaHeHnsi Poccuiickoit ®Pepepauum ot
10.08.2017 N2 514H "O nopsiake NPOXoXAeHUs HECOBEPLLEHHONETHUMI Meau-
UMHCKMX OCMOTPOB, B TOM 4ucne npu nocTtynieHnn B o6paaoBaTeanb|e yy-
pexnaeHvs n B nepuop, 06ydeHunst B HuX": Mpunoxerve N2 1.
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Asemomamuueckue napyscHovle deghubpunismopot 8 mec-
max ckonaeHus: Aoei

* ABTOMAaTMYeCKUE HapyXHbIE Ae(hUOPUIIISITOPHI pe-
KOMEHIYETCS yCTaHABIMBATh B OOIIECTBEHHBIX MECTaX,
e CYIIeCTBYET 3HAUNTEIbHASI KOHIICHTPAIIWSI JIIONCH, U4TO
CYIIIECTBEHHO IIOBBIIIACT BEPOSITHOCTh BO3HUKHOBCHMS
curyauun ¢ BOC (Hampumep, B IIKOJIAX, adpOITOPTax,
Ha BOK3aJaX M CTaJINOHAaX), WX B MECTaX, IIe HET MHOMI
BO3MOXHOCTH IerOpWIIIIuN (HampuMep, B Ioe3nax,
Ha KPYU3HbIX JIaliiHepaX, B caMmoJjieTax u T.10.) [696, 697].

EOK IB (YYP C, V]I 4)

KommenTapun. B bossuiuncmee cayuaes ocmanogka cepo-
ya npoucxooum éHe cmeH ne4edbHo2o yupexcoenus. Ilpu skc-
mpenHol dedhubpusiayuu WAaHCbl HA 80CCIMAHOBAEHUE HOP-
MANbHO20 PUMMA U CIAOUABbHORO CEPOCUHO0 8bIOPOCA HAMHO-
20 blule, Yem npu omcpouernol degpubpuniayuu [696-698].

* PexoMmeHmyeTCsT paccMOTPETh BO3MOXKHOCTD 00yUe-
HHUS OCHOBHBIM IIPUHIIMIIAM pEeaHUMAIIUN POACTBEHHM-
KOB TALIMEHTOB ¢ BBICOKMM prickoM BCC [697].

EOK IIbC (YYP C, VI 4)

Moeym 6bimb ucnonv3oeambi:

— TenemennIIMHCKOE KOHCYJIBTUPOBAHNUE TTAIIMCHTOB.

— VYmajneHHBIIT MOHUTOPUHT aMOYIaTOPHBIX ITAIlCH-
TOB C UMIUTAHTUPYEMBIMHU YCTPOIICTBAMMU.

B okazanuu nmomoruu marmenTtam ¢ KT u BCC uene-
Cc000pa3HO BHIICICHNE YPOBHEM OKa3aHMSI TIOMOIIH C pa3-
JIMIHBIMU BO3MOXKXHOCTSIMHA OKa3aHUsI IIOMOII. YIUTHIBasI
Ku3HeomnacHbI xapakrtep KT, TIpy 3KCTpeHHOIT TOCTIN-
TalIM3alliy 1IeJIecCOO0pa3HO HampaBjIcHUE TAIlMCHTOB
B LIEHTPHI OoJiee BbICcOKOTO ypoBHS (IIpmnoxkeHme A3).

Dman nepeuuHoil MeOUK0-CaHuMapHol NOMOWU:

— peaHMMAaIMOHHAs TIOMOIIIb;

— KapouoBepcHust/nebrnOpuiIIsIus.

Dman cneuuaruzuposaHHoOU NOMOUU:

— AAT;

— KopoHaporpadus/peBacKyIIpU3aIIs;

— BCHOODU;

— KA XT;

— VMIUTAHTALWS KapauoBepTepa-aepuopmmisaTropa™*;

— umripianTanus DKC nMITIaHTHPYEeMOTo TpexKaMep-
HOro (OMBEHTPUKYISIPHOTO)***/KapmuoBeprepa-nehuo-
PWIISATOPAa UMIUIAHTAPYEMOTO TpeXKaMepHOTo (OMBeH-
TPUKYIISIPHOTO ) **%*,

DKrcnepmusle yeHmpol:

— KopoHaporpadus/peBacKyIIpU3aIIs;

— DHIOMMOKApIUaabHasi OUOTICHUS;

— TEHETUYECKOE TeCTUPOBAHMNE;

— BCHOODU;

— KA XT;

— VIMIUTAHTALWS KapauoBepTepa-aepuopmmiaropa™*;

— umrpianTanusa DKC nMITIaHTHPYEeMOTo TpexKaMep-
HOro (OMBEHTPUKYISIPHOTO)***/KapmuoBeprepa-nehuo-
PWIISITOPa UMIUIAHTAPYEMOTO TpeXxKaMepHOTo (OMBeH-
TPUKYIISIPHOTO ) ***;

— BCIIOMOTaTeIbHOEe KPOBOOOpAIICHNE;

— TC.

B otnenbHBIX cyobekTax Poccuiickoit denepamy Mo-
TYT OBITH C(OOPMUPOBAHBI OTIEJTbHBIE HJOPOXHBIE KapThI
okazaHust nomoiuu mauueHtam ¢ XKTA u co3gaHbl pe-
TUOHAJIbHBIC IEHTPHI/PETUCTPHI KM3HEOITACHBIX TaXM-
aputmuii u BC.

* PekoMeHIOBaHO pacCMOTPETh BO3MOXHOCTBH CO3-
JMAaHWUST PETMOHAJBHBIX CeTe 1O 3KCTPEHHOI ITOMOIIN
IpU OCTAHOBKE cepilia, YTOOBI YIYYIIMTh MOKa3aTelau
BBDKMBAEMOCTU W Pe3yJbTaThl JeYeHUs Cpeay CIlaceH-
HBIX a1l [2, 47, 387].

EOK IIaB (YYP C, V] 5)

IIpu omnpeneneHnn MmokKa3aHU K WHTEPBEHIIMOHHO-
My WIN XUPYPTUYECKOMY JICUEHUIO HApYyIIEHUsI pUTMa
VI MIPOBOAMMOCTH CepAlia, a TAKXKe B CIOXHBIX CIyda-
IX, HeOOXOMMMO OOCYXKIeHNE TAKTUKU BEIEHUS CO CIIe-
LUAJIMCTOM, MMEIOIIUM HOOCTATOUHBINA OMBIT JICYCHUS
HapylmeHuii putMa. TakKuM CITEIIMaICTOM MOXKET OBITh
Bpad-KapAnoJIoT, Bpau-CepaedHO-COCYIUCThII X1pypr'2.

7. QononHutenbHas uipopmaums (B TOM Yucne
dakTopbl, BAMSIOLLME Ha UCXop, 3a6oneBaHuns
W COCTOSIHUSA)

CoBmecTHOE MPUHSATHE PelleHuii

BaxHo yduyMTBIBATH IIPEAIIOYTEHUS IALlMEHTa IS
IuarTHOCTUKY KA W TIpUHSITHS pelIeHUs O BEICHUM.
[IpenmoyTeHnsT MAIMEHTOB B OTHOIICHWUM WHBA3WBHOI
Tepanuu U npuHsTue pucka BCC BapbUpylOTCS U MO-
IYT U3MEHSIThCS Ha MPOTSKeHUU Beeil 6one3nu. Tlomxon
K COBMECTHOMY IIPUHSITUIO PELICHUI MOXET ObITh YaCThIO
00111eit cTpaTerun BeeHUs MaleHToB ¢ KA u puckom
BCC. ObmenpuHgaToe onpenesieHue COBMECTHOTO TP~
HATHAS pEIeHnii BKIIIoYaeT B ce0s 4 KommoHeHTa [698]:
1) MuHNMYM 2 y9acTHUKA: Bpad M IAaIlMEHT; 2) 00e CTO-
poHbI nmengarcs uHdopMaiueil; 3) 006e CTOPOHBI IIpel-
MIPUHUMAIOT ATy Uit GOPMUPOBAHUS OOLIETO ITOAX0Aa
K MIPEANoYTUTEILHOMY JIeUeHNI0; 4) coralleHue o pea-
nu3auuy jeyeHus. Ilonenurbes peleHrueM — He 3HaYUT
MPENOCTaBUTh MALIMEHTY CIMCOK PUCKOB M IIPEUMYIIIECTB
JICYCHMS U TIPEITOXKUTD TIPUHSTH pelllcHre (TaKoit IomI-
XOJI HEKOTOPBIE aBTOpPHI HasBaiM "ocTaBiaeHueM' [676].
PexomeHaanust, OCHOBaHHAsl KaK Ha Hay4YHBIX HOKa3a-
TeJIbCTBAX, TaK M Ha IIOHMMAHUU LIEJIN JIEYCHUS, TIPEIIIO-
YTEHUI U LIEHHOCTE! MalMeHTa, BaxHa IJisi UICTUHHOIO
COBMECTHOI'O MPUHATHUS peleHunii. Tak:ke BO3MOXHOCTh
neaktuBauuu uMetomerocas MKJ*** crmenyeT obcyauTh
C MalMeHTaMM B TEPMHUHAJIBHOM CTamny 3a00JIeBaHMSI.

WKI*** mpomieBaloT KU3Hb, KaK IMOAYepKUBACTCS BO
MHOTHX pa3ieiiaX HaCTOSIIINX peKoMeHaaumii. TeM He Me-
Hee nauueHT ¢ XCH wuiu TsoKelnbIM HeKapauaJbHBIM 3a-
OoJieBaHMEM MOXKET OTKa3aThCs OT 3aMeHbl MKJI*** mmpn
CTOJIKHOBEHUH C IEPCIEKTUBOM MMOCTOSSHHOTO YXY/IILIEHMSI
3M0pOBbsI U (DYHKLMOHAIBHOrO craryca. K coxajieHuio,

12 Mpukaa Munsapasa Poccum ot 1511.2012 N2 9181 "O6 yTBepkAeHUM nopsi-
Ka 0Ka3aHWs MeaMLMHCKON NOMOLWM 60/bHBIM C CepAEeYHO-COCYANCTLIMU 3a-
6oneBaHusMK” (3aperncTpuposaHo B MuHiocte Poccnm 2912.2012 N2 26483).
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pe3yabTaThl MCCIICMOBAHUI TTOKA3BIBAIOT, YTO IALIMECHTHI
TUTOXO MTH(POPMHUPOBAHEI, KOTNA CTATKUBAIOTCS C TIOHUMA-
HHEM PHCKa, TTOJIb3BI 1 TTOCIICAYIONIEro OpeMeHN NMILTIaH-
tupoBanHoro MK ***. Y manmuenTtoB ¢ UKI*** ormeua-
eTCS TeHIECHIINS K TIEPEOLIEHKE €TO MOJIB3bI M HeMOOIICHKA
aCCOLIMMPOBAHHBIX PUCKOB [46, 699, 700]. AHATIOrMYHBIM
00pa3oM, MaIMEeHTHI, KOTOPBIE OTKA3bIBAtOTCS OT MK I*H*,
TaK:Ke YacTo HeTOoOleHMBAIOT JIMUHLI puck BCC [73, 74].
HccrenoBanus MIpUHATUS KIIMHIYECKUX PEIICHUI TTOKa-
3BIBAIOT, YTO BPAYM YACTO MIEPEOIICHUBAIOT MTPEUMYIIIECTBA
1 B TO K€ BpeMsI IIPCYMEHBIIAIOT MOTCHIIMAIBHBII Bpel
[700]. B MoMeHT, KoTIIa OIIpeIeIIoTCs TOKAa3aHMs K 3aMe-
He MKJI***, maumeHT M Bpay JTODKHBI BMECTe OOCYIUTD,
MO-TIpEXHEMY JIM COOTBeTCTBYeT 3ameHa MKJI*** menmm
smedeHust. Yto mmeno cmeich B 70 JIeT, MOXET HEe MMETh
cvpicia B 80 seT. IlameHTH MOTYT MMETh IIPOTPECCH-
pyrolee 3abojieBaHIe WJIM HU3KOE KauecTBO XM3HU. Bce
5TU (PaKTOPBI MOTYT U3MEHUTH COOTHOIIICHNE PUCK,/TIOhb-
3a oT MK/I*** 1 moBIUgTh Ha TIpeAIIouTeHNE MalleHTOB.

Pexomendauuu no npunamuro obuieeo peuterus

* ¥V maumeHTOoB ¢ KA WIN TIOBBIICHHBIM PHCKOM
BCC xmmuHUICTAM PEKOMEHAYETCS IPUHSATDH ITOIXOMI
K COBMECTHOMY IIPUHSITUIO PEIICHUS, TIPU KOTOPOM pe-
IIeHWE O JICYUCHUU OCHOBAHO HE TOJIPKO Ha HAMTYJIIINX
MOCTYIHBIX HAaYYHBIX OTAHHBIX, HO W Ha IICIM ITallieHTa
B OTHOIIIEHUW COOCTBEHHOTO 3[I0OPOBbSI, TIPEATIOUTCHUSIX
M ero ueHHoctsax [690, 701, 702].

EOK IB (YYP C, V11 5)

* B ciygae paccMOTpeHUS WMIDIAHTAIIMM HOBOTO
UKI*** mwm 3amenbl umeromierocst MKI*** B cBs3n
C pa3psmoM baTtapeH y maleHTa, peKOMEeHIyeTCsT MH(pOop-
MHpPOBaTh ero/ee 00 mHaMBUAYyaaIbHOM prcke BCC u puc-
Ke HeBHe3armHo# cmeptn oT XCH mam HecepmeuHbIX 3a-
6osieBaHMii, a TakKe 00 3((HEKTUBHOCTH, O€30TTACHOCTH
¥ MOTEHIMAIBHBIX ocokHeHussx MKI*** B cBeTe 1menm
CaMOTo TTallieHTa B OTHOIICHUH €TO 3IOPOBbS, TIPEATIO-
yTeHUt 1 LeHHocTe [698, 701, 703].

EOK IB (YYP C, V11 5)

Kpmepvm OLLeHKM Ka4yecTBa nepBMquﬁ MeAVIKO-caHVITapHOVI MOMOLLU NMPU XKenyao4yKoBbIX
HapyLleHUsX puTMa uiv BHe3anHoi octaHoske ceppua (koabl no MKB-10: 146, 146.0,
146.1, 146.9, 147.0, 147.2, 147.9, 149, 149.0, 149.3, 149.4, 149.8, 149.9)

N2 n/n Kputepwuin kayecta OueHka
BbINOSIHEHUS
1. BbinonHeHa perncrpauys a1ekTpokapaMorpamMmel B NOKOe B 12 0TBEAEHMSX 1/WUan XONTEPOBCKOE MOHUTOPMPOBAHUE CEPAEYHOr0 pUTMa [la/Het
naLuneHTam npm nNpoxoxaeHun obcnenoBaHus Ha NPEAMET BbISIBNEHNS XENYA0HKOBbIX apUTMUI
2. BrinonteHa axokapavorpadus Ans oLueHkn GyHKLMU NEBOr0 XeNya04Ka U BbIIBIEHNS CTPYKTYPHOM NaTtonornm cepaua y naumeHta Ha/Het
C XeJly404KOBLIMM apUTMUSMU
& HasHaueHo neyexune 6eta-anpeHobiokaTopamm naumeHTa co CTPYKTYPHO natonorueit cepaua/avcdyHKumert NeBoro Xenymoyxa, Ha/Het
MIMEIOLLLEro MOBbILLIEHHBINA PUCK BHE3AMHOW CEPAEYHON CMEPTM 1 HYXAAIOLErocs B €€ MePBUYHON UM BTOPUYHON NpodunakTuke (npu
OTCYTCTBUW NPOTUBOMOKA3aHNIA)
KpuTepvwl OLLeHKM Ka4yecTBa cneuuanusuposauuoﬁ MenI/ILI,I/IHCKOVI noMoL4u B3POCJibIM Npu
XenyA04KoBbIX HapPYLLUEHUSX PUTMa UM BHE3arnHou ocTaHoBke cepaua (koabl no MKB-10:
146, 146.0, 146.1, 146.9, 147.0, 147.2, 147.9, 149, 149.0, 149.3, 149.4, 149.8, 149.9)
Ne ni/n Kputepwii kavecTsa OueHka
BbINOHEHNS
1. BbInonHeHO HanpaBneHne Ha KOHCY/LTALMIO K Bpayy, CNeLMannavpyioLLemMycs Ha ANarHoCTUKE U NeYeH HapyLLeHWiA puTMa cepaLa [Ha/Het
(Bpauy-KapAMonory, Bpayy-cepae4Ho-CoCyaMCTOMY XMPYPry), A1s PELLEHVS BOMPOCa O HEOBXOAMMOCTM BbINOSIHEHWS KaTeTepHOI abnauum
naLMeHTam ¢ UeMmnyeckoin 60ne3Hbio cepaLa v PELMAVBUPYIOLLE CUMNTOMHO YCTOWYMBOM MOHOMOPHOI Xenyao4KOBOM Taxukapavei
vnu wokamu UK *** npu ycToinunBoii MOHOMOP@HOI XeNya04KoBO Taxmkapany, HECMOTPS Ha ieyeHne 6eTa-agpeHobiokaTtopamm nnm
coTanonom**
2. BbInonHeHO HanpaBneHVe Ha KOHCYbTALWIO K Bpady, CNELMan3vpyoLLEMYCS Ha AVArHOCTUKE U IEYEHUN HAPYLLIEHNIA pUTMa [a/Het

cepaua (Bpayy-kapamnonory, Bpayvy-CepaeyHo-CoCyANCTOMY XVPYPry) v B CNeLani3upoBaHHbIi Kapayonornieckuin LeHTp Ans
peLLeHns Bonpoca 0 HeobxoanmocT uvnnaxtauum VK npy coxpatsioweiics auchyHKLmm NeBoro xenyanoyka (<35%) v cepaeyHon
HepocTatoyHocTH (Il mnm Il dyHkumoHansHoro knacca no NYHA), no nctevennn 40 gHeii nocne nHdapkTa Muokapaa

Cokpauwenue: VK[, — nmnnaHtupyemblil kapamoseptep-aedubpunnarop.
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Mpunoxenue A1. CocTtaB PaGoueii rpynnbl no paspadoTke v NepecMoTPy KIIMHMYECKMX peKOMeHaauui

Ipe3unuym Paboueii rpynmbi:

MuxaiinoB Eprennit Hukomaesiu (Cankr-IletepOypr)
I'mzarymmua TatessHa [1pokonbeBHa (TroMeHB)
Jle6eneB Imutpuit CepreeBuu (Cankt-IleTepOypr)

Yaenst Pabouveii rpynmbi:

TonyxoBa Enena 3enukoBHa (MockBa)

Xapmanm Mapust CepreeBHa (MockBa)

Jle6eneBa Bukropust KmmoHa (Cankr-IletepOypr)
Barunenko Cepreit ®emoposuy (Cankr-IleTepOypr)
AptioxuHa Enena AnekcanmpoBHa (MockBa)
ba6okun Bagum Eroposuu (Mocksa)

baranoB Poman Edumosnu (Tomck)

Bepesnnmkas Bepa BacunbeBHa (MockBa)

Bounapes Cepreit AnatombeBnd (MockBa)
Bacmukmna Enena CepreeHa (CaHkt-IleTepOypr)
lNpekuna Ceetrnana ButanseBHa (CankT-IleTepOypr)
Tomumera Cepreit [TaBmoBua (Mocksa)

HastsaH Kapamer BoBaeBuu (Mocksa)

Hymrsko Ivutpuit BukropoBnu (Camapa)
3akns3eMuHcKas Enena BajgepseBHa (MockBa)
3enun Cepreit AnartonbeBnd (HoBoCcnOMpCK)
HBanumkuii Dmyapn AnekceeBud (KpacHosIpcK)
WnbpnapoBa Pyxkwkar Aomyn-TacdypoBHa (Mocksa)
Hptiora Onbra bopucosna (Cankr-IleTepOypr)
KomonsitoBa Bepa Hukomaesna (Mocksa)
KocrapeBa AnnHa AnekcanaposHa (CaHKT-IleTepOypr)
Kyunnckas Enena AnmpeeBHa (Mocksa)

JlaitoBua Jlaga FOpreBHa (MockBa)

JIroonmuesa Tamapa AnekceeBHa (CankT-ITeTepOypr)
Maxkapos Jlconnn Muxaitmosuu (MockBa)

Mawmayp Cepreit EBreaseBua (KemepoBo)

MenseneB Muxamn Mapkosuda (CaHKT-IleTepOypr)
MunnymmuH Unepnap Iynatosuu (Cankt-IletepOypr)
MuponoB Hukomait FOpreBuu (MockBa)
Mutpodanosa JIto6oBs boprcosna (Cankr-IletepOypr)
Hemunymmit Hukomait MuxaittoBud (Mocksa)
ITomoB Cepreii BanentnHoBma (ToMcK)

IIpacon dennc Muxaitnopna (CankT-IletepOypr)
PesumBunu Amupan [lloraeBua (Mocksa)

P3aeB ®apxan ['yceitnoBrma (Mocksa)

PomanoB Anexcarnp bopucosnu (HoBocndmpck)
CutaukoBa Mapust IOpwseBHa (CankT-IletepOypr)
Tartapckuiit Poman bopucosuu (Cankrt-IletepOypr)
TepmocecoB Cepreii AptypoBud (MockBa)
Tomocwuitayk BukTop Bukroposuu (TroMeHB)
YuymyeBa Manuna [IxxaBatoBHa (MockBa)

®cnotoB Iletp AnekceeBuu (CaHkT-IleTepOypr)
Xomenko Erop Anekcanaposud (KemepoBo)
Laperoponues Amutpuit Anekcanmpond (Mocksa)
IlIxompHUKOBa Mapus AnekcananpoBHa (MockBa)
IIneBkoB Hukomait boprucosua (Mocksa)

Insaxro Eprenmit Brammvuposua (CankT-ITetepOypr)
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Iyownk KOpwuit Bukroposuu (Cankt-IletepOypr)
SAmma Cepreit Muxaitnosua (CasKT-IleTepOypr)

Uiensr Paboueil rpymirsl TOOTBEPIUIN OTCYTCTBHE (DMHAHCOBOM ITOMICPKKY/KOH(MINKTAa MHTepecoB. B ciydae co-
OOIIIECHMS O HAJTMINK KOH(MINKTAa MHTepecoB, WieH(bI) Padboueit rpymbl ObUT(M) MCKITIOYEH(BI) M3 OOCYKICHUS pa3-
IIEJIOB, CBSI3aHHBIX C 00JIACTHIO KOH(MIIMKTa WHTEPECOB.

MpunoxeHune A2. Metogonorus pa3padboTku KIIMHUYECKUX PpeKOMeHaaL i

IIpencraBneHHble PekoMeHmanmm pa3paboTaHBl Ha OCHOBE IIPEAbIOYIIEH BepcUM MOKyMeHTa "2KelrymouyKoBEIC
HapymieHnsT putMa. 2KeTymoukKoBble TaXWKApAWW W BHe3aIrHas cepredHas cMmepth' 2020r, omoOpeHHOTo Ha 3ace-
manun HaydHo-mpakTudeckoro copera MunsapaBa Poccum (3acemanme ot 16.10.2020 ITportokon Ne 38/2-3-4),
Pexomenmaumii EOK mo jeueHNIo O0JBHBIX € XKeJIyTOYKOBBIMU HapylleHUSIMU puT™Ma u ripodunaktuke BC 2022r,
a TaKXKe C YIeTOM KIMHWYCCKUX PEKOMEHIALMI IT0 MPOBEHCHUIO 3IeKTPOGMU3NOIOTMISCKIX MCCICIOBaHUM, Ka-
TETepHOM abJIAlIM W TIPUMEHEHUIO MMIUIAHTAPYEMBIX aHTHAPUTMUYECKUX YCTpoiicTB Bcepoccuiickoro HayqHO-
T0 OOIIECTBA CIICIIUAIMICTOB MO KIMHNIECKON JIEKTPO(PU3NOIOTUH, apUTMOIOTUN B Kapmuoctumyissiunu (BHOA)
2017r, pekoMeHIAMii OOIIEeCTBA CIIEIINATNCTOB IO HEOTIOXKHOM Kapmauoiornu "2KeaymouKoBbIe apUTMHUHN Y B3POC-
ne1x" 20151, BcepoccHitcKixX KIIMHIYECKNX PEKOMEHIALIMI TI0 KOHTPOJIIO Hal PUCKOM BHE3aITHOM OCTAHOBKHM CEpI-
ma u BCC, npodwmraktnke n okazaHHIo ITepBoit momoru 2018, co3maHHBIX, B CBOIO ouepenb, HA OCHOBE aHAaIM3a
nMerorerocst 6onee yeMm 20-JETHETO OIThITA PA3IMIHBIX T10 IIEJIIM, IIPOTOKOJIAM M 00beMaM KPYITHBIX HMCCIICIOBa-
HUI, TPOBEICHHBIX 10 PA3IMYHBIM aclieKTaM IMarHOCTUKHU U jJedeHus KTA.

B PexoMmeHmanmsix n3aoxXeHbI OCHOBHBIC MPWHIUITHI JUATHOCTUKM, cTpaTuduKkanuu prucka BC u nedyeHus ma-
IIMCHTOB, B T.4. U B psiic KIMHNYECKNX CUTYaIlii, KOTOPbIC OBLIN IOJIYYCHBI B PAHIOMU3UPOBAHHBIX KOHTPOINPY-
eMBIX HcclienoBaHmIX. VICITomb3yeTcsl KOMIUIEKCHBIN TTOIXOM ¢ YIETOM 3THOIIATOTeHe3a, MHINBUIAYAIbHBIX OCOOCH-
HOCTeiT MEXaHM3MOB pPa3BUTHUS W TCUCHMS 3a00JICBaHUSI, MCIIOIB30BAHNS MEIMKAMEHTO3HBIX, MHTCPBEHIMOHHBIX
1 XUPYPTUICCKUX METOIOB JICUCHUS.

IleneBast aynuTopusi TaHHbIX KJIMHUYECKUX PEKOMEHIALMIi:

1. Bpau-kapauoor;

. Bpau-cepmedHo-cocymncThIii XUpypr;

. Bpau 110 peHTreHsHIOBaCKYISIPHBIM OUATHOCTHUKE U JICUCHUIO;
. Bpau ¢yHKIIMOHAIBHOI TUATHOCTUKU;

. Bpau-tepaneBr;

. Bpau obuieii nmpakTuku (ceMelHblii Bpay).

EOK — B TeKcTe HACTOSIIIINX KIMHIICCKIX PEKOMEHIAIINI TOITOJTHUTEIIBHO YKa3aHbI TTOKa3aHUS K Te31caM B CO-
oTBeTcTBUU ¢ pekoMeHpanusamu EOK.

BenencrBue Toro, yto PKO Bxomut B coctaB EOK, n wnensr PKO taxke siBnsitores wieHamu EOK, Bce eBpo-
Ieiickie peKoOMeHIauu (DOPMUPYIOTCS C YIACTHEM POCCHUMCKUX 3KCIEPTOB, KOTOPHIC SIBISIIOTCS COABTOPaMM Pe-
KoMeHmaumii. Takmm oOpa3oM, cymecTBytomue pekomeHmanuu EOK orpakaror o61ee MHEHME BEAYIIIUX POCCHIA-
CKHX W eBPOTICHCKNX Bpadeil-KaparuoJIOroB.

B cBs131 ¢ aTMiM (hopMUmpOBaHNE HAITMOHAIBHEIX PEKOMEHIAIINI MTPOBOIMIOCH Ha 0cHOBe pekomeHmaumit EOK
C YY4EeTOM HaIIMOHAJIbHOI crielnKI, 0COOCHHOCTE! 00CIeIOBaHNSI, ICUCHUSI, JOCTYITHOCT! TOM WA MHOM MEIM-
IMHCKOM oMoy, 1o 3Toit mprunHe B X0ue pa3pabOTKU POCCHICKNX KIMHUNIEeCKNX pekomeHanmit PKO wcroms-
30BaHBI MEXXAYHAPOMTHBIC KJIACCHI TTOKA3aHUI peKOMEHIAIMIA, TTO3BOJISIONINE OLICHUTh HEOOXOIUMOCTh BBITIOJTHCHUS
Te3uca PeKOMEHIAINi U YPOBHU JOCTOBEPHOCTH TOKA3aTENbCTB TaHHBIX Ki1accoB (Tabm. A2.1, A2.2).

B Tex ciygasix, Korma B eBpOIEHCKIX peKOMEHIALMSIX OTCYTCTBOBAJIN KJIACCHI ¥ YPOBHU JIOKA3aTeIBHOCTH, HO, TI0
MHeHmIo 3KenepToB PKO, maHHBIe Te3UCH SIBISIACH KpaitHe HeOOXOOMMBIMU TSI BEITIOJTHEHUS M, HA000pOoT, a0-
COJIIOTHO HEe peKOMEHIOBAaHHI K IPpUMEHEeHMIO, 9KcTiepThl PKO, ocHOBEIBasich Ha TipaBmiIax (hoOpMUPOBAHUS KJIACCOB
IMOKa3aHMIT COITIACHO peKOMeHmanumsM EBporeiickoro o0IecTBa KaparoaoroB, CaMU IPOCTABIISIA KJIacChl U YPOBHM.
B mannoii cutyanun obosnadenne EOK 3ameneno Ha PKO-xiraccel 1 ypoBHU, npocTaBieHHBIe skcnepTamMu PKO.

Kpome toro, mob6asieHa HoBasti cucteMa mkan Y/ u YYP nng neueOHBIX, peaOMINTALIMOHHBIX, MPOQUIaK-
THUYECKMX BMEIIATEIbCTB M TMATHOCTUIECKUX BMEIIATeNbCTB (Tabm. A2.3, A2.4, A2.5), eenerHas B 2018r. ®I'BY
HIDKKMIT MunsapaBa Poccnu. Takum o6pa3oM, B TeKCTe KIMHUYECKUX peKOMEHIaInii, pa3padaTbIBaeMbIX DKC-
nepramu PKO, omHOBpeMeHHO MCIIOIb30BaHbI IBe IIKambl (Tadm. A2.1, A2.2, A2.3, A2.4, A2.5).

AN BN
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Knacc
pekomeHpauni
(EOK)

|

lla

lib

Ta6nuua A2.1
Knaccbl nokasaHuii cornacHo pekomeHgaumusam EOK

Onpepenexvie Mpennaraemas GopmynnpoBska
[N UCMONb30BAHUS

[lokadaHo nam obLLenpraHaHHo, 4TO AMarHOCTUYeCkas NpoLeaypa, BMeLLaTeNbCTBO/Ne4eHne SBNAoTCS Pekomeng0BaHo/nokasaHo
3hDEKTUBHBIMY 1 MONE3HBIMU

BONbLUMHCTBO AaHHbIX/MHEHWI B NONb3Y 3D PEKTUBHOCTI/NOb3bI AYArHOCTUYECKON MPOLEeAypbl, Lienecoo6pasHo NpuMeHsITL
BMeELLATENBCTBA, JIEYEHUA

AP DEKTMBHOCTL/NOMb3A LMArHOCTUYECKO NPOLLEAYPbl, BMELLATENLCTBA, e4YEHUS YCTAHOBNEHbI MEHEE MOXHO NpUMEHSITL
ybeauTenbHoO

ﬂ,aHHbIe nnn eAnHOE MHeHue, 4TO OMarHoCcTuyeckas npouenypa, BMeLwaTenbCTBO, Jie4eHne 6ecnone3Hb|/He He PEKOMEHAYETCA MPUMEHATb

3bdEKTUBHDI, @ B PSAE Cy4aeB MOTYT NPUHOCUTL BPeA,

CokpaweHue: EOK — EBponelickoe 06LeCTBO KapAvooros.

Ta6nuua A2.2
YO/ cornacHo pekomeHgauuam EOK

YpoBHM foCcTOBEPHOCTM Aoka3aTenscts (EOK)

A
B

c

[laHHbIE MHOTOYUCNEHHBIX PaHOOMN3NPOBAHHbLIX KIIMHNYECKNX nccnenoBaHnin Ay MeTaaHann3oB

JaHHble NoyyYeHbl Mo pesynbTataM 0AHOr0 PaHAOMU3NPOBAHHOMO KIMHUYECKOrO NCCNEA0BAHNS MW KPYMHbLIX HEPAHAOMU3VPOBAHHBIX
ncenepoBaHuii

CornacoBaHHOe MHEHVE 3KCNePTOB 1/UnKn pesynbTaThl HEBOMbLLVX UCCEeLOBaHWNA, PETPOCNEKTVBHBIX CCNEL0BAHUIA, PETVCTPOB

CokpaweHue: EOK — EBponelickoe 06LLeCTBO KapaMonoros.

yoa

Ta6nuua A2.3
Llkana oueHkn YA ana meTof0B AMAarHOCTUKM (AMArHOCTUYECKUX BMELLaTesbCTB)

Paclumdposka

CucTemaTtnyeckme 0630pbl UCCEA0BaHMI C KOHTPOIEM PEGEPEHCHBIM METOLOM WM CUCTEMATUYECKMI 0630D PaHAOMU3NPOBAHHbIX
KJIMHUYECKX UCCEL0BaHUI C NPUMEHEHEM METaaHanm3a

OTaenbHbIe MCCeoBaHMs C KOHTPONIeM pedepeHCHbIM METOOM VNV OTAESbHbIE PAHAOMU3VMPOBAHHbIE KIMHUYECKWE NCCNEeA0BaHNS
1 cucTematmyeckre 0630pbl MCcneoBaHUi NtobOro An3aiiHa, 3a UCKIIYEHNEM PaHAOMMU3NPOBAHHbIX KIIMHUYECKUX UCCeL0BAHWA,
C NpYMeHEeHNEM MeTaaHanm3a

MccnenoBaHus 6e3 nocnenoBaTesibHOro KOHTPONS pepepeHCHbIM METOAOM WM MCCNEefOBaHNS C pedePEHCHBIM METOAO0M, He SBASIOLLMMCS
HEe3aBUCKMbIM OT UCClieayemMoro MeToaa uin HepaHa4oMn3npoBaHHbIe CPaBHUTENbHbIE NCCNeA0BaHNS, B TOM YMC/e KOropTHbIE UCCneaoBaHns

HecpaBHUTENbHbIE MCCNEA0BAHMSA, ONUCAHUE KIIMHUYECKOrO Cy4as
MimeeTcst nuLib 060CHOBaHWE MexaHV3Ma AEeViCTBIS UM MHEHVE 3KCNePTOB

Cokpawenue: Y[ — ypoBHM OCTOBEPHOCTU LOKA3aTENLCTB.

YoA

a B~ W NN =

Ta6nuua A2.4
LWkana oueHku YA ang meToAoB NnpodunakTuku, ie4eHnus u peabunurauum
(npodunakTUyeckux, NeYebHbiX, peadunUTaLMOoHHbIX BMELLATeNbCTB)

Pacwmdposka

Cuctematuyeckuin 063op PKU ¢ npumeHeHnem MeTaaHanmnsa

OtnensHble PKU 1 cuctematnyeckme 0630pbl MCCnenoBaHuii nioboro anaaiiHa, 3a uckniodeHuem PKW, ¢ npumeHeHnem meTaaHanusa
HepaHaoMWM3npoBaHHbIE CPaBHUTENbHbIE UCCNEA0BAHUS, B T.4. KOTOPTHbIE UCCNEA0BaHUS

HecpaBHuTENbHbIE UCCNEA0BAHNS, ONUCAHUE KNIVHUYECKOrO Cly4as Uam Cepun Cay4aes, UCcCnefoBaHns "ciyyaii-kKoHTponb"

MmeeTcs nuiwb 060CHOBaHWE MexaH13Ma AeiCTBIS BMeLaTenbcTea (,D,OKHI/IHI/I‘-IeCKI/Ie I/ICCJ'Ie,D,OBaHVIﬂ) NN MHEHWEe 3KCNepToB

CokpawyeHus: PKN — paHaoMn3npoBaHHbIe KOHTPOAMpYeMble nccneaosaqus, YO0 — ypoBHW [OCTOBEPHOCTY [0KA3ATENbCTB.
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Tabnuua A2.5

LLikana oueHku YYP ana metofoB npodpunakTuku, AMarHoCTUKMU, Ie4eHns U peabunurauum
(npodunakTU4ECKUX, ANArHOCTUHECKUX, NlIe4eBHbIX, peadunUTaLMOHHbIX BMELLIaTesbCTB)

YYP Pacwmdposka
A CwunbHas pekomMeHpaums (Bce paccMaTpmBaeMble Kputepum 3bOEKTUBHOCTY (MCXOAbI) SBASIOTCS BaXHbIMY, BCE UCCNEL0BAHUS VMEIOT BbICOKOE
UNY yOOBNETBOPUTENIbHOE METOA0I0MMYECKOE Ka4eCTBO, UX BbIBOAbI MO MHTEPECYIOLLMM UCX0AaM SBASIOTCS COrNacoBaHHbIMM)

B YcnosHas pekomeHgaums (He Bce paccMaTpueaeMble Kputepun 3GHEKTUBHOCTH (MCXOAbI) ABSIOTCA BaXHbIMY, HE BCE UCCNEA0BAHNS UMEOT
BbICOKOE MV Y,0BIETBOPUTENIbHOE METOA0/0rMHECKOE Ka4ECTBO 1/UiK UX BbIBOAbI MO MHTEPECYIOLLMM MCX04aM HE ABJIAOTCA COrnacoBaHHbLIMM)

C Cnabas pekomeHpaums (0TCyTCTBME [OKa3aTeNbCTB HAANEXaLLEero kayecTsa (BCe paccMaTpuBaemMble Kputepun 3hdEKTUBHOCTY (MCXOAbI)
ABNSAIOTCS HEBAXHBIMM, BCE UCCNEA0BAHUS UMEIOT HU3KOE METOA0IONMYECKOe Ka4ECTBO 1 UX BbIBOAbI MO MHTEPECYIOLLMM UCX0AaM He SBASIOTCS
COrnacoBaHHbIMM))

CokpaueHue: YYP — ypoBHI yOeanTENbHOCTI peKOMeHAALMIA.

IMopsaok 00HOBJIEHNSI KIMHUYECKUX PEeKOMEeHIAIMI

MexaH13M OOHOBIIEHUS KIIMHUYECKKUX PEKOMEHIALIMI IIpeaycMaTpUBAET X CUCTEMATUYECKYIO aKTYaIU3aLlli0 —
He pexe yeM 1 pa3 B 3 roma Wi IpU IOSBJIEHUU HOBOU MHMOpPMALIMU O TAKTUKE BeAEHUs MALUEHTOB C JaHHBIM
3aboseBaHueM. Pelrenne 06 0OHOBIEHMU IpUHUMaeT MuH3apas Poccuy Ha OCHOBE MPEMIOXEHUI, IpeaCcTaBIeH-
HbIX MEIUIIMHCKUMHU HEKOMMEPYECKUMU ITpodeccuoHaIbHbIMU opranusanusyMu. ChopMUPOBaHHBIE MPEIIOXEHUS
JIOJIKHBI YUUTHIBATDH PE3YJIbTaThl KOMIUIEKCHOI OLIEHKH JIEKAPCTBEHHBIX IIPENapaToB, MEIULIMHCKUX U3IE/INIA, a TaK-
JKe pe3y/bTaThl KIMHUYECKOM arpoOaLin.
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MpunoxeHue A3. CnpaBoYHble MaTepuarsbl, BKJ1l04asi COOTBETCTBUE NOKa3aHUM K NPUMEHEHUIO
M NPOTMBONOKAa3aHWiA, CNOCO00B NPUMEHEHUS 1 0,03 NIEKAPCTBEHHbIX NPenapaToB, MUHCTPYKLUN
Nno NPMMEHEHUIO NIEKapPCTBEHHOro npenapara

CBsi3aHHBIE TOKYMEHTBI

1. ITpuka3z Mwunsapasa Poccum ot 15 Hos16pst 2012r Ne 9181 "O6 yrBepxXnenuu Ilopsimka okazaHWUS METUIIMH-
CKOIf TTOMOIITA OOJIBHBIM C CepACUYHO-COCYIUCTEIMU 3a00JICBAaHUSIMU .

2. Ilpuka3z Munsnpasa Poccum ot 9 HOsTOpst 2012r Ne 710H "OO6 yTBep:KIeHUM CTaHAApTa CIIeIUAIN3UPOBAHHOM
MEIMIMHCKOM MOMOILIHU IIPU XKEJIyI0YKOBOM TaXuKapauu'.

3. Ilpuka3 Munsapasa Poccuu ot 15 mions 2016r Ne 520u "O6 yTBepXIAeHUM KPUTEPUEB OLIEHKU KAayeCcTBa Me-
MULIMHCKOM ITOMOIIN .

4. Tlpuka3 MunzopaBa Poccun ot 28.02.2019 Ne 1031 "O06 yTBep:KIeHUH TTOPSIIKA M CPOKOB pa3pabOTKM KIMHU-
YeCKMUX peKOMEHIAIINN, X IIepeCMOTpa, TUIIOBOI (POPMBI KIMHUYECKNX PEKOMEHIAIINI U TpeOOBaHUI K UX CTPYK-
Type, COCTaBy U Hay4YHON OOOCHOBAHHOCTH BKJIIOYAEMOM B KIMHUYECKKME peKoMeHmanuu nHdopMmauuun” (3aperu-
crpupoBan 08.05.2019 Ne 54588).

JlekapcTBeHHble cpencTsa s npodunakTuku 2KA

B nactostiee Bpems npuHsiTa Kiaccudukaluus IpoTuBoapuTMudeckux npenapatos no E. M. Vaughan Williams
B Momudukamuu B.N. Singh u D. C. Harrison.

DTa K1accuUKars MO3BOJISICT Pa3NeuTh BCe U3BECTHRIC B HACTOSIIIIEE BpeMs IIPOTUBOAPUTMHUUCCKIE TIpeTia-
pathel Ha 4 Kjracca, B 3aBUCUMOCTH OT MX CITOCOOHOCTH:

1. yraerath menoisgpusannio (dasy 0 IMoTeHIIMaMa IeHCTBUSI) B TKAHSIX C "OBICTPBHIM" OTBETOM;

2. OJIOKMpPOBATh CUMIATUICCKUE BIUSHUS Ha CEpIIIe;

3. yBEeIWYMBAThH MPOMOJLKUTEIBHOCTD MOTCHIINANA ACICTBHS, 3aMEIIISISI IIPOIICCCHI PEIIOIIPU3AIIiN;

4. 3aMeIATh OCITOISIPU3ANUIO B TKAHIX C "MEIJICHHBIM' OTBETOM.

Kaxmelii 13 M3BECTHBIX MPOTHMBOAPUTMUYCCKUX IIPEIIapaToB 00JamaeT OTJHMM M3 TIPEACTABICHHBIX BBIIIC 3(-
(eKTOB B KaUueCTBE TOMUHHUPYIOIIETO, YTO TTO3BOJISIET OTHECTH €T0 K TOMY MM MHOMY KJIaccy.

1. AAII, xmaccer I m III (mmpemapatsl, 61okupytommne HaTpueBble KaHaimbl) (ATX: CO1BA — AAII, kiacc IA,
CO01BB — AAII, xmacc 1B, CO1BC — AAII, kmnacc IC).

2. BAB: AAII II xiracca (ATX C07A — BAB).

3. AAII, xmacc III: mpemapatsl, 6okupyomme Kannesblie KaHaiasl (ATX COIBD — AAII, xmacc I1I).

IMpumeuanue: Ilo xmaccmdukaumm E. M. Vaughan Williams B momudukannu B. N. Singh n D. C. Harrison co-
tamo** gaeusercsa AAII, knacc 111, ¢ cormyTcTByIONIE HeceIeKTUBHOM OeTa-0JIOKUpYIolIeil aKTUBHOCTBIO. A B CO-
oTBeTcTBUU ¢ Kiaccudukamnueit ATX orHecéH K HeceneKTuBHBIM BAB (C07AA). B TekcTe HACTOSIIINX pPeKOMEHIA-
it cotanmon** paccmarpuBaeTcst Kak AAIT, kmacc 111, kak enmHCTBEHHBIN TIpeacTtaButesb BAB, yummHIIOIMX nH-
tepBast QT, YTO MPUHIUITNATBEHO BasKHO ¢ TTO3UIINHI 3(P(PEeKTUBHOCTH, a TIIaBHOE, 0€30ITaCHOCTU €T0 IIPUMEHEHUS.

4. Baoxatophl "MemIeHHBIX ' KanbueBbIX KaHamoB: AAII IV kimacca (ATX C08D CeneKTUBHEIC OJI0KaTOPHI Kallb-
LIMEBBIX KAHAJIOB C TIPSIMBIM ICHCTBHMEM Ha CEpaIle).
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KNMHWYECKME PEKOMEHZALNN

Kog ATX

C01BDO1

C07AB03

CO7ABO7

CO8DAO01

C07AB02

C01BC03

C07AA05

CO7AA07

C01BC04

Ta6nuua A3.3

JlekapcTBeHHble Npenaparbl A4S ANUTENIbHOW Tepanum ¢ uenblo npodunaktukm peunamusoB XT y neten

HanmeHosaHue
NekapCTBEHHOrO
npenapata (MHH)

#AMnopapoH**

#ATeHonon**

#Buconponon**

#Bepanamun**

#MeTonponon**

#TponadpeHoH**

#Tponpaxonon**

#Cotanon**

#DnekanHng,

MyTb BBEAEHMS

MepopanbHblii

MNepopanbHblii

MepopanbHeblii

MepoparnbHbii

MepopanbHbii

MepopanbHbin

MepopanbHbii

MepopanbHbii

lMepopanbHbiii

Tun
JIEKapCTBEHHOM
$opmbl No
arperatHomy
COCTOSIHWIIO

Ha MOMEHT
noTpebneHuns

Teeppast

Teeppast

Teeppast

Teeppas

Teeppas

Teeppas

Teeppas

Teeppas

Teeppas

CyTouHast po3a
(mr/kr/cyT.)

Jlo3a HacblLeHns —
5-10 Mr/kr B TeyeHne
60 MUH, 3aTem
nopJepxusatoLLas
HPyY3ns 10 Mr/kr/cyT.
(5-15 mr/kr/mMuH)
0,3-1,3 mr/kr/cyT.

0,3-0,4 mr/xr/cyT.
(He 6onee 10 Mr/cyT.)

2-9 mr/kr/cyT.

1-2 mr/kr/cyT.

10-15 mr/kr/cyT.

1-4 mr/kr/cyT.

1-3 mr/kr/cyT.

B 2 npuema. Mpun
"Harpy3o4Hoin”
CMMMNaTUKO3aBUCUMON
3KCTpacucTonmn
MCnonb3yloT coTanon
(0,5-3,0 mr/kr/cyT.)

1-3 mr/kr/cyT.

CpenHee
KOJINYECTBO
npuemoB

B [€Hb

1-2

KommeHTapuin

Odd-neiibn
Mo NOKa3aHWsM;
no Bo3pacTy

Odd-neiibn
10 NokasaHusM;
o BO3pacTy
Odd-neiibn
Mo nokasaHusMm;
Mo BO3pacTy
Odd-neiibn
Mo nokasaHusM;
Mo BO3pacTy
Odd-neiibn
1o nokasaHusM;
Mo BO3pacTy
Odd-neiibn
1o nokasaHusM;
o BO3pacTy
Odbd-neiibn
Mo nokasaHusM;
no Bo3pacTy
Ocdd-neiibn
Mo NokasaHusM;
1o Bo3pacTty

Odbd-neiibn
M0 NoKa3aHUsM;
o BO3pacTy

Ccbinkn
Ha mMTepartypy

[61, 100, 106,

717

[100, 209]

[205]

[100, 205]

(712,718,

719]

[106]

[193, 712,

719, 720]

[106]

[100, 205,
720]

CokpaueHus: ATX — AHaTOMO-TepaneBTUYECKM-XMMYECKas cucTeMa KnaccudukaLmm nekapcTBeHHbIx cpeacts, MHH — mexayHapoaHoe HenaTeHTOBaHHOE Havime-

HOBaHue.
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Kopg ATX

C01BDO1

C01BA02

C01CA24

C01BBO1

BO5XA05

CO8DAO1

JlekapcTBeHHble Npenaparbl Ans KynupoeaHus napokcuamos XT y aeteit

HavnmeHoBaHune
NeKapCTBEHHOrO
npenapata (MHH)

#AmnopapoH**

#lMpokanHamug**

#InnHeppUH**

#JlnpokanH**

#Marnus cynbdar**

#Bepanamun**

MyTb BBEAEHMA

BHyTprBEHHO,
BHYTPMKOCTHO

BHyTpuBEHHO

BHYTpUBEHHDIN,

BHYTPUKOCTHO

BHyTpuBEHHO

BHyTpuUBEHHO,
12,5% pactsop

BHyTpuBEHHO

Tvn nekapcTBEHHOM

OopMbI N0 arperaTHoMy

COCTOSAHUIO HA2 MOMEHT

noTpebneHuns
XKnokas

Knpkas

Knpkas

Knpkasa

Kunpkas

Knpkasa

[lo3a n cxema BBeAeHNUs (Mr/Kr/
cyT.)

Harpy3ouHas no3sa: 5-10 mr/kr 3a
60 MuH

MNonnepxusaowas nHdysus: 5-15
MKI/KF/MWH

5-10 mr/kr, makcymansHo 300 Mr

0,15-0,2 mn/kr

0,01 Mr/kr, MakcumarnbHas pa3oBast
no3a ans peberka 6-12 net — 0,3 mr,
0o 6 netr— 0,15 mr

1 Mr/Kkr (BHyTPMBEHHO BOMIOCHO,
[I0NyCTUMO 3-KpaTHOe BBEAEHME
[aHHOW [03bl C UHTEPBANOM

10 MuH); ¢ nocneayowwein
HernpepbIBHON UHY3Uel co
ckopocTbio 20-50 MKr/Kr/MUH
25-50 mr/kr (He 6onee 2 rp.)
BHyTprBEHHOE BBELEHVE B TEYEHE
1-2 MUH N8 KyNMpPOoBaHUs NpucTyna
Taxukapaum Tuna "nupyat”, npu
He3pEKTUBHOCTN MOBTOPHOE
BBEAEHME TOW Xe A03bl Yepes 5-10
MUH

0,1 Mr/kr B Te4eHne 2 MiH

KommeHTapuin

Odd-neiibn
M0 NoKa3aHWsM;
no BO3pacTy

Odd-neiibn
Mo MokasaHUsM;
o BO3pacTy
Odbd-neibn
10 NOKa3aHUsAM;
o BO3pacTy
Ocdd-neiibn
1o NokasaHusM;
o BO3pacTy

Ocdd-neiibn
M0 nokasaHuaM;
1o BO3pacTy

Odbd-neiibn
Mo nokasaHusM;
o BO3pacTy

Tabnuua A3.4

Ccbinkmn
Ha nuTepartypy

[100, 106, 701,
702]

[100, 106]

[123]

[100, 105]

[104, 106]

[141]

CokpaweHus: ATX — AHaTOMO-TepaneBTUYECKM-XMMYECKas cUcTeMa KnaccudmkaLmm nekapcTBeHHbIx cpeacts, MHH — mexzayHapoaHoe HenaTeHTOBaHHOE Havime-

HOBaHMe.
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KNNMHWYECKME PEKOMEHZALNN

Mopsiaok okazaHusa 3KCTPEHHOM MeAULMHCKOW NOMOLLM Ha gorocnutanbHom atane: NMpumeneHns AKMO npu CJ1IP

Anroput™m npuHATUS pelueHus o npuMmeHeHun AKMO-CJ1P

IlepBu4HbIe KpHTEPHU Ha J[a > OKoHuaTeIbHbIe KPUTEPUH
PedpaxrepHast ocraHoBKa Her Ts2kes10it XpOHUYECKOit OpraHHOi
KPOBOOOPAIIECHUS HEJI0CTaTOYHOCTH
Cauzerenb Her naHHbIX 32 OHKOJIOTMYECKOe
Hauano CJIP <5 MuHyT 3a00JIeBaHKe BHE PEMUCCUU
DBAKyaLWs C IPUMEHEHUEM KaHronsiimst TeXHU4eCKy BO3MOXHA
Kapanomaccaxepa

ITpomexyTouHbBIE KPHTEPHHI
<
LTI EtCO, | >10 MM pT.CT.
Her nanHbix 32 akT TpaBMbl DnekTpruyeckasi akTUBHOCTb CepjLia
1 KpOBOTEUEHME (DXK/XKT)
"CurHaibl" XKU3HU
Hauano DKMO-CJIP <60 muH Ha
Her

A

TTponomxutk pacumpernyo CJIP Her <« Her PDKMO-CJIP

Kpurepun npuvenenus BeHo3HO-apTepuaibnoii DKMO npu nposenenun CJIP

1. Hanuuue cBuaeTesis BHE3aMTHOM OCTAaHOBKM KpoOBooOpalleHus ((hakT OCTAaHOBKM KPOBOOOpAIIEHUS TTPOU30-
IIeT B MPUCYTCTBUM JIWIIA, KOTOPBI CIIOCOOCH 3TO pacIio3HATh M BHI3BATH ITOMOIIIB).

2. Hemennennoe Havano 6a3oBoro Komiuiekca CJIP (He mo3gHee 5 MUH OT MOMEHTA TIPEATIONIaTaeMOM OCTaHOB-
KU cepama JOJDKEeH OBITh HadyaT HEeIpsIMOil Maccaxk cepilia);

3. [IpenmojaraeMblii UHTEPBaJI OT OCTAHOBKU KPpOBooOpalueHus no 3amycka DKMO <60 muH;

4. IpenmomaraeMbIif BO3pacT maumeHTa He 6ojee 70 JeT;

5. BOo3MOXHOCTb IPUMEHEHMST YCTPOMCTB aBTOMATUIECKOM HApY>KHOI KOMITPECCHUM TPYIHOI KIIETKU (TTOIXOMmSI-
IIee TeIOCIOXKEeHNE, OTCYTCTBIE BUIMMEBIX IIPOTUBOITOKA3aHW, HAJTMYME YCTPOMCTBA HA OCHAIIICHUN MEIUIIMHCKOM
OpuTambl WIM B MEIUIIMHCKOM OpraHW3aIliN);

6. OTCcyTCTBUE paHee M3BECTHBIX COMYTCTBYIOLINX 3a00JI€BaHUI, OrPaHMYMBAIOLINX IPOAOKUTEIbHOCTD XKU3HI
(tepmuHanbHas ctamust CH y He kaamumatoB Ha TC, XpoHWYecKass 0OCTPYKTUBHASI OOJIE3HB JIETKUX, TePMUHAIIb-
HasI CTaaus TIOYCYHON MM IICYCHOYHOM HEIOCTaTOYHOCTH, MOJIMOpraHHasI HeHOCTATOYHOCTh TIPU OIIEHKE IO IITKa-
e SOFA >14 6amnos (IIpwioxenne I'S), TepMUHATBHAS CTamIUsI OHKOJIOIMIECKOTO 3a00JIeBaHMS);

7. OTCyTCTBUE TOCTOBEPHBIX TAHHBIX O CPETHEU M TSKEIOM HEMOCTATOYHOCTU aOpTaJIbHOTO KJIallaHa;

8. OTcyTCTBHE TpaBM M IPOIOJIKAIOIIETOCS KPOBOTCUCHMS,;

9. Hanuuwue mo06oit anekrpudeckoit aktuBHocTu cepria (DK, XKT, anekrpuueckast akTUBHOCTD 0e3 IyJibca, 1Mo-
BTOPSTIOIINECS] OCTAHOBKU KPOBOOOPAIIICHNS);

10. JIakTar apTepuanbHON KpoBH <18 MMOJIB/IT;

11. KonnenTtpauwms yrekuciaoro raza (CO,) B konne Beimoxa (EtCO,) >10 MM pr.CT.;

12. IMapumanbHOE OaBlieHNE KUCIopona B apTepuaibHoil KpoBu (Pa0,) >50 MM pT.cT.;

13. HaceliieHue aprepuaibHOi KpoBu KuciopogoM (catypauus) (Sa0,) >85%;

14. Texaudyeckass BO3MOKXHOCTh KaHIOJSIIINN,

15. IMoTeHIIMATBEHO OOpaTHMast IIPUIMHA OCTAHOBKY KPOBOOOpaIIeH!s (KapIMOTECHHBIN IIIOK JIF0OOTO TUIIA U TIPO-

NCXOXKIOCHUA, TUIIOTEPMHUA, OTPABICHUEC KAPpAMOTOKCUYHBIMU IIpeIriapaTaMu, OCTPLIC SJICKTPOJJMTHBIC HAPYLICHMUAI,
HE CBA3aHHBIC C XPOHUYCCKMNM 3a6OJ'IeBaHI/ICM).
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Mpumep yek-nucta npoeepku Kputepues npumeHeHus AKMO npu nposepeHumn CJIP:

Kputepuin OugeHka kputepus
KayecTBeHHas KonnyecTteeHHas

Bospact go 70 net Oa Het
CauaeTenb 0CTaHOBKM KPOBOOOPALLEHNS Ha Het
Hayano CJIP <5 muH Oa Het
Havano 9CJIP <60 MuH Oa Het
AneKTpuyeckas akTMBHOCTb Ccepaua Ha Het
EtCO,/Pa0, >10 Mm pT.CT. Ha Het
Mpr3HaKku Xn3HWM — XOTS Bbl OIMH (OTCYTCTBME ABYCTOPOHHEr0 MMApMasa, Hanuune GoTopeaxLmin [a Het

3paykoB, pedneKcoB, peakuymn Ha 60J1b, COHTAHHbIX ABUXEHWIA)
OTcyTCTBME HEM3NEYUMbIX 32601EBAHNIA U OCTIOXHEHUIA Ha Het

Cokpauenus: CJIP — ceppeyHo-neroyHas peanumauys, CJIP — TexHonoruy BeHo-apTepuanbHoii SKMO B komnnekce paclumpenHoit CJIP, EtCO, — koHueHTpaums
yrnekucnoro rasa (CO,) B koHUe BblAoXa, Pa0, — napumnanbHoe AaBAEHVE KMCNOPOAA B apTepUabHOM KPOBU.

Kputepum nckniouyeHus npumeHeHns AKMO npum CJ1P:

Taxenas XpoHM4eckas cepaeyHast HeAOCTaTOYHOCTb (Y He KaHAMAATOB Ha TPAHCMIAHTALMIO cepaLla) Ja Het
TepMuHanbHas noyeyHasi/nevyeHo4Hast HeocTatouHocTh (SOFA >14 6annos) Ha Het
XpoHuyeckas 06CTPYKTVBHAsS 6ONE3Hb Nerkmx Ja Het
OHKONOrMYecknii aHaMHE3 BHE PEMUCCUN Ha Het
TexHuyeckasi HEBO3MOXHOCTb KaHINSLMMN Ja Het

IMopsaaok oKa3anusi MOMOUIM MAMEHTAM C BHE3AMHOI 0CTAHOBKO# KPOBOOOPAIEHHSI B CTAMOHAPHOM OT/IeJIEHNH CKO-
Poii MeIUUMHCKOI MOMOIIU

[Mpu mocTyrieHny B CTAallMOHAPHOE OTIENEHNE CKOPOIl MEAUIIMHCKOM TTOMOIIM TTAallMeHTa B COCTOSTHUM KJIMHU-
YECKOI CMEPTH, pPa3BUBILEKHCI BHE MEIULIMHCKON OpraHU3aluK, OCYILIECTBIISIOTC:

* OcMOTp Bpaya aHECTe3UOJIOra-pPeaHMMAaTOoJIoOra CTALMOHAPHOIO OTAEIEHUsI CKOPOil MEIMIIMHCKOI ITOMOLIN;

* Perucrpaumsa DKI.

JlaGopaTtopHoe obcieqoBaHueE:

« HccnenmoBaHue KUCIOTHO-OCHOBHOIO COCTOSIHUS U ra3oB KpoBu (B03.016.011);

« OO6wmwuit (kimHudeckuii) anaaus kposu (B03.016.002);

* HUccnemoBanue ypoBHs Kanusg B KpoBu (A09.05.031); WMccnemoBanne ypoBHST HaTpust B KpoBu (A09.05.030);
HccnenoBanue ypoBHs KpeaTuHHA B KpoBH (A09.05.020); MccnenoBanue ypoBHS MOYeBUHE B KpoBH (A09.05.017);
OrnpeneneHne aKTUBHOCTH ajlaHMHaMUHOTpaHcdepas3sbl B KpoBu (A09.05.042); OmpeneeHrne aKTUBHOCTH acrapTa-
tamuHOTpaHCc(depassl B KpoBu (A09.05.041); MccmenoBanme ypoBHS ob1ero ommpyomHa B kposu (A09.05.021);
HccnenoBanre ypoBHS TTIOKO3EI B KpoBH (A09.05.023);

* AKTHBHUpPOBAHHOE YaCTMYHOE TpoMOoIutacTuHoBoe BpeMs (A12.05.039); OmnpeneneHne MeXXIyHapOTHOTO HOP-
Manmn3oBaHHoTo oTHomeHust (MHO) (A12.30.014);

* HccnenoBanue ypoBHs TponoHuHOB I, T B kpoBu (A09.05.193);

*  MoutekyIsipHO-0MOJIOrMYecKoe KcciaeaoBane Kpopu Ha Bupyc rematuta C (Hepatitis C virus) (A26.05.019),
MOJIEKYJISIPHO-0MOIOrMYeCcKOe KCCiIefoBaHne KpoBY Ha Bupyc renatuta B (Hepatitis B virus) (A26.05.020), OnpeneneHue
aaTuTen kimaccoB M, G (IgM, IgG) x Bupycy mmmyHomedunurta denmoBeka BUY-1 (Human immunodeficiency
virus HIV 1) B kpoBu (A26.06.048) u Onpenenenue anturen kiacco M, G (IgM, IgG) k Bupycy ummyHomedu-
uuta yegoBeka BMY-2 (Human immunodeficiency virus HIV 2) B xpoBu (A26.06.049) wiu McciaenoBaHue ypoB-
Ha aATUTeN KiaccoB M, G (IgM, IgG) k Bupycy nMmmyHoneduinta yenoBeka BUY-1/2 n anturena p24 (Human
immunodeficiency virus HIV 1/2 + Agp24) B kpoBu (A26.06.049.001), OnpeneneHre aHTUTE K OJIeIHOI TperoHe-
Mme (Treponema pallidum) B xpoBu (A26.06.082);

+ OrmpeneneHne TPYIIILI KPOBU U pe3yc-(akTopa: OmpeneeHrne 0oCHOBHBIX Tpytr 1o cucteme ABO (A12.05.005),
Omnpenenenne antureHa D cucreMbl Pesyc (pesyc-dakrtop) (A12.05.006).

WHcTpyMeHTaNbHAS IUaTHOCTUKA:

* VawrpasBykoBoii ckpuHUHT (FAST-mpoTokomn): Oxokapauorpadus (A04.10.002), yTbTpa3ByKOBOE OIpeneieHIe
KUIKOCTU B OpromrHoit moocTtu (A04.30.004), Yabrpa3BykoBoe HCClIefoBaHNe TIeBpaabHOi momoctr (A04.09.001),
ViBsTpa3ByKoBOE MCCIeA0oBaHMe 3a0prommHHOTO npocTpaHcTBa (A04.30.003), Yiasrpa3ByKoBOE MCCICIOBAHNE Opra-
HOB MaJIOTO Ta3a KOMIUIEKCHOE (TpaHCBarMHaJIbHOE U TpaHcabmomuHanbHOE) (A04.30.010);
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+ KommblotepHast ToMorpadus rojaosHoro mosra (A06.23.004);

+ KommbloTepHast ToMmorpacdusi OpraHOB TPyTHON TTOJIOCTU C BHYTPUBEHHBIM OOJIOCHBIM KOHTPACTUPOBAHUEM
(A06.09.005.002);

« KommblotepHast ToMorpadusi OpraHoB OPIOIIHON MOJOCTY ¢ BHYTPUBEHHBIM OOJIOCHBIM KOHTPACTUPOBAHU-
eM (A06.30.005.003);

+ Koponaporpapus (A06.10.006).

KoHcynpranmmm crieraancToB: MO ITOKa3aHUSIM.

Jleuenue:

+ Ilpomomkenue pacumpeHHbix Mepornpusituii CJIP B 1monHoM o0beMe; B Cilydae BBISIBACHUS IPUYMHBI, IIPU-
BeJIllIeii K 0CTAaHOBKE KPOBOOOpAIeHNsI, IPOBOAUTCS IMaTOreHEeTUYECKasl Tepallusi, HallpaBjIeHHasl Ha e¢ yCTpaHEHME;

* Pemenne o npumenennu DCJIIP.

ANropuTM NPUHATUSA peLleHns Gpurapoil CKopoi MeAULMHCKO MOMOLLY MO
9BaKyauuu NaLueHTa ¢ BHe3arnHoi 0CTaHOBKOM KpOBOOOpaLLeHus

PacwupedHan C/NP
Het fa
/ CMI Ha mecTe 3 herTUBHA \
Pqupam'epuaﬂ OCTAHOBHA BoccTaHOBNEHMWE CNOHTAaHHOMo
kposcobpawenmnal KpoBooBpauleHna
Annapat ona
i Het
anempomexaHuuecm'M CNIP Ha mecTe
KOMMpeccHu rpyaHon
KNETKW 1
Aa l KoHCTaTauWA cMepTH B Clydae
Besycnewxoctn CNP
L
Bpema 3Bakyauum H JBaKyaLMA COrNacHo
eT
no 3KMO-uenTpa =& MPWKAZ0B N0 MapLWPYTHIaLUK
< 30 MHHYT? e cyBbekTe PO

Het
na
lotosHocTe SKMO-ueHTpa
|

Jearyauua e IKMO-ueHTp

Mpumeuanue: ' — HeaddekTMBHOCTL paciumpenHoii CJIP: B Teuenmne 10 MuH; 3 1 6onee aedunbpunnaLmMn; NpUMEHeHe ammoaapoHa; 2 — oT NPeanoaaraemMoro MoMeHTa
BOK po Havana 9KMO <60 mMuH; ecTb 04eBmaeL, npovaoLueaiero; Haqano CJ1P oveuauem ao CMI.

Cokpauwenusi: BOK — BHe3anHas octaHoBka kpoBoobpalleHus, CJIP — cepaeyHo-neroyHas peadumanms, CMIM — ckopas meaumumHckas noMolib, 9KMO — akcTpakop-
nopasibHasi MeMbpaHHasi OKCUreHaLms.

JlonoHUTEIbHBIE HHTEPHET-PeCypPChl

— OOGHOBISIEMBII MepedYeHb JeKAPCTBEHHBIX CPEICTB, BIMSIOLIMX HA JIMTebHOCTh uHTepBana QT: https://
crediblemeds.org/.

— AxrtyanbHast “HGOpMAaIIKSI 0 TOOOYHBIX 3(p(deKTax MeIMKaMEHTO3HBIX IIperaparoB: https://www.drugs.com/.

— Ilpemaparbl, NOBBILIAIOIINE PUCK KEIYIOYKOBBIX apUTMUIL Y MALMEHTOB ¢ CHUHApoMoM bpyrama: http://
www.brugadadrugs.org; Ha pycckoM si3bike: https://www.brugadadrugs.org/upload-dir/Drugs%20in%20Brugada%20
syndrome %20letter%20RUSSIAN.pdf.
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MpunoxeHue b. Anroputmbl [EeNCTBUI Bpayen

NpU He3theKTUBHOCTH -

\ '#Tpud)oca,quMH (Knacc IIA) j

MNpokanHammg*™
(Knacc 1IA)

pokamHammg™
(Knacc 11A)

AmnogapoH**
(Knacc IIB)

AmunopapoH™
(Knacc 1IB)

Puc. 1. AnropnTm KynpoBaHus napokcramMa perynsipHoin Taxukapaumy ¢ LWMpokumy komnnekcamu QRS (aganTtupoBaHo u3 [5]).

MpumeyaHue: #npokamHaMua** NpYMeHsieTcs Npu OTCYTCTBUM BbipaxeHHo CH, runoTeHsum, octporo VIM, TepMrMHanbHOM NMOYEYHOM HeloCTaTOYHOCTM, MPU3HAKOB
cunapoma Bpyrazia (no3bl ans B3pochbix 1 feTelt cM. B Mpunoxenun A, Tabnnubl A3.2 n A3.4).

Cokpauenus: BTIK — BbIBOAHOI TpakT npaBoro xenynoyka, XT — xenyaoykosas Taxvikapays, UM — nHdapkT muokapaa, HXT — HamkenynoukoBas Taxmkapams,
CH — ceppaeyHas HefocTaTouHOCTb, IKIT — anekTpokapavorpadms.
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War 1

nmmusauuﬂ OTK0YEeHKe
nporpam- MKA*™* MarH1MTom Kynuposatme
MMpYEMbIX | €CNIK CNeLManmcT no ®N/CBT
napameTpoB | MPOrpaMMMPOBaHHMIO
UKL MKA HepocTyneH
k (Knacc |) (Knacc 1)

Onmmusaumn OTknoveHme KA
nporpam- MarH1ToM, ecu
MUpYeMbIX crneuManmcTt no

(Knacc )

napameTpoB | MpOrpaMMHMpPOBaHHID
MKA*** MKAHenocTyneH
L(Knacc 1) (Knacc I)

CMm. pucyHok 2B CM. pucyHok 2B
Puc. 2A. AnropuT™ BEAEHUS NALMEHTOB C 3NEKTPUYECKMM LUTOPMOM MK MOBTOPHbIMU padpsaamu UK (apantuposaHo 13 [5]).
Cokpaluenus: XA — xenynodkosas aputmust, XT — xenyaoukosas Taxukapays, K[ — kapavoseptep-aAedubpuangtop uMnnaHtupyemblii***, CBT — cynpaBeHTpuKy-
nsipHas Taxvikapams, ®rN — bnbpunnaums npeacepanii.
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\nOﬂMMOPfJHaH )-KAJ/

pus R S

‘ OcTtpan BHewwHue \ nonMmopdHas ‘ BropuuHbiit ' BpowaeHHble
Mwemua || hakTopbl A uz cymar | KaHanonaTum
' __/ 'ogHOdOKyCHOro
TpUrrepa
4 v
. bpyraga oX -
~ KatetepHaa [ JleyeHue | “HaTETEpHaﬂ HBepanamnn™ é beta-agpeHo- A
3% abniaums LIRKEHE, abnaums | (Knacc IlA) | | 6nokatopbi (Knacc 1)
M ocTpbiit UM» (Knacc l1A) ST | | (Knacc I1A) =
(Knacc 1) KaretepHas AneKTpoKapzmo-
*_ * abnauys CTUMYNALMA
#Marnuus ¥3-Tpurrepos (Knacc I)
cynbpat™/ (Knacc I1A) *
#Kanua #MarHusa cynbcar**
XI0pHA #Kanma xnopug
?aPIB (Knacc I)A B/B (Knacc 1)
3neKTpo- AAT ﬁ
Kapamo- B COOTBETCTBMM
CTUMYAALMSA C OCHOBHbIM
(Knacc 1) 3aboneBaHMeM
;) (Knacc II1A)
l ABTOHOMHasA
M . MOAYAALMA
~ ;hx Peunausupyiolas }I{Ajj}c—l £ (Knacc 11A)

l

Iny6okas cefauma/uHTyGaums
L (Knacc 11A)

MexaHuueckas noaaepxka
KpoeoobpauieHua (Knacc 11B)

Puc. 2B. AnropuT™ BeAeHUs NALMEHTOB C 31EKTPUYECKMM LUTOPMOM WAW MOBTOPHbIMM paspsiaamn VK], (npononxeHne pucyHka 2A) (agantuposaHo us [5]).
Cokpauenusi: AAT — aHTWapuTMUYeckas Tepanusi, B/B — BHYTPUBEHHO, KA — xenyno4kosas aputmus, XX — xenyaoukosas akcTpacuctonus, M — uHdapkT Mvuokap-
na, KMXT — katexonamuHepruyeckas nonmmopdHas xenynoykoas Taxvkapamsi, OKC — ocTpblii kopoHapHbIi cuiapom, CYUQT — cuHApOM YAJIMHEHHOrO MHTepBana
QT, ®X — dubpunnsaLms Xenyao4kos.
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: Bbicokoe ‘

OnTrMmMmusauma napametpos UKA***
(Knacc |)

Beta-610Kkatopbl/cegaums
(Knacc 1)

AmmopapoH
(Knacc 1)

v

KatetepHas abnauus
(Knacc 1)

B —

Iny6okas cepauma/mHTy6auma
(Knacc IIA)

ABTOHOMHaa MOAYNALMA
(Knacc 1IB)

MexaHuueckasn noggeprxa
KpoBoobpalleHusa (Knacc IIB)

Yyalatowas KapaMocTUMynauma
no TUNy «oBepApans:»

Puc. 2B. AnroputM BeEHVS NALMEHTOB C 3N1EKTPUYECKIM LUTOPMOM WY NOBTOPHLIMKM pa3psaamu MK (npoponxerne pucyHka 2A) (apantuposaHo 13 [5]).
Mpumeuanue: 6pems XA (ons X3 v XenynoukoBbIX PUTMOB): [0S XENyA04KOBOM SKTONMYECKOW aKTUBHOCTU OT OOLLEro YMcna CepeyHbIX COKPaLLeHUin B TeYeHne
nepuoaa HabnogeHns npu npoeeaeHn XMIKI unm no AaHHbIM UMMNAHTUPYEMOrO aHTUAPUTMIUYECKOrO YCTPOMCTBA.

Cokpaluenus: AAT — aHTuapuTMmdeckue npenapartbl, XA — xenynodkosas aputMus, XX — xenyaoukoas akctpacuctonus, UKL — kapanosepTep-aedunbpunnatop
uMnaaHTMpyemblin***, XM3KI — xonTepoBckoe MOHUTOPUPOBaHME 3IEKTPOKaPANOrPaMMBl.
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T no 12- kaHanbHoit IKI | AHamHes (daKkTopbl pucKa HacneacTeeHHbIN aHamHes Jla6opaTopHble JaHHbIe
(MPoAOMKUTENLHOCTD CC3, >anobbl, (BCC, nepemuHbie (3N1€KTPOAMTE,
LUMKa, Mopchonoris, CONYTCTBYIOWAR NATONOTUA, | 5nayrpyueckue GonesHu, yposeHb NT - proBNP,

NpoBOKaUMA hH3HYECKOH NeKapcTBeHHbIe KapZMOMMONATAA) TTr/T4)
HarpysKom npenaparbi)

buoncua

AyTOMMMYHHaA CEPONOrMA

BuoncKa Noj KOHTpoNem
KapTHpoBaHWA
(Npx NoKanbHOM
BOBJIEYEHHH KeNyAouKa)

Puc. 3. Anropntm feincTeuid Bpaya npu nepeuyHoM anusoae YMXT (aganTtupoBaHo u3 [5]).

Cokpawenusi: AKIK — aputMoreHHas kapauomvonaTtvis npasoro xenynoyka, BCC — BHe3anHas cepaeyHas cmeptb, UBC — nwemmnyeckas 6onesHb cepaua, XT —
xenypoykoBas Taxmkapams, KA — kopoHapHas aHrnorpadus, MPT — marHuTHO-pe3oHaHcHas Tomorpadus cepaua, MAT KT — no3uTpoHHO-3MUCCMOHHAs KOMMbOTEP-
Hasi Tomorpacus, CMNC — cTpykTypHas natonorusi cepaua, CC3 — cepaeuHo-cocyaucTole 3abonesanus, TTT — TMPeoTponHbIin ropMoH, SAK MK — anekTpoaHaTtomm-
yeckoe KapTupoBaHue NpaBoro xenynouka, IO — anektpoduanonoruieckoe nccneposamnne, IxoKr — axokapamnorpadus, NT-proBNP — N-KOHLEBO# NpomMo3roBoi
HaTPWIlypeTnYecknin nentua,
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MpunoxeHue B. UHdopmaumsa pna naumeHTa
XenypoukoBbie HapyweHus putma. BHe3anHasa ceppevyHas cMepTb

OCHOBHAasI TEPMUHOJIOTHS

KenynoukoBble HapylIeHUSI PUTMa WJIN KEJIyIOYKOBBIE TaXMapUTMUM — O0OOIIEHHOE Ha3BaHWE PacCTPONCTB
CepIeYHOro puTMa, MPU KOTOPHIX UCTOUHUK MATOJOTMYECKON 2JEKTPUUECKON aKTUBHOCTU HAXOAUTCS B TKAHU Xe-
JIyIOYKOB cepala.

BneszamHasi cMepTh — HeNpenaBUAEHHOE CMEPTEIbHOE COObITHE, HE CBSI3aHHOE C TPaBMOI U BO3HUKAIOIIEE B Te-
yeHue | yaca ¢ MOMEHTa TOSBIEHUSI CUMIITOMOB Y MPaKTUYECKU 3A0pOBOro yesnoBeka. Eciu cMepTh mpousolilia
0e3 cBueTeNeil, 0 BHE3aMHOW CMEPTU TOBOPSIT B TOM CJIydyae, €CJIv MOTUOIINi HaXOAUJICI B yIOBJIETBOPUTEIbHOM
COCTOSTHUM 3a 24 yaca JO0 CMepTH.

Bresamnas cepneunas cmepth (BCC) — TepMUH IIpuMeHSIETCsI, €CI BHe3aITHasi CMepTh BO3HUKIIA Y MalleH-
Ta C U3BECTHBIM MPU KU3HU BPOXIECHHBIM WJIM MPUOOPETEHHBIM MOTEHIIMAIbHO (haTadbHBIM 3a00J€BAaHUEM CEP/I-
114, WKW MaTOJOTUSI CepAEYHO-COCYIUCTON CUCTEMBI ObliIa BBISIBJIEHA TOCMEPTHO M MOIJIa ObITh IPUUYMHON CMEpPTH,
WJIM €CJIM OYEBUAHbIE BHECEPAECUHbIE TPUYUHBI CMEPTU HE ObLIM BBISBIEHBI, U HApYyIIEHUE PUTMA CIY>KUT Haubo-
Jiee BEPOSITHOM MPUYMHOMN CMEPTH.

ConnagpHas 3HAYNMOCTD

BHe3amHast cepmeyHast cMepTh KaK HEOOpAaTMMBII MCXOM M Pe3y/IbTaT BHE3AITHON OCTAHOBKM CEpIIla JOCTUTACT
50% cpenu Opyrux UcxomoB y juil 35-50 jiet, mperMylecTBEHHO MYXKCKOTO I10J1a, OMHAKO B IOCJIEIHEe BpeMsl Ha-
OromaeTcs TEHACHINS K YBEIMICHUTO TOJIU JIUII JKEHCKOTO TI0JIa, a TaKKe TTOAPOCTKOBOTO M IOHOIIIECKOTO BO3pacTa.

[Touty B TIOJIOBUHE CITydacB OCTAaHOBKA cepilia y Juil cTapire 40 JIeT IPOMCXOnUT 6¢3 M3BECTHEBIX 3a00JIeBaHUI
cepnma, OJHAKO OONBIIMHCTBO M3 HMX IPH 3TOM MMEIOT HEIMAarHOCTUPOBAHHYIO MIIEMHYECKYIO 0OJE3HB cepilia
(MBC). Cakenne 3abomeBacmoctt MBC u npyruMm BumaMu cepAedHOl MaTOJOTHH IPUBEIO K YMEHBIICHUIO KO-
nuuectBa ciaydaeB BCC mouru Ha 40%. CyllecTByeT TeHeTUYeCKas MPeapaciioloXeHHOCTh K BHE3AIMHOM CMEPTH.
OmmcaHoO TIPOrHOCTUYECKOE 3HAUYCHNE CEMEHOTO aHaMHe3a BHE3AITHON CMEPTH — MPU HAJIMINU OTHOTO CIIydJast
BHE3AITHOIT CMEPTH B CeMbe OTHOCUTEIBHBIN €¢ PUCK BO3pacTaeT MPaKTUICCKU BABOE, a TIPU IBYX CIyJasx BHe3ar-
HOM CMEPTH B ceMbe PUCK YBEIMIMBacTCSI B 9 pas.

BauTenbHOCTH IO OTHOIIEHUIO K 3JeKTpokapauorpadmueckuM (BKI) m sxokapmamorpadudecKuM Mpu3HAKaAM
HACJICACTBEHHBIX apUTMOTCHHEIX 3a00JIeBaHMIT SIBIISIETCS BaXKHOI YACThI0 KIMHUYECKON MPAKTUKUA W ITO3BOJISICT
CBOCBPEMEHHO BBISIBUTH JIMII C BEICOKMM prcKoM BCC. CKpMHMUHT OMMKANIIINX POICTBEHHUKOB XEPTB BHE3aITHOM
CMEpTH TO3BOJISICT BBISIBUTH JIUIA B 30HE pHCKa, HA3HAYNTH COOTBETCTBYIOIIEE JICUCHNE U TeM CaMBIM IIPEeIOTBpa-
TATh APYTHUE CIydau BHE3aITHOM CMEPTH B OTOM CeMbe.

Kimnnyeckue nposiBieHus
Kinmanyeckne posgBiIeHNS XeTYTOYKOBBIX TAXUAPUTMUM MOTYT CYIIIEeCTBEHHO pa3iInyaTbCcs — OT abCOIIOT-

HOI 6ECCUMIITOMHOCTH 10 CepAlleOnMeHNS, MMCKOMMOpPTa B TPyAH, 3aTPyANHHON OOJIM, YOYIIbs, TOJIOBOKPYXE-
HUSI, TIPECUHKONAJBHBIX M CUHKOITAJILHBIX COCTOSTHUIA. Y4allleHHO€e cepledreHne, IpegoOMOpOYHOE COCTOS -
HUEe 1 OOMOPOKM — TPpU HamboJjiee BaXXHBIX CUMIITOMAa, KOTOPBIE TPEOYIOT BU3UTa K Bpady W JOITOJHUTCIHLHO-
ro o0CIemoBaHMS.

Koppekiiyg cepie4H0-COCYNCThIX (GAaKTOPOB PUCKA HEOIATONPUITHBIX UCXOI0B

[MamueHT J0/KEeH 3HATh 00 MMEIOIIMXCS Y HErO M WIEHOB €r0 CEMbU CEpAEYHO-COCYIUCThIX (haKTopax pucKa —
KYpeHUHM, U30BITOYHOM Macce Teja, IICUXOOMOLMOHAILHOM CTpecce, MaJOMOABMXHOM 00pa3e XKU3HU, MOBBIIICH-
HOM ypOBHE XoJiecTeprHa. BiusiHue ykazaHHBIX (haKTOPOB PUCKA MOXKET ObITh CHIKEHO. OCOOEHHO BaXKHa KOPPEK-
LM U3MEHSIEMBIX (DAKTOPOB PUCKA MPU HAJIMYMK Y MALKMEHTa U 4WICHOB €ro CEMbU HEKOPPUTMPYEMBIX (PaKTOPOB
pHCKa, K KOTOPbIM OTHOCSITCS: HAJIMYKMe B CEMEHHOM aHAMHE3€ BHE3aIHO# cepIeyHOil CMEePTU, PAHHUX MO3IOBBIX
MHCYJILTOB, MH(PAPKTOB MUOKApP/a, CaXapHOro Auadera; TakxkKe K JaHHBbIM (haKTOpaM OTHOCST MYXKCKOM I10JI, TIOXKH-
JIOI BO3pacT, (PU3HOJOTUYECKYIO MM XUPYPTUYECKYI0 MEHOIAy3y V XKEHILMH.

Koppeknuio hakTopoB pucka TpeOYyeTCsS MPOBOINTH HE TOJIHKO MAIMEHTY, HO M WieHaM ero ceMbr. OHa ocy-
LIECTBIISIETCS MyTeM peaju3alii MPOrpaMM CEMEMHON MepBUYHON NPOMMIAKTUKI U BOCIIMTAHUSI, COCTABIEHHBIX
JIeyalyM BpavyoM:

« Munexc Maccol Tena (Ketie) = Macca Tesa B KustorpaMmax/(pocT B M2);

* Wunekc tamusi/oenpa (MTH): UTh = OT/OBb, rme OT (OKpy:XKHOCTh TaIMM) — HaWMEHBIIAsT OKPYKHOCTb,
usmepeHHas Han mynkom; Ob (okpyxxHoCTh Oenep) — HaUOOMbINAsT OKPYXKHOCTh, MI3MEPEHHAsT HAa YPOBHE SITOMUII.
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bazoBbie cOBETHI TNaIMCHTY M €TO CEMbLE
1. Z[OCTaTO‘IHbIM CUMTAeTCsI COH He MeHee 7 4acoB B CyYTKU,

2. Macca Tena 10/KHA MPUOIMXKAThCS K UaealbHOM (MHAEKC Macchl Tena <25 kr/m2). JIasl 9TOro cyTodyHas Ka-
JIOPUITHOCTP TIAIIHM B 3aBUCUMOCTH OT MAcCCHI TeJla U XapaKTepa padoThl JOJKHA cocTaBIsATh oT 1500 mo 2000 xxai.
IMoTpebneHme 6enka — 1 T/KT MaccHl Tella B CYTKH, yIiieBomoB — mo 50 r/cyT., xxupoB — 1o 80 r/cyr.

3. XKenareabHO BECTH NHEBHMK IUTAHMS; MALIMEHTY HACTOSTEIbHO PEKOMEHIYETCS M30eraTh KUPHBIX, CIATKUX
0JI10/I, OTIABATh IIPEANIOYTEHHE OBOIIAM, (DPYKTaM, 31aKOBBIM M XJ1e0y Ipy0ooro momoiia;

4. OrpaHm4YeHUe TTOTPEOJICHUS COIU IO 5 T/CYT.;

5. Craenyet ynoTpeOsTh B IUIILY IIPOAYKTHI, Ooratele KaaueM (cBexue (pYyKThl, OBOLLIM, Kypara, edeHblid Kap-
TOdeb);

6. HeoGxomumo MpekpaTUTh WM OTPaHUYUTh KYpeHUE;

7. IorpebaeHue aJKOrojsl cleayeT OrpaHUYUTh, ¢ MAKCHUMAJIbHBIM IOTpebieHreM He Gosee 30 MJI/CYyT. B Iie-
pecyete Ha aOCOJIIOTHbBINA 3TAHOIL,

8. ComracoBaHue ¢ jie4alluM BpauyoM MHAMBHUIYAIbHO MPUEMIIEMbIX /IS MAlMEHTa HArPy30K: Melle IPOryIKHU,
e3[a Ha BeJIoCHUIlene, Xoap0a Ha JIblKaX, paboTa B camy;

9. TlcMX03MOIIMOHAIBHEIN CTpecc Ha MPOM3BOACTBE U B OBITY KOHTPOIMPYETCS MPaBUIBHBIM 00pa30M KU3HMU.
CienyeT OrpaHUYUTh MPOIOJIKUATEIBHOCTh PabOYero AHSI U JOMAIIHKMX HArpy30K, M30eraTb HOYHBIX CMEH, KOMaH-
JIHUPOBOK;

10. KOHoLIaM, 3aHUMAIOIIMMCSI CIIOPTOM, HEJIb3s1 310yMOTPeO/ISTh MUIIEBLIMU 100aBKAMU Uil HapallUBaHUS
MBIILIEYHOM MACcChl ¥ UCKJIIOUUTDH IIPUEM aHAOOIMYECKUX CTEPOUIOB.

Cosetsl nmatmenTty ¢ MKJI*** n/nnm yerpoiictsom CPT

+ 3ampeImaeTcsl MOABEPraThCsI BO3ACHCTBIIO MOIITHBIX MAaTHUTHBIX M SJICKTPOMArHUTHBIX TTOJICH, a TaKKe HEIlo-
CPEICTBEHHOMY BO3IEIICTBHIO JIFOOBIX MATHUTOB BOJIM3W MeCTa MMILIAHTAIIAM;

+ 3ampelmaeTcsl TOIBEPTaThCsI BO3ACHCTBUIO JICKTPUIECKOTO TOKA;

* Brmomnenne MPT 3anpemmeno; nckimodeHne coctabisgioT cuctreMbl MK/ m CPT-]I, (371eKTpoasl M yCTpoii-
CTBO), MMeoIIme 0oTMeTKy 0 MPT-coBMecTUMOCTH;

+ 3amperraeTcss HAHOCUTH yaapsl B Tpyab B o0acts uMrutanTaunn MKJI/CPT-/1, meITaThcsl CMEIIATh aImmapaT
o KOXe;

+ 3armpenraercs CaIuThCs 3a PYJIb TPAHCIIOPTHOTO CPEACTBA B IepBhIe 3 Mec. rmociie nMmintantauny MK /CPT-/,
a TaKXe B TeueHue 3 Mec. Tocyie 000cHOBaHHOTO cpabateiBanusg MK/

+ 3amperraeTcs IPUMEHSITh MOHOIIOJISIPHYIO 3JIEKTPOKOATYIISIINIO IIPY XUPYPTHUCCKUX BMEIIATEIbCTBAX (B T.4.
SHIIOCKOTMYECKNX), TIPUMEHEHNE OUTIONSIPHONM KOATYNISIIIAY JOJDKHO OBITh MAaKCUMAJIbHO OTPAaHUYEHO;

+ CremyeT orpaHWYNATh IIPUMEHEHUE TIep(dOopaTOpOB U 3JICKTPOIPEIICH, a TaKKe Ta30HOKOCHIIOK; KOCUTD Bpyd-
HYIO U KOJIOTH IPOBa HEOOXOOUMO C OCTOPOXHOCTHIO, TT0 BO3MOXHOCTH JIYYIIIe OTKA3aThCsS OT JaHHOTO BUIA IesI-
TEIbHOCTH;

* HexenaTenbHBI OOJNBIINE HATPY3KM Ha IUIEYEBON MOSIC;

* MOXHO TI0JTb30BaThCsSI KOMITBIOTEPOM U TTONOOHBIMU €My YCTPOCTBaMU, B T.4. TIOPTATUBHBIMU,

* MOXHO BBITIOJTHSTS JIIOObIE PEHTTEHOBCKUE UCCIENOBAHUS, B T.4. KOMIIBIOTEPHYIO TOMOIrpaduIo;

* MoxHO paboTaTh 10 IOMY WJIM Ha 3eMEJbHOM YYacTKe, MCIOJIh30BaTh SJIIEKTPOMHCTPYMEHT, TIPU YCIOBUN
€ro UCIPaBHOCTH;

* MOXHO 3aHMMATbCS CIIOPTOM, M30erass KOHTAaKTHO-TPaBMAaTHUECKNX BUIOB;

* TMamment ¢ UKO***/CPT-/1 momkeH CBOEBPEMEHHO SBJISTHCS K Bpady ISt IPOBEPKU YCTPOIMCTBA C MCITOJb-
30BaHNEM COOTBETCTBYIOIIETO ITPOrpaMMaTopa;

« IMamment ¢ UKJ***/CPT-/I momKeH 3HATh Ha3BaHME, MOAEIb MMILIAHTUPOBAHHOTO YCTPOMCTBA; KpaitHe Xe-
JIaTeTbHO BCETIa MMETh IIpH cede ImachopT, mHGopManuoHHbIe gaHHble 00 MK ***/CPT-/I.

COBeTHI TIAIMEHTY TOCIE TIPOBENCHNI WHTEPBEHIIMOHHOTO JeueHus JKHP

¢ OrpaHnueHne CPETHETSIKEBIX, TSKEIBIX (PU3NUECKUX HATPY30K B T€YEHHUE OT OXHOTO IO TPEX MECSIEB II0-
cjle UHTePBEHLMOHHOTO JIEYCHUS KeJIyA0YKOBBIX HAPYLIEHUI pUTMA;

+ Crporoe coOII0IeHIe IBUTATEILHOTO PEXIMA, PEKOMEHIAIINI TT0 TIPUEMY MEINKAMEHTO3HBIX IIPEIIapaTosB;

+ PerynspHoe mocelieHue Jieyallero Bpaya ¢ OLEHKOM coCcTosiHUS 300poBbst, DKI-koHTpojeM He pexe 1 pasa
B 6 Mec.;

o IIpy BOZHMKHOBEHUM TIPUCTYIIA apUTMUH, COIPOBOXKIAIOIIETOCS TOIOBOKPYKEHMEM, CIabOCThIO, TTOTepeit
CO3HAHUsI, y4YallleHHBIM CcepaleOreHneM, — BbI30B CKOPOIl MEIMIIMHCKON moMoluu; xenarenbHa DKI-buxcanus
HapyIIeHW puT™a;
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* Ilo ITIOKa3aHUsAM, pCKOMCHOAIIUAM JICHAIECTrO Bpada MOXKET OBbITh HEOOXOAUMO IIPOBCACHNUEC KOHTPOJIbHOI'O 3X0O-
Kapnnorpa(bnquKoro NCCIICAOBAHUA, XOJITEPOBCKOIO MOHUTOPHUPOBAHUA CEPACYHOIO pUTMa.

HQI/IHQI/IHLI Ha6J'[IOgeHI/IH IManveHTa y Je4alcro Bpadya
* [lnaHoBBIC BUBUTHI K JICHalICMy Bpady IJisd KOHTPOJIA COCTOAHUA 3010POBbA ITOKA3aHbI B CPCIHEM 1 pa3 B I10JIroaa,

+ [laumeHTy KelaTeIbHO 3HATh HA3BAHUS M MO3MPOBKU IIPUHUMAEMEBIX IIPEIIapaToB;
+ Ilemecoobpasno nmposeneHne DKI-KOHTpoJII Mpy BU3UTE K JiedallieMy Bpady;
* Ilpu yxymmeHnr caMOJyBCTBUSI PEKOMCHIOBAH BHETUIAHOBBIM OCMOTp JIeUalllero Bpaya.

HeoTnoxXHbIe COCTOSIHUS, TPEOYIONINE BhI30BAa CKOPOI MEIUITMHCKON ITOMOIITN
+ [Ipu BO3HMKHOBEHWH 3IIM30/1a aPUTMUM, COITPOBOXKIAIOIIETOCS TOJIOBOKPYKEHUEM, CI1a00CTHI0, IIPeI0OMOpOU-

HBIM COCTOSTHHEM, TTOTepeii CO3HAHUSI, YIaIlIeHHBIM CepalieOMeHIEM, TIOKa3aH BBI30B CKOPOIT MEIUITMHCKOM TTOMOIITN
IIJIST KOHTPOJIST ¥ CTAOMIIM3AIIN COCTOSTHUS, OIIPEIeICHMS IOKa3aHWI K BO3MOXHOI TOCTTUTAIN3AIMY B CTallMOHAD;

+ [Ipu BO3BHMKHOBECHUH SITU30I0B IIPEIOOMOPOIHBIX COCTOSTHUM, IIOTEPU CO3HAHUSI PEKOMEHIOBAH BBI30B CKO-
PO MEIMIIMHCKOI TTOMOIIM IUISI KOHTPOJISI M CTAOMIM3ALIMU COCTOSTHMS, OTIpEeIeIcHNS TMOKa3aHWil K BO3MOXKHOMN
TOCITATATN3aNN B CTAlIMOHAP;

* IIpu BosumkHOoBeHMU cpabateiBanmii MKJ1***/CPT-]I pekoMeHI0BaH BEI30B CKOPOUM METUITMHCKOMN TTOMOIITH
IIJIST KOHTPOJIST ¥ CTAOVMIIM3AIINY COCTOSTHUS, OTIPEeIeICHMS IOKAa3aHWI K BO3MOXHOI TOCITUTAIN3AIIMY B CTallMOHAD;

+ [lamueHTaM ¢ BOZHUKIIMMHU OCJIOXKHEHUSIMU TIOCJIE KATETEPHOI abjJalnuy peKOMEHI0BaHa CKOPEIast FOCIIM -
Taau3alus B CICIUATIM3NPOBAHHBINA CTAIMOHAP IIJIST IIPOBEICHUS HEOOXOMMMBIX JICUeOHO-TNATHOCTUICCKIX MEpO-
OPUSITUIA.

MCgI/IQI/IHCKaH JOKYMCEHTaIMA
IMauunentam PEKOMEHAYCTCA XpaHUTHb BCE€ BBIITMCHBIC SIMMKPU3bI N3 CTAHMOHAPOB, JICKTpOKapaAuOrpaMMbl (OCO—

OeHHO 3ape2ucmpUpoBaHHble 8 MOMEHM HAPYUWIeHUL pumma), KOIUK JabopaTOPHbIX aHAIM30B U IIPOTOKOJIOB MHCTPY-
MEHTAJIbHBIX MCCIICIOBAaHMI, 3aKITIOUCHUSI OT Bpadeil-KOHCYJIBTAHTOB HE KapAMOJIOTMIeCKOro MpodwIs ¢ Ha3Ha-
YEeHUSIMU JIEKApCTBEHHBIX IIpenapaToB. Bo BpeMs IIaHOBOrO BM3UTA B MOJMKIMHUKY, IIPU FOCHUTAIM3ALNH, [IPU
BbI30Be "CKOpoit moMomn" 00s13aTeIbHO TTOKAXKNUTE 3TU JOKYMEHTHI Bpauy. CpaBHeHMe Balmmx maHHBIX ¢ TIpeabIay-
LIMMHM [TOKA3aTeISIMU OYEHb BAXXHO M MOXET MMETh pellaloliee 3HaueHue ISl IPaBUILHOIO IMAarHo3a U JeYEHMSI.
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MpunoxeHue N -rsS. LWkanbl oLeHKU, BONPOCHUKA U APpYrue OLeHOYHbIe MHCTPYMEHTbI COCTOSIHUS
nauymeHTa, NnpuBeLEeHHbIe B KJIIMHUYECKUX PeKOMEeHpaumnsax
MpunoxeHnue N'. MoguduumuposaHHas wkana ana auarHoctukn CYUQT (wkana LLisapua)

I'pymma skcneproB EOK, paspabarsiBatomast KIMHUYECKIE peKOMEHIAMy 1o JiedeHuo KA 2022r, mmoarBepaniia
nmpuMeHeHne mKanbl [Bapmia mig yctanosneHust kKimnHM4Yeckoro nuarHo3a CYUQT [5]. Jmsd mmarHOCTUKA BPOXK-
meaHoro CYMQT ucmonb3ytorcest kputepun IlIBapira, paspabotanasie B 1985T, mameHeHHBIe B 1993r 1 0OHOBICH-
geie B 2006 u 2011rr [550, 551].

Ha3Banme Ha pycckom si3bike: MonuduumpoBanHas mikana mist nuarnoctuku CYUQT (Ilkana [IBapiia).
Opurunanansnoe Haspanme: Modified long QT syndrome diagnostic score.

HcTounnk (oduuuanbHblii caiiT pa3padoTunkoB, myosmkanusa ¢ Baqmaamueii): Tfelt-Hansen J, Winkel BG, de Riva M,
Zeppenfeld K. The ‘10 commandments’ for the 2022 ESC Guidelines for the management of patients with ventricular
arrhythmias and the prevention of sudden cardiac death. Eur Heart J. 2023;44(3):176-7. doi:10.1093/eurheartj/ehac699.
Schwartz PJ, Moss AJ, Vincent GM, Crampton RS. Diagnostic criteria for the long QT syndrome. An update.
Circulation. 1993;88(2):782-4. doi:10.1161/01.cir.88.2.782.

Tun (momuepKHyTH):

— IIKaJa OICHKH

Ha3nauyenne: KIIMHUYECKMIT MHCTPYMEHT IIJIST OLICHKU BeposTHocTh auarHoza CYMQT.

Conep:xkanue (maoJioH):

MpusHaku Bannbl
aKIr QTc 2480 mc &85
460-479 mc 2

450-459 Mc (15 MY>XCKOro nona) 1

2480 MC B Te4eH1e 4 MUHYT BOCCTAHOBUTENBHOMO NeproAa nocne npobbl ¢ pruanyeckoi 1
Harpyskon

XT no Tuny "nnpyat”

AnbTepHauus BoiHbl T

3a3y6puHbl Ha BonHe T B 3 0TBeiEHUSsIX
CHmxeHHast YCC ans Bo3pacTa

COCTOSIHWSA Bes Harpyaku
CeMeliHblii aHamMHe3 YneHbl cembm ¢ onpepeneHHsiM CYUQT
HeobbsicHumas BCC B BodpacTe <30 neT y poACTBEHHMKOB 1-14 CTeneHn poacTea

f

2
1
1
0
KnuHnyeckmin aHamHes CuHkonanbHble  [Mpw Harpyske 2
q
1
0,5
85

leHeT4eckme Haxoaku MaTtorenHas mytauus

Cokpawenusi: BCC — BHe3anHas cepaeyHas cmepTb, XT — xenyaoukosas Taxmkapavs, CYUQT — cuHapom yanuHeHHoro nitepsana QT, YCC — yactoTa cepfieyHbix
cokpateHuii, KN — anekTpokapamnorpadms.

Kmou (uarepnperamus): Jnarno3 CYUQT mpaBoModeH IIpyU HAINMYWKU >3 0aJIjIoB.

IlosicHeHns: B IIKaje MPENCTaBICHBI 4 TPYIIIBI KpUTepreB it ycTaHoBiaeHUs nuarHo3a CYUQT, skmouas DKI,
KIMHUYECKUEe TaHHBIC, CEMEMHBIN aHAMHE3 M pe3yIbTaThl TeHETUUCCKUX MCCaemoBaHmil. KaxkmoMy 3 KpuUTepueB
COOTBETCTBYET OINPEICIICHHOE KOJIMYCCTBO 0aJIOB, KOTOphIe cyMMHUpYIoTcs. Ilpu cymMme GammoB Oojiee 3 mmarHos
CYUQT mpaBoMOuYEH.
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Mpunoxenue 2. Wkana pna gpnarHoctuku CKUQT

Ha3sanme Ha pycckom s3bike: Kpurtepuu numarsoctuku CKMQT.

Opurunanasaoe HasBanme: SQTS Diagnostic Criteria.

Ncrounuk (oumabHblA caiiT pa3padoTunkoB, myosmkanusa ¢ Baxmaamueii): Gollob MH, Redpath CJ, Roberts JD. The
short QT syndrome: proposed diagnostic criteria. J Am Coll Cardiol. 2011;57(7):802-12. doi:10.1016/j.jacc.2010.09.048.
Tun (MOT4epKHYTH):

— IIKaja OLEHKWN

Ha3nauyenne: KIIMHUYECKWIT MHCTPYMEHT IJIsT OLIEHKHU BeposaTHocTy muarHoza CKMQT.

Conepxanne (madJIoH):

Kputepun apnarHoctukm CKUQT Bannbl
WHTtepsan QTc <370 mc 1
WHTepsan QTc <350 mc 2
MuTepsan QTc <330 mc &

1

WHtepsan J point — T peak <120 mc
Knuhnyeckas ncropus*

OcTaHoBka cepaua

MonumopdHas XT/dX
HeobbsicHUMble cuHkone

o a NN

Drbpunnauma npeacepami
CewmeiiHas ncropus*
Cewmeitnas nctopus CKUQT 2
CewmeliHas uctopus BCC 1
CewmeliHas uctopusi cuiapoma BC mnapeHues 1
FeHotnn*

Mo3nTHBHBLIN reHoTUn 2
MyTaumm HeonpeaeneHHOro 3Ha4eHNs B reHax-kaHauaaTtax 1

CokpaweHusi: BC — BHe3anHas cmepTb, BCC — BHe3anHas cepaeyHas cmepTb, XXT — xenyaoukosas Taxukapaus, CKUQT — cuapom kopoTkoro uHtepeana QT, dX —
GMBPUNNALMS XKENYLOUKOB.

Kmou (uaTepnperamus): mpy Haauuuu 4 6ayuioB M 6ojiee — BhIcoKast BeposiTHOCTE CKUMQT, npu Hammunm 3 6ai-
JIOB — CPEIOHSIS BEPOSITHOCTD, IIPU HATMYNM <2 0aJIJIOB — HU3KA.

Iosicuenns: DKI' momkHa OBITH 3ammcaHa B OTCYTCTBHE (DAaKTOPOB, BBI3BIBAIONINX yKopodeHMe mHTepBaia QT.
Wnutepsan J point — T peak momkeH OBITH M3MepeH B MPEKOPAVAIBHOM OTBEICHUM C HAMOOJbIIEH aMITIUTYHOM
syoua T. KimmHndeckuit aHaMHe3: COOBITHS TOJDKHBI IIPOMCXOINTh B OTCYTCTBHE MIPWYMHEI, BKITIOYas CTPYKTYpPHBIC
3aboJreBaHMsI cepania. bayurel MOTYT OBITh HAUMCIICHBI TOJBKO 32 1 OCTAaHOBKY cepilla, JOKYMEHTAJIBHO ITOATBEPK-
nennyto roiuMopdnyo KT miam HeoObICHUMBINM 00MOpoK. CeMeifHbII aHaMHe3: 0aJijlbl B 9TOM paszesie MOXHO
ITOJTYIUTDH TOJBKO OMWH pa3. * — IS yCTaHOBIICHUS AuarHo3a B pasmene DKI HeoOxommMo HabpaTh KaK MUHIMYM
1 Gani, ocTajibHBIE 0AJUTBI SBIISIOTCS HOTTOJTHUTEILHBIMU K DKI-KpuTepuio.
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MpunoxeHue I'3. HCM risk-SCD. LWLkana oueHku pucka BCC y naumeHTos ¢ TKMI

Ha3Banue Ha pycckom s3bike: Lllkana omenku pucka BCC y manmentoB ¢ TKMII.

Opurunansnoe Ha3paaue: HCM risk-SCD.

Hctounnk (odumuaabHbli caiiT pa3padoTINKOB, myoankanusa ¢ Bammpanueii): O’Mahony C, Jichi F, Pavlou M, et al.;
Hypertrophic Cardiomyopathy Outcomes Investigators. A novel clinical risk prediction model for sudden cardiac death
in hypertrophic cardiomyopathy (HCM risk-SCD). Eur Heart J. 2014;35(30):2010-20. doi: 10.1093/eurheartj/eht439.
Kanbekynsrop Ha caitre: http://doc2do.com/hcm/webHCM.html.

Tun (momuepKHyTH):

— IIKaJa OICHKH

Ha3nayenne: KIIMHUYECKMIT MHCTPYMEHT IJIsT ITporHo3upoBaHus pucka BCC y mamuenToB ¢ 'KMII.

Conepxanne (madJIoH):

LLikana pucka BCC HCM risk-SCD

MokasblBaeT nyywwme peaynbrathl y naumeHToB ¢ FTKMI ¢ Bbicokum puckom BCC

Kanbkynatop 5-netHero pucka BCC Ha ocHoBe MoAenu, B KOTOPOW YHMUTLIBAIOTCS CneayloLye napameTpb:
CewmeiiHas nctopus BCC

. CuHkonbl

. Heyctoinumsas XT

. MakcumanbHas TonwmHa cTeHkm JHK

. Bogpact

. Onametp JIM

. TpapmeHT pasnexHus B BT/DK

N O A N =

MapameTpbl BHOCSATCS B KanbKynsiTop Ha caiite: http://doc2do.com/hcm/webHCM.html
Knioy-untepnperauus:

WKA*** nokasaH, ecnu puck >6%

UKO*** moxeT ObITb pacCMOTPEeH, ecnu puck 24%, Ho <6%

UKO***, kak npaBuno, He noka3aH, ecnu puck <4%

Cokpauwenus: BCC — BHe3anHas cepaedHas cmepTb, BTJIK — BbIxogHOM TpakT nesoro xenyaodka, F’KMM — runeptpoduyeckas kapanomuonatus, XT — xenypo4kosas
Taxvkapaus, UK, — nmnnantpyemslii kapavosepTep-aedudpunnsatop, K — nesbiil xenynouek, JIM — nesoe npencepave.
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Mpunoxenue 4. HCM Risk-Kids. Kanbkynstop pucka BCC y peteii 1-16 net ¢ TKMI

Jlo HemaBHero BpeMeHu y geteii ¢ T'KMIT 6n110 Mano maHHBIX O TiepBUuYHOIT ipodwmiakTike BCC. K Hacrosme-
My BpeMEHHM pa3paboTaHa IIKaia 1 KalbKyasaTop prcka BCC, BKIIoyarolme OIeHKY TaKuxX (haKTOpoB, KaK HEOOb-
SICHUMBI 0OMOPOK, MaKCHMaJIbHasl TONIIWHA cTeHKU JI2K, 3HauMMoe yBeIWdeHME JIeBOTO MPEACEPONs, TpagueHT
nasnenus B BTJIK u HYXKT. Kanbkynsarop pucka BCC y mereit 1-16 net ¢ TKMII nipeacrasieH Mo cchlike (Bajau-
IUPOBAH Ha BHEITHUX JAHHBIX, HO HE TIPOXOMIMJ BaAJIMIAIIMIO Ha pOCCHiicKoit momymsiun): https://hcmriskkids.org.
Mogenb BaauaupoBaHa TOJIbKO IS AeTeil B Bo3pacre 1-16 jert.

Haspanue Ha pycckom s3bike: Illkana ouenku pucka BCC y mereit 1-16 get ¢ TKMII.

Opurnnansaoe Hassanne: HCM Risk-Kids.

Hctounnk (oduuuanbHbli caiiT pa3padoTunkoB, myosmkamus ¢ Baumpanmeii): Norrish G, Ding T, Field E, et al.
Development of a Novel Risk Prediction Model for Sudden Cardiac Death in Childhood Hypertrophic Cardiomyopathy
(HCM Risk-Kids). JAMA Cardiol. 2019;4(9):918-27. doi:10.1001/jamacardio.2019.2861.

Kanbkynstop Ha caitre: https://hcmriskkids.org.

Tun (MOT4epKHYTH):

— IIKaja OICHKN

Ha3snayenue: KJIMHUYECKUI MHCTPYMEHT I iporHo3upoBanust pucka BCC y mereit 1-16 ner ¢ TKMII.

Conepxanue (madJIoH):

LLikana pucka BCC HCM Risk-Kids

Kanbkynstop 5-netHero pucka BCC Ha ocHOBE MOAEenK, B KOTOPOW Y4MTHIBAIOTCS CleaytoLLIMe napameTpbl:
Mon

. Bec (kr)

. MakcumansHas TonwmHa cterkm JK (Mm)

. Anametp JN

. [pagueHT pasneHus B BT/IX

. Heyctoiumnsas XT
HeobbsiCHUMbIE CUHKOME

N o o~ WD~

MapameTpbl BHOCATCS B KanbKynsiTop Ha caiite: https://hcmriskkids.org
Kniou-untepnperauus:
Ecnu puck >6%, cnegyeT paccMOTpeTb BONpoc 06 umnnaxtauum UKO***

Cokpauwenuna: BCC — BHesanHasa cepaeyHas cmepTtb, BT/DK — BbixogHOM TpakT nesoro xenynouka, XT — xenynodkosas Taxvkapams, UKL — uMnnaHTupyembii
kapanosepTep-aedundbpunnatop, K — nesbli xenynoyek, JIN — neBoe npeacepame.
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MpunoxeHue 5. LLikana oueHkn BbipaXeHHOCTU NOAMOpPraHHoi HepgoctatouHocTn SOFA

IIxana SOFA (Sequential Organ Failure Assessment) IipemHa3HaYeHa IS 00BEKTUBHOM OIIEHKM CTEIICHU TUCHYHK-
LMY LIECTM OCHOBHBIX OPraHOB M CHUCTEM (IbIXaTEIIbHOM, CEPACUHO-COCYAUCTON, MEYEHOUHOM, KOAryIsILUOHHOI,
IMOYCTHOI 1 LIEHTPAIbHON HEPBHOU CHCTEMBI) ¥ MAIIMEHTOB C MTOMO3PEHUEM Ha ITOJIMOPTaHHYIO HEIOCTaTOYHOCTb,
0COOCHHO B YCIIOBHSIX MHTCHCHBHOM Tepanuu. Kaxmass cucreMa olleHMBaeTcs Io OayurhbHOM mKame ot 0 (HopMa)
1o 4 (Tsekénast IUCcYHKIINS), UTOTOBas CyMMa 0aJlJIoB OTpakaeT BHIPAXKEHHOCTh ITOJIMOPTaHHOM HEMOCTaTOYHOCTH
1 KOPPETUPYeT ¢ IMIPOTHO30M JICTAIBHOCTU: YeM BBIIIIe CYMMAapHBIN 0ajll, TeM BBIIIEC PUCK HEOJIATOMPUSITHOTO WC-
xoma. SOFA mpumeHsieTcsT sl [MHAMWYECKOTO HAOMIONCHUS 32 COCTOSTHHEM ITallMeHTa, a TaKKe JUIST CTpaTh(duKa-
IIUY PUCKA TIPU CETICHCEe U NPYTUX KPUTUICCKUX COCTOSTHUSIX.

Ha3sanmne Ha pycckom s3bike: [lIkama olleHKM opraHHOI HETOCTaTOYHOCTH.

Opurnnannnoe nassanue: SOFA (Sequential Organ Failure Assessment).

HcTounnk (opuImMaIbHBIA CAT pa3padoTYNKOB, MyOmMKanusa ¢ Baammanmeii): Vincent JL, Moreno R, Takala J, et al.
The SOFA (Sepsis-related Organ Failure Assessment) score to describe organ dysfunction/failure. On behalf of the
Working Group on Sepsis-Related Problems of the European Society of Intensive Care Medicine. Intensive Care
Med. 1996;22(7):707-10. doi:10.1007/BF01709751.

Kanekynstop Ha caitte: https://medsoftpro.ru/kalkulyatory/sofa-scores.html.

Tun (momuepKHyTH):

— IIKaJa OICHKH

Ha3nauyenne: KIIMHUYECKWIT MHCTPYMEHT IIJIST OOBEKTUBHOM OLICHKU CTCIICHU MUCOYHKIIMU IIECTA OCHOBHBIX Opra-
HOB M CHCTeM (IBIXaTeIIBbHOI, CepIedHO-COCYINCTOM, MeUYEHOTHOM, KOATYISIIIMOHHOM, TTOYeYHOM U LIEHTPATBHOM
HEpBHOM CHCTEMBbI) y ITAIIMEHTOB C IMOAO3PEHNEM Ha IOJMOPTaHHYIO0 HEIOCTaTOIHOCTb.

Conepxanne (madJIoH):

papauum oLeHOK OpraHHOM HepJoCcTaToMHOCTM No wkane SOFA:

OueHka lMokasartenb 0 6annos 1 6ann 2 6anna 3 6anna 4 6anna
[ObixaHne Pa0,/FiO,, MM pT.CT. 2400 <400 <300 <200 <100
CeppneuHo- CpenHee ALl, MM pT.CT. unu 270 <70 HodamuH <5 nnn Jodamun 5-15 nan LodamuH >15 unm
cocyaucTas Ba30MPECCOpPbI, MKI/Kr/MUH nobyTamuH (niobas  agpeHanuH <0,1 agpeHanuH >0,1 nnn
cucTema [03a) HopazpeHanuH <0,1 HopagpeHanuH >0,1
Koarynauus Tpom6ouuTsl, 10 3/Mkn 2150 <150 <100 <50 <20
MeyeHb Bunupy6uH, mmons/n, mr/on - <20 20-32 33-101 102-201 >204
<12 1,2-19 2,0-59 6,0-119 212,0
Moukn KpeatuHuH, mkmonb/n, mr/on - <110 110-170 171-299 300-440 >440
<1,2 1,2-19 2,0-34 3,5-49 >4.9
LHC LLikana Masro, 6annbl 15 13-14 10-12 6-9 <6
MNpumeyanuns:

— JAnChYHKUMS KaXA0ro opraHa OLEHUBAETCS OTAENbHO B IMHAMUKE.

— Pa0, B MM pr.cT. 1 FiO, B % 0,21-1,00.

— AnpeHepruyeckue npenaparbl Ha3Ha4eHbl Kak MUHUMYM Ha 14ac B 103e MKT Ha KI' B MUHYTY.

— CpepHree Al B MM pT.CT. = ((cucTonnyeckoe Al B MM pT.CT.) + (2 * (amactonuyeckoe ALl B Mm pT.CT.))) / 3.
— 0 6annoB — HopmMa; 4 6anna — Hanbosnbllee OTKIOHEHNE OT HOPMANILHOTO 3HAYEHNS.

— 06wwmit 6ann SOFA = Cymma 6annoB Bcex 6 napameTpoB.

WHTtepnpetauus:

— MUHUMabHBbI 06w 6ann: 0.

— MakcuMarnbHblii 06LLwii 6ann: 24.

— yeM Bblle 6ann, Tem 6onblue ANCHYHKLMUS OpraHa.

— yem GonbLue 0BLmii 6ann, Tem cuibHee MynbTMOPraHHas AUCHYHKLWS.

CokpaweHusi: Al — aptepuansHoe aaenexve, LHC — ueHTpansHas HepeHas cuctema, FiO, (Fraction of inspired oxygen) — dpakums kncnopoaa Bo BAbIxaeMoii ra3oBom
cmecu, PaO, — napuuanbHoe AaBneHvie KUCIopoaa B apTepuanbHoi KpoBU.
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