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1. Kpatkas nngopmanus

KapaunomuonaTtuu, no-npexHeMy, OCTarOTCSl OJHUMH U3 HAMMEHEE N3YUEHHBIX
KapIMOJIOTHUECKUX 3a00JI€BaHUH, SIBIISCH 00BEKTOM aKTHBHO Pa3BUBAIOIICHCS 00JIaCTH
COBpPEMEHHOM Kapanosoruu. I1oBbIIEHHBIN HHTEpEC K MpolieMe U3yueHHs 3a00IeBaHUN
MHOKap/1a 00bSICHAETCS] HEOOXOMMOCTbBIO JAIbHEHINIEro H3y4eHHs THOJIOTUHU U TATOTeHe3a,
MHOTr000pa3ueM U HeCeM(PUIHOCTHIO UX KIMHUYECKUX MPOSBICHUN, 3HAUUTEIbHBIMU
JUAarHOCTUYECKUMU U TEPANEBTUYECKUMHU TPYIHOCTAMHU. [1OCTOAHHBIN POCT 4aCTOTHI
BCTPEYAEMOCTHU PA3IMUHBIX (POPM KapIMOMHUOTIATUI CBA3aH, TIO-BUAUMOMY, KaK ¢ UCTUHHBIM
YBEJIMYEHUEM YHUCIIA TOJOOHBIX OOJIBHBIX, TaK U C IPOIPECCOM COBPEMEHHBIX JMArHOCTHUECKUX
texHonoruil. Kpome Toro, 3a nocnennee necsruierne GopMHUPYETCs MPUHIUITHAIBHO HOBAS
KOHLIETILIMS 110 BOIIPOCAM OIPEACIICHUS IIOHATHS «KapAUOMHUOIIATUN» U UX MECTa B CTPYKType
3a00JeBaHU CeplIa, YTO CBA3AHO C JOCTHKEHUAMHU MEIUIIMHCKON reHeTUKH, MOP(OIOTHHY,
MMMYHOJIOTHMH U MOJIEKYJISIPHOM 3HIOKPUHOIOTHU. OTpaKEHUEM COBPEMEHHON ABOJIIOLIUN
3HAHUH SABISAETCS MOCTOSIHHBIN MepecMOoTp, OOHOBIICHHE U YTOUHEHHUE COOTBETCTBYIOIIETO

IIOHATHUA U KJIaCCI/I(bI/IKaI_[I/II/I.

Kapanomuonatuu onpenenstoTcst Kak reTeporeHHasi rpyrnmna 3a0ojieBaHuil MUOKap/a, ¢
HAJIMYUEM CTPYKTYPHBIX M (PYHKIIMOHAIBHBIX HApYLIEHUH MUOKap/a KellyJ0YKOB, KOTOPbIE HE
OOBSACHSIOTCSA OTpaHUYEHUEM KPOBOTOKA BCIIEJCTBUE UILIEMUYECKON OOJIE3HU cep/iia Uiu
TIOBBIIIICHHOW Harpy3Kkoi naBnenueM [ 1]. Kapaunomuonatun conpoBoXAar0TCs runiepTpodueii
MHUOKapJia WIK JuIaTalued KaMep CepAana U pa3BUBAIOTCS BCJICACTBUE PA3IMYHBIX IPUYUH, HO
4acTO MMEIOT T€HETUYECKY0 ipupoAay. IlaTonornueckuii mpouecc MOXET OrpaHU4YUBATHCS
MOpaXEHUEM Cep/ilia - IEPBUYHbBIE KapAUOMHUOINIATUH (T€HETHUECKHUE, CMEIIaHHbIE U
nproOpeTEeHHBIE) WIH SBISATHCS YaCTHIO T€HEPATM30BAHHOTO, CHCTEMHOTO 3a00JIeBaHUS
(BTOpHYHBIE KapJUOMHUONIATHH ), YaCTO MPUBOJAAT K PA3BUTHIO CEPEYHON HEAOCTaTOYHOCTH, €€
OCJIOKHEHUH U JIETAJIbHBIM UCXO1aM.

['uneprpoduyeckas kapauomuonatus (I'KMII) — ogHa n3 0OCHOBHBIX U HauboJIee
pacnpocTpaHeHHBIX (GOopM NEPBUUHBIX Kapauomuonatuil. [loayBekoBast HCTOpUS U3YUCHHUS
npoOaembl ' KMII oTpakaeT 3HAYMTENBHYIO SBOJIOIHMIO 3HAHUKM B BOMIPOCAX 3TUOJIOTHH,
naToreHesa, MporHo3a, BApUaHTOB KIMHUYECKOTO TeUEHUS U JIeYeHUsI 3a00JIeBaHUs.
VYriybneHHoe n3ydeHHe pa3IMuHbIX aCIEeKTOB MMaTOJIOTUU OBLJIO TECHO CBA3aHO U 00ECIIEUEHO
MOSIBJICHUEM MPOrPECCUBHBIX HHCTPYMEHTAIBHBIX, MOP(HOIOTUYECKUX, U HAKOHEIL,
MOJIEKYJISIPHO-TEHETHUECKUX METOJI0B TUArHOCTHKHU. BHeApeHue B MpakTUKY COBPEMEHHBIX
BU3YIM3UPYIOIHUX METOAHK: dXokapauorpadun (3XO-KI'), monmieporpadun, oqHoPOoTOHHOM
smuccuoHHO# KommbroTepHOor (OOKT) u mo3utponHo-3muccronnoi Tomorpadpuu (I19T),
MarHuTHO-pe3oHancHoi Tomorpaduu (MPT), morutopupoBanne DKI', onpeaennio nporpecc B
MOHMMAaHUN MEXaHU3MOB MaTOTeHe3a, AMATHOCTUKH 3a00JIeBaHUSIM 0O0CHOBAHMUS JIe4eOHOM
TaKTUKH.
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1.1. Onpenejienue

B 2003 rony cozgan Mexxaynapoansiii KomureT, 00beIMHUBIINN aMEPUKAHCKUX H
eBpomneiickux skcreptoB o 'KMII, u ony6i1mrkoBaHo coob1IeHre, CYMMHPOBABILIEE OCHOBHBIE
NIOJIOXKEHHUS, BKIIIOYasi CTpaTeruio ieueOHbIXx MeponpusaTuii [2]. B konme 2011 roxa uneHst
pab6oueii rpynmel ACCF/AHA (AmepukaHckast acconyanus cep/mna) ohopMUIi HOBBIC
PEKOMEHAINH 110 BOIIPOCaM HOMEHKJIATYPbI, SMTUIEMHUOIOT U, 3TUOJIOTHH, TAaTO(U3UOIOTHH,
JUarHOCTHKY, BapuaHTOB TeueHus U gedeHus [ KMII, ocHOBaHHBIX Ha AE€TaJIbHOM aHAIM3E
Pe3yIbTaTOB MHOTOLIEHTPOBEIX HccienoBanuii [3].B aBrycre 2014 roga omyOIuKoBaHbI
noclieIHIE KIIMHUYecKue pekomenaanuu Esponeiickoro obmecrsa kapauoioros (ESC) [4].

luneprpoduyeckas KapAHOMHUOIIATHS OTPEACIIICTCS HAIMIUEM YTOJIICHHUS CTEHKU JICBOTO
xenynouka (JIXK), 4To He MOXKET 0OBICHATHCS UCKITIOYUTEIHHO MOBBIIICHUEM Harpy3Ku

JIaBJIEHUEM.

[To coBpemennbim npeactaieHusm [ KMII sBisieTcs mpenMyIiecCTBEHHO T€HETUYECKU
00yCIIOBJICHHBIM 3200JIEBAHUEM MBIIIIIBI CEPIIa, XapaKTEPU3YIOUTIMCS KOMILIEKCOM
cnenuduiecknx MophodyHKIIMOHATHEHBIX U3MEHEHUI U HEYKIOHHO MPOTPECCUPYIOIIUM
TEYCHHEM C BBICOKOH YIPO30i pa3BUTHSI TSIKENBIX, KUZHEYTPOKAIOIINX apPUTMUN U BHE3AMTHOM
cepaeunas cMmeptu (BCC). 'KMII xapakrepusyercsa maccuBHOM (6osee 1,5 cm) runeprpodueit
MHUOKap/Ia JIEBOTO U/WIIH B PEAKUX CIIydasiX MPaBOro KelyA04Ka, Jyalle aCHMMETPUIECKOTO
XapakTtepa 3a CU€T YTONIIEHUS MEXKEITyA0uKoBoi neperopoaku (MIXKII) ¢ yacTeiM pa3BuTHEM
o0cTpykumu BeixogHoro Tpakta JOK npu oTCyTcTBHM M3BECTHBIX MIPUUKH (apTepHUambHas
TUINEPTOHMS, TOPOKH U criennduueckue 3adoneBanus cepana). TUMHUHBIME SBISIOTCS
Mop(hoornueckre U3MEHEHHUs: MAaCCUBHAs TUIIEPTPOPUS MHUOKApa, aHOMAIIUS APXUTEKTOHUKHI
COKpPATUTENbHBIX 3JIEMEHTOB MUOKap/a (runepTpodus v AU30pUEHTAIHS MBIIIIEYHBIX BOJIOKOH),
¢ubpoTHUecKre N3MEHEHHUS MBILIIBI Cep/Ilia, TaTOJIOT sl MEJTKUX HHTPAMUOKapIUaIbHbBIX
cocyznoB.Hepenko 3a0oneBanne pacrno3HaeTcs CiiydailHO BO BpeMsl MEIULIUHCKUX
ocBuaeTenbcTBOBaHUN. [ KMII MOKET TMarHOCTUPOBATHCS B JIIOOOM BO3PACTE OT MEPBBIX JHEH
JI0 TIOCTIETHEH IeKa bl AKU3HU HE3aBUCHUMO OT 10J1a U PacOBOM MPUHAMICHKHOCTH, OTHAKO
MIPEUMYIIECTBEHHO 3a00JIeBaHNEe BBISBISETCS Y JUITPYI0CIOCOOHOTO BO3pacTa B Haubosee
AKTHBHOM B TBOPYECKOM U (PM3MUYECKOM ILIaHE MEPUOJIE )KU3HU, YTO OMPEEIIIeT 0CO0YI0
COIMATBHYIO BaXXHOCTH 3TOM TIpo0semsl [4, 5, 6]. CuMnToMBbI O0JIE3HH pa3HOOOPA3HBI U
Masnocnenupuaabsl. OcHOBHBIE TpUUUHBI cMepTH 601pHBIX [ KMIT: BCC, cepneunas
HEJI0CTaTOYHOCTh, TpoMO0IMOonu. Exxerognas cmepTHOCTh O0mbHBIX ' KMII k01€611€TCS B
npenenax ot 1 1o 6%: y B3pocibix 601bHBIX cocTaBiseT 1-3 % [7,

8], a B IE€TCKOM M MOJIPOCTKOBOM BO3pacTe, y JHI ¢ BbICOKMM puckoMm BCC - 4 -6 % [9, 10,
11, 12]. JInama3oH KIMHUYECKUX MPOSBICHUNA KpaifHE BEJIMK: OT 0ECCUMITTOMHBIX /10 HEYKJIOHHO
MPOrPECCUPYIOLIUX U TPYAHO MOJAAIOIINXCS MEIUKAMEHTO3HOMY JIeUeHHUI0 (hopm,
COTPOBOXKAAIOIIMXCS TSHKENOM cUMITOMATUKOM. [Ipy 3TOM NEpBBIM U €IMHCTBEHHBIM
MpOsIBJICHUEM 3a00JI€BaHMsI MOXKET CTaTh BHE3AIHAs CEPJCUHASI CMEPTbh.

OCHOBHBIM METOJIOM JTUATHOCTHKHU OCTaeTcs 3Xokapauorpadudeckoe uccienoanue (3X0O-KI').
B Hacrosimiee Bpemst oco00oe MECTO 3aHUMAIOT COBPEMEHHBIE BU3YATH3UPYIOLIHE METOAUKH, B

6
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YaCTHOCTH MarHUTHO-pe3oHaHcHas Tomorpadus (MPT), o6namaromias 60mbIIel pa3pemaromei
CITOCOOHOCTBIO U TTO3BOJISIONIAS TOTYYUTH 00JIee TOUHYIO HH(POPMAIIHIO O CTPYKTYPHBIX
HapyIICHHUSIX B CEp/LIE.

1.2. DTHOJOTHSA U IATOreHe3

1.2.1. I'enemuueckue acnexkmot I' KMII

OO0menpu3HaHHOM ABJsSETCS KOHIENIH 0 HacaeAacTBeHHo# npupoae 'KMII. B murepartype
HIMPOKOE PacHpOCTPaHEHHUE MOTYUHII TEPMUH «CeMEWHas runeprpoduyeckas
KapauoMuonatus». bonemmnacTBo (He MeHee 60%) Bcex citydaeB 3a001€BaHUs SBIISIOTCS
HacJeayeMbIMHU, IPU 3TOM OCHOBHBIM THUIIOM HACJIEAOBAHUS SBISETCA ayTOCOMHO-
JIOMUHAHTHBIN NPU Pa3HOM CTENEHU NEHEeTPaHTHOCTH U ¢ 50%-bIM PUCKOM IEepeaadyy MOTOMKAM
[13, 14, 16]. OcTaBmuecs ciaydan OOBSICHIIOTCS MyTallusiMu denovo, HO BHEIITHE
CIIOPAIMYECKHE CITydan, KOTa y MalueHTa HeT POJICTBEHHUKOB, Oosetonux ['KMIT win
UMEIOITNX THIEPTPOPUI0O MUOKAP/Ia, MOTYT MOSIBIISITHCSI B CBSI3U C HETIOJIHON TICHETPAHTHOCTHIO
3a00JIeBaHUs y POUTENEH UM, PEXKE, IPU Ay TOCOMHO-PELIMCCUBHOM HacieaoBaHuu.Cunraercs,
9TO OOJIBIIIMHCTBO, €CITU He Bee ciaydan cnopanndeckoii [ KMII, Takke HMEIOT reHeTHIECKY 0

IMPUYINHY, TO CCTbh, BbI3BAHbI CJ'Iy‘-IaI\/JIHI)IMI/I /U HCYCTAaHOBJICHHBIMU MYTallUAMMH.

['KMII siBsieTcst reHeTUYECKH TeTepOreHHbIM 3a00JI€BaHUEM, IPUUNHON KOTOPOTO SIBJISIOTCS
okoj10 1500 onMcaHHBIX K HACTOAIIEMY BPEMEHHM MYTallMil HECKOJIBKUX F€HOB, KOJUPYIOIIUX
OeNKH cepIeyHOro capKoMepa M HEKOTOpble HecapkoMmepHble Oenku [13, 14, 15, 16]. Tunuunas
KapTHHa 3a00JIeBaHUS paCCMAaTPUBAETCS KaK T€HETUUYECKH 00yCIIOBIIeHHAas 00JI€3Hb CEPlIEYHOTO
capkomepa.

K nHacrosimmeMy BpeMeHU U3BECTHBI 11 OEIKOBBIX KOMIIOHEHTOB, BHITIOTHSIOIIIX
KOHTPaKTHIBHYIO, CTPYKTYPHYIO HJTU PEryISTOPHYIO (PyHKIINHU, T1e(PEKTHI KOTOPBIX
Habmronatorcst mpu 'KMII (taba. 1). IIpuuém B Kak10M TeéHe MHOKECTBO J€(EKTOB MOTYT OBbITh

NPUYMHOM 3a007eBaHus (TIOJIUIeHHOE MYJIbTHAJUIETIBHOE 3a00JIeBaHNE).

Ta6auna 1. OcHoBHble TeHeTnYeckue nerepMuHanTel ['KMIT

65-85% Bcex MmyTanui Oxkou10 15 - 20 % Bcex myTanui

[Ts2KEI1asa OCIIb Oera-muo3una ~ 35-45% - OCCCHLIMAJIbHAA U PETYJIATOpHAs JICTKUCICITN MUO3WHA

MUO3UH-CBsI3bIBatoLMi Oenok C - ab(a-TpPOIIOMHO3UH
~ 15-20% - anb(a-aKTUH
rportoHuH T ~ 15-20% - CEpACYHBIN TPOIOHHUH [

- TSDKEJIas Lerb alnb(a-Mruo3uHa
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- TUTHUH

- TportoHuH C

B nenom, y 00JbHBIX ¢ MyTallUsIMU B T€HaX CApKOMEPHBIX OEJIKOB 3a00JIeBaHNE
MaHUECTUPYETCs paHbIlle, U OTMeYaeTcs 0oJiee BICOKAsl YacTOTa CEMEMHOT0 HAKOTIIICHUS
I'KMII u BHe3amHo# cepaeunont cmeptu [17, 18]. V HUX Takke OTMEUaeTCsl TEHACHIUS K OoJiee
BBIpQXEHHOU TUNEPTPOdUU, MUKPOCOCYAUCTON NUCHYHKINN U MUOKAPAHATLHOMY
¢bubpo3y[19]. HekoTopsie MyTaIuu B TeHaX CapKOMEPHBIX OCIIKOB MOTYT XapaKTepU30BaThCS
Oosee cepre3HbIM TIporHo3om [20, 21, 22]. 1o 5% WHIUBUAOB SBISIFOTCS HOCUTEISIMU
HECKOJIBKMX MYyTAaIlMid B TCHAX CAPKOMEPHBIX OCJIKOB, MU'y HUX HAOIIOAAeTCs TCHACHINS K OoJiee
panHei marudecranuu u Ooiee TsHKEIOMY (DEHOTHITY, B TPOrHO3y [20].

Onucannsle npu I'KMII renetndeckue aedeKTbl XapakTepU3yIOTCs BBICOKOH MOMYJISALIMOHHON
CHeuru(UIHOCTHIO, PA3HOM CTENEHbIO IEHETPAHTHOCTH, BBIPAKEHHOCTHIO MOP(HOIOTHYECKUX U
KJIMHUYeCKHX nposiBieHni. K Hanbonee yacTbiM mpuunHaM 3a00j1€BaHus B CTpaHax 3amna Hon
EBpons! u CIIIA oTHOCATCS MyTallMy B TeHaX TSDKEJIOH 1enu 0eTa-MUO3MHa U MUO3UH-
cBs3bIBarolero 0enka C, mpy 3TOM B KaXKA0H MOMYJISILMK BKJIa Pa3IUYHbIX T€HOB B
3200J1€Ba€MOCTb HEOJUHAKOB.

Poccuiickas nomyJsisinys XapakTepu3yeTcs 3HaUUTEIIbHON HAllMOHAJIbHOW U TEHETUYECKON
rereporeHHocTrio. Ha e€ ¢popmMupoBanue okazaiy BIUSHUE PA3TUYHbIE ' THOT€HETUYECKHE
IPOIIECCHI, MPOUCXOUBININE Ha OOIIMPHOM reorpa)ndeckoM MPOCTPAHCTBE B TEUCHUE sl
BEKOB, BKJIIOUABIIIME MHOIOYNCIIEHHbIE MUTPALlMU, CMELIMBAHNE U UHTErpanyo.MyTanuu B rese
b-MHC wurpatot Baxuyto poiib B 3tnosorur ' KMII y poccuiickux nanueHToB, 0JJHAKO 3TO
JIaJIeKO HE eIMHCTBEHHBIN T'€H, OTBETCTBEHHBIN 3a pa3BUTHE 3a00seBanus. s onpeaeneHus
crpateruu JIHK-nmuarnoctuku I'KMII B Poccun Heo0XoauMo onpeaeuTh poiib APyTrux
KaHJAMJATHBIX T€HOB U UICHTHU(PHUIMPOBATH €IIE HEU3BECTHBIE JIOKYChI, ITHOJIOTHYECKU

CBA3aHHLBIC C PA3BUTHEM 3a00JIeBaHUs.

Ot 5 1o 10% B3pocCIbIX CIydaeB pa3BUBAIOTCS B PE3yJIbTATE JPYTUX 3a00JIeBaHU, BKIIOUas
HACJIE/ICTBEHHBIE META00INIECKIE U HEPBHO-MBIIICYHBIE 3200JI€BaHHSI, XPOMOCOMHBIE
AHOMAJIMH M TeHETUYECKUE CUHIIPOMBI [23, 24]. Llenblit psig HACIEICTBEHHBIX HAPYIIICHUI
MeTabonu3ma 1 0oJie3HeH HAKOIUIEHUS, KaK MTPaBuiIo, MaHU(ECTUPYIOIINECS B JETCKOM U
MOJIOJIOM BO3pacTe, MOTYT UMUTHUPOBATh GEHOTHUIT U KIMHUYECKY10 KapTuHy [’ KMII.
[TaTomornyeckue coCTOSIHUSL, TPEUMYIIIECTBEHHO UMEIOIINE CUCTEMHBIE IIPOSIBICHMUS,
paccMaTpUBaIOTCS B KAUECTBE CHHAPOMA, BKITIOUAIOMIETO IPU3HAKY TUTIEpTpOduu MUOKapaa. B
3Ty TPYyMNILy OTHOCSITCSI MUTOXOHApUAIbHbIE HAPYILIEHUS, HACJIEACTBEHHbIE META00INYECKUE
3a0osieBanust: 0oJie3Hb AHAepcoHa-Padbpu, TITUKOTEHO3bI; 00JIC3HH, BEI3BAHHBIC My TAIMSIMH B
reHax, KOJUPYIOIIUX PEryIsTOpHYI0 cyobequHuIly Y2 AM®-akTUBUPOBAaHHOM MPOTENHKUHA3BI
(PRKAG?2) nnm X-cBsi3aHHBIH JTH30COM-aCCOLMMPOBAHHBIN T'€H, KOIUPYIOMNNA MeMOpaHHbIC
6enku (LAMP2, 6one3ns JlaHoHa); cuaapoMbl Manb(opmaruii: cuaapomsl LEOPARD,
Hynana, Kocreno; HepBHO-MbIIIeuHbIe 3a00seBanus (atakcus Opuapeiixa) [25, 26, 27, 28, 29].
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HekoTopsie manueHTsl CTpagaloT HETeHETHYECKUMHU 3a00JIEBaHUSMHU, KOTOPBIE MOTYT
WMUTHPOBATH HACJIEACTBEHHBIC(OPMBI, HATPUMED, aMuiIon103 cepana [30, 31].

[Ipu 3TOM KaXkaast U3 MaTOJIOTM UMeeT CBOU ocobeHHOCTH. Tak, 3a0oeBaHNe, CBI3aHHOE C
myTanueil B rene PRKAG2, yacto conpoBoxaaercs cunapomoM Bosbda-ITapkuncona-Yaiita
(WPW).IlpumeHeHne Takux TEpMUHOB Kak «MuTOXoHApuaibHas ' KMID», npusnaercs
HENpUEMJIEMBIM, NTPEINOYTUTENbHBIM ABIsETCS (POPMYIUPOBKA AUArHO3a: HAIPUMED, «CUHAPOM
Hymnana ¢ I'JIDK».

JlnurenbHbIN IpUéM HEKOTOPBIX JIEKAPCTBEHHBIX MpEnapaToB (aHa0OINYECKUE CTEPOUIBL,
TaKpOJIUMYC, TUIPOKCUXIOPOXUH) MexeT ObITh npuuuHoit I'JIK, xoTs npu 3TOM penko
HabmomaeTcs yronmenue crenku JOK > 1,5 em [32, 33].

['eneTnueckuit 1eeKT, peaTu3yONTUICS O BIUSHUEM U B YCIOBUSAX OKPYIKAIOIICH CPEIbl,
MPUBOANT K (POPMHPOBAHUIO OCHOBHOTO cyOcTparta 6ose3nu, ' KMII — BeipaskeHHOM
runepTpodun MUOKap/a co cnenupudeckuMu MOpGhohyHKIIMOHATEHBIMU HAPYIICHUSIMH.

Marodusuonorus ' KMII onpenensercs CloXKHBIM KOMIIEKCOM B3aUMOCBSI3aHHBIX 3BCHBEB,
OCHOBHBIMH U3 KOTOPBIX SIBJISIOTCS: OOCTPYKIIMS BBIHOCSILETO TPAKTA JIEBOTO XKETyA0UKa
(BTJDXK), nuactonuueckas nuchynkuus (1), mutpansuas perypruranus (MP), umemus
MHOKapa, 3JeKTPOPU3N0IOTHIECKIE HAPYIICHUS ¥ apUTMUH, OCOOCHHOCTH aBTOHOMHOMN
perymsuuy KpoBoooOpamieHus (puc. 1).XapakTepHO rHIEepKOHTPAKTUIBHOE COCTOSHUE MUOKap/ia
IpY HOPMaJIbHOM MM yMeHbIIeHHOH nonoctu JIK BIioTh 10 ee oGnmTepanuy B
cucroiy.PaccTpoiicTBa BHyTpucepaeuHoii remoaquHamuku pu ['KMII BecbMa pa3HO0Opa3HbI 1
OTIPEIETISIOT MIMPOKYIO NATUTPY KIMHHYECKHUX MPOSBICHUN: OABIIIKA, O0IEBOM CHHIPOM,
apUTMHHM, TIpe- U CUHKOIAJIbHbIE COCTOSIHUSA, BbICOKast BeposiTHOCTh BCC, cH1keHue
TOJICPAHTHOCTH K Harpy3KaMm APYTHe MPOSBICHUS.

OBCTPYKUMA OUACTO/IMHECKAR | MWUTPANBHAA ] HULLEMWA
BT MK ANCOYHKLUMA PENYPrMTALIUA MWOKAPOA

rrKkmMmInm

rmneprpodun
MuMoKapaa
SNEKTPOPU3INONOrMMECKME HAPYLUEHUA ABTOHOMHOM
HAPYLUEHMUA PEFYNAUWU KPOBOOBPALLIEHMA

PucyHok 1. OcHoBHBIe naToreHerndeckne ¢pakropsl pazeutaa IKMII



KP283

1.2.2. Obcmpykyus 8bIHOCAWE20 MPAKMA 18020 HCENYOOUKA

B 3aBucuMoOCTH OT HaJMYUS UM OTCYTCTBHS I'PAJAMEHTa CUCTOIMYECKOTO AABJICHHS B TOJIOCTH
JDK, TKMII paznenstor Ha 0OCTPYyKTHBHYIO U HEOOCTPYKTHUBHYO, UTO ONpEAeseT
KJIMHUYECKYIO0 KapTUHY U UMEET Ba)XKHOE MTPAKTUYECKOE 3HAUE€HUE MTPH BHIOOPE TAKTUKU JICUCHHS
(3, 4].

[To BeIpaxkenHoCTH rpaguenTa oocTpykiuu (I'p. 1) BBIIEASAIOT TpU TeMOAMHAMUYECKUX
HOJTPYIIIBL: TPAJAUEHT B 1okoe *30 MM pT. cT. B moKoe (T.H. 6a3anbHast 00CTPYKIHSA);
nabubHas OOCTPYKLUS, XapaKTEPU3YIOILAsACs 3HAYUTEIbHBIMU CIIOHTAaHHBIMU KOJIEOaHUSIMU
BHYTpIKeny04koBoro ['p. /1 6e3 BuanMoil mpuyuHbI; JaTeHTHAs 00CTPYKILHUS, KOTOpast
BBI3BIBACTCSI TOJBKO MPH HATPY3KE U MPOBOKAIIMOHHBIX (PapMaKOJIOTHYECKUX Mpodax (B
YaCTHOCTH, BJIBIXaHUEM aMWJIHUTPUTA, IPU IPUEME HUTPATOB WIK BHYTPUBEHHBIM BBEICHUU
U30IPOTEPEHOIIA).

O6cTpykmust BTJIDK Bo3HHKaeT BeieACTBHE IEPEAHETO CUCTOINYECKOTO JBUKEHUS CTBOPOK
MUTPAJIBHOTO KJIallaHa ¥ CUCTOIMYECKOro KoHTakTa ctBopok ¢ MXKII [34, 35]. Mexanuueckoe
conpotusnenre B BTJIK co3maer ycimoBus ajis yBeIU4YSHHS CKOPOCTH BBIOpOCA B TIEPUOJT
PaHHETO CUCTOJIMYECKOTO U3rHaHus KposH U3 JIK, mepeaHero cucTomyeckoro IBUKEHUS
nepeaHeit creopku mutpansHoro kinamnana (I1ICJI MK) u ee cpeHe-CUCTOTNYECKOTO
conpuxkocHoBeHus1 ¢ MXKII, Bo3HUKaIOMUX B pe3yJibTaTe MpUcachiBaromero 3h¢exra uim
denomena Bentypu. Kpome Toro, cokpaiasich, HempaBUibHO OPUEHTUPOBAHHBIE COCOYKOBBIE
MBIl TAHYT MUTPAJIbHBIN KIIalaH, CTBOPKH KOTOPOTO K TOMY K€ UMEIOT U30BITOUHYIO AJTUHY,
B cropony MXII, uro mpuBOAMT K YMEHbIIIEHHIO U 6€3 Toro cykenHoro BTJIDK u BeI3pIBaeT unu
ycyryOusiet ero o0cTpykuuio. Henz0exHbIM CIIeICTBUEM CMEILEHUsI MUTPAJIbHONU CTBOPKH
asysieTcs neperpyska JIII u MP, TsxecTs KOTOpO#H IpsiMO MPONOPLHHUOHATIbHA BBIPAKEHHOCTH
obctpykuuu. O6ctpykius BTJIK sBisieTcst 1onogHATENHON reMOIUHAMUYECKONW TPUIHHON
pasButus aunartauuu JIIT.

O6c¢tpykuus BTJDK npuBoauT K Cl0KHBIM HapyIIEHUsIM BHYTPUCEPACYHON TeMOIMHAMUKH, B
TOM YHCJIE K YBEIMUEHUIO CUCTOJIMYECKOTO AABJICHUS B IIOJIOCTH XKEIIyA0UKa, YIJINHEHUIO
nepuoja paccinabiaeHus Kamep, MOBBIILEHHUIO JuacToindeckoro nasienus B JOK, MP, nmemun
MHOKap/a, yMeHbllIeHHI0 cepedHoro Beiopoca. Ooctpykuust BTJDK npu 'KMII Hocut
JUHAMHUYECKUH XapaKTep, MEHAETCS B 3aBUCUMOCTH OT CTEIIEHN Harpy3KH U COKPaTUMOCTH
MHOKap/a, 00bEMa JKely0uKa, COCTOSHUS OCTHArpy3ku. Hapactanue rpajuenTa 1aBieHus B
BTJIK ormeuaercs npu pusnyueckoi Harpy3Ke, yBeJIHMUEHUH CHIIbI CePCUHBIX COKpAILICHUH U
Ha3HAUYEHUH MIPETapaToB C MOJOKHUTEIbHBIM HHOTPOITHBIM 3P PEKTOM, IPHU MPOBEACHUU MPOOHI
BanbcanbBbl. BeipaskeHHOCTh 0OCTPYKIIUHM CHU)KAETCS B YCIOBHSIX YBEIMUYEHHS ITpeIHArPy3KH
JDK (yBennueHune o0bEMa UPKYJIUPYIOLIEH KPOBHU, MOAHATHE HUKHUX KOHEYHOCTEN), IpU
CHIDKEHHM COKPATHTEIbHON (PyHKIMN MUOKap/a U Ha3HAUYE€HUH MIPENapaToB ¢ OTPULIATEIbEHBIM
WHOTPOIHBIM 3P (HEeKTOM.

ConpukocHOBeHHE NIepeHeN CTBOPKH MUTpaibHOTo Kianana ¢ MXKII, nabmogaemoe
NPaKTUYECKH y BceX 00bHBIX 00cTpyKkTHBHOM ['KMII, mpuBOAMT K HApYIICHUIO €€ IBUKECHHUS.

10
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B pe3ynbTaTe XpOHMYECKOW TPaBMbI IEPEAHEN CTBOPKHU NIPpU conpukocHoBeHun ¢ MOKII B
nuacronry y 6osbpHBIX ¢ ' KMIIT oTMedaeTcs yrjioTHEHHE B yTOJIIEHHE €€, a TAaKKe
COOTBETCTBYIOILEH dHI0KapAHaibHON moBepxHocTn MIKII.

Kpowme cybaopransHoii o0cTpykumu, y 6onbHbIX ['KMII ¢ runeprpodueit, rmaBHbIM 00pazom, B
cpenneit Tpetr MOKII onricana cpeaHexeny10ukoBas 0OCTPYKIMS, KOT/Ia CY)KEHHE MBIIIIEYHOTO
THUIIA CO3/1a€TCsI MEX/1y MEPEropoIKON 1 3aAHeN ManuuIpHOM Mblei. OOCTpyKTUBHBIN THIT
3a00JIeBaHMs C BEIPQ)KEHHBIM BHY TPHIKEITYZOUYKOBBIM I'PAIMCHTOM JABJICHUS IPUBOIUT K
yBenmueHuto HanpsbkeHus crenku JOK, nmemun muokapaa JOK, k rubenu kap IMOMHOIIUTOB U
pa3ButTuio (HUOPO3HOI TKaHHU.

Cy0aopTanbHblil TPaIMEHT U ACCOLIMUPOBAHHOE C HUM IMOBBILICHUE BHY TPUKEIY IOUKOBOTO
JTaBJICHUsI OTPaXkaroT UICTUHHOE MexaHudeckoe conpotusieHue BTJDK u sBustorcs
naTo(U3NOIOTHUECKU U TPOTHOCTUYECKH BaXXHBIMH (pakTopamu y 6onbHbIX ['KMII.

K HacTosiiieMy BpeMeH! HaKOIJIEHbI JOCTaTOUHbIE JOKA3aTelbCTBA, CBUIETEbCTBYIOIINE YTO
6ombHbIe 00cTpykTHBHOU [ KMII xapakTepusytorcs 0osiee BhIpaKEHHBIMH KIMHUICCKUMHU
MPOSIBICHUSIMHU U IEMOHCTPUPYIOT O0JIee TSKEI0e TeUeHUE U ITPOTHO3 3a00JIeBaHMsl, YTO MIPH
noka3aHusx (rpagueHT gasieHus * 50 MM pT. CT. B MOKOE WM IIPU MIPOBOKALIMOHHBIX MPo0ax y
OOJILHBIX C TSAKEJION CUMIITOMATUKOM) IPUBOJUT K BHIOOPY aJIbTEPHATUBHBIX IO OTHOIIEHHIO K
MEANKAMEHTO3HOMY METO/I0B KOPPEKIIHH.

[Tpeanonoxute Hamuuue ooctpykunu BTJDK M0oXxHO 1pH BBICTYIIMBaAaHUN CHCTOJIMYECKOTO
mryma B [II-IVMexpebepse cieBa ot rpyiuHbl. CUCTOIMYECKUHN IIIyM B IMIPOSKIIUH BEPXYILKH
cep/la ¢ YacTOM uppajuanueil B MoAMBIIIEUHY0 00JacTh CBUAETENBCTBYET 0 MP.

1.2.3. luacmonuuuyeckasn ouc@yHKyus j1ee020 HceayoouKa

OpHolt 3 BaxkHeHUX maropusnonornueckux coctapistomux ['KMII, onpenensromeit
KJIMHUYECKYIO KapTUHY, TEUEHHE U POTHO3 3a00JI€BaHMS, SBISIETCS AUACTOIMYECKAs
muchynkus muokapaa. [To cymectsy I'KMII MoxHO paccMaTpuBaTh Kak UACaIbHYIO

mojenb nuactonndeckoir CH, mocKoiabpKy mpu 3TOM 3a00JIeBaHUM CTPAAAIOT ABE OCHOBHBIC
JNETEPMUHAHTBI AuacTonnueckoro HanoiaHeHus JOK — akTuBHas penakcauys U pacTsaXUMOCTb
MHOKapaa. ['uneprpodust Muokapzaa, Xa0TH4eCKOe pacioI0KEeHNE COKPATUTENIbHBIX 3JIEMEHTOB,
MHTEPCTULHANIBHBINA (PUOPO3 MPUBOASAT K HAPYIIEHUIO aKTUBHOTO paccialieHus, CHUKECHUIO
nonatimusocty JOK, 1, kak ciiencTBue, K BO3pacTaHUIO CONPOTHUBIIEHUS HanoiaHeHuo JIK,
NOBBILIECHUIO 1aBJICHUS HAIOJIHEHMUS, T.€. K HapywmeHuto J{d [36, 37]. IloBblienne xKECTKOCTU
MHOKap/1a IPOUCXOJUT MPONOPLHUOHATIBHO YBETHUECHHIO MaCChl MUOKap/ia, CHUKEHUIO 00bEMa
JDK, a taxxke pa3zButHio puodpo3a muokapnaa y 6onbHeix I'KMII, yTo HEn30eXHO NPUBOJIUT K
HOBBILIEHUIO AUacToandeckoro nasienus B JOK.

Hamane o6ctpykimn BTJDK nprBoAXT K TOTIOHUTENFHON CHCTONMYECKOH Harpy3ke Ha JIK,
410 Takxke ckasbiBaeTcs Ha . Cucrommyeckas pynkius JIK y 6ompabix ['KMIT HOpMansHast.

11
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JJ1 JOK mpuBoauT k noBsimenuto aasienwus B JII1, ero runepdynknuu u runieptpodum, B
pe3yJybTaTe 4ero noaepKuBaeTcs aJickBaTHOe HanoiHeHue puruaHoro JOK. B nanbHelmem
yBenudeHue aapienus B JIII mpuBOauT K €ro auiaTaliii ¥ MOBBIIICHUIO JTaBIICHUS
3aKJIMHUBAHUS B JIerouHbIx kanwuisipax [38]. [Tociennee B CBOIO ouepe/ib BHI3bIBAET 3aCTOM B
NETKUX, MPOSBIISIOMIMIACS B BUJIE OJIBIIIKU U c1abocTH. ITH n3MmeHeHus B JII1 cmocoOCcTBy 0T
BO3HHKHOBEHUIO GUOPWILISAIIAN TIPEACEPINH, UTO erie O0bIle yCyryoIseT COCTOSTHUE.

JJI JDK obHapy:xuBaeTcs U Ipu APYTUX 3a00IeBaHUIX: KIalaHHbIE TOPaKEHUS, apTepralibHas
runeptonus, UbC. Onnako, umenno npu 'KMII, sBasisick caeacTBUEM F€HETHUECKUX
HapYIICHU U KOMIIEHCATOPHOTO OTBETA HA HApPYIIEHUsI COKpaTuTenbHON GyHKImu JIK,
IUacTOINYecKast TUCHYHKIUS, MyCTh U SABIIASACH BTOPUYHOM, IPEJICTABISIET OCHOBY
reMOIMHAMUYECKUX HApyLICHUH.

Pacnpoctpanennocts JIJ1 JIK cpenu 6ompabIx 'KMII cocraBnser ne menee 80%. Hapymenus
HanonHeHus JOK BeTpeyaroTcst kak mpu oOCTPYKTHBHOM, TaKk M HEOOCTPYKTHBHOM (opmax
I'KMII, a taxxe npu 6ecCHMOTOMHOM TEUEHHH U HE 3aBUCST OT BBIPAXXECHHOCTU TUIIEPTPODUHN

DK [39].

JJ ¢ napymenuem HanosHeHus JOK, Benymas k nossimenuto gasienns B JIIT u KIJT JDK,
CHIDKCHHIO YAApHOTO 00bEeMa U CepJICYHOr0 BhIOpOCa, BEHO3HOMY 3aCTOIO B JIETKUX SIBIISETCS
MPUYUHON OJBIIIKH, TOJIOBOKPYKEHU, TIPe- U CHHKOMAJIbHBIX COCTOSHUN, I€TEPMUHUPYET
TOJICPAHTHOCTH K (pr3nyeckum Harpy3kam y 6oabHbIX ['KMII. Beime nepeunciennbie
CUMIOTOMBI MOTYT OBITh CIIEJICTBUEM U JPYTHX BAXKHBIX MaTOPU3NOIOTUYECKUX MEXAaHU3MOB,
TaKUX Kak uiiemMus Muokapja, ooctpykius BTJIK B coueranuu ¢ MP u mepratensHon
aputmuu (MA).

Knunnyeckum cnencrsueM Hapactanus JJJ1 u o6ctpykiuu BTJDK sBnsercs nporpeccupoBanue
xponunyeckoit CH, ycyry6ieHue uieMuu 1 3JIeKTpUYECKOd HeCTaOMIIbHOCTH MUOKap/ia.
DneKkTpuyeckas HeCTaOMILHOCTh MUOKap/ia 00yCIOBIMBACT Pa3BUTHE HAPYIICHUH CEpJIeUHOTO
pHUTMa, BKJIIOYAs KU3HEYTPOXKAIOLINE apUTMUH U GUOPMILISLMIO IPEICEPAUH.

1.2.4. Hwemus muokapoa

I'KMII — 3a0oneBanue, mpu KOTOPOM MTOMUMO OJIBIIIKY YaCTHIM CUMIITOMOM SIBJISTFOTCS
pa3HooOpa3Hble 005 B 00J1aCTH Cepla, HOCSIINE XapaKTep KapAUaarui U/ Wil TUITHYHON
CTCHOKapIUH. Y CHIIUSI MHOTUX YUEHBIX HAaIPaBJICHbI Ha POUCXOKIECHUE 3TOTO KIMHUYECKOTO
(deHoMeHa, Ha BBISBICHUE UIIIEMHUH KaK OTEHIIMAIBHON IPUYMHBI, a TAKXKE HA pAaClO3HABAaHHUE
reHe3a HeJI0CTaTOYHOCTH KpoBocHaOXeHuss Muokapaa y 6onpHbix ['KMIIL.

Cpenu BO3MOXHBIX MPUYHMH UIIeMUH MUOKapaa y 00sbHbIX ['KMII MOXHO BbIAETUTH
CJICIYIONIHE: OTHOCHTENbHASI KOPOHAPHASI HEIOCTAaTOYHOCTh, 00YCIIOBIICHHASI CHIDKEHHEM
IUIOTHOCTHU KallWJUIIPHOTO pyciia B TUIEPTPOPUPOBAHHOM MUOKAP/IE; MUKPOBACKYJIIpHAs
6omne3np; Hapymenue D JIK, npuBoasimas Kk CHuKEHUIO 3)PEKTUBHOTO JTaBICHUS
KOpOHapHOH nepdy3uu B AUACTONY U MATOJIOTMYECKUM U3MEHEHUSIM MUKPOLUPKYJIALIUN

MHOKapJa; YMCHbBIICHNUEC KOPOHAPHOI'0O PE3€pBa; HATIUYINC KMBIIICYHBIX MOCTHKOB)» Hall
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SMUKapAUAIbHBIMUA KOPOHAPHBIMU apTEPUsIMU; CIaBIMBAaHUE IEPETOPOJOYHBIX BETBEH
KOpPOHApHBIX apTepuii; oocTpykius BTJIK; casm kpynmHBIX KOPOHAPHBIX apTEPHid; TIEPBUYHBIC
HapyUIeHHUs] MeTa00IM3Ma TIIIOKO3bl, KHUCIOPO/a U KUPHBIX KUCIOT B KApJMOMUOIIUTAX; a TAKXKe
MPUCOEAMHUBILIUICS aTEPOCKIEPO3 KOPOHAPHBIX apTepuii, 0COOEHHO B CTAPILIUX BO3PACTHBIX
rpynnax [40, 41, 42].

VY 6onpabIX 'KMII MoOxeT HaOmI0gaThCs TSXKENasi UIIEMUS BIUIOTh 10 pa3BUTHs UH(papKTa
muokap/a. [laronoroanatoMmuyeckue uccneaoBanus noaTsepAnan Hanuaue y 6onpabix ['KMIT ¢
WHTAKTHBIMH KOPOHAPHBIMU apTEPHUsIMHU 0YaroBbIX WK AU(PPY3HBIX H3MEHEHUH MUOKapaa OT
HAYaJIbHOTO0 METKOOYaroBoro ¢uodpo3a 10 OOMIMPHBIX 00NacTel KPYITHOOYAaroBOTO
TPAHCMYPAJILHOT'O KapIMOCKIIEPO3a, KOTOPBIE SABIISIIOTCA CIAEACTBUEM UIUTEIBHO
CYILIECTBYIOIIETO UIlleMUYecKoro mporiecca. [To mepe mporpeccupoBanus 3a00aeBaHus y psiia
OOJIBHBIX perucTpupyetcs cHkeHue HacocHou ¢pyukuuu JOK u/umm [TDK, cBszanHoe ¢
pa3ButueM ¢puodpo3a muokapaa. Pubpo3 B JaHHOM CIIydae MOXKET OBITh PEe3yIbTATOM
TpaHcopMaIiK KJIETOK MUOKap/a, MOTEPSBIINX MEKKIETOYHbIE KOHTAKTHI, YTO YaCcTO
HAOJI0TaeTCs B MECTaX XaOTHYHOTO PACIIONIOKEHHUS MBIIIEYHBIX BOJIOKOH, HIIU CJIEICTBUEM
uneMuu 1 nHpapKTa MUOKapaa Ha (hOHE MUKPOBACKYJISIPHOM MaTOJIOTHH, & TAKKe
MPUCOEAMHUBIIETOCS KOPOHAPHOTO aTepockieposa. KpymHoouarossiii pubpo3 Muokapaa MoxeT
MPUBOJIUTH K UICTOHYEHUIO CTEHOK JKETyI0UYKOB, CHIKEHHIO 00cTpyKIuu BT xemny10ukoB,
HApYIICHUIO CUCTONNYECKON (PYHKIINU, YBETUYCHUIO 00bEMOB TIOJIOCTEN CepIlia, MPU 3TOM
JauraTaius MeHee BbipakeHa, yeM mpu JJKMIT.

Poct konnareHoBoii cetn U3 (hakTopa KOMIIEHCAIIMN Ha HAYaJIbHBIX CTaIUAX 3a00JIeBaHUs
npeBpalaeTcs B BXXHbIM (pakTop maroreHe3a v MOCTENeHHO HapacTatomiel xponuueckoit CH.B
npolecce peMoSIMPOBAHMS MUOKapIHabHAs UIIIEMUS TIPUBOJIUT K MOBPEXKICHUIO U THOen
YacTH KapJUOMHOLUTOB, IPOUCXOIAHUT CKICPO3UPOBAHUE MOTUOIINX KIETOK, H3MEHIETCS
B3aUMOPACIIOIOKEHHUE OCTABIINXCS KAPAUOMHUOLIUTOB, U3MEHAETCS TEOMETPHUS U Pa3MeEphl
HOJIOCTEH cep/ra U, Kak ClIeACTBUE, HApyIIaeTcs ero GyHKIUsA. DTH CTPYKTYPHO-

($YHKIMOHATBHBIE U3MEHEHUS SBIISIOTCSI OCHOBOM MpOrpeccupoBaHus 3a001eBaHUsL.

ATepockiiepo3 KOPOHAPHBIX apTepuid MoKeT cormyTcTBoBaTh [ KMII, ocoOeHHO B cTapmux
BO3pacTHbIX rpymnmax [43, 44]. Cpenu 6onbabIx 'KMII cTapiie 45 net arepockiepos
KOPOHApHBIX apTepuil BCTpeyaeTcsi MpUMEPHO B 25% cilydaeB, a B HEKOTOPBIX CIy4asix sBIJISETCS
NPUYIHHON MaHU(ecTauy 3a00IeBaHUs, TIPEXK/IE MPOTEKABIIETO JTaTeHTHO. ClieyeT OTMETHTb,
YTO KOPOHAPHBINA aTEPOCKIEPO3 MOKET OBITH OJHON W3 MPUYUH CUHKOIAIBHBIX COCTOSTHUN U
BHe3anHo#H cMmepTr 60mbHBIX ' KMIT cpennero u moxkmnoro Bo3pacra. [Ipu ornenke »xanob u
NPOBEICHUH HEMHBA3UBHBIX UCCIICOBAHUH, TPOBEICHNE KOPOHAPOAHTHOTPADUH SIBIISETCS

o0si3aTennbHBIM y 00pHBIX [’ KMIT, nMetonuix 0051eBoi CHHIPOM B TPYAHOM KIIETKE.

[Tpu 'KMIT nanuuue cymectBeHHoi ooctpykiuu BTJIDK, BeipaxeHHOCTh TunepTpoduu
MUOKapa, [/l u nmemMun MHOKapaa sSBIAIOTCA BAKHEHIIINMHU U TECHO CBA3AHHBIMHU MEKIY
co0OH IeTepMUHAHTaMU TSXKECTH KIMHUYECKHUX MPOSIBICHUH, (YHKIIMOHAIBHBIX HApYIIECHUH 1
«KauecTBa KHU3HI» OOJIbHBIX.
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1.3. DnuaeMuoJ10rus

B Hactosimiee BpeMst HaONMIOJAeTCsl MOBCEMECTHBIM POCT 4YHCIA 3apEeTHCTPUPOBAHHBIX CIyda
€B JTOM IMAaTOJOTHH KaK

3a CU€T BHEJPECHHS B MPAKTUKY COBPEMEHHBIX METOJIOB JMArHOCTUKH, TAK U, BEPOSITHO, B
CBS3M C WCTUHHBIM yBenmueHueM uucia 6ompHbIX [ KMII. Pasnuunbie uccnenoBanus,
npoBeneHHbIe B CeBepHoii Amepuke, EBporie, A3un u Adpuke npuBoIsST 4aCTOTY
HeoOBsicHuMol runeptpoduun JIK cpenu B3pocnbix [45, 46, 47]. MHorHe yKa3bIBaIOT Ha
3aBUCHUMBIN OT BO3pAcTa XapakTep BCTPEUaEMOCTH, KOTOPast CYLIECTBEHHO HUXKE Cpeu
MAlMEeHTOB B Bo3pacte Mojoxke 25 et [46]. CorinacHO TaHHBIM MOCJIEIHUX UCCIIEIOBAHUMN,
pacupocTpaHEHHOCTh TUTUYHOTO ()eHOTHUIIA 3a00TIEBAaHUS B OOIICH MOMYJIISIINN B PA3HBIX
CTpaHax MHpa SBJsieTcs 0oJiee BRICOKOM, UeM CUMUTAIOCh paHee, U cocTarisier ot 0,3 1o 0,5 Ha
100000 B rox [48, 49, 50]. Tak B CILIA, no kpaiineit mepe, 600 000 yernoBek UMEIOT MPU3HAKU
3TOM maronoruu. HecMoTpst Ha reHETUYECKYI0 TeTEPOreHHOCTh PA3IMYHBIX MOy JISIUI

I'KMII oanHakoBO 4acTO BBHISBISETCS B KOTOPTaxX HACENEHUS Pa3IMYHBIX CTPaH U KOHTUHEHTOB,
pa3sbix pac [48, 51]. IIpu oTCyTCTBUU OTE€UECTBEHHBIX AMUAEMHUOIIOIMUYECKUX UCCIIEIOBAHUN
MOKHO mpeAnonoxuTh He MeHee 300 000 6onpabx ['KMII B Poccun.

1.4. KonupoBanue no MKB 10

K142.1 — O6cTrpykTuBHAasi runepTpoguyecKass KapaAuoOMUONATHS
K142.2 — JIpyrasi runeprpoguyeckasi KapauoMHONaTHs

1.5. Knaccudpukamus TKMIT

Ceroans He cymiecTByeT eauHoi knaccudukamuu ' KMIIL.
[Tpu 3TOM BBIAEISAIOTCSA CeMEiHas (CEMEHBIN aHaMHEe3) U criopagndeckas (Gopmbl 3a00JI€BaHUS.

Mopdonorrnueckuii IPUHLIUI MPEANOaraeT pa3eleHue B 3aBUCHMOCTH OT JIOKAIN3AIMU 1
BBIPQXXEHHOCTH TUtiepTpoduu (Tadin. 2)[52].

Tanuua 2. Knaccuduxamust 'KMII B 3aBucumocTu ot nokanu3anuu runeprpodun (E.D. Wigle)

%
I. T'uneprpodus JIXK:
A) AcumMeTpuYeckasi runieprpodusi, 6 mom uucie: ~90%
- eunepmpocgpua MKII ~ 1%
- cpeoHexcely00uKosan cunepmpodus ~3%
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- anukanvHasa (eepxyuieynas) cunepmpous ~ 1%
- eunepmpousa ce00600noil 1amepanvHoil uau 3aoneu yacmu M7KIT1 ~5%

b) CumMmeTpuyeckasi (KOHIeHTpUYecKasi) runepTpopus

I1. l'unepTpodus npaBoro xejayao4uKa (peAKo B coueTaHuu ¢ runeprpopueii JIZK) =~ 1%

Bo3mokHBIe BapuaHThI: TUIIEPTPO(dUs Oa3albHOTO OT/AeNa, IepeIHeH, TepeJHe00KOBOH, 3aHEH
yactu MXKII, nuddysnas runeprpodus MIKIIL.

B 3aBucumoctu ot Hanuuus win orcyTcTBUs 00cTpyKuuu BTJDK B mokoe u mpu Harpyrke
BBIAICIISIOT cienytomue Bapuantel ' KMIT [2, 3]:

- ooctpykTuBHbIi (00cTpykTuBHAs [ KMII): rpanuent naBnenus B BTJK > 30 mMm pT.cT. ©
pa3BUTHEM Cy0aOPTATBLHON HITH CPEeIHEKETYJOYKOBON 00CTPYKIINH;

- nateHTHbIN (rpanueHT nasneHus BTJDK < 30 B mokoe u > 30 MM pT. CT. IpH Harpy3Ke);
- HeoOcTpykTHBHBI U (rpaaueHT aasnenus BTJDK < 30 B nmokoe u mpu Harpy3ke).

[Tonpazaenenue OONBHBIX 110 MPUHIUIY JOKAIU3ALUU U BRIPAKEHHOCTH TUNIEPTPOPUH, HATHYUS
u Tsoxectu ooctpykimu BTJIDK nMeer BakHOE KIIMHUYECKOE 3HAUYCHUE, BIUSAET HA BEIOOP
TaKTUKH JICYEOHBIX MEPOTIPUATHUH.

2. JInarHocTuka

Junarmoctuka npu 'KMII u 00cjieoBane NAHEHTOB BKJIIOYAET CJeavioniee:

1. BbIsICHEHHE )ano0 u cOop aHaMHe3a (0c000e BHUMaHUE K CEMEHHBIM U aCTIeKTaM
HaCJIEICTBEHHOCTH);

2. ¢usukanpHOE 00CIe0BAHUE;

3. nmabopaTOopHbIE METObI UCCIIEOBaHMs: 00Jiee IPOCThIE HA IIEPBOM 3TaIl€ U CJI0KHbIE —
Ha BTOPOM 3Tare o0cieoBaHus (10 MOKa3aHUIM);

4. MHCTpYyMEHTaJIbHBIE METO/IbI UCCIIEI0OBAHUS: O0JIEE MPOCThIE Ha IEPBOM ATAlle U
CJIO’KHBIC — HA BTOPOM 3Tare 00cie10Banus (10 MOKa3aHUsIM);

5. crparuduxarus pucka BCC.

YpoBeHsb yoeauTeapHocTH pexoMenaanuii I (ypoBeHs 1ocToBepHOCTH A0Ka3aTenbeTB B) [3, 4,
5]

KomMmenTapum: /lemanvhas oyenka KIUHUYECKUX NPOSIGAEHUL U Pe3VIbmamos 00beKmueHo20
00C1e008aHUs, OAHHBIX AHAMHE3Ad (6KI0UASL CeMeUnblil), 2eHOOUACHOCMUKA, AHAIU3
Pe3VIbmamos UHCMpPYMEeHMaIbHbIX Memo008 NO360J5en C 8blCOKOU 8EPOSIMHOCTbIO
3an0003pums u noomeepoums ouacnos I'KMII.

2.1. ’Kaao0bLl M aHAMHE3
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e ¥V Bcex OOJNIbHBIX PEKOMEH/IOBaH JIeTaNbHBIN aHalu3 kKanob u aHamHesa [3, 4, 5, 36].

YpoBenb yoeautrebHOCTH pekoMenaanuii I (ypoBeHb 10CTOBEPHOCTH OKA3aTENIbCTB B).

e Ocoboe BHUMaHUE PEKOMEHAYETCSl OOpPaTUTh Ha BBICOKYIO BEPOSATHOCTH CEMEHHOTO
renesa ooine3nu [3, 4, 5, 13, 14, 16, 36].

YpoBenb yoeautebHOCTH pekoMenaanmii I (ypoBeHb 10CTOBEPHOCTH JOKA3aTeNbCTB B).

o Pexomenayercst 0OpaTHTh 0c000C BHUMAHHE Ha KOOI HA OJIBIIIKY, OIIYIIICHNE
cepaLeOueHns, pa3HOOOpa3Hble O0JIEeBbIEe OUIYIIECHHS B CEPILE, TOJIOBOKPYKEHHE,
cHHKoTIIe 0e3 sBHBIX mpu3HakoB CH.

YpoBeHns yoeauteabHocTH pekoMenaanuii I (ypoBeHs 1ocToBepHOCTH J0Ka3aTenbeTB C).

KommenTapum: Kiunuueckue npossienus 3a001e6anus Kpatine pazHooopastsl u
manocneyupuunsl: om 6ecCUMNMOMHBIX 00 HEYKIOHHO NPOSPECCUPYIOUUX U MPYOHO
RO00AOUWUXCS MEOUKAMEHMOZHOMY JIeYeHUIO YOPM, CONPOBOAHCOAIOUUXCA MANCENOU

CUMNIMOMAMUKOU.

Bpemennoii ouanazon nosgnenus nepevix CUMRMOMO8 3a001e6aHusl Kpatine WUpoK: om nepeozo
2004 JHCU3HU 00 NPeKIoHH020 6o3pacma. Kak npasuno, 6onesnv manugecmupyemcs meoreHHbIM
pazeumuem Hecneyu@uieckou CUMIMOMAMUKU C Hcanobamu 6016H020 HaA clabocmb, ObICMPYIO
VMOMISAEMOCHb, 00U 8 2PYOHOU KllemKe, 00bIUKY, 201080KpyiceHue [4, 5, 36].

Bospacm — 00un uz camuix eaxcuvix oaxmopos, komopwvie 00aHCHbl ObIMb NPUHANBL 80
sHUManue npu paccmomperuu 803moxcHvlx npuyun ' KMILIT'KMII — npakxmuuecku
e0UHCMBEHHOe KapOUoBACKYIAPHOe 3a001e8aHue, KOMopoe MOXCenm MAHUGeCmuposams 6
JI0O0M 803pacme yeno8exa om MaadeHuecmaa 00 erybokol cmapocmu (¢ nepgvix oHetl u 0o 90
Jlem), npu 9Mom, CpeoHull 803pacm OOIbHBIX NPU YCmaHoske ouacHosza cocmaeisem 30-40 nem.
T'KMII credyem omuecmu k kame2opuu HeyKIOHHO NPO2PeCcCcupyowmux 3a001e8anuil.
Hacnedocmeennvie memabdonuueckue 3a001e8anus u 8POAHCOEHHbIE OUCMOPPUYECKUe CUHOPOMbL
20pasz0o wawe Cmpeyaromcs y HOBOPONHCOCHHLIX U MIAOeHYe8, YeM Cpedu Cmapuiux oemeu u
83pocavix, mozoa kak TT-onocpedosannvlii amuioudos — 601e31b, 8 OCHOBHOM, MYHCUUH
cmapue 635 nem.

Mmnoeue nocumenu gpenomuna I'KMII ne umerom dcanod unu oHu MaiosHavumenvHol. B maxux
CYYAAX OUACHO3 CMABUMCSL CIVYALHO UTU NO Pe3YIbmamam CKPUHUHSA.

Hecneyuguunocmo kaunuueckux nposgnenuil, npeodraoanue 6ecCuMnmomMHo2o medenus
3abonesanus onpedensiem oonvuiue mpyonocmu ouacnocmuxu I KMII [2, 3, 4, 5, 53].

B paszsepuymoti ¢paze 3abonesanus npu I'KMII naubonee wacmvimu KiuHU4eCKUMu
NPOAGIEHUAMU ABTAIOMCA 00bIUKA, PA3HO0Opa3Hble OOolesble oWy WeHUs 8 2DYOHOU KilemKe
KApOUAneuiecko2o u/uiu CmeHoKapOUmuuecKko20 Xapakmepa, HapyueHus pumma cepoedHoll
dessimenvHocmu (nepebou, yuaueHnoe cepoyeouerue), 201080KpyH#ceHue, npe-, U CUHKONAIbHblE
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cocmoanus. Y 00abumuncmea CUMIMOMAmMu4Hblx OOIbHBIX HAOTI00Aemcs couemanue
HeCKONIbKUX JHcanob 6nyioms 00 NOAHO20 CUMNMOMOKOMNIeKca. Tak, 8 koeopme HAOI00aeMblX
HamMu nayueHmos npu nepeudnou cocnumanuzayuu 40% oonvuvix umenu donee 3 cyoObeKmueHvIxX
cumnmomos. Qbs3amenvHoe UCNONb308aHUe KOMNIEKCa UHCMpYyMenmanbHulx memoouk: K[ u,

npedxcoe gcezo, IXO-KI', nozgonuno obocnosams ouaznocmuueckyio konyenyuto I'KMII [6].

Haub6onee yvacmas scanoba 6onvuvix I'KMII - npoepeccupyrowas o0bluKka UHCNUPamopHo20
xapaxmepa, 4mo u CIYHCUM NOBOOOM K 0OPAUYEHUIO 30 MEOUYUHCKOU NOMOWbIO U
ceudemenvcmeyem o nosgienuu u npoepeccuposanuu CH, uawe nabarooaemces npu
obcmpykmuernot popme. [puuunoui sensiomes [/, oocmpyxyus BTJDK u uwemus muokapoa,
passumue GuobpuLIAYUU NPpedcepoull.

MHnozue nayuenmsi scanyromes Ha 60au 8 2pyOHOl Kliemke 8 NoKoe u/unu npu usuieckou
Haepyske. Bonesoii cunopom npu I'KMII, 6 nepgyto ouepeds, cesa3zan ¢ uuiemueli Muokapod,
pazeusarowelics 6ciedcmasie MUKpOBACKyIAPHOU OUCHYHKYUU, NOBBIUEHHOU HASPY3KU HA
cmenku JDK, OBTJDK, a maxoce conymemayrowe2o amepockiepomuiecko2o nopariceHus
KOPOHAPHBIX apmepu.

B ocnoge uacmoti srcanobwsl Ha cepoyebuenue u nepebou 6 pabome cepoya y 6orvusix I KMIT

Jiedrcam pazHoobpaszHvie Hapyulenus pumma cepoya: CUHYCco8as maxukapous, IKCmpacucmonus,
MA.

IpecunxonanvHuvle u CUHKONAIbHBIE COCMOAHUSA, Habaooarwuecs y 10-40% 6orvuvix I KMII,
- 8AXCHBI CUHOPOM, HA OCHOBE KOMOopo2o cmpoumcs cmpamugurayus pucka BCC u makmuka
6€0eHsL.

U3zyuenue cemetinozo anamuesa nomozaem noOmeepoums 2eHemuieckyo npupooy 3a001e6anus
U 8viA6IAeM OPY2UX UTIEHO8 CeMbll, Y Komopbix ecmb puck passumus I KMII. CneyuanvHoe
BHUMaHUe credyem yoeaums maxkum ocooennocmsam, kak BCC, neoowvacnuman CH,
MPAHCAIAHMAYUS Cepoyd, UMNIAHMAYUSL 600UMETISL PUMMA ULU Oehudpuiisamopa,

uHpopmayus 0 cucmemHsix 3a001e6aHUAX (Hanpumep, UHCYIbI 8 MOI00OM 803pacme, c1aboCmb
CKeNeMmHbIX MblUY, OUCPYHKYUSL NOYEK, My20yXocmb, ouabem u op.). Ananusz pooociosHol
MOdHCEm Makice no3601UMb NPEONON0NCUMb MUN Hacledosanus. borvuuncmeo cenemuueckux
@opm I'KMII nacredyemcsi aymocomMHo-0OMUHAHMHO U XAPAKMEPUZYEeMCs Haauyuem OObHbIX 8
KANCOOM NOKOJIEHUU ¢ nepedadeti om pooumeinell 000Ux noio8 (8Kuouas nepedayy om omya K
coiny) u 50%-biti puck 011 NOMOMKOS.

2.2. DuzukajabHoe 00cae10BAHHE

OcmoTp, pu3uKanbHOe 00CIeI0BaHNE YaCTO JAI0T BAXKHYI0 HH()OPMAIHIO B TUAarHOCTHKE.

e ¥V Bcex OOJIBHBIX PEKOMEHYETCS ayCKYJIbTaIUs Cep/IIa, MaIbIIHPOBATh ITyJIbC B IIOKOE
JUTSL OGHKH €r0 0COOCHHOCTEH, M3MEpEeHHsI 4acTOThI cepaeuHbIx cokpanienuii (HCC) u
BBISIBJICHUS apUTMUI, 0COOEeHHO (ubpmusiuuu npeacepauii) [3, 4, 5, 13, 14, 16, 36].

17



KP283

YpoBeHb yoeauTebHOCTH pekoMeHaanuii I (ypoBeHb T0CTOBEPHOCTH JOKA3aTENIbCTB B).

Kommenrtapum: V nayuenmos c oocmpykyueii BT/DK eviasnsaiomesa MHo2ue munuunsie
0COOEHHOCMU, BKI0OYAS HEYCMOUYUBOCMb APMEPUATbHO20 NYAbCA, CUCTNOIUYECKU WYM
U32HAHUS O 1€BOMY CIEPHANbHOMY KPaAlo, KOMOpbili NPOBOOUMCS 00 NPABO20 8EPXHE20 KPAas
epyOuHsl U 0d1acmu 8epXyuiku cepoya. MHmeHcusHoCmy wymo8 YCUIUBAEn sl NPU CHUNCEHUU
JHCENYOOUKOBOU Nped- Ul NOCMHAZPY3KU, HANpuUMep, npu 6CMABAHUY U3 NOLONCEHUS CUOSL UTU
Gopcuposanibiii 8b100X NPU 3AKPLIMBIX ObIXAMENbHIX NymsxX (npoba Banbcanvewl).
bonvuwuncmeso nayuenmos ¢ OBTIDK maxoice umerom npusHaku MUmpaibHol pe2ypeumayuu
(MP).

e V¥ Bcex OONBHBIX PEKOMEHAYETCS U3MEpPEeHHE apTepuanbHoro nasieHus (AJl), B Tom
yucie nopropHoe [3, 4, 5,36].

YpoBeHb yoeauTebHOCTH pekoMeHaanuii I (ypoBeHb T0CTOBEPHOCTH JOKA3aTENIbCTB B).

KomMeHnTapum: B kiunuueckol npakmuke HepeoKko npuxooumcs npo8oounts
oughghepenyuanvuyro ouacnocmuxy mexcoy I'KMII, accoyuuposanrotii ¢ cucmemmou
apmepuanIbHoOll unepmeH3uell U cUNePmMoHUYEeCcKoll 60NE3HbI0 C pa3eUMuem sunepmpoguu
muoxapoa JUK («eunepmonuueckoe cepoye»). Cepoye s61semesi yeHmpaibHbM OPeaHoM
MUUEHBIO NPU 2UNEPMOHUYECKOU DONIe3HU.

o Pexomenayercst 0OpaTHUTh BHUMaHHUE Ha SKCTPaKapAUaIbHbIC TPOSBICHNU,
yKa3bIBalolye Ha crenuduueckuii nuarnos (tadim.3)[23-31, 54].

YpoBeHnb yoeauTebHOCTH pekoMeHaanuii I (ypoBeHb T0CTOBEPHOCTH JOKA3aTENIbCTB B).

Ta6auna 3. [Ipu3Haky ¥ CUMIITOMBI, TO3BOJISIONINE TPEATONOKUTE ONPEACTICHHBIN
nuarno3 (mogudunupoBano o Rapezzietal. [54]).

CuMITOMBI, PU3HAKU Jnaruos
TpyaHoctu o0yueHus, - MuToxoHapuaibHble 00JI€3HU
MHTEJUICKTyaJIbHAS - Cunapom Hynan / LEOPARD / Kocremo
3asiepiKKa

- bosieans JlanoHa

HeiipocencopHas riryxoTta |- MUTOXOHpUANbHbBIE OOJIE3HH,
0COOEHHO B COYETAaHNUM C JUa0eTOM
- bonesnp Angepcona-®adbpu

- Cungpom LEOPARD

Hapyienne 3penns - MuroxoHapuaibHbie 00JIe3HH (3a00JIeBaHUS CETYATKH, aTPODus

BPUTETHLHBIX HEPBOB)
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- TT-onocpenoBaHHbIi aMHIION103 (BATOOOPA3HBIN THIT
MMOMYTHEHUS CTEKJIOBHTHOTO TeJIa)

- bosie3snp JlaHoHa (MUTMEHTHBIN PETUHUT)

- bonesnp Anzepcona-®Pabpu (kaTapakra, IOMYTHEHHAE POTOBHIIBI)

Hapymenue noxoaku - Atakcus @puapeiixa
[lapacTe3un/ceHCOpHBIE - AMUIONI03
QHOMAaTUH/

- bonesnp Angepcona-®abpu
HelipornaTuueckue 00au

CHHIpOM KapnaJbHOTO - TT-onocpeoBaHHBIN AaMWJIOU03
KaHasa
MpIeyHas cabocTb - MuTOXOHApHaIbHBIE 00JIE3HU

- boe3Hn HaKkoIICHMS TIIMKOTeHA

- Atakcusa @puapeiixa

['na3Hoi 11To3 - MuToxoHApHuaibHbIe 00JIe3HH
- Cuagpom LEOPARD/ Hynan

- Muotonndeckas quctpodust

UlenTuro/msaTHa «café - Cunagpom LEOPARD/ Hynan
aulaity

AHTHOKEPATOMBI, - bonesup Anepcona-dadpu
CUITOTUPO3

KommenTapuii: [ enemuueckue u necenemuueckue 3a001e6aHuUsl U CUHOPOMbBL MOV
CONPOBOAHCOAMBCS MEHBULEU BLIPANCEHHOCMbIO 2unepmpoghuu, 8 smux cayyasax ouasnos I'KMII
mpebyem u3yyeHus OONOIHUMENbHO20 MAMepUald, 8KI0Yds CeMeliHblll aHaMHe3,
IKCMPaKapouaivbhvie CUMRNMOMbL U ocobennocmu, uzmenenus Ha IKI', nabopamopnvie
uccne0o8aHus U MyibmumMoOaIbHYI0 8U3YAIUZAYUIO CEPOYA.

2.3. JIaGopaTopHas IMArHOCTHKA

[TepBoouepennbie 1a00paTOPHBIE TECTHI Y B3POCIHBIX U JETEH CXOIHBI U IOJIKHBI BKIIOYATh
o0ImuMii aHAJN3 KPOBU M MOYH, YPOBEHb IIFOKO3bI, KapAualIbHbIe (hepPMEHTHI
(xkpeatuH(docdoknHaza, acnapraTaMMHOTpaHc(pepasa, amaHnHaMUHOTpaHcdepasa,
JaKTaTAETUAPOTeHa3a), TOPMOHBI IIUTOBUIHOM KeJe3bl, TOYeUHbIE U ITeYeHOYHbIE TeCThl, pH,

SJICKTPOJINUTBI, MOYCBYIO KUCJIOTY, JIMTIUAbI KPOBH.

e ¥V Bcex OOJIBHBIX PEKOMEHYyETCS PYTUHHOE JTaOOpaTopHOE 00CIIeIOBaHHE.

YpoBeHns yoeauteabHocTH pekoMenaanuii I (ypoBeHs 1ocToBepHOCTH J0Ka3aTesnbeTB C).
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Kommenrapuii: Pymunnoe 1abopamopHroe 06ciedo8anue nomozaem ulsaunms
IKCMPAKAPOUATbHBIE COCTOAHUS U CORYMCMEYoujue 3a001e8aHUsIsL, KOMOpble MOZYN 6bl36AMb
UU YXYOUUMb MUOKAPOUATLHYIO OUCHYHKYUIO (Hanpumep, 3a001e8aHUsl WUMOBUOHOLL Hcele3bl,
noueynHas Ouc@yHKyus, caxapHslii ouabem, HapyuieHus TUNUOH020 0OMEHA) U 6IMOPULHYIO

OUChHYHKYUIO 0p2ano8 y OOIbHLIX ¢ MANACELOU CEPOeYHOU HeOOCMAamoYHOCMbIO.

Bcaen 3a KOHCYJIbTalUAMU CIICHUATIUCTOB, MOT'YT OBITh PEKOMEHAOBAaHbI JOIMMOJIHUTCIIBHBIC
TCCThI, BKIIIOYasA ONPCACIICHUC JIaKTaTa, INpyBaTd, aMMOHHs, KETOHOB, CBO60,I[HBIX JKUPHBIX
KHCJIOT, KAPHUTUHOBOI'O HpO(i)I/IJ'I}I, OpTraHU4YC€CKUX U aMUHOKHUCIIOT B MOYC.

e boapueiM 'KMII pekoMeH0BYETCS OlIpeieeHe KOHLEHTpaluu N-TepMUHAIBHOTIO
MIPO-MO3TroBOTO HaTpuitypetudeckoro nentuaa (Nt-proBNP) B miiazme.

YpoBenb yoeaureabHocTH pekoMmenaaumii I (ypoBenb noctoBepHoctu qokazarenbets C).

KommenTapumii: Boicokuii yposens mos206020 Hamputiypemuyeckozo nenmuoa (MHII), Nt-
proBNP) u evicokocneyuguueckuii cepoeunsviti mpononutr T accoyuuposanvl ¢ 0cmpuimu
cepOeyHo-coCyOUCMbIMU COOBIMUAMU, CEPOCUHOU HeOOCMAMOYHOCMbIO U cmepmbio. Tlpu smom
naasmennvii ypogenv MHII y nayuenmos ¢ amunoudo3om cepoya nopoii 6 3-5 pas npegvluiaem
maxosotl y boavHwix ¢ opyeumu npuyunamu I KMII. Coznacho pe3yromamam co6cmeenHuix u
opyeux uccaedosanuii y 6onvrwvix I' KMII svisigneno nosviuennoe cooepaicanue Nt-proBNP 6
naasme Kposu, KOmopoe accoyuupyemcs ¢ blpad#CeHHOCMbI0 OUACOIUYECKOU OUCHYHKYUU U
eunepmpoguu muoxapoa JUK, maxcecmvro cemoounHamuieckux u )yHKYUOHAIbHbIX HAPYUeHU
[35, 56, 57].

2.3.1. Cmpamezu;l 2eHemuu4eCKozo mecmupoeanua u CeMeuHnozo CKpUHUHZA.

I'eHogMarHocTHka v reHETHYECKOE KOHCYIbTHPOBAHKUE PACCMATPUBACTCS KaK 4acTh 00Iei
otieHku npu oocnenoBannu nameHTa ¢ ['KMIL. [Tamuentsr ¢ ['KMII, npoxonsmue
TeHETHYECKOE TECTUPOBAHNUE, IOJDKHBI OBITh OCBEIOMIICHBI B XOI€ KOHCYJIbTUPOBAHHUS T10
BOIIPOCAM HACIIEACTBEHHOCTH CEPACUYHO-COCYTUCTHIX 3a00IeBaHMI U KITMHUYECKOTO 3HAYCHUS
pe3yJIbTaTOB.

PexoMeHganmuu mo reHeTHYECKOMY KOHCYJIbTHPOBAaHUIO U TecTupoBanuio npu I'KMII:

e MeauKO-reHETHYECKOE KOHCYJIBTHPOBaHHE pekoMeHayeTcs: 6oiapHbM 'KMIT, y
KOTOPBIX 3200JI€BaHNE HE MOXKET OBITh OOBSICHEHO TOJBKO HETEHETUIECKUMU
NpUYMHAMH, HE3aBHCUMO OT TOTO, TNIAHUPYETCS JIM UCTIOJIb30BaHUE KITMHUYECKOTO WITH
TE€HETUYECKOT0 CKPUHUHIA POJICTBEHHUKOB [61, 62, 63].

YpoBenb yoenureabHOCTH pexkoMenaanmii I (ypoBeHb 10CTOBEPHOCTH JJOKA3aTeNbCTB B).

e ['eHeTHUECKOE TECTUPOBAHUE PEKOMEHAYETCS MAIMEHTaM, UMEIOITUM CUMIITOMBI U
npusHaku ['KMII [64, 65, 66].

YpoBeHs yoenuTeabHOCTH pekoMenaanui I (ypoBeHb 1OCTOBEpPHOCTH JOKa3aTeNbCTB B).
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e ['eHeTMUECKOE TECTUPOBAHUE PEKOMEHIYETCS BBIMOJIHATH B CEPTUHUIIMPOBAHHBIX
JTMAarHOCTHYECKUX J1a00paTOpUsIX ¢ IKCIIEPTHHIMHU HAaBBIKAMH B UHTEPIPETALIUU My TallUH,
CBSI3aHHBIX C KapAauomuonatusimu [3, 62, 69].

YpoBenb yoenureabHocTH pekoMenaaumii I (ypoBens noctoBepHoctu qokazatenbets C).

o [I'enernueckoe TECTUPOBAHUC Y MATUCHTOB C IOI'PaHUYHBIM JHATHO30M I'KMII

PEKOMCHAYCTCA TOJIBKO IMOCJIC ACTAJIBHOI'O 06CJ'ICI[OBaHI/Iﬂ KOMaHILOI\/JI CIICIUAJINCTOB
[69].

YpoBenb yoenureabHocTH pekoMmenaaumii Ila (yposens nocroBepHocTr nokazatenbeTs C).

e VY HocuTesnel naToreHHbIx MyTanuii 6e3 peHorunuueckux nposisienuii ['KMII
pexomenayetcs poseaeHue KT, 9XO-KI' u kimanueckoro o0cie10BaHus B
olpeieIeHHbIEe IPOMEXYTKU BpeMeHu (0T 12 1o 18 MecsneB y neteil 1 mOAPOCTKOB U
KayKable 5 JIeT U1l B3pOCIbIX) B 3aBUCUMOCTH OT BO3pacTa M KIMHUYECKOro crarycal74].

YpoBens yoeaureabHoctu pexomenaanuii IIb (yposens nocroBepHocTy nokaszarenscts C).

e Menuko-reHeTH4eCKOe KOHCYJTbTHPOBAHNE PEKOMEHYETCS IPOBOIUTH
npodeccuoHanamMu, 00y4eHHBIMHU B 3TOHM CIIEUATBLHOU 00JaCTH U pabOTAIOIIMMHU B
MYJIbTHIUCIMIUTMHAPHON KOMaH /e, 9TOOBI IOMOYB ITAIIMEHTaM TIOHSTh M CIIPABUTHCS C
MICUXOJIOTHYECKUMH, COLUATBHBIMU, TPOGECCHOHATBHBIMU, STUYECKUMU U
IOpUINYECKUMH aCTIEKTaMHU HACJIEACTBEHHOTO 3a0o0ieBanus[63, 69].

YpoBenb yoenureabHocTH pekomenaanumii Ila (ypoens nocroBepHoctu qokaszarensets C).

2.4. UHCTPpYMEHTAJLHAS JTHATHOCTHKA

2.4.1. Inexmpoxkapouozpaghusa u cymounoe monumopuposanue IKI'

Pexomengaunu no siekrpokapauorpaduu npu 'KMII:

e Pexomennyercs mpoenaeane K] (B 12 oTBeaeHUAX) MPU TEPBUYHOM OOCIIETOBAHUH
Bcex 0onbHBIX ¢ ogo3penueM Ha I'KMII u B mporiecce TuHAMUYECKOTO HAOIIIOICHUS
npu ['KMII [3, 4, 77-79].

YpoBeHnb yoenuTeJbHOCTH pekoMeHaanuii I (ypoBeHb 10CTOBEPHOCTH JJOKA3aTeNbCTB B).

e CranpaptHas OKI' pekoMmeHnoBaHa nauuentam ¢ npeanonaraemoit 'KMII nns
00JIerYeHHsI IMarHOCTUKU U TIPEAO0CTABIICHUS CBEACHUII00 ATHOJIOTHH 3a00JeBanus [77,
78, 79].

YpoBenb yoenuTeabHOCTH pekoMenaanuii I (ypoBeHb 10CTOBEpPHOCTH J10Ka3aTeNIbCTB B).

e 48-yacosoit moHuTOpUHI DKI' pexomeHayeTcs manueHTaM npyu NEPBUYHOM
KJIIMHUYECKOM 00CJIeI0BaHUU JIJIS1 BBISBJICHUAIIPEICEPAHBIX U YK€y I0UKOBBIX apUTMHM
[9, 81].

YpoBenb yoeauTeabHOCTH pekoMeHnaanuii I (ypoBeHb 10CTOBEPHOCTH 10Ka3aTeNbCTB B).
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e  CMDKT wmm peructpanms coobiTusi pekomenayercs 6oibabIM ['KMII ¢ xxanobamu Ha
cepauedrenne u/wim roaoBokpysxenune [80,81,82].

YpoBeHs yoeauTeabHOCTH pekoMenaanui I (ypoBeHb 1OCTOBEpPHOCTH JOKa3aTeNbCTB B).

e CMDOKT pexkomenayercs ains BoisiBieHus y 6onbHbIx ['KMIT anuzonos KT, kak puck
dakropa BCC u or6opa xanaunatos s umrmantamuu UKJI[9, 81, 83].

YpoBenb yoenuTeabHOCTH pekoMenaanuii I (ypoBeHb 10CTOBEpPHOCTH J10Ka3aTeIbCTB B).

o TloBropnas peructpauus IKI' pexomennyercsa y nmauueHtos ¢ 'KMII B ciiyqae
yXyAllleHus: cumntoMatuku [78, 79].

YpoBennb yoenureabHocTH pekoMenaaumii I (ypoBens noctoBepHoctu qokazatenbets C).

e Peructparmuro OKI' pekomeHyeTcs moBTOpATh Kaxkable 12-18 MecsieB B kauecTBe
KOMITIOHEHTa CKPUHUHT-AJITOPUTMa Y MOAPOCTKOB MEPBOM CTENEHU POJICTBA MO
oTHomeHuto K 6oapHOMYy ['KMII, HE nMeronux sXokapaAnorpapuIecKux MpU3HAKOB
runeprpodun muokapaa [78, 79].

YpoBens yoenureabHocTH pekoMenaanui I (yposens noctoBepHoCTH JoKa3aTenbeT C).

e Peructpanusa OKI' pexomeH1yeTcsl Kak KOMIOHEHT CKPUHUHI-JITOpUTMa y
POACTBEHHUKOB IEpBOM cTerneHu poctBa 0ompHBIX ' KMII [78, 79].

YpoBenb yoeauTeabHOCTH pekoMenaanuii I (ypoBeHb 10CTOBEpHOCTH 0Ka3aTeabCTB C).

e Perucrpanus OKI' u CMOKI pexomenayetcs 60ibHbIM ['KMII cTabunbHOTO
KJIMHUYECKOI'O TEUEHHUS U1 BBISIBJICHUS ACUMIITOMHBIX HapyLIEHUI MPOBOJUMOCTH U
pUTMa cepala, a Takxke GUOPMIIIALMY IpecepaAnid.

YpoBenb yoenurteabsHocTn pekomenaanuii Ila (yposens gocroBepHocTu gokazateiabctB C).

e CMDOKI pexomeHayeTcst MOBTOPSTH 0uH pa3 B 1-2 roxa 6onbabiM ['KMII, y koTOpBIX
paHee HeBbIABISIUCH 130461 JKT.

YpoBenb yoenureabHocTH pekomenaanumii Ila (ypoens noctoBepHoctu qokaszarensets C).

Kommenrapum: Hzmenénnvie IKI gvisignaiomes y abconommuo2o 00nbuuHcmea 060abHbIXx,
oaoice yacmo 6 omcymcmsue dcanod. Haubonee munuunvimu, Xoms u MaiocneyupuyHulMu,
OKT -npusnakamu A61A10MCs NPUSHAKU 2UNEPMPOPUU MUOKAPOA 1€8020 HCENYOOUKA U/UNU
MKII, exniouas onbmadsichvle, UsMeHeHUs KOHeYHOU YaACmU HCeNyO00uUK08020 KOMNIEKCA
(Oenpeccus ceemenma ST, cenasxcennviii u ompuyamenvhulii 3yoey T), namonozuyeckuti 3y6ey Q
unu 3y6yvt QS 6 mex unu UHbIX 0OMEeOeHUsIX, Ymo Nopoll AGIAEMCs NPUYUHOU OUUOOYHOU
ouaznocmuxu ungapxma muoxapoa [77] Ipu unmepnpemayuu pezyromamog IKI' coemecmmno
¢ Haxookamu Ha IXO-KI"u MPT c yuemom 6o3pacma, muna Haciedo8anus u
aAccoyuupOBaAHHbIMU KIUHUYECKUMU NPOSGIEHUAMU, MO2YI CUOEMENbCNE08AMb O HATUYUU
nepeuuHo20 3a001e8aHUs U 0ABAMb 803MONCHOCb YMOUHEHUs PACHPOCMPAHEHUS

eunepmpodghuu unu pyoyos 8 muoxapoe.
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Anomanvro 2nybokas Q-601Ha 8 nepeoHenIamepaibHblX 0mMeeoeHUsx, 00bIYHO ¢
nonoxcumensrvim 3yoyom T, accoyuuposana c acummempuunou eunepmpogueii JDK, a
anomanvHas npoooaxcumenvrocms Q-60ubl (=40 mcek) — ¢ obnacmamu Gubpo3no2o
3amewjenus. I ueanmekuii necamusnwiii 3y0ey T 6 npekopouanbHbix u/unu nepeoHeiIamepaibHbix
omeeoenusx ceuoemenbcmeayem o gognedenuu sepxyuiku JIK. Paunee 6030yacoenue
Jrceny0oukos (kopomkuii PR-unmepean) — uacmolil henomen MumoxoHopuaibHulx u bone3netl
Hakonienus, scmpedaemcs npu 6one3nu Anoepcona-Pabpu. Ilpoepeccupyrowas AB-610xada
yacmo ecmpeuaemcs npu MUmMoXoHOPUAIbHBIX 3A001€8aHUAX, HEKOMOPLIX OOIe3HAX
HaKonjieHus, amMuioudo3e, 0eCMUHONAMuUAX, y nayuenmos ¢ mymayuamu 6 cene PRKAG2.
Huskuii sonemasxc QRS 6 omcymcemeue nepukapouanbHo2o 8inoma, 0xcupenus u 601e3Hu
néakux Kpaiine peoko nabarooaemcs npu I’ KMII (3a ucknouenuem cmaouu 0eKoMneHcayuu), Ho
yacmo ecmpeuaemcs y OOIbHbIX AMUIOUO030M cepoya. Upeszsvluatino evicokuii gonvbmadic QRS
(> 50 mm) munuuen ons bonesnell Hakonienus, maxux kax Ilomne u Jlanona, Ho modscem Ovimo
Pe3yIbmamom moivko panne2o 6030yxcoenus sxenyoouxos [78]. IKI' aenaemcs maxoice

YY8CMBUMENbHbIM PAHHUM MAPKEPOM 3a001e8aHUs y poOcmeeHHUKos [79].

I'KMII npunaonexcum K kame2opuu cepoeyHo-cocyOucmou namoio2ull, npu Komopuix Hauboee
YACMBIM U 8€COMA BANCHBIM 8 KIUHULECKOM U NPOCHOCMUYEeCKOM NilaHe NPOs6ieHUeM
3abonesanus aensomes Hapyutenus pumma cepoya (HPC). C eneopenuem CMOKI 6
o6s3amenvHulll naan oocredosanus nayuenmos I’ KMII cmano oueguonvim, umo mMHo2000pasvie
PACCmMpoUcmea cepoeyHo20 pumma pe2ucmpupyromcs npakmudecku y ecex oonvhvix I' KMII.
Yacmoma apummutl, 8viasnsemuvix npu onumenvrom IKI -monumopunee, 3a6cum om 603pacma.
Acumnmomuas neycmouuugas xcenyoouxosas maxuxapous (HY)KT) pecucmpupyemces y 25%
83pocavix bonvuvix ITKMII [6, 9, 80]. [lapokcusmanvhbie Haddiceny0ouKosvle apummun
Guxcupyromes 6o epems CMOKI ne menee yem y mpemu nayuenmos [80].

2.4.2. Ixokapouozpaghus

Huarno3 'KMII craBuTcs Ha OCHOBaHUH BBISIBIICHUS YBEIWYCHHSI TOMIUHBI cTeHKH JIK 1r00BIM
BU3YAJIM3UPYIOLIMM METOAOM, HO (peHOMEH 3a001eBaHus BKIIOUACT TAaKKEe MUOKapIHATbHBIN
¢ubpo3, MopdoIorHUECKUe AaHOMATIMH MUTPAIBHOTO KJIallaHa, HapyIeHUs (GyHKIIMOHUPOBAHUS
KOPOHAPHOT'0 MUKPOLIMPKYJISTOPHOTO pycia U 3XOKapAHOTpapruecKue aHOMaJIHH. Y B3POCIIBIX
I'KMII auarHoctupyercst Ipu YBEIMYSHUN TOIIIUHBI CTEHKU > 1,5 cM oxHOTro mim 6osee
cermenToB Muokapaa JOK JDK (mpenmymecrsenno MXKIT) o pesynbraTam a000i
Busyanusupytoniei meroauku (3XO-KI', MPT unu kommnbioTepHas Tomorpadus cepana),

KOTOpasi He 0OBACHICTCS UCKIIOUYUTEIHHO YBETMUECHHON HAarpy3Koil naBienuem [4].
PexoMenganmuu nmo TpaHcTopakaiabHoi 3xokapauorpagumnu npu I'KMII:

e Bcewm manuentam ¢ 'KMII mpu nepBudHOM oOcnenoBanuupekomenayercs 2D u
nommiepoBckas DXO-KI' B mokoe nc npo6oii BanbcanbBhl cuis, OMyIExa U 3aTeM
CTOS, €CJIM HEe OBLIO 3aperucTPUPOBAHO TpaareHTa gasnenus [81, 84, 94, 95, 96].

YpoBenb yoeauTeabHOCTH pekoMenaanuii I (ypoBeHb 10CTOBEpPHOCTH J10Ka3aTeIbCTB B).
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e PexoMeHn0BaHO M3MEPEHUE MAKCUMATBHON JUACTOIMYECKOM TOMIMHBI B 2D KOpOTKO-
oceBoii mo3uImu Bo Bcex cermeHTaxJK, ot 6a3zanpHBIX 10 Bepxyuiku [84, 97].

YpoBeHs yoeauteabHocTH pekoMenaanuii I (yposens noctoBepHocTH A0Ka3aTesbeTs C).

o Pexomennyercs TmiarenbHas oneHka auactoiamdeckor pynkmmunJ DK, Brmrouas TM/TLI,
JIBII, TM/I-OXOKI u usmepenue pasmepa u oosema JII1[93, 98, 99].

YpoBenb yoeauTeabHOCTH pekoMenaanuii I (ypoBeHb 10CTOBEpHOCTH J10Ka3aTenbCTB C).

e CHUMITOMHBIM NAallMEHTaM C MUKOBBIM rpagueHToM AasiaeHus B BTJDK (mokos uau
UHAYLUUPOBaHHBIM) < 50 MM pT.cT. pekomenayetcs 2D u nonmieposckas IXO-KI' npu
Harpyske CTosl, CHJIsl WJIU MOJTyJIEXKA JUIs BBIABICHHS IPOBOLUPYEMON OOCTPYKIIMU
BTJIX u crpecc-unayuupyemoit MP[91,100,101].

YpoBeHnb yoeauteJbHOCTH pekoMenaanmii I (ypoBeHb 10CTOBEPHOCTH JOKA3aTelbCTB B).

e TloBTopubie DXOKI -uccnenoBanus pekoMmeHnaytorcs 6oibHbIM ['KMII ¢ n3menenusmu B
KIIMHUYCCKOM CTAaTyCC HUJIU MOSABJICHUEM HOBBIX CCPACUYHO-COCY AUCTBIX HpOHBHeHI/Iﬁ [94,

95, 96].
YpoBeHnb yoenurebHOCTH pekoMeHaanuii I (ypoBeHb 10CTOBEPHOCTH JOKA3aTeNbCTB B).

e DOXO-KTI pekoMeHyeTCsl KaKk KOMITIOHEHT CPUHUHT-AITOPUTMA YJICHOB CEMbU OOJIBHOTO
FKMH, €CJIN XOTA 651 OJIUH U3 HUX HC ABJIACTCA I'CHOTHUII-OTPULATCIILHBIM U BBISIBJICHA
accoIMupoBaHHas ¢ 3a0oJieBaHUEM TeHHas myTanus [78, 79].

YpoBenb yoenuTeabHOCTH pekoMenaanuii I (ypoBeHb 10CTOBEpPHOCTH J10Ka3aTeNIbCTB B).

o Hutpakoponapnas koHntpactHas DXO-KI' pekomeHyeTcst BceM MalleHTam,
MOJIBEPTAIOIIMMCS CeNTabHON ankoronbHoi abnanun (CAA), ans obecriedeHus
KOppeKTHOM okanu3amuu [102, 103].

YpoBenb yoenuTeabHOCTH pekoMeHnaanuii I (ypoBeHb 10CTOBEpPHOCTH J10Ka3aTeIbCTB B).

e AcCHMNTOMHBIM NAIIMEHTAM C UKOBBIM rpaaueHToM nasienus B BTJDK (nmokos win
UHAYUUPOBaHHBIM) < 50 MM pT.cT. 2D u nonmueposckas DXO-KI' npu Harpy3ske cros,
CHJI WIN TONyJIEXKa pEeKOMEH0BaHa, €CJIM HaJTM4rue OOCTPYKIIMY UMEET 3HaUeHUe JIs
peKoMeHAanui Mo 00pasy KM3HUHU Ha3HAa4eHUs JiekapcTBeHHoM Tepanuu[ 100, 101].

YpoBenb yoenureabHocTu pekomenaaumii IIb(yposens noctoBeproctu qokaszarenbets C).

e VY 00NBHBIX C CyOONTUMATIBEHBIM Ka4€CTBOM U300PKECHHSI HITUC MTPEATIONaracMoi
anukansHOU runeprpodueit JOK nmm anespuzmoii, 9XO-KI' ¢ koHTpacTHpoBaHnEeM
nonoctu JOK pexoMennyercs kak anprepHaruBa MPT cepamal104].

YpoBenb yoenuteabHocTH pekomenaanumii Ila (ypoens noctoBepHoctu qokaszarenbets C).

PexoMeHnganmu no TpaHcnuumieBoaHoi dxokapauorpapuun npu 'KMII
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o Ilepuoneparusnas TII-DXOKI pekomeH10BaHa manueHTaM, KOTOPHIM BBITTOTHSETCS
cenraibHas Muodkromusi (CMT), ana yrounenusimexanuzma OBTJDK, nis koHTposst
XUPYPrUYECKON CTpaTEruH, OIEHKH MOCTXUPYPIrHUIECKUX OCIO0KHCHUI UBBISIBICHHS
octatoyHoit OBTJDXK [105, 106].

YposeHs yoenuteabHocTH pekoMenaanuii I (yposens noctoBepHocTy goka3aTesbeTs C).

e TII-DXOKI pexomeHnayercs /Ui MAMEHTOB, Y KOTOPHIX HESCEH MEXaHU3M OOCTPYKIIMH
BTJIXK wnn a1 OleHKM COCTOSIHUS. MUTPAJIBHOTO Kilanasa Ao npoueaypsl CAA, nnm
€CJIU IperoiaraeTcs BoipakeHHass MP, BeI3BaHHasi COOCTBEHHBIMU aHOMAJIUSIMU
kianana [105, 106].

Yposenb yoenureasHocTn pekomenaanuii Ila (yposens gocroBepHocTu gokaszareiabctB C).

e DOXO-KI'y mauuentos ¢ 'KMII He pexomeHayeTCs MPOBOIUTS Yallle, YEM pa3 B IO,
KOTJ]a HET CYIIECTBEHHON TUHAMUKH B KJIMHUYECKOM CTaTyce OOJIBHOTO.

Yposens yoeaureabHoctu pexomenaanuii Il (yposens nocroBepHoctu nokaszarenscts C).

Kommentapumn: SXO-KI' — yenmpanvHulii Memoo 8u3yanusupyioujert OuacHOCmMuKy u
monumopunea I'KMII. 'V bonvuuncmea nayuenmog cunepmpogus npeumyuecmeeHno
sosnexaem MIKII 6 6azanvnvix omoenax JDK, no wacmo pacnpocmpansemcs na 60Kogyio,
3a0H1010 cmeHKY u eepxywky [84]. Ymonwenue cmenku JDK moorcem nabniooamocs
npakxmuyecKku 8 1060 obaacmu (8K104as NPABLILL Heey0oyeK), npu IMom eé
pacnpocmpanenue u 8blpaiceHHoCms O0NACHA OblMb OOKYMEHMUPOBAHA C UCNONIb30BAHUEM

cmaHOapmHoeo npomokoia nepekpecmHoﬁ BU3YAIU3AUUU 6 HECKOJIBKUX NPDOEKYUAX.

Hsmepenue monwyunvt cmenox JIZK 0010icHbl BPOBOOUMBCS 8 KOHEUHO-OUACMOIUYECKYIO a3y,
npeonoumumenbHo 8 KOpOmKuUx ocegvlx nozuyusx. Ciedyem npuoeprcusamsvcs
CMAHOAPMU308AHHO20 NOOX00A K Ce2MEeHMUPOBAHUIO MUOKAPOA U HOMEHKAAmype OJisl 8CeX
pedxcumos susyaruzayuu [835]. /[nsa ouacnocmuueckux yenell eOUHCMBEHHbIU PeleGaHMHbLI
napamemp — maxcumanvHas moawurna cmenxu JDK na nrodom yposue. Tounas suzyanuzayus
BEPXYUIKU 8 NAPACMEPHATLHOU U MHONCECTNEEHHBIX ANUKAILHBIX NOZUYUAX HeoOX00uma OJisl
sviagnenus anuxanvioi I'KMII. Eciu ceemenm adek8amuo He U3yaiu3upyemcs, ciedyem
paccmompems 803mModHcHocmy koumpacmuposanus JDK unu MPT [86].

Ipubnusumenvro y mpemu nayueHmos 8blasisaemcs NepeoHeecUcmonuiecKoe 08UNCeHUe
cmeopox (IIC]]) mumpanvrozo knanana 6 nokoe, umo npusooum x oocmpyxyuu BTJDK, mozoa
KaK y opyaux npeocmasiena moavKo jameHmuas oocmpykyus. [pyaue mopgonocuueckue
ocobennocmu, sHocawue 6x1ao0 6 oocmpykyuio BTIDK, exntouaiom anomanuu nanuiiapHoix
MbIUY U CIMBOPOK MUMPAIbHO20 Klanaua (yonunenue, paspacmanue) [87, 88]. Koeoa epaduenm
oasnenusi onpedensiemcs 6 nonocmu JDK, easicno uckniouumes 06cmpyKyuro, Hecesa3auHyio ¢
1IC]], sxnrouas cybaopmanvhyo Memopany, AHOMAIUU CMEOPOK MUMPATbHOZO0 KIANAHA U
obcmpykyuto cpeonetl wacmu nonocmu JIK, ocobennoeciu naanupyemcs emeuiamenbcmeo,
HanpasnenHoe Ha ycempanenue oocmpykyuu BT/DK. Cucmemamuueckoti 08ymepHot u
oonnneposckou IXO-KI" 06b1uH0 0ocmamouto 0/ 8blA6NEeHUSL MEXAHUIMA U BbLPANCEHHOCMU
oocmpyxkyuu BTJDK. Oonaxo nekomopuim nayueHmam mMoxcem Ovlms npeoniodcend
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mpancnuwesoonas IXO-KI (TIT-DXOKT) unu uneazugnoe uzmepenue 0asnenus 6 KOmMoOuHayuu
¢ MPT. IIC]] cmeopox mumpanvhozo knanaua écezoa npusooum k MP, npu smom uzmepenue
CKOPOCMU U 8pEMEHU MUMPATIbHO20 NOMOKA nomozaem ouggepenyuposams eé om
mypoyrenmuocmu 6 BTJDK. I1C/]-onocpedosannas MP ounamuuna u eé abipasxceHHocms

MeHsiemcs  3asucumocmu om cmenenu oocmpyxkyuu BTIDK [89, 90].

Buisisnenue oocmpykyuu BTIDK eascro ons nrevenus cumnmomos u oyenxu pucka BCC.
Heymepnas u donnneposckas IXO-KI 60 epems npobwi Banbcanvsvl cuds, nonynéxca u 3amem
Ccmosl, eciu He blassiemcs epaouenm, pekomenoyemcs ecem nayuenmam ¢ I'KMII [89,
91].Cmpecc-DXOKI pexomenoyemcs CUMRIMOMHBIM NAYUEHMAM, eCiU USMePEeHUsl 8 NOJONHCEHUU
néaca ne unoyyupyrom oocmpykyuu BTIDK > 50 mm pm. cm. @apmakxonocuneckas npoda ¢
000YMAMUHOM He PeKOMEHOYemcsl, MAK KaK He ANAemcs QU3UOL0SULHOU U MOXHCEM NILOXO
NepeHOCUMbCAL.

Jlesoe npedcepoue (JII1) y 6onvrvix I'KMII wacmo ysenuueno, u e2o pazmep npedcmasisem
sadicHy10 npocHocmudeckyro ungpopmayuro [81, 92]. Ipuuunwl yeenuuenus JIII paznoobpasmui,
HO Haubonee saxcuvim mexanusmom asisiemcs [1C/J-onocpedosannas mumpanvhas
peaypeumayus u yseaudeHue oagieHusi 3anoaHenus JIK.

Komnnexcnoe uccnedosanue c ananuzom noxaszamenei ne moavko TMJ[II, no JIBITu  TM]]-
OXOKI nossonsiem noayuums 8axiCHy0 uH@opmayuio 0l OYeHKu OUacmoIudeckou yHKyuu,
8AICHOU OemepMUHAHMbL MAXCeCU medenus u npoenosa y oonvuvix I'KMII [93]. C
APAKMUYECKOU MOYKU 3peHUsl MAKOU N00X00 Npedcmasisemcs Haubojee onpasoanHviM 8 C853U
C U38ECHBIMU MPYOHOCMAMY 8 UHMepnpemayuu pe3yivmamos 0oviuno2o JJIXOKI -

UCCIeO08AHUA.

Coxpamumenvuasn ¢ynxyus (OB) y 6onvuvix I' KMII 00b1uH0 HOpMAIbHAS UTU NOBLIULEHA,
00HaKo npu Hanuyuu cunepmpoguu @B Hedocmamouno ompasxcaem cucmoaudecKyo
agpgpexmusnocmo JIK.

Konyenmpuueckas eunepmpogpus 60nee uacma npu memaboauyeckux u UHQUILIMPRMUEHbIX
3a001e8aHUAX, A OUBCHMPUKYIAPHASL 2UNepmpous u 0OCMPYKYUsL 8bIXOOHBIX MPAKMOE 000UX
arceny0oukos bonee wacmol npu cunopome Hynan. I[lpusnaku, komopbele no3eonaiom
NPEONnon0AHCUMb MUOKAPOUATbHbIE DOIe3HU HAKONAEHUS UTU UHPUILbMPAYyUL, 8KTIOYAIOM
«ONeCmAWYI0» UNU SPAHYIAPHYIO MEKCMYPY MUOKAPOd, HeOOIbULOU NePUKAPOUATbHBLUL BbINOM,
YMOAUeHUue Meicnpeoceporoll nepe2opooKU, Y3eaKo8oe YMoujeHue aopmaibH020 KIAnaua u
ymepenHo cHudxcenuyro @B, pecmpuxmusnovi mun /{/1[54].

Juaenocmuyeckue 3ampyonenus 603HUKAIOM 8 Ce0VIOWUX CIYUAsX: NO30HASA paza
3a001e8aHUs, CONPOBONCOAIOUASACS OUAAMayuell u/unu 2unoKuUHe3uell U UCOHYeHueM CIMeHKU
JDK; ¢usuonocuyeckasn eunepmpoghus 6 pezynivmame UHMEHCUBHBIX CHOPMUBHBIX MPEHUPOBOK
(«cnopmusHoe cepoyey, «cepoye amiemay), Haaruyue CoOnymcmaeywux 3a001e6anul
(cunepmonus, K1anauHas namoaocus, U30Iupo8anHas sunepmpoghus bazanvroco omoena MXKIT
V HOJACUTILIX TIH00€lL).

26



KP283

2.4.3. MarauTHoO-pe30HaAHCHAasl TOMOrpadus cepaua

Ecnu no3Bostsitot pecypcebl u onbit, MPT cepana qoikHa paccMaTpUuBaThCA 7151 TALIMEHTOB €
['KMII B kauecTBe 6a30BOTO METO/1a UCCIAEAOBAHUS, KOTOPAsk OXBAaThIBAET HECKOJIBKO TOIX0/I0B,
MPEIOCTABIISAIONINE A€TaTbHY0 HH(pOpMaLHio 0 MOp(hOIOruu cepua, GYHKINH KETyI0UYKOB 1
xapaktepuctukax muokapa rnpu ['KMII, gomkHa HHTEpIPETUPOBATHCS CIIEHHAIMCTaAMU,
MMEIOLIIMH OMBIT B BU3YaJIH3alluH CepAlla U OlIeHKe 3a00JIeBaHHil MUOKap/a.

PexoMeHnganmu o MarHUTHO-pe30HaAHCHOM TomMorpapuu npu I'KMII:

e PexomeHmyeTcss MarHUTHO-pe30HacHast ToMorpadus cepana u cocynos [108, 109].

YpoBeHs yoeauteabHocTH pexoMenaanuii I (ypoBeHs noctoBepHOCTH A0Ka3aTenbeTB C).

e Ilpu orcyrcrBuu nporusonokazanuii, MPT cepaua c ITYCI pexkomenayercs
narmerTaml KMII, y kotopsix Habmogaercs HeagekBatHoe D XOKI - uzobpaxenue, ¢
1EJIBI0 OATBEPKIeHUs nuarHo3a [109].

YpoBeHnb yoeauTeJbHOCTH pekoMenaanmii I (ypoBeHb 10CTOBEPHOCTH JOKA3aTeNlbCTB B).

e [Ilpu orcyrcrBum nporuBonokaszanuii, MPT cepaua ¢ I[TYCI pekomenayercs nauueHTaM
¢ 'KMII B nuarHoCTHYECKUX IEISX IS OLIEHKH aHATOMUU Cepia, PYHKIIH
JKETYIOYKOB, HAIMYHWS U PACIIPOCTPAHEHHOCTH MUOKapanaibHoro pubdpo3za[115-118].

YpoBenb yoenureabHocTH pekomenaaumii Ila (yposens nocroBepHoctu qokazatenbeTs C).

e MPT cepana c ITYCI pexoMeHnayeTcs 1 MAMEHTOB C MPEANOJaraéMon anmKaJIbHON
runeptpodueit umu anespusmoit [116, 119].

YpoBens yoenureabHocTu pexomenaanuii Ila (yposens 1octoBepHOCTH n0Ka3aTenscTB C).

e  MPT cepaua c ITYCI pexomeHtyeTcs Juisl TallMEHTOB € MPEAINoJIaraeMbIM aMUIOU1030M
[114, 120].

YpoBenb yoenurteabHocTH pekoMenaanuii Ila (ypoBeHbs JoCcTOBEpHOCTH A0Ka3aTeabCTB C).

e MPT cepaua ¢ [IYCI pekomenayercs 1o onepauuu CAA 1151 OLICHKU XapaKTepa u
pacrpocTpaHeHHOCTH TunepTpoduu u hudposza muokapaa [114, 120].

YpoBennb yoenureabHocTH pekomenaaumii Ila (yposens noctoBepHoctu qokazarenbets C).

Kommentapun. Ocnoguvieasnce Ha npucyuux pasHolM MKAHAM MASHUMHBIX CEOUCMBAX U
pacnpeoeneHuu KOHMpPACmMHbIX a2eHmos Ha ocHoge cadonunus, MPT cepoya mooicHo
UCNONB308aMb 015 BbIAGNEHUS O0NU UHMEPCMUYUATLHOU MKAHU 8 pe3yibmame (hubposa.
Ilo30nee ycunenue cuenana 2aoonunus (I1YCI') peoko ecmpeuaemcs 3a npedenamu 30Hbl
eunepmpoghuul, 3a UCKIIOUEeHUeM 0aneKo 3aueduux cmaouil 3a00ae8anus, K020a Hab1ooaemcs

momanvroe I1YCI 6 couemanuu ¢ ucmonuenuem cmenox [110]. ITYCI mooxcem 6vimo
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accoyuupoBsaro ¢ yeeiudenuem oceEcmrocmu MMOKapaa u H€6ﬂ020an}ZI’HHbZM

pemoodenuposanuem JDK u napywenusmu cokpamumocmu.

Obvedunennvle OanHble psoa UCCIe008AHUL CEUOEMENbCMBYIOM 8 NOIb3Y 3AUMOCEA3U MEHCOY
ITYCT u cepoeuno-cocyoucmoii cmepmuocmoio, cmepmoio om CH u cumepmuocmuvio om ecex
npuyuH, noxaszviearom menoenyuro k nogviutenuio BCC [111]. Ilo30nee ycunenue cuenana
eadoaunus accoyuuposarno ¢ HYKT, sviasnisemou npu xonmeposckom monumopuposanuu IKI”

[112].

Y omoenvuvix nayuenmos ¢ ycmarnosniennoim ouacrozom I’ KMII u neonpeoenenno
cmpamugpuyupyemvix no pucky BCC nposedenue MPT ¢ cadonunuem modicem Ovlmsb NOLE3HLIM
npu onpeoeneHuu OanbHeluuel makmuku jle4eHus.

MPT cepoya peoxo ouggepenyupyem npuuunvl I' KMII no ux cobcmeenno macHumHuIM
CBOUICMBAM, HO PAcnpeoeneHUe U GbIPANHCEHHOCIb PACAPOCMPAHEHUs UHMEPCMUYUATLHOLL
MKAHU, MOXNCEM NOMOUb NPEeONoLoN UMb ouazro3. bonesus Anoepcona-Dabpu
xapaxmepu3syemcs CHudiceHuem Hekonmpacmuposannozo T1 cuenana unanuuuem 3a0HeOOK08020
I1YCT [113]. Ilpu amunoudose cepoya yacmo Haba00aemcs 2n10oanvHoe cyo63H00KapouaibHoe
unu ceemenmapnoe IYCI [114]. Omcymcmeue ¢hubposa modicem 6vbimo UHGOPMAMUBHBIM NPU
ouppepenyuayuu I'KMII u «cnopmusnozo cepoya», no I1YCI" mooscem omcymcmeosamo u 'y

auy ¢ 'KMII na nawanvhvix cmaousx 6one3Hu.

2.5. Unas fMarHoCcTMKA

o Pexomennyercs KT cepana no3sossieT, Mo3BoJIArOIIAas OTHOBPEMEHHO BU3YaJIU3UPOBATh
KOpOHApHbIE apTEPUH U KJIaNaHbl 1J11 KOHTPOJISI KaTeTepHON abianuu
HaJKEITYJOYKOBBIX apPUTMUM.

YpoBens yoenureabHocTu pexomenaanuiilla (yposens noctoBepHocTH qoKa3aTesbeTs C).

KomenTapuii: KT cepoya oondicna paccmampusamscs 01 NAYUEHMO8, y KOMOPbIX NOY4eHbl

npomugopeuugwvle pesyrbmamot IXO-KI'u MPT unu nposedenue MPT npomugonokazano [122].

e Cuunturpadus kocreit (ocodenno ¢ 9mTc-DPD) pexomenayercs i NalMEeHTOB,
UMEIOLINX CUMITOMBI, IPU3HAKU U HEMHBa3uBHbIE Mapkepsl TT-amunonnoszal123].

YpoBens yoenureabHocTu pexomenaanuii Ila (yposens nocroBepHoctu nokaszarenbcts C).

KomMmenTapum: Soepro-macHummblil pe30HAHC, GKAIOYAS NOZUMPOHHO-IMUCCUOHHYIO
momoepaguio (I137T), oonoghomonnas smuccuonnas komnviomepnas momozpagusa (OOKT)
UCNONB308ANUCH 018 USMEPEHUS KPOBOMOKA 8 MUOKAPOe U BbISIGNEHUs HAPYUEHUT nep@y3uu y

nayuenmos ¢ I' KMII, oonaxo ux yenHocms 6 ouacHocmuke 3a001e6anusl 02paHuUiend.

Buvicokoe paspewenue koumpacmmoti komnviomeproul KT nozeonsem uémko onpedenums
2PanUYbl MUOKAPOA, MOIWUHY CMEHOK, 00bEMbL dHceny00ukos, @B u maccy JDK, komopuie
xopouio koppenupyiom c pezyromamamu MPT, 9XO-KT'.
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2.5.1. Koponapnasa ancuozpagusn

o VHBa3uBHas KopoHapHas aHruorpagusi peKOMEHy€eTCsl B3pOCIIbIM, KTO BBIKIII [TOCTIE
OCTaHOBKH CEPJILIA, Y NaleHToB ¢ ycroiunBoil JKT u y manueHToB ¢ BhIpaXXeHHON
cTabmIbHOM cTeHOKapauen [128].

YpoBennb yoenureabHocTH pekoMenaaumii I (ypoBens noctoBepHoctu qokazatenbets C).

o UuBazusHas wim KT KAI pekomenmyercs Ui NallMEHTOB C TUITMYHBIMH OOJISIMH B
rpyaHoit knetke (kinacce < 3, CCS), y KOTOpBIX €CTh IPOMEXYTOUHAs IPETECTOBAS
BeposTHOCTH Hanuuust UBC npu yuére Bo3pacta, nosa 1 (pakTopoB puCKa aTepocKiIepo3a
[122, 127].

YpoBens yoenureabHocTu pexomenaanuii Ila (yposens nocroBepHoctu gokaszarenscts C).

o Jlns Bcex manueHTOB ctapiie 40 net pekomenayetcs naBazuBHas win KT anrunorpadus
10 CMT, He3aBUCHMO OT HAJMYUS TUIIMYHOTO OOJIEBOIO CUHJPOMA B IPYyAHOM
kietke[129].

YpoBens yoeauteabHocTu pexomenaanuii Ila (yposens noctoBepHocTH Aoka3aTesnbeT C).

KommenTapmii: Hsmenenus na IKI nokos u 6vicokas uacmoma 6visA61eHUSA HAPYUleHUl
nepghyzuu (cynmuepagus muoxapoa, soepHo-macHumusii pezonanc, MPT) onpedenaiom
02paHUudenUs SMux mMemooos 8 ouggepenyuanrbHol ouazHocmuke 06CmpyKyuu KOPOHAPHbIX
€ocy008 om Opyaux npudut 6ojell 8 2pyOHOU KilemKe U 8 NPeosapumeibHOU OYyeHKe
8eposimHocmu uuiemudeckou boneznu cepoya y bononvix I'KMII [124, 125, 126]. [layuenmam c
munu4nol cmeHokapouei ciedyem npogooums unsazusHyro unu KT KAI', ocnogvieascy

Ha cummnmomamuxe, 603pacme, nojie u ¢akmopax pucka amepockieposa [122, 127].

2.5.2. noomuoxkapouanvnuana ouoncus

MHorue renernueckue 1 HereHetuueckue Gopmel 'KMII umerot xapakrepHsie
THCTOJIOTHYECKUE posBieHus, Ho AuarHo3 ['KMII sBisiercss KTMHUYECKUM, U B IEPBYIO
ouepelb OCHOBBIBAETCS HA Pe3yjibTaTaX HEMHBA3UBHBIX UCCIICTOBAHHMN.

e PexomenmoBaHa SHIOMHOKApAMATBEHAS OMOTICHS, KOT/Ia MTO03PEBAIOTCS
WHQUIBTPATUBHBIC, BOCTIAIMTEIIBHBIC 3a00JICBaHUS Cep/la HiIu 00JIC3HH HAKOTLICHHS
(BKJTFOYAst OMOTICHIO IPYTHX, Oosee qocTynHbIX TkaHei)[ 130].

YpoBens yoeauteabHocTu pexomenaanuii Ila (yposens noctoBepHocTH AoKa3aTenbeTB C).

2.5.3. Hazpy3ounwie mecmol

o Harpy3ounsiii Tpeamun-tect y nauueHToB ¢ ' KMII pexkomeHniyercst 1iid onpeaeacHust
(GYHKIIMOHATBHOM CITOCOOHOCTH M 3(PPEKTUBHOCTH MPOBOAUMON TEpaAIUU.

YpoBenb yoenurteabHocTn pexkoMenaanuii Ila (ypoBeHs qoctoBepHOCTH q0Ka3aTenbCTB C).
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e Tpemmun-tect ¢ MonutopupoBanneMm DKI u AJl pekoMmeHmyeTcs 11t cTpaTuGUKAIIN
pucka BCC 6onbubix 'KMIT.

Yposens yoeaureabHocTu pekomMenaanui Ila (ypoBeHs 10CTOBEpHOCTH JOKa3aTENbCTB B).

e BboapupiM 'KMII, y KOTOpBIX MMKOBBIN I'PAAUEHT AaBieHUs HE TpeBbimaet 50 MM pr.
cT., mposenenue IDXO-KI' B ycnoBusx Harpy3ku peKOMEHAYETCs AJIs ONIPEACICHUS U
KOJINYECTBEHHOM OIEHKHN TuHaMudeckoi ooctpykuuu BT JIK.

YpoBenb yoenuteabHocTH pekoMenaanmii I1a (ypoBeHb 10CTOBEPHOCTH JOKA3aTeNbCTB B).

2.6. CTpaTndukanys pucka BHe3aAINHOH cepaeyHoil CMepTH

BapuaGenbHOCTh IpOrHO3a onpeaessieT He00X0AMMOCTh IeTalIbHON CTpaTH(UKaLUs PUCKa
(aTanbHBIX OCIOXKHEHUHN 3a00JI€BaHUs, TOMCK JOCTYMHBIX MPOTHOCTHYECKUX MPETUKTOPOB U
KPUTEPHEB OLIEHKU POBOJUMOIO JICUEHHUS.

e Pexomennyercs nposenenue ouenku pucka BCC Bcem nauuentam ¢ 'KMII [3, 4, 10-
12].

YpoBenb yoenuTeabHOCTH pekoMeHnaanuii I (ypoBeHb 10CTOBEPHOCTH 10Ka3aTeNbCTB B).

o Bcex 60npabIXx 'KMII Ha 3Tane nepBuyHOro oocie1oBaHus W/WIK B IIpolecce
JUHAMHYECKOTr0 HabI0EHUS! pEKOMEHAYETCsl CTpaTU(UIUPOBATh HA HAJTMYKE
cienyromux (axkropos pucka BCC:

Momnonoii Bo3pact [11, 12, 81, 92, 94, 131].

Hamnune nokymentupoBanHbix 3130708 HY KT (3 mnm Gonee KOMIUIEKCOB ¢ YaCTOTOM

6onee 120 yn./mun) no pesynbraram CM-3OKT [9, 10, 81,132, 133].

3. VYkazaHus B mepcoOHAILHOM aHAMHE3€ Ha PETUCTPALNIO (PHOPHUILIAIINH JKEITyT0UKOB,
anu30/10B ycroiunBoi JKT umu ocTaHOBKY cep/lia, BKII0Yask MMILIAHTAIIIO
KapauosepTepa-aepudpmuaropa (MK/I) B cBsA3M ¢ HaTHMIUEM KeTTy TOYKOBBIX
taxuapurmuii [10, 12, 81, 92].

4. Vkazanus Ha BCC poacTBeHHUKOB, BKItouas uMiuiantanuio MK/ B cBs3u ¢ Hanuuuem
JKeITyJOUYKOBBIX TaXHapUTMUN B ceMeiiHoM aHamHuese [10, 12, 131, 134].

5. HeoObscHuMEbIe 313061 TOTEpH co3Hanus (curkore) [10, 11, 12, 92, 135].

6. MakcumanbHas Toamuaa creaku JOK > 30 mmmo maaaeim 9XO-KI' [11, 12, 96, 134,
136].

7. Hanwuawue u BeipakeHHOCTH oOcTpykimu BTJDK [10, 12, 92, 95].

8. HeanexBarnbiii (aHoManbHbIN) 0TBET AJl Ha Harpy3ky [10, 132, 137].

N —

YpoBenb yoenurebHOCTH pekoMeHnaanmii I (ypoBeHb 10CTOBEPHOCTH JJOKA3aTeNIbCTB B).

Nmetores ykazaHus Ha HAJIMYKME acCOMaTUBHOM cBsi3U BeposiTHocTH BCC u nuamerpa jieBoro
npencepaus [11, 811].

Kommentapum: BCC ssnsemca naubonee eposnvim ocnodxcrenuem I' KMII, ouesuono
onpeoenaouum npocHo3 U 4acmo He acCOYyUUPOBAHHBIM C BbIPANCEHHOCBIO KIUHUYECKOTU

cumnmomamuxu.l KMII - naubonee uacmo ecmpeuarowasca npuuuna BCC cpeou auy monodoeo
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sozpacma, npu smom BCC moorcem Obimb nepevim u eOUHCMBEEeHHbIM NPOsAGIeHUeM 3a001e6aHUS.
Tomenyuanonvimu mexanuzmamu passumus BCC 'y 6onvuvix I'KMII kpome nepsuunbix
AHCENYOOUKOBLIX APUMMULL UIU NEPEUYHBIX 2EMOOUHAMUYECKUX KOJIANCO8 MO2YM OblMb NOTHAS.
b10Kaoa cepoya, acucmonus, KpynHoouazoeulil UHpapkm muoxapoa, dvlcmpoe
ampuo8eHmpuKyIapHoe npogedenue no 0ONOIHUMENbHLIM Nymam uiu AB-y3ny,
O00KyMeHmuposanHule Kak cobvimus, npedutecmgyrowue BCC. Oonaxo ucmunnyro npuyuny BCC
v 6onvnvix I'KMII onpedenums 8ecbma cONHCHO 6 C8A3U MHO2000pazuem npedpacnonazaouux
namoghu3uoI02uNecKux hakxmopos, co30arouux ycioeus 0l 3anycka u peaiusayuu eé
mexanusmos. 3adaua npoenozuposanus u npeoomepaujenus BCC y 6onvnvix I'KMIT ocmaemcs
Haubonee 8adicHoll. B Hacmoswee epemsa noasuiucsy 3¢ pekmusHvle Memoosbl npoOGUIAKMUKU
BCC, 6 céa3u c uem sviasnenue donvuvix I KMII ¢ 6bicokum puckom ee pazgumus Modicem
NPUHYURUATILHO NOBIUAMb HA NPOSHO3 3A001e8aHUs 8 9MOU 0c060l Kamezopuu nayuenmos. Ilpu
amom npu I'KMII BCC moorcem nabniooamucs  11060M 803pacme, 00OHAKO 3HAYUMO yauje
pazeusaemcs y Mon00wix (monodice 30 nem). Imo ocnodcnenue a6nsaemces yawe pamanbHbiM,
3aKAHYUBAIOWUMCSL IEMATLHBIM UCX000M, OOHAKO UMEIOMCA CYYaAU YCReUlHOU peaHumayuu
nocne 0OKyMeHMUPOBAHHLIX CIy4aes8 0CMAaHosKu cepoya, pazeumus ycmouuusou KT,
GubpuiayUY JHCey00UK08, NAPOKCUZMOB8 HAONCETYOOUKOBOL (MepyamebHOl) maxukapouu.
Yemanoenenue evicoxoeo pucka BCC onpedensem neobxooumocms 0coboli, 601ee akmugHoll
8PAYEOHOL MAKMUKU 8 OMHOUEHUU IMOT Kame2opuu nayueHmos (YmouneHue 1eKapcmeeHHol

mepanuu, UCnoi1b306aHuUe AlbmMepHaAmuU6HbIX J1eyebOHbIX U npogbuﬂakmuquKux M€m0006).

K nacmosuyemy epemenu nem docmamounotl 0okazamenbHou 6a3vl, KOMOPAs
C8UOEMEeNbCMB08ALA Dbl 0 NOJOHCUMENLHOM GIUAHUU HA nPocHOo3 b-ADB, eéepanamuna,
anmuapummuros 1A knacca y 6onvhvix gvicokozo pucka BCC. YboeoumenbHuvix 060cHo8anuil
poau meoukamenmo3snou mepanuu kax cpeocmea npogunraxmuxu BCC npu I'KMII nem.

Haubonee adekeammuvim 1euebOHbIM Meponpusmuem y OaHHOU Kame2opuu 60bHbIX AGAeMmCs
umnaaumayus depubpuniismopa-kapouosepmepa (MKJ]) ¢ yenvio nepsuynotl uiu 6mopuyHoll
NPOPUAAKMUKU HCUSHEYZPOHCAIOWUX APUMMULL U, 8 KOHEYHOM cueme, YIyUeHUs NpO2Ho3a
(paszoen 3.2.4). Ilpu amom omcymcmayom panooMu3upo8anHvle Uil CMmamucmuyecku
8ANUOUPOBAHHBLE NPOCNEKMUBHBLE MOOETU NPOCHOZUPOBAHUS, KOMOPble MONCHO ObLIO Dbl
ucnonvzosams 0Jisl peuieHus onpoca 06 umnianmayuu UKJ[ y nayuenmos ¢ I'KMII.
Pexomenoayuu basupyromes Ha Hab100aAmMenbHbIX PEempOoCHEeKMUBHbIX 2PYNNOBLIX
HAON00EHUAX, KOMOpble, ONPEOeION C8:A3b MeHCOY KIUHUYECKOU KAPMUHOU U NPOCHO30M.
Peszynomamot 08yx ucciedosanutl, 6a3upo8asUIUXCs HA OAHHBIX MENCOYHAPOOHOZO,
MynbmuyeHmpogoco pecucmpa 6oavnvix I KMII evicokozo pucka BCC (ocmanoska cepoya 6
anamnese u/unu ycmouyueasn XKT), demoncmpupyrom chudicenue 6080e exlce200HOU CMePMHOCHU
bnazooaps npogeoenuto ceoespemennou umnianmayuu UK/[138, 139].

B nedasnem mynomuyeHmposom pempocneKmueHoM OIUMeNbHOM SPYRNOBOM UCCIe008aHUL
(3675 nayuenmos) 6vina paspabomana u 6a1UOUPOBaAHA HO8AsL MoOoenb npocHozuposarus BCC,
useecmuas kax — «HCMRiskSCD» (puc. 4, npunosxcenue b) [81].

3. Jleuenue
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OcCHOBHBIE 11eJM JeueOHbIX MeponpusaTuii npu 'KMII:

0 YMCHBIICHHUE BRIPAKEHHOCTH KIIMHUYICCKUX MIPOSBICHUI H CHUMIITOMOB
3a00J1€BaHus,

0 ynyuiieHus (QyHKIIMOHAIBHON CIIOCOOHOCTH M «Ka4eCTBa )KU3HW MAIlUCHTA,

0 TOJOXUTEIbHOE BIUSHUE Ha MPOTHO3, peaynpexaeHue ciaydaes BCC u
IPOTPECCUPOBAHUS 3a00JICBAHUS.

CoBpeMeHHbIN arOpUTM JieueHHs cuMntToMatnyHbix OonbHbIX ['KMII npennonaraer
MaKCHMaJIbHOE UCIIOJIb30BaHNE BO3MOKHOCTEH JIEKapCTBEHHOM Tepanuu, a MpH ee
Hea(ppekTUBHOCTH TpU 0OCTPYKTUBHOM (hopMme 3ab0sieBaHus, TPUMEHEHHE XUPYPTUIECKUX
(centanbHasi MUDKTOMUS) MJIU JIbTEPHATUBHBIX HHTEPBEHIIMOHHBIX METOZ0B KOPPEKIIMH
(ankxoronbHas centanbHas abnanust, DDD-anekrpokapanoctumymsiiust). K oco0oii kateropuu
60mbHBIX oTHOCATCS nanueHTsl ¢ 'KMII Bricokoro pucka BCC. OtaenbHylo Tpymimy

MPEJICTABIISIOT OONBHBIE C «KOHEUHOU CcTajuei» 00Ie3Hu.

[To coBpeMeHHBIM NpeCTaBICHUAM JeueOHas cTpaTerus onpeessercs B mpolecce
noJipaszziesieHus: O0JIbHBIX Ha KATETOPUH B 3aBUCUMOCTHU OT XapaKTepa U BHIPAKEHHOCTH
KJIIMHUYECKUX MPOSIBIICHUI ¥ BApHAHTOB T€UEHUs, TporHo3a (puc. 2, 3 nmpunoxenus b).

e Bce 6onbubie 'KMII, BkIt04Yas HocuTeNnel NaTOJIOTHYECKUX MyTalui 6e3
(EHOTUITMICCKUX MPOSIBIICHUH O0JIC3HU U OOJBLHBIX C OECCUMITOMHBIM TCUCHHEM
3a00JieBaHUs, HYKIAIOTCS B KJIMHUKO-UHCTPYMEHTAILHOM O0CIIEIOBaHUU U
JTUHAMUYECKOM HaOJIIOJIEHNH, B X0JI¢ KOTOPOTO OIIEHUBAETCS XapaKTep U BHIPAXKEHHOCTh
KIIMHUYECKHUX, MOPPOIOTUYECKUX U TEMOANHAMUYECKUX HAPYIICHUH U OMpeesieTcs
nedeOHas crparerus [4, 7, 8, 10, 140-143].

YpoBeHnb yoeauteJbHOCTH pekoMenaanmii I (ypoBeHb 10CTOBEPHOCTH JJOKA3aTelbCTB B).
KommenTapun: Ocnoenvle sapuanmol mevenus u ucxoowvl 3aoonesanusn npu I'KMII:

1 - cmabunvhoe, 0oopokauecmeennoe (noumu y 25% 6016HbIX DecCuMnmMoMHoe) meyeHue npu
HOPMANILHOU 8 CPABHEHUU C 00U eNONYIAYUOHHOU NPOOOINCUMETLHOCbIO HCU3HU (75 1em u
bonee);

2 - gubpunnayusn npedcepouil (napoxcuzManibHas uiu NOCMOAHHAS), ACCOYUUPOBAHHASL C
cepOeunoll HeOOCMAMOYHOCIMbIO PA3IUYHOU CMENeHU BbIPANCEHHOCTU U NOBLIULEHHBIM PUCKOM
MPOMOOIMOOIUYECKUX OCTOHCHEHUT, BKIIOUASL UHCYbIN,

3 - npocpeccupyouiee meuenue: ycuieHue 00bluKU, cladbocmu, Ymomuaemocmu, 601e8020
cunopoma (amunuymsie 601U, CMEHOKapOUs), NoseiIeHUe NPECUHKONATILHBIX U CUHKONATIbHbIX
COCMOSAHUL, ApUMMULL, NPOSPeCcCUpo8aHue cepOeyHol HeOOCMAamo4HOCMU NpU

coxpanenHou cucmoaudeckou hynkyuu JDK u cunycosom pumme uiu 6 mepmuHaibHou cmaouu
¢ pemooenuposanuem JDK u cucmonuueckou oucgynxyueti;
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4 - «<KOHeuHaa cmaousay: davHeliuiee NPOSPeccupo8arue A8JeHuUll 3aCMOotUHOU cepoOedHol

HeodoCmamoyHOCmU, C8A3AHHOU C peMOOeIUpo8anueM U cucmoauyeckou oucgynxkyuei JDK;

5 - 6neszannasn cepoeunasn cmepmo (svicoxuil puck BCC g césa3u ¢ Henpedckazyemvimu
AHCENYOOUKOBLIMU MAXUAPUMMUAMY, Hawe Y TUY MOA00020 803pACma, 8 OMCYmcmeue
CUMNMOMO8 3a001e8anUs (8 mom uucie y cnopmcemeros) [paszoen 2.6].

Creoyem ommemums, umo nayueum ¢ I KMII na écem npomsicenuu ceoetl HCusHuU MOMICem
0eMOHCMPUPOBANMb NPUHAOTIEHCHOCIb K PASHLIM 8aAPUAHMAM medeHUs 3a001e8anus, 4mo
3asucum Kax om «ecmecmeeHHo20 meyeHus» 60a1e3HuU, Maxk u om 603MOA*CHOCMell 1e4eOHOl ee
koppexyuu [4, 7, 8, 10].
e Bcem 6ompaBIM ['KMII pekoMeHTyeTCst BBISIBIIEHHE U OIICHKA (DAKTOPOB, OMPEIEISIONINX
XapakTep TeueHHs 3a00eBaHMs, HeOIaronpHusATHBIN IPOTHO3 U NMOBbIIEHHBIN puck BCC

[4,7,8, 10, 140-143].

YpoBenb yoeautrebHOCTH pekoMeHaanuii I (ypoBeHb T0CTOBEPHOCTH JJOKA3aTeNbCTB B).

e JleueGnyro Taktuxy npu ['KMII pekoMeHyeTcst onpenensTh ¢ y4€TOM OCHOBHBIX
natogusnoygoruueckux pakropos paszsutus 3adoneBanus: OBTIDK, Beipaxkennocts /],
MP u nmemun MUOKap/a, XapakTep U TKECTh HAPYIIEHUH CEpJIEHHOI0 pUTMa, a TaKKe
COMyTCTBYIOIIEH maronoruent [4, 7, 8, 10, 140-143].

YpoBeHnb yoeauTeJbHOCTH pekoMenaanmii I (ypoBeHb 10CTOBEPHOCTH JOKA3aTeNlbCTB B).

3.1. KoncepBaTuBHAas Tepanus

3.1.1. ®apmaxomepanua I'KMIT

o B ocnose meaukamento3Hou tepanuu [ KMII pekoMeHaytoTcs mpenaparsl ¢
OTpUIATEeNIbHBIM HHOTPOIHBIM JAeiicTBUeM: B-anpeHobnokatopsl (B-Ab), 61okaTopbl
KaJIbIIUEBBIX KaHAIOB (BepamaMuin*™*), muzonupaMu**.

YpoBeHs yoeauteabHocTH pexoMenaanuii I (ypoBeHs n1octoBepHOCTH JoKa3aTenbeTB C).

o Hemazomumnarupytommue B-Ab ¢ mogdbopoM MakCHMaIbHO TIEPEHOCHMOH JT03BI
PEKOMEHIYIOTCSI B Ka4eCTBE MEPBOM TUHUM (PapMaKOTEpaNuu ik CHMITOMATUYECKOTO
JedeHust (CTEHOKapI¥sl, KapAUaJITHs, OJIBIIIKA) B3POCIBIM OOJBHBIM C OOCTPYKTUBHOU U
HeoOcTpykTuBHOM opmamu 'KMII, onHaKO UX ¢ OCTOPOKHOCTHIO CIIETyeT MPUMEHSITh
MIPU CUHYCOBOM OpaJuKap/IUU U TSHKEIBIX HAPYLICHUSX TPOBOAUMOCTH[6,142,144,145].

YpoBeHnb yoeauteJbHOCTH pekoMenaanmii I (ypoBeHb 10CTOBEPHOCTH JOKA3aTelbCTB B).

e Pexomennytorcs -Ab 0e3 BHyTpeHHEH CHUMITIATOMUMETHYECKOW aKTUBHOCTH.

YpoBennb yoenureabHocTH pekoMenaaumii I (ypoBens noctoBepHoctu qokazatesbets C).

e Jlo3y B-Ab pexomenayetcst TutpoBath 10 noctmxkeHuss YCC 55-65 B MUHYTY.
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YpoBenb yoeauTeabHOCTH pekoMenaanuii I (ypoBeHb 10CTOBEpHOCTH 0Ka3aTenbCTB C).

e B cBs13u ¢ 6OJIbIIICH KOMIUTACHTHOCTBIO OOJIBHBIX PEKOMEHIYETCS OTAaBaTh
NPENOYTEHHE HOBOMY ITOKOJICHHIO KapAHOCEICKTHBHBIX B-ADB mposioHrupoBaHHOTO
JICMCTBUS, B YaCTHOCTHU aTeHoona**, ouconponona** u apyrux [6, 140, 141, 143].

YpoBeHs yoeauteabHocTH pekoMenaanui I (yposens noctoBepHOCTH foKa3aTenbeT C).

KommenTapumn. b--Ab ocmaromest no ceti 0env Haubonee 3¢ppexmusrnoll epynnoi
JleKapcmeeHublx cpedcms, npumensemoix 6 nevenuu I'KMII. Onu oxaswvigaiom xopowiuii
CUMNMOMAMUYECKULl 9hhexm 6 OMHOUEeHUU OCHOBHBIX KIUHUYECKUX NPOABTEHULL: 00bIUKU U
cepoyebuenuss, 6016020 CUHOPOMA, BKAIOUAS CIMEHOKAPOUIO, He MeHee YeM ) NOJIOBUHb]
oonvuwix I'KMII, umo 06ycnosneno,  0CHOBHOM, CHOCOOHOCMbIO YMUX NPENAPAMO8 YMEeHbUAMb
nompebHOCHb MUOKapoa 8 kuciopooe. brazooaps ompuyamenbHomy uHomponuomy oeucmeauro
U YMeHbULeHUI0 aKMUSAyUU CUMNAMO-aopeHalosol Cucmemsl npu GuU3U4ecKom u
IMOYUOHATLHOM HanpsceHuu, b-AB npedomepawaiom 603HUKHOBEHUE UTU NOBbILUEHUE
BHYMPUNCENYO0UKOB020 2PAOUECHMA OABIeHUS Y OONbHBIX C NAMEHMHOU U 1AOUTbHOU
obcmpyKyue, CyuwecmseeHHo He 8IUss Ha eIUYUHY ImMo20 epaduenma 6 nokoe. llokasana
cnocobnocmo b-AbB nonoscumenvHo 61usms Ha QYHKYUOHATLHBIN CINAMYC NAYUEHNO8 8
VCI0BUAX KYPCOBO2O U ONUMENbHO20 NpUMeHeHUs. Xoms npenapamul He OKAa3bl8aiom npsimo20
BIUANHUSA HA OUacmoauyeckoe pacciabienue Muokapoa, OHu Mo2ym yayuuams nanoanenue JIK
KOCBEHHO — 3a cYem YMEeHbULEHUS YACTNOMbl CePOeUHbIX COKPAUEHUll U NPedynpedcoeHUs]
uwemuu cepoeurol mviuysl. Igexm b-Ab na npoenos y b6orvuvix ' KMII 0o cux nop
ocmaemcsi HeonpeoenenHblM. Panee cuumanocs, 4mo ux npumeHeHue 8 blICOKUX 003ax
cnocobHo ymenvuiums puck BCC.

Dppexm 6 omuowenuu Kynuposanus u NPeOYnPeNcOeHUst Hcery0oUKO8bIX U
cynpasenmpuxynsaprulx apummuil u BCC ne 0okasan, 00HAKo ps0 Cneyuanucmos éce ice
cuumaem yenecooopasHvimM ux npogurakmuyeckoe HazHaverue ooavuvim I’ KMII évicokoco
PUCKA, 8KIIOYASL RAYUEHMO8 MOI00020 8o3pacma ¢ omsieoweHnvim cayuasmu BCC cemetinbim
AHAMHEZOM.

Cnedyem nomHums 0 Opy2ux uzeecmuuvix nooounvix s¢pgpexmax b-Ab: napywenue
nPOBOOUMOCHIU, 8NI0Mb 00 NOJHOU NONePedHOU D10KAObl, OPOHXOCNA3M, 8A30KOHCMPUKYUSL
nepugepuueckux cocyoos, Hapyuienue moiepaHmHOCmu K eioKo3e, 3peKmuibHas OUCHYHKYUS U
opyeue.

e B cimydae HEBO3MOXKHOCTH JOCTHKEHHS ONTUMAIBHOTO 3P deKTa Win pa3BUTHUS
no004HBIX 3P PeKToB OT mprueMa -Ab pekoMeHyeTcs ambTepHATUBHOE HA3HAYCHUE
AQHTArOHUCTOB KanbIus (BepanaMumin™**, muntuazem™*). Taxxke npu HETOCTATOUHOMN
a¢dekTuBHOCTH MOHOTEepanuu b-Ab 1ieecoo0pa3Ho MOAKIIIOUYESHHE K HUM
au3onupaMuga®®.

YpoBens yoenureabHocTH pekoMenaanuii I (yposens n1octoBepHOCTH JoKa3aTenbeT C).
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e Tepamus BepanamunoM™* (HaunHas ¢ HU3KUX 103 C TUTpOoBaHUEM 110 480 Mr/cyTKH) y
00JbHBIX 00CTPYKTHBHOM 1 HeoOcTpykTuBHON ['KMII pexomenayercs npu
Hed(h(PEKTUBHOCTH WM HAIMYMU TTPOTHBOTIOKa3aHWM K HazHaueHuto B-Ab [6, 147-150].

YpoBeHnb yoenutrebHOCTH pekoMeHaanuii I (ypoBeHb 10CTOBEPHOCTH JOKA3aTeNbCTB B).

o Ha3nauenue npenapara peKOMEH/yeTCsl HAUMHATh B YCIOBUSX CTAallMOHApa C MaJbIX /103
—20-40 mr 3 pasa B I€Hb C IOCTENICHHBIM UX MOBBILLIEHUEM MPU XOPOIIEH
HEPEHOCUMOCTH JI0 CHM)KEHHSI YaCTOTHI CEPJCUHBIX COKPALICHUI B TIOKOE 10 55-65 B
MUHYTY.

YpoBeHs yoeauteabHocTH pexoMenaanuii I (ypoBens n1octoBepHOCTH JoKa3aTenbeTB C).

KommenTapwuii: /lpumenenue 610kamopoe medieHnvix Kanvyuesvlx kananoe (bKK) npu
I'KMII ocnosano na cHudcenuu ypoHs c60600H020 KAbYUsl 8 KaApOUOMUOYUMAX U
HUBEIUPOBAHUU ACUHXPOHUU UX COKPAUeHUsl, VIYYULeHUU paCCIabIeHUss MUOKAPOA U CHUNCEHUU
€20 COKpamumocmu, cHudceHus yposHs oocmpykyuu BTIDK, yeenuuenuu monepanmuocmu K
Qusuueckum nazpyskam, nooasienuu npoyeccos eunepmpoguu muoxkapoa. Cpeou FKK
npenapamom 8vlbopa, 6.1a200aps HAUOONbULEN BLIPANCEHHOCMU OMPUYAMETbHO20 UHOMPONHO20
Oeticmsus u Hauboiee ONMUMATLHO20 NPOPUNA PAPMAKOIO2UYECKUX CEOUCMS, SBTIAEMCSL
séepanamun**. On obecneyusaem cumnmomamuyeckuii 3gpgexm y 65-80% b6onvnbix, exnouas
cyyau pegppakmeprnocmu K nevenuio b-Ab, umo obycnoeneno cnocobHocmouio npenapama
VMEHbUUAMb UEeMUI0 MUOKAPOd, 8 m.4. 6e3001e8Y10, U YIVYUAmsb €20 OUACOTUYECKOe
paccaabnenue u nooamausocms JDK. Omo ceoticmeo sepanamuna™* obecneuusaem nosviuieHue
moJnepanmHocmu 60IbHbIX K (QU3UYECKOU Ha2pY3Ke U CHUMCEeHUe CyOaopmaibHo20 epaoueHma
oasneHus 8 noKoe npu mMeuvuieli no cpaguenuro ¢ b-Ab cnocobnocmu k ymenvuieHuo
BHYMPUICETYOOUKOBOL 0OCMPYKYUU NPU PUUYECKOM U IMOYUOHATbHOM Hanpsicenuu [6, 147,
148, 149, 150].

Bepanamwz** Cﬂedyem UCno1b6306amb C OCNMOPOAHCHOCMBIO Y NAYUEHM OB C 8bICOKUM YPOBHEM

obcmpykyuu, bpaouxapoueii u npozpeccupyroueti CH.

e bonpueiM 'KMII, y koTOpBIX Neyenue B-Ab u BepanamuinoM™* mpoTUBOMOKa3aHO WK
IUIOXO NIEPEHOCUTCS, PEKOMEHIOBaH AMITHA3eM™** B MaKCUMaJIbHO IEPEHOCUMOI 103€
[155, 156].

YpoBeHs yoenuteabHocT pekoMenaanuii Ila (ypoBeHs 10CTOBEpHOCTH 10OKA3aTENbCTB B).

e VYV 6onpHbIx ['KMII npu coxpaneHnu opIKky Ha ¢one neyenus B-Ab win
BepanaMuiioM™** u/uim ux KOMOMHAIMI pEeKOMEHI0BAHO TTOAKIIOYEHUE OPATbHBIX
HETJEBBIX U THA3UIHBIX TUYPETUKOB B YMEPEHHBIX J103aX.

Yposens yoenureabHoctu pekomenaanuii IIb (yposens nocroBepHocTy nokaszarenscts C).

KommenTapmii: /Ipusnaku 6eno3H020 3acmos 8 J1e2Kux, 8KI0Yds HOUHbLe NPUCTYNbL CePOedHOl
acmmol, npu I'KMII ne sgnsaiomes peokocmoio u 8 boavuiuncmese ciyuaes ooyciosnenst /] JDK.
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Taxum 6obHbIM NOKazaHo nevenue b-AB unu anmazconucmamu Kanvyus 6 codenanuu c

NPpUMEHEHUEeM CcaltypemuKos.

o [(-Ab pexomeHnayIoTCs y 1eTei U MOAPOCTKOB, a TAK)KE Y ACUMIITOMHBIX B3pPOCIIbBIX C
OI'KMII. ITpu 5TOM OLIEHUBAETCSI BO3MOXHOCTD Pa3BUTHS MOOOYHBIX 3((HEKTOB
(mempeccus, cinaboCThb U Ap.).

Yposens yoenureabHoctu pekomenaanuii IIb (yposens nocroBepHocTy nokaszarenscts C).

e B ciydae oTcyTCTBUS 3HAUMMOTO CUMIITOMaTH4ECKOT0 3¢ dexra MmoHoTepanuu B-Ab umu
BepanaMuiioM™** (B OTHOIIEHWH OOJIEBOTO CHHIPOMA, OJIBIIIKH ) PEKOMEHIOBAHO MX
KOMOWHHUPOBAHHOE HA3HAUYECHHUE C JU30MUPAMUAOM** B MaKCHUMaJIbHO MTEPEHOCUMOM 7103€

[151, 152].
YpoBeHnb yoenutrebHOCTH pekoMenaanuii I (ypoBeHb 10CTOBEPHOCTH JJOKA3aTeNbCTB B).

KommenTapmii: b-Ab (3a ucknrouenuem comanona™*) u anmaconucmol Kanvyus 0061a0arom
cnaboll aHmuapummMu4eckol akmueHoOCmbio, 8 Mo 8PeMsl KaK Yacmoma OnacHbIx
AHCENYOOUKOBLIX U CYNPABEHMPUKYIAPHBIX apummuil Y 6onvnbix I KMII upeszgviuatino
eenuxa.llosmomy akmyanvbHo npumenenue y dmou Kame2opuu OOIbHLIX AHMUAPUMMUYECKUX
npenapamos, 8 ps0y KOmopuvix Hauboee NONYIAPHLIM U PEKOMEHOYEeMbIM 8€0VUUMU
CReYuanucCmamu A611emcs OU3ORUPAMUO**, omuocawuucs k aumuapummuram 1A knacca,
obnadaem blpaAdiCEeHHbLIM OMPUYAMENbHBIM UHOMPONHBIM U M-xonunonumuueckum s¢hgpexmonm,
v 6onvHvix I'KMII cnocoben crusicams yposens oocmpykyuu BTJDK, nonoscumensro enuamo va
cmpykmypy ouacmonvl. Mexanuzm oeticmeusi npenapama cesA3am He mMoabKo ¢ 010Ka0ou
HamMpuegwvlxX KaHai08, HO U CO CHUNCEHUEM KOHYEHMPAayuu 6HYMPUKIEMOYHO20 KANbYUS.
Dpdexmusnocmov Onumenvrozo newenus OU30NUPAMUOOM NOKA3AHA 8 OMHOULEHUU DOIbHBIX
I'KMII ¢ OBTJDK. Chuoicenue gvipasicennocmu oocmpyxkyuu BTIDK u /[J] conpososcoaemcs
YayumeHuem KIuHUKo-QYHKYUOHAIbHO20 cocmoanus nayuenmos [151]. Ilpenapam 6v1200H0
ucnonvzosams y 6onvuwix ' KMII ¢ srcenyoouxosvimu apummuamu. Hacmo ouzonupamuo**
kombunupyemcs ¢ b-Ab unu AKK c yenvio ynyuwenus cuMnmomamuru, a0eKeamHozo
ypexcenus YCC, ocobenno npu ¢usuueckou nazpyske [152]. Bauanue mepanuu
ouzanupamuoom** na npoeros 3abonesanus ne onpedeneno. Hauanvrnas cymounas 003a, 00b14HO
pasoenenHasn Ha 08a npuema, cocmasisiem 400 - 600 me ¢ nocmenennvim ysenuuenuem 0o 800
me. Ilpu smom, kak u 6 cayuae nazuadenus comanona™*™*, neobxooumo KOHmMpoOIUpPoO8ams

npoooaxcumensnocms unmepseana QT no IKT'.

Ipumenenue ouzonupamuoa** npu I'KMII mpebyem cobarodernus 0cob0ti 0CMOopONCHOCIU 8
CBA3U C BO3MONACHOCNBIO PA3BUMUSL CBOUCIBEHHO20 YMOMY KIACCY NPEenapamos
npoapummuiecko2o 3¢ggpexma, ocobenno y 601bHbIX ¢ HapyueHuem Gyukyuu novex. Ipu
HA3HAYeHUU Npenapama mMo2ym 03HUKAMb U Opyeue OCIOHNCHEHUsl, C8A3aHHble ¢ e20 M—
XOMUHOOIOKUPYIOWUM I heKmom: cyXocmpb 60 pmy, 3anop, 3a0eprHcKa MOYU.
Ipeonpunumaromes nonvimku npumenenus npu OI' KMII opyeoeo anmuapummuxa IA xnacca
yubenzonuna™*, ne oonadaroweco M-xonunonumuueckumu ceovicmeamu [153].
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o JleueHue nekapCTBEHHBIMH CPEACTBAMH PEKOMEHIYETCS] HAUMHATH C MUHUMAJIBHBIX 103
U OCTOPO’KHBIM UX TUTPOBAHUEM B TE€UEHHUE JOCTATOYHO JIOJITOTO BPEMEHHU.
PexomenyemMblie cxembl JJekapcTBeHHOTO JeueHus 00apHbIX [ KMII npuBenens: B
tabmuue 7 (mpunoxenue b).

YpoBens yoeauteabHocTH pekoMenaanuii I (yposeHs noctoBepHOCTH JoKa3aTenbeT C).

KommenTtapuii. @apmaxomepanus I'KMII npeononacaem oocmudicenue onmumaibHOu
a¢ghghexmuenoll, NOpoOU MAKCUMANTLHO B03MONCHOU, 003bl NPENApaAma NPU MUHUMATLHOU
8epOSAMHOCMU paA36umusi NOOOYHBIX d¢hhexkmos. [{numenvHoe OuHamuyeckoe HabaroeHue
Modcem npeononazams Kak 3aMensl UCNONIb3YeMo20 npenapamad, mak u e2o 003vul.

e V¥V B3pOCIBIX U MOKUIIBIX OOJIBHBIX HE PEKOMEH/1yEeTCsl UCIOJIb30BaHUE BHICOKHX J103 B
CBSI3U C YaCThIM Pa3BUTHEM BBIPRKEHHOU OpaJivKapaAnu, yCyryOJieHUs] HapyIIeHU
LEHTPaIbHON F€MOJMHAMMKYU U KIMHUYECKOW CUMIITOMATHKH.

YpoBennb yoenureabHocTH pekoMenaaumii I (ypoBens noctoBepHoctu qokazatenbets C).

o Jls nedeHus BechbMa pacpOCTPAaHEHHBIX PU 3TOM 3a00JIeBaHUH HapyIICHUI
CepAeYHOr0 PUTMa PEKOMEHIYIOTCS aMUOJApOH™* u coTamom™**.

YpoBeHs yoeauteabHocTH pexoMenaanuii I (ypoBeHs noctoBepHOCTH JoKa3aTenbeTB C).

KommenTapuii: Comanon™* couemaem 6 cebe ceoticmea necenexmusHuvlx b-Ab u
anmuapummuzeckux cpeocms Il knacca (amuooaporonodobnuili 3¢hpexm), obaraoaem
CNOCOOHOCMBIO Y8EIUUUBAMb NPOOOJIHCUMENbHOCTb PehpaKmepHo20 nepuoda npeocepouti,
nposooseli cucmemsl U dHceiyooukos cepoya [6, 146]. Y npenapama omcymcmeyrom
XapaxkmepHuvle 01 AMUOOAPOHA C8olicMBa op2anHol moxkcuunocmu. OOnaxko mepanus
comanonom npeononazaem muwamenvuviti kKonmpoas IKI (npodondcumenvrocms unmepsana
OT< 500 mc, QTc< 550 mc).

Ilo mnenuro W. McKenna et al., nokazana cnocoonocms amuooapona™* npeoomspawams y
makux 601bHbIX HcuzHeyepodxcarowue apummuu, nexcawue 8 ocnogse BCC [154]. Oonaxo 6

OpyUx UcCCie008anusx N0OOOHbIX 00KA3AMENbCME He ObLIO0 NOLYYEHO.

Ipumenenue amuooaporna™**, 0cobeHHo y MOI0ObIX NAYUEHMOB, COEPHCUBACTNCI €20 BbICOKOU
OP2aHHOU MOKCUYHOCMbBIO. YUumvieas omuodiceHue npenapama 6 mKaHsx ¢ 603MONCHbIM
HapyweHuem QYHKYuu wumouoHoll dcenesvl, pazeumuem NHeeMoubposa, nopasxicenus
PO20BUYDBL, KOJCU U NeHeHU, NPU €20 OTUMETbHOM npueme HeoOX00UM pe2yiapHblll KOHMPOb
COCMOSIHUSL SMUX “‘VA36UMBIX " OP2AHO8 C YENbI0 PAHHE20 BbISIGIEHUSL BO3ZMONCHBIX OCTONCHEHUU
Gapmaxomepanuu.

e V¥V nanuento ¢ OBTJIK (nmoxost 1 muHAyLHPYEMOIl) HE PEKOMEHYIOTCS apTepuaibHble U
BEHO3HbIE TUJIATaTOPbI, BKIOYAs HUTPAThl U HHTUOUTOPBI (hocoauacTepasbl, a TAkKe
CepJIeYHbIE TTIMKO3UIBIL.

Yposens yoeaureabHoctu pexomenaanuii Il (yposens nocroBepHocTu nokaszarenscts C).
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e YV 6onpHBIX 00cTpykTUBHOU ['KMII HE pekoMeHayeTcst npuMeHeHue Hupeaunuaa™* u
JPYTUX aHTArOHUCTOB KaJdbLUA JUTUAPOIIUPUAUHOBOTO PsAA.

Yposens yoenureabHoctu pekomenaanuii 11 (yposens nocroBepHoctu nokasarenscts C).

e Bepanamun He pexomenyercs y 0osnbHbIX 00cTpykTuBHONH ['KMII B cinyuasx Hamuuus
CHUCTEMHOMU TUIIOTEH3UHU U BBIPAXKEHHOW OJIBILIKHU B ITOKOE.

Yposenb yoenureabHocTu pexkomenaanuii I (ypoBeHb noctoBepHOCTH 0Ka3aTenbCTB C).

o IIpumeHeHue cepaeuHbIX MIMKO3UA0B He pekoMenayeTcs y 6ompHbIX [ KMII ¢
YCTOWYMBBIM CHHYCOBBIM pUTMOM (6€3 MA).

YpoBennb yoenureabHocTu pekomenaaumii I (yposens nocroBepnoctu gokasarenscts C).

e JlonmamuH, IOMyTaMHH, HOPAPECHAINH U JPyTHUe BHYTPUBEHHBIC areHTHI C
MOJIOKHUTEIBHBIM HHOTPOITHBIM 3(PPEKTOM HE PEKOMEHIyEeTCSl B CUTyalUsX Pa3BUTHS
OCTpO¥ THUIMOTOHUU Y 00JIbHBIX 00cTpyKTHBHON [ KMIT.

YpoBenb yoenureabHocTu pexkomenaaumii I (ypoens nocroBepnoctu gokazarenscts C).

e Jlns mpexynpexaeHuss HHOEKIIMOHHOTO YHIOKAPIUTA B CUTYAIHSIX, CBI3aHHBIX C
pa3BUTHEM OaKTepUEeMHH, OCOOCHHO MPH 00CcTPyKTUBHBIX hopmax ['KMII,
PEKOMEHIyeTCsl aHTUOMOTHKOTPO(DUIIAKTHKA, aHATIOTUYHAS TAKOBOM Y OOJIBHBIX C
HOPOKaMU Cep/La.

YpoBeHs yoeauteabHocTH pexoMenaanuii I (ypoBeHs n1octoBepHOCTH JoKa3aTenbeTB C).

KommenTapumn: /[o Hacmoswe2o epemeHu 0OKOHYAMeNbHO He peuieH 80Nnpoc 0 HeobX00UMOCmu
npogedeHUs AKMUBHOU MEOUKAMEHMO3HOU mepanuu Haubojee MHO2OYUCIEeHHOU epynne
00bHBIX ¢ OeccumnmomHoU uiu marocumnmomuou gpopmamu I'KMII u nuskotl 6eposimuocmuvio
BCC. Ilpu 6nazonpuamuom medenuu 3a001€8aHUs NPOOOIHCUMETLHOCNb HCUSHU U NOKA3AMENU
CMEepMHOCIMU He OMIUYAIOMCs OM MAaKo8wvlx 6 ooujeli nonyrayuu. Mcnonvszoeanue 8 amotui epynne
nayuenmos b-AB u anmazonucmog Kanvyus mModxcem cnocoocmeosams COEPHCUSAHUIO
2eMOOUHAMUYECKUX HAPYUEeHUl U KIUHUYeCcKoU cumnmomamuku. Ilpu smom Huxmo ne
ocnapugaem, ymo svlorcuoamenvuas makmuka npu I'KMII 6o3moorcna nuws npu omcymcemeuu
NPUSHAKO8 3HAUUMOU 0OCMPYKYUU, 0OMOPOKO8 U CEPbEe3HbIX APUMMULL, OMALOUIeHHOU
Hacneocmeennocmu u caydaed BCC y 6au3kux poOcmeeHHUKOS.

Y nayuenmoe ¢ I'KMII none3nocmo npumenenus uneubumopog AII® u brokamopos
peyenmopog aneuomenszuna Il (AP, capmanvl) ne nokazana, nazuaienue y 601bHbIX C
oocmpyxyueu BTIDK 0onoicno 6vims kpatine ocmopodichvim. Ilpu smom npu
neoocmpykmuenot I KMII u npu couemanuu ¢ apmepuanbHou 2unepmonueti ux HazHaveHue
Modrcem Oblmb ONPABOAHHBIM.

Taxmuxka nevernusi nayuenmog I' KMII ¢ komMopOuOHbiMU U CORYMCMBYIOUUMU CEPOeUHO-
cocyoucmuimu 3a001e6aHUAMU (APMEPUATLHAS 2UNEPMOHU, Ouabem, 2unepIunuoemus,
odcupenue) Cmpoumcs 8 COOmeemcmesue ¢ OetCmsayrouWUMU PeKOMEHOAYUIMU.
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3.1.2 Jleuenue oonvnvix 'KMII ¢ pudpunnayueit npeocepouii

Pasznuynble cynpaBeHTPUKYJISPHbIE TAXMAPUTMHUM, [JIABHBIM 00pa3oM, MeplaHue U
TpeneTranue npeacepauii, ormevarorcs y 10-30% 6onbabix ['KMIT 1

00yCIJIOBIMBAIOT yCYryOjeHNe HapyIeHUI KapJuOreMoIMHaMUKH, OTTACHOCTh BOSHUKHOBEHHUS
TPOoMOOIMOOIINHA, @ TAK)KE TTOBBIIICHHBIA PUCK Pa3BUTHS GUOPHILISAIINN KETYJOYKOB B CBS3H C
4acTOM COMyTCTBYIONIEH AUCyHKINEH aTPUOBEHTPUKYIISIPHOTO COSMHEHHS U HATTMYUEM
J00AaBOYHBIX MTPOBOSIINX ITyTEH MEXIY MPEACEpAUSIMU U XKellyaoukamu. Beneactsue atoro y
6osbHBIX ['KMII mapokcu3mManbHbIe CYyNPaBEeHTPUKYJIISPHBIC ApUTMUN OTHOCST K KaTeTOPUH
MOTEHUUATbHO (aTaIbHBIX.

e Pexomennyercs ckopeiiliee BOCCTAaHOBJIEHHE CHHYCOBOT'O pUTMa U NIPEAYIIPEKICHHUE
MOBTOPHBIX MAapOKCU3MOB GuOpuiuIsauu npencepauii mpu ['KMIL.

YpoBennb yoenureabHocTH pekoMenaaumii I (ypoBens noctoBepHoctu qokazarenbets C).

[Tockonpky MA y 6ompHBIX ' KMII cBsI3aHa ¢ BBICOKUM PUCKOM CHCTEMHBIX TPOMOOAIMOOIHH, B
T.4. HHCYJIbTA, CPa3y MOCIIe €€ Pa3BUTHsI HEOOXO0AUMO HAYHHATH TEPAIUIO aHTUKOATyJISTHTAMH,
KOTOPBIE ITPH MTOCTOSTHHOH (hopMe MepIiaHus pecepaAnii PUHIUMAIOT HEONPEICIEHHO JIOJITO.

e bonbabiM 'KMII, ocin0kHEHHON TapOKCU3MAJIBHOM, HENPEPHIBHO PELIUIUBUPYIOLIEH U
noctostHHOU (hopmoii PIT it mpopuIakTHKK TPOMOOIMOOIINI peKOMEHJOBaHA
AaHTHUKOATyJIIHTHAasI Tepamus antaroHucramu suramuta K (Bapdapun™* ¢ koHTposnem
MHO ot 2.0 no 3.0) [157, 158].

YpoBeHnb yoeauteJbHOCTH pekoMenaanmii I (ypoBeHb 10CTOBEPHOCTH JOKA3aTeNlbCTB B).

Kommenrapuii. C yenvio anmurxoazynsiyuu u CHUMCEHUS. pUCKA MPOMOOIMOONULECKUX
OCNOACHEHUL MOdHcem DbIMb PEKOMEHO0B8AHO NPUMEHEHUE NPAMBIX UH2UOUMOPOE8 MPOMOUHA,

00HaKo ux sgpgpexmuernocmo y 6onvHuix I' KMII ne onpedenena.

e JIst KOHTPOMIS 32 YACTOTOM JKETMyIOUKOBBIX coKpatieHui y 6ompHbIX ['KMII ¢ OI1
pexkoMmennayetcs mpumenenue B-Ab, Bepanamuna®*, guntuazema®* [159, 160].

YpoBeHnb yoeauTeJbHOCTH pekoMenaanmii I (ypoBeHb 10CTOBEPHOCTH JOKA3aTeNlbCTB B).

e BoccranoBiieHHe CHHYCOBOTO pUTMa IyTEM 3JIEKTPHUYECKON MIH (hapMaKOJIOTHIECKOM
KapJIMOBEPCHH C BHYTPUBEHHBIM BBEJCHUEM aMHUOIapoHa™** ciieryeT peKOMEHI0BaTh Y
ManreHTOB ¢ HemaBHO Bo3HUKIIEH DI [159, 160].

YpoBenb yoenureabHocTH pekoMmenaaumii I (ypoens noctoBepHoctu qokazarensets C).

e AMHOJApOH PEeKOMEHAYeTCs AJIl KOHTPOJISl pUTMa WIIU [Tl TOJIEPAKAHUS CUHYCOBOTO
pHUTMa 1oCIe AEKTpUIeCKo kapauosepeuu [161].

Yposens yoenureabHocTu pekomenaanuii Ila (yposens nocroBepHoctu nokaszarenscts C).
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e Ilpumenenue au3zonupamuaa™* (B KOMOMHAIIMH C TIpemapaTaMu, KOHTPOJIUPYIOITUMHU
YacTOTY JKEJIyAOUYKOBBIX COKpAILEHH) UM aMuoiapoHa™* B kauecTBe
AHTUAPUTMUYECKUX areHTOB pekoMeHayeTcst y 6onpHBIX [’ KMII, ocnoxaenHoi DIT
[151, 152].

Yposens yoenuteabHocTu pekomenaanuii Ila (yposens nocroBepHoctu nokaszarenscts C).

o Ilpu nocrostHuoM popmMe MA 117151 KOHTPOJIS HACTOTHI COKPALLIEHHUM KEITyJ0UKOB
pexoMmeHayeTcs npumeHeHue B-Ab wnu Bepanamun®* B coueTaHUM ¢ TUTOKCUHOM **,
3TO eAMHCTBEHHBIH CiTydaid, Koraa 60imbpHbIM 00cTpykTHBHON [ KMII MO>XKHO Ha3Ha4YaTh
CeplIeYHbIE TTIMKO3UIBI, HE OIIACasICh CYLIECTBEHHOTO IIOBBILICHHUS
BHyTprxenynoukosoro I'p. /I B BTJDK.

YpoBens yoeauteabHocTu pexomenaanuii Ila (yposens noctoBepHocTH Aoka3aTenbeT C).

KommenTapuu: Comanon™*, ooghemunuo** u oponeoapon™** moeym paccmampusamocs 6
Kauecmee anibmepHaAmusHbIX AHMUAPUMMUYLECKUX a2eHmos 8 JieyeHue 00abHbix I KMII,
ocobenno 6 ciyyae umniaumayuu UKJ[, xoms Kiunuyeckull onvim ux npuMeHeHus 02paHuyeH.

IIposeodenue kamemeproti abnayuu pexomenoyemcs y 6onrvnvix I’ KMII ¢ DII b6e3 gvipasicenHo2o
yveenuuenus JII 6 cryuasx masxcenou ycmoudugo K mpaouyuOHHOMY Je4eHUI0 CUMRIMOMAMUKU

U HEBO3MONCHOCMU UCNOIb30BAHUS anmuapummudeckux npenapamos[162, 163].

Aumumpombomuueckas mepanusi acnupunom™* & 0oze 75-100 me nuroc knonudocpenv** 75 me
8 0eHb (Npu HUZKOM pUCKe KpOBOmedeHull) credyem paccmMompems npu omKase om npuéma
OpanbHbIX aHmuxkoa2yiaHmos [164].

3.1.3.'KMII ¢ cucmonuueckoi Ouch)ynkuyueii MuoKkapoa 1e6020 yHcenyoouKa

B naneko 3amenmeit craquu mMaToJIOTMYECKOro Mpoliecca MpeuMyIieCTBEHHO pU
HeobcTpykTuBHOU popme ['KMII pazBuBaeTcst mporpeccupyromas CUCTOINYECKast TUCHYHKITHS
U TsDKenas cepaeunas HegocrarodHocth (CH), acconuupoBanHas ¢ pemoaenupoanuem JIK
(YTOHYEHHEM €T0 CTEHOK W AMJIaTaluen moioctu). Takas sBostonus 3a00aeBanus HaOI01aeTCs
y 2-5% Gonbubix ['KMII 1 xapakrepu3yeT KOHEUHYIO («IUIaTallMOHHYI0») CTaIuI0 0cO00ro,
TSKEJIO M YCKOPEHHO MPOTEKAIOIIEro Mpoliecca, He 3aBUCSIIEro OT BO3pacTa MalueHTa u
naBHOCTU MaHU(ecTalu 0osie3Hu. KmnHnueckuMu 0COOEHHOCTSAMU ATON CTaiuu SIBISIOTCS
BBIpOKECHHAs, HEpeKo pedpakTepHas 3actoiiHas CH 1 MCKITIOUNTETHHO TIOXOW MPOTHO3. DTH
MAIUEeHTHI SBJISIOTCS MOTEHIUAIBHBIMU KaHAUIaTaMU JIJIsl IPOBEACHUS TPaHCIUIaHTAIIMH
cepaua.

e Takrtuka neuenus 6onpHBIX HeOOCTpYyKTUBHOM ['KMII ¢ cucronuueckoil nuchyHKimen
pexoMeHayeTcst 0a3upoBaTh Ha MPUHIUIIAX JOKA3aTEIbHOW (hapMaKOTepanuy st
B3pocibix nanueHToB ¢ CH u cHIkeHHON HACOCHOM (yHKLUMEH U BKIIIOYaeT
pexomenaauuu no npumeHeHuoB-Ab, nunrnoutopos AIID (MAIID), 610kaTopoB
peuentopoB anruorensuHall (BPA) u npyrumu cpeacrtsamu (1o nmoka3aHusMm).

YpoBens yoenuteabHocTH pekoMenaanui I (yposeHs 1octoBepHOCTH JoKa3aTenbeTB C).

40



KP283

e UAII® (wnmu BPA nipu nenepeHocumoctu MATID) pekoMeHIyIOTCS ISl TepAITiH
6ombHBIX 63 OBTJDK, ¢ ®B JIXK < 50%, B nononnenue K B-Ab, 4ToObI CHU3UThH PUCK
rocnutanuzanuii mo nosoxy CH u BCC[162, 163].

YpoBenb yoenuteabHocTH pekomenaanmii Ila (ypoens nocroBepHoctu qokaszarensets C).

o Jlnsa Tepanuu 60nbHbIX 03 OBTIDK, ¢ @B JIXK < 50% pexomennoBans! 3-Ab, B
nononnenue Kk MAII® (unu BPA npu nenepenocumoctu MAII®) nns ynydiieHus
CUMITOMATUKU MYTOOBI CHU3UTH pUCK rocnutaiuzanuii mo nosoxy CH u BCC [165].

Yposenb yoenureabHocTu pexkoMenaanuii Ila (ypoBeHs 1ocToBepHOCTH J0Ka3aTenbCTB C).

e PexomeH0BaHBI Masble 1036l METIACBBIX U THUA3UIHBIX AUYPETUKOB TSl manueHTos c I1-
IV ¢ynkmuonansabiM ki1accoM (PK) CH (NYHA) ¢ @B JIXK < 50%, nis yiayuiieHus
CUMITOMATUKU U YTOOBI CHU3UTH PUCK rocnuTanu3anuii no mosoay CH [165].

Yposenb yoenureabHocTu pexkoMenaanuii Ila (ypoBeHs qoctoBepHOCTH J0Ka3aTenbCTB C).

e Jlnsa Bcex manueHToB ¢ noctosHHbIMUA cumnToMamu, [[I-IVOK CH (NYHA) ¢ ®B JIXK <
50%, necmotpst Ha euenue B-Ab, MAII® unu BPA, pekoMeHIyIOTCSI aHTarOHUCTBI
pPELENnTOPOB K MUHEPAIIOKOPTUKOUIAM JJIsl CHIPKEHUSI pUCKa TOCIUTAIN3ALUN 110 TTOBOLY
CH u nipexneBpemMeHHoM cMepTH [165].

YpoBenb yoenureabHocTH pekomenaanmii Ila (yposens nocroBepHoctu nokazatenbeTs C).

e Huskue 10361 qurokcuHa** pexkomenayrores st marueaTos 6e3 OBTJDK, -1V ®K CH
(NYHA) ¢ @B JIX < 50% u noctosiuHO#i (Gopmoit DIT 1715t KOHTPOIIS 4aCTOTHI
cepaeyHoro putMma [165].

Yposenb yoenureabHocTu pexkomenaanuii IIb (ypoBenb nocroBepHocTH n0Ka3aTenbCcTB C).

o Jlnsa mauuentoB [I-IVOK CH (NYHA) ¢ @B JIX > 50% u orcytctBuem OBTJIX B-ABb,
BepanamMuwI™™* wim quiitnazeM peKOMEeHIYIOTCs A yaydmeHust cumnromos CH
[156,165].

Yposenb yoenureabHocTn pexkoMenaanuii Ila (ypoBeHs 1ocToBepHOCTH J0Ka3aTenbCTB C).

KommeHnTapuii: Manvie 003v1 nemnegulx u muazuoHbix OuypemuKoemo2ym ovimy
pexomeHnoosanwl 015 nayuenmos I[I-1VOK CH (NYHA) ¢ @B JDK > 50% u omcymcmeuem
OBTJDK ons ynyuwenus cumnmomos CHY nayuenmos ¢ ' KMII u cucmonuueckoii
oucynxyueii JDK yerecoobpasno nepecmompems 60npoc 00 UCno1b308aHUU RPEnapamos ¢
ompuyamenbHblM UHOMPONHLIM 3 pexmom (sepanamun**, ounmuazem™*, ouzonupamuo**) c
B03MOJUCHOU UX OMMEHOLL.

3.1.4. Jleuenue 6oavnvix 'KMII ¢ conymcmeyrwuwieit HbC

Pacnipoctpanennocts coueranusa ['KMIT u UBC y 6onpHbIX cTapiie 60 JeT MOXKET JOCTUTaTh
50-75%. Pexomenmaiuu 1o KOpoHapHOW aHTHorpadun npuBeaeHs! B pazuene 2.5.1.
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o Koponapoanruorpadus (Wi KOMIBIOTEPHOE TOMOTparIecKoe HCCIIeIOBAHNE)
pexomenayetcst 6oapHbIM ['KMII ¢ sxanobamu Ha TucKoM(OpPT B TPYIHOM KIIETKE,
UMEIOIIIUM TPOMEKYTOUHYIO WIIM BBICOKYIO BeposiTHOCTh pa3Butust MBC, korna Hammane
COITyTCTBYIOILIEH KOPOHAPHOM MAaTOJIOTMH U3MEHHT JIeYeOHYIO CTPATETHIO.

Yposens yoenuteabHocTH pekoMenaanui I (ypoBens 1octoBepHOCTH JoKa3aTenbeT C).

e VYV 6ompHBIX [ KMII ¢ sxanobamu Ha qTUCKOMMOPT B TPYAHOM KIIETKE M HU3KOM
BepoATHOCTHIO pa3BuThs IBC pexoMeHyeTcs MpoBOAUTh OLIEHKY aHATOMHU
KOPOHAPHOI'0 pycila C MOMOILBIO KOMIIBIOTEPHOIO TOMOIpa)UuecKOro UCCIIEOBaHUS Ha
IIpeIMET BO3MOYKHOI'O COITyTCTBYIOLIEH KOPOHAPHOU MATOJIOTUH.

YpoBenb yoenuTeabHOCTH pekoMenaanuii I (ypoBeHb 10CTOBEpHOCTH 0Ka3aTeabCTB C).

e VYV 0onpHbIX [ KMII ¢ sxanobamu Ha JUcKoM(OPT B IPyAHOM KIIETKE U HU3KOM
BepoATHOCTHIO pa3BuTHs BC pexomenyercs nmposeieHue 0qHO(POTOHHOMN
SMHUCCHOHHOM KoMnbroTepHOU ToMorpaduu (OIKT) unm no3uTpoHHOM SMUCCHOHHOM
tomorpaduu (I19T) ¢ nenpio oreHKH UIIEMUYECKUX U3MEHEHUN U HapyIICHUN
nep¢y3un Muokapza Juis uckioueHust BozmosxkHoit BC.

YpoBenb yoenuTeabHOCTH pekoMeHnaanuii I (ypoBeHb 10CTOBEpHOCTH 0Ka3aTeabCTB C).

e V¥ 6eccumnromubix 60sbHBIX 'KMII nposenenune pytunnoit OOKT u crpecc DXO-KI'
JUUIS1 BBISIBJICHUS CKPBITOM HIiiemMuu, cBsizaHHOM ¢ UBC, He pekoMeH10BaHO.

YpoBenb yoenureabHocTu pexkomenaaumii I (yposens nocroBepHoctu gokasarenscts C).

KommenTapun: Takmuka neuebnvix meponpusmuii npu neoocmpyxkmusnou I KMIT u
conymcmsyrowei U5C ne omauuaemces om cmanoapmuotii (p-Ab, anmazonucmol kanvyueswix
KAHAN08, anmuazpe2anmsl, cmamunbl, uHeubumopvt AII®) u npu nanuuuu noxazaHuu maxaice
npedycmampusaem nposeoenue THKA co cmenmuposanuem uiu aopmoxopoHapHo2o
wynmupoganus.Ilpu o6cmpykmuenotl hopme 3a601e6aHus Kpaiine 02PAHUYEHO UTU 0adice
NPOMUBONOKA3AHO NPUMEHEHUE NPENnapamos ¢ 8a300UNAMUPYIOWUMU CEOUCMBAMU. HUMPAMbL,
uneubumopol AIID, oueudoponupudounvl. Imu ozpanuienus mpedyiom nposeoeHus

KOPOHApoaH2uocpaguu u pesackyiapu3ayuu.

Y snauumenwvnozo uucna 6onvnvix 'KMIT mpaouyuonnas ghapmaxkomepanus ne no3eonsnem
Ihhekmueno Konmponuposame CUMRMOMAMUKY 300071€6AHUA, A HUZKOE (KAYECME0)
JHCUZHU He ycmpaueaem nayuenmos. B maxux cayuaax npuxooumcea pewiams 60npoc o
603MOMCHOCHU UCNOIb306AHUS UHBIX, HEMEOUKAMEHMO3HBIX 1e4eOHbIX N00X00086. IIpu
IMOM OabHeNWan MAKMUKA Onpeodensemcs 0moeabHo y 001bHbIX ¢ 00CMPYKMUBGHOU U
Heoocmpykmuenout popmamu I'KMII.

3.2. Xupypruueckoe Je4eHue

O0mme mokazaHus K NPoOBeJeHUI0 XUpypruveckoro jgeyenus npu 'KMII:
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Kannnueckue. Tsoxenas oapinika, crenokapaus -1V yHakumonansHOTO Kitacca u/uiu
HaJIM4HE IPYTUX TSHKEIBIX CHMIITOMOB (OOMOPOKH, TPET0OMOPOYHBIC COCTOSTHHS),
CYILIECTBEHHO OTPaHMYMBAIOIINE TTOBCETHEBHYIO aKTUBHOCTD U «Ka4€CTBO JKU3HI», HECMOTpSI Ha
ONTHUMAJIbHYIO METUKAaMEHTO3HYIO TepPaIHIo.

I'emogmnamu4eckue. J(unamuueckuii rpagueHT aasienus BT JDK B nmokoe u B ycioBusx
dbuznonornyeckoil mpookamuu 6onee 50 MM PT.CT., ACCOIUUPOBAHHBIN C CENTATBLHOM
runeprpoduell u nepeaHee-CUCTOINIECKIM JIBIXKEHUEM CTBOPKH MUTPAJIBLHOTO KIlaraHa

Anaromuueckue. Tommuaa MXKII, nocraTounas ais 6e30macHOro u 3QHEeKTUBHOTO
BBITIOJIHEHUSI OTI€palliy WM MPOLEAYPHI (10 MHEHHUIO OIlepaTopa).

e UutepBennmonHoe nedeHue npu oocTpykTuBHOM ' KMII (cenTaiibHass MUDKTOMUS,
cenTajibHas aJIKOTroJIbHAs albianus, JeKTPOKAPAHOCTUMYJIALNS) PEKOMEHIYETCS
MPOBOAMTH TOJILKO ONBITHBIMU OTIEpaTOPaMH B YCIOBUSAX CHELMATU3UPOBAHHBIX KIIMHUK,
MMEIOUINX JOCTaTOYHBIN ONBIT B IPOBEACHUH TaKUX BMEIIATENbCTB, B paMKax
BCEOOBEMITIOIINX KIMHUYECKUX MPOTPaMM U TOJILKO Y MallUEHTOB C TSAXKENO0i 1
pedpakTepHOii K hapmMakoTepanuy CMMITOMATUKOM, U BBIPA)KEHHON 00CTpyKIMeH
BTJIX [166, 167].

YpoBenb yoenureabHocTH pekoMenaaumii I (ypoBens noctoBepHoctu qokazarensets C).

KOMMeHTapI/Iﬁ: Onvimuvim onepamopom cuumaemcs cneyuailucm ¢ CO60KYnHbim
CamMoCmosimeibHblM ONbIMOM 6bINOAHeHUs He MeHee 20 onepauud uiu quugudyaﬂbeld

yuacmuuk cneyuanvhvix npozpamm no I’ KMII ¢ cosoxynnvim odwvemom bonee 50 npoyedyp.

3.2.1. Xupypzuueckoe neuenue ooavhvix 'KMII. Cenmanvhasa muixmomusn

CornacHO COBpEMEHHBIM IMPEICTaBICHUSAM IIPH OTCYTCTBUU KIMHUYECKOTO 3¢ dekra ot
AKTUBHOUM MEIMKAMEHTO3HOU Tepanuu cuMinrToMatudHbiM 0onbHBIM [ KMII Tsxenoro TeueHws,
I-1V ¢pyukuunonansraoro knacca (NYHA) ¢ BepakeHHON aCUMMETPUIHON THIIEPTpodueit
MXII u cy6aopTaibHBIM IPaJHEHTOM AaBICHHS B ITOKOE, paBHBIM 50 MM pT.CT. U OoJiee B IMOKOE
WM TIPU IPOBOKALIMOHHBIX BO3IEUCTBUAX, I0KA3aHO XUPYPrudecKoe JieueHne. B HeKoTophIX
[IEHTpaxX OHA PacCMAaTPHUBAETCS JUIsl OOJBHBIX ¢ O0Jiee MATKOM CUMITOMATUKOMN B CIydasix
3HAYUTENBHON TATEHTHON OOCTPYKIIMHU, Y KOTOPBIX MaKCUMaIbHBIN 1 HHAyIHpyembii ['p. [1 >50
MM pT.cT. coueraercs ¢ [IC/I-onocpenoBannoit MP cpenneit u tsxénoit crenenu, OII nnm
BbIpaxkeHHOU qunaranueit JIIT [166].

Pexomenganun no xupyprudeckomy jJedeHn o 00jabHbIX 'KMIIL. CenTanbHass MUIKTOMHS.

e PexomeH10BaHO KOHCYJIBTUPOBAHUE U JICYCHHE B LIEHTPAX, CTICHUATU3UPYIOLIUXCS Ha
npoBeneHNN onepanuii CMD, ONBITHBIM CIIEIUATUCTOM, PaOOTAIOIINM B
MYJIbTUAUCIUILIMHAPHON KOMaH/ e CIIEIIMATIUCTOB C AKCIEPTU30M B BEJICHUH OOJIBHBIX
I'KMII[167].

YpoBens yoenuteabHocTH pekoMenaanui I (yposeHs 1octoBepHOCTH JoKa3aTenbeTB C).
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e IlIpoBenenne CMD nns yiaydllleHHs CAMOITOMATUKHM peKOMeHayeTcs nanuenTam ¢ ['p. []
B BTJDK >50 mm prt. ct., umeromnm OK CH III-IV (NYHA), HecMOTpst Ha MakCHMaJIbHO
nepeHocumyto tepanuro[ 168-170].

YpoBenb yoenurebHOCTH pekoMeHaaumii I (ypoBeHb TOCTOBEPHOCTH JTOKA3aTENIbCTB B).

o CenTanpHas MUDKTOMHUS NpeanodTuTenbHee, 4eM CAA, pekoMEHAyeTCs TALIUEHTaM C
noka3aHusMu K pexykunn MKII, nmeromux apyrue nokasanus Juist XUpyprudeckux
BMEIIATENBCTB (BajJIbBYJIOIUIACTUKA/IPOTE3UPOBAHNE MUTPAIIBHOIO KilanaHa u ap.) [171].

YpoBenb yoenuTeabHOCTH pekoMenaanuii I (ypoBeHb 10CTOBEpHOCTH J10Ka3aTenbCTB C).

o CenTajbHasi MUSKTOMHUS PEKOMEHIyETCs JAJIs MALMEHTOB C MOBTOPHBIMU 0OMOpPOKaMHU
IIpH Harpy3ke, Bei3piBacMbiMu 1'p. [ B BTJDK B mokoe ninm MakcumainbHO
MPOBOLUPYEMBIM >50 MM PT. CT., HECMOTPsI Ha ONITUMAJIbHYIO Tepanuto[ 172].

YpoBenb yoenureabHocTu pexkoMenaanuii Ila (ypoBeHs qoctoBepHOCTH q0Ka3aTenbCTB C).

e BanbBynomnactuka/mpoTe3upoBaHUe MUTPATHLHOTO KIIallaHA PEKOMEHAYETCS Y
cuMmnToMHbIX nanuenToB ¢ I'p. /I 8 BTJDK B nokoe wim MmakcuMaabHO MIPOBOLUPYEMBIM
>50 MM pT. cT. 1 MP oT cpeaHelt A0 TSXENON CTENEeHU, HE BBI3BAaHHBIX U30JIMPOBAHHO
IICJ] cTBOpKM MUTpaiabHOrO Kianana [173]

YpoBenb yoenureabHocTH pekomenaaumii Ila (yposens nocroBepHoctu nokazatenbeTs C).

Kommenrapum: Knaccuueckas memoouka— 4pe3aopmanvhas cenmanbHas MUSKmMoMus,
npeonodcennas A.G.Morrow, npeononazaem ucceuenue HeOOILUIO20 YUACMKA MKAHU 8
ocnosanuu MOKII. Onepayus obecneuusaem xopouwiuii CUMRIMOMAMUYecKull 3gpgexm ¢ noaHvIM
ycmpaneHuem Uiy 3SHaYUmenIbHolM YMeHbUeHUeM GHYMPUNHCETY00UK08020 epAOUeHma 0asieHus
v 95% 60nbHbIX U 3HAUUMenbHbIM cHudcenuem K[/ 6 JIDK bonvuuncmea 601bHbIX, 6 C853U C
yem yenecoobpasHviM NPUSHAHO UHMPAONEPAYUOHHOE USMEPEHUE COOMBEMCMBYIOUJUX
napamempos. B psde cayuaee npu nanuuuu 00NOIHUMENbHbIX NOKA3AHUL (NAMON02US
KIANaHHO20 U NOOKIANAHHO20 annapama) Ons YMeHbUleHUs GbIPANCEHHOCMU 0OCMPYKYUU U
MUMPATLHOU pe2ypeumayiu 0OHOMOMEHMHO BbINONIHAEMCS ONePayus aib8yI0NIACIUKU UTU
nPOmMe3upo8aHUss MUMPATLHO20 KIANAHA HUZKONPODUIbHLIM npome3oM. Dpghexmusrocmy
onepayuu CMD modcem dbimb nogviuiena npu ee covemanuy ¢ MoouIuzayuel U 4acmudHbim
ucceuenuem nanuiiapHolx mvluiy, omeemcmeenuvix 3a [1C/lcmeopok mumpanvHozo kranana. B
cnyuasx covemanuss OI'KMII ¢ evipadicennbim amepockiepomuieckum nopaxceHuem
KOPOHAPHBIX apmepuii U HAIU4UemM «MblUledHblX MOCIMUKO8Y 00bEM onepayuu moxcem Ovimy

pacuiuper 6 coomeenicmeue ¢ NOKasaHusiAMu.

B yenom nomenyuanoHvlMu KaHOUOAMamu 0isi NPOGeOeHUs1 ONEPAMmUEHO20 JledeHUs AGNAIOMC
He menee 5% u3 yucna ecex bonrvnvix ' KMII. Onepayus npu OI'KMII npeononazaem

ymenvuenue oocmpykyuu BT/DK, koppekyuio kianannvix HapyweHuu u conymcmaeyoujee
yayuwenue D JDK.
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o IlIpoBenenne CMD B ycloBHSIX CIENUATU3UPOBAHHON KIMHUKN PEKOMEHIYETCS Y IeTei
¢ Tsoxenoit cumnromarukoit ' KMII u BeipaskenHo# (> 50 mm pT.c.) obctpykimeit BTJDK
MIPH HEJOCTATOYHOU A(h(PEKTUBHOCTH CTAaHIAPTHOW MEIMKAMEHTO3HOM TepaInH.

YpoBenb yoenuteabHocTH pekomenaanumii Ila (ypoens noctoBepHoctu qokaszarenbets C).

e PexomennoBano nposenenne CAA B yCIOBHSX CHENUAIN3UPOBAHHOIO LIEHTPA, KOT1a
orepanus NpOTUBONOKa3aHa UM PUCK €€ MPOBEACHUSI BHICOK M3-3a HAITUYUS
COITyTCTBYIOILUX CEPJEUHO-COCYAUCTBIX 3a00I€BaHNH, Y JIUI] TOKUIOT0 BO3pacTa, y
COOTBETCTBYIOIIUX NokazaHusM OonbHbIX [ KMIIc Beipaxkennoit ooctpykuueit BT JOK u
Tsokenort cumnToMatukoi (III-IVOKNYHA), pedpakrepHoil K MeTUKaMEHTO3HOMY
JIEYEHHUIO,

YpoBens yoeauteabHocTu pexomenaanuii Ila (yposens noctoBepHocTH Aoka3aTenbeT C).

Xupypruueckas JeTaJbHOCTb B HACTOAIEE BPEMsI 3HAUMMO CHU3HMJIACh U COCTABJISIET OKOJIO 1-

2%, 9TO COTIOCTABUMO C €XKET'0JIHOM JIETATbHOCTHIO NMPU METUKaMeHTO3HOU Tepanuu (2—4%)
[174, 175].

HermocpencTBeHHO CBSI3aHHBIE C OTEPAIMEH OCIOKHEHHUS BKIIOYAIOT Pa3BUTHE OJIOKA B JIEBOM
HOKKHM ITyuka ['uca unu ee nepenHe-BepXHel BETBU B CBs3H ¢ ux nepeceueHueM (50-80%),
nosiHoM AB-0rokanpl yamie npexoasiero xapakrepa (5-10%), nepdoparnmro MXKII,
MOBPEXACHNUE MTPaBO KOPOHAPHON CTBOPKU AOPTAIBHOIO KJIaraHa ¢ pa3BUTHEM €ro
HepoctaTouHocTH (10%), TpeOyrolieil B OTIENbHBIX CIyUYasx MPOTE3UPOBAHUS

kjanaHa. OCHOBHBIMU IPUYUHAMH CMEPTH MPOOIIEPUPOBAHHBIX OOJIBHBIX sABIsAIOTCI MA 1
CITPOBOIIMPOBAaHHBIN MH(MAPKT MUOKap/a, mporpeccupytomas CH u TpombosMOomueckue
OCJIO’KHEHUSI.

XoTs B O0NBIIUHCTBE O0JIee paHHUX HCCIIEAOBaHUHN HE YIaBAIOCh OOHAPYKHUThH CYIIECTBEHHOTO
BiusiHUS xupyprudeckoro nedenus ' KMII na npornos, C.Seiler et al. mokazanu ymydiieHue
10-neTHel BBKMBAEMOCTH ONIEPUPOBAHHBIX OOJBHBIX 710 84% 1O cpaBHEHMIO ¢ 67% B rpymme
JeYUBIINXCSI MEAUKAaMEHTO3HO [176]. CormacHo pe3ynbTaTaM peTpOCHEKTUBHOTO aHAIU3a
ucxoznoB onepatuBHoro nedenust [ KMII B knunuke Meiio (1337 manueHToB) S-neTHss
BBDKMBAEMOCTB OOJIbHBIX cocTaBmiia 91%, necarunetnss — 83% [177]. Umetotcst cooOmeHust o
40-neTHeM HAOIIOICHUH TTOCIIE MTPOBEICHHOM CEeNTaNIbHON MUIKTOMUU. B HacTosIee BpeMs
pa3paboTaHbl ¥ YCHEIIHO MPUMEHSIOTCS METOIUKH, OTIIUYHBIE OT KJIaCCHUECKON
TPaHCAOPTATHHOM CENTAIbHON MUIKTOMUHU.

Taxum oOpa3om, onepatuBHast Koppekius ooctpykrusHoii ' KMII, npoBenennas B ycioBusix
LEHTPOB, 00JIaJAIOUINX JOCTATOYHBIM OMBITOM XUPYPru4ecKOro JeueHus 3a00eBaHus,
npu3HaeTcst 3Q(HEKTUBHBIM M O€30MacHBIM METOIO0M JieueHus. CenTanbHasi MUIKTOMUS
CUUTAETCS HA CETOMHAIIHUMN JICHB «30JI0THIM CTaHIapToM» jJedeHus 6oapHbIX ['KMII ¢
BBIPQKCHHOW CUMIITOMATUKON M 00CTpyKIuel BoixoqHoro Tpakra JIK, pe3sucTeHTHBIX K
dapmaxkoTepanuu.

3.2.2. Ankozonvhaa cenmanvran adbaayua 6 nevyenuu oocmpykmuenou I'KMIT
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BniepBbie 0 BOBMOKHOCTH MPOBEAECHUS YPE3KOKHON TPAHCIIOMUHAIBHON JIKOTOJIbHOM
cenraiabHOM abmsnuu (CAA) B Ka4eCTBE albTEPHATUBBI XUPYPIHUIECCKOMY JICUCHHUIO TTPH
ob6ctpyktuHoit ['KMII 66110 coobmieno B 1995 roxy U. Sigwart [178].

o Hcnons3oBanus CAA npu ['KMII pekomenayeTcs B citydasix 6ecriepcrieKTUBHOCTH
MEAMKAMEHTO3HOI'O JIEUEHUSI M1 HEBO3MOXHOCTHU IpoBeAeHus onepaunn CMD nnu
neiicMeiikepHoil Tepanuu y O0JIbHBIX CPEIHEro U MOKUIIOT0 BO3pacTa C ypoBHEM
o0cTpykuuu B mokoe> 50 mm pt.ct. pu @K CH II-1V (NYHA), Bkitouas naeHToB ¢
PEeLUIMBUPYIONMMH CHHKONAIbHBIMHU COCTOSIHUSMU, HEAJEKBaTHOM peakuueid A/l B
ycnoBusix Harpy3ku u OII[179-181].

YpoBens yoeauteabHocTu pexomenaanuii Ila (yposens noctoBepHocTu goka3aTtenbcts C).

e TII-DXOKI ¢ uHTpakKOpOHAPHBIM BBEJICHHUEM KOHTPACTA BKAaHAUJAHTHYIO apTEPHIO
(cenrranpHBIN TIepdopaTop) pekomeHayeTs 1t KoHTpoist CAA, ecnu TpaHCTOpaKaIbHBIN
paKypc HEAOCTATOUEH MJI1 KOPPEKTHON BU3yaIu3alluu 3X0-KoHTpacTa B Muokapae[ 107].

YpoBenb yoenureabHocTH pekomenaanuii Ila (ypoens nocroBepHoctu qokaszarensets C).

e YV 5muir MOI0JI0TO BOo3pacTa u B3pocibiM (10 40 net) mponeaypa CAA He
PEKOMEHyeTCsl.

YpoBensb yoenuteabHoctu pekomenaanmii 111 (ypoBens nocroBeproctu noka3atenscts C).

o Xwupypruueckoe sederne 1 UTACA He peKOMEHIYeTCs y B3POCIBIX O€CCHMITTOMHBIX
nanueHToB ¢ ['KMII u 601pHBIX ¢ KOHTPOIHPYEMOU MEAUKAMEHTO3HOM Tepanueit
CHUMIITOMAaTUKON W HOPMAJIbHOM TOJIEPAHTHOCTHIO K (PU3NIECKUM HArpy3KaM.

YpoBensb yoenuteabHoctu pekomenaanmii 111 (ypoBens nocroBeproctu noka3atenscTs C).

e CAA e pekomenayetcst y 6ompHBIX ' KMII ¢ comyTcTBYIOMIEH CepACUHO-COCYTUCTOM
naroJsioruei, TpeOyromei MpoBeACHUs XUPYPruiecKoil KOppeKIun (a0pTOKOPOHAPHOE
myHtupoBanue 1pu UBC, peKoHCTpyKIHs MPU OTPHIBE XOP MUTPAILHOTO KJIallaHa),
KOTJla CenTajJbHasi MUDKTOMUS MOXKET OBITh YacThIO OOJIBIION ONEepaLny.

YpoBensb yoenurteabHocTu pekomenaanmii 111 (ypoBens nocroBepHoctu noka3atenscts C).

Komentapuu: Memoouka npeononrazaem unghyzuio uepes 6anionHulll Kamemep 6
nepghopanmmuyio cenmanvhyio eemes 1-3 man 96% cnupma, eciedcmaue ue2o 803HUKaem
unghapkm eunepmpoghuposannozo bazanvrhoco omoena MIKII u 30nvl ee konmakma c nepeoHeti
cmeopxou MK, 3axeamuisarowuii om 3 0o 10% maccol muoxapoa JDK (00 20% maccor MIKITI).
Dmo npueooum K 3HAUUMOMY YMEHbULEHUIO BbIPANCEHHOCU 0OCMPYKYUU 8bIXOOHO20 MPAKMA U
MUMPATLHOU HEOOCMAMOYHOCTU 8 CUTY CNPOBOYUPOBAHHO20 pemoodenuposanus JIXK u
pezpeccuu eunepmpo@uil, 4mo COnPoBOHCOAemcs yayuuleHuem 00beKmugHol U cyobeKmugHol
cumnmomamuxu 3abonesanus [179, 180, 181].

Y nexomopuwix 6onvnvix I'KMII ¢ maoicenoii peghpakmeproil K MEOUKAMEHMO3HOM) JIeYeHUIO
cumnmomamurou u oocmpyxyuett BTJDK CAAmoocem paccmampusamscs 6 kKauecmee
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anemepnamugul xupypeuieckomy aevenuto (CMD), koz0a nocne obcyscoenus nayuenm cam

gvipadicaem npeonoumenue 8 OMHOUEHUY MOl NPoYeodypbl.

CAA mooicem npogooumuvcs y O0IbHLIX KAK ¢ CYOAOPMANbHOU, MAK U CPeOHeHCey00YKOBOL
obcmpykyuel, y RayueHmos nocie 2eMOOUHAMULECKU HEeYCNeWHOU CenmaibHOU MUSKMOMUU UIU
Kapouocmumyaupyouel mepanuu.

Y nayuenmos ¢ OI'KMII u conymcmsyrowum koponapuvim amepockieposom (MBC),
mpedywux pesackyiapuszayul, o0oviuHo pexomenoyemcs npogeoenue CMI u AKIIL. B cryuae
2eMOOUHAMUYECKU SHAYUMO20 0OHOCOCYOUCMO20 NOPANHCEHUSI KOPOHAPHO20 PYCIA MOMCEMm
Obimb npednodceno nposederue CAA ¢ aneuoniacmukou u CmeHmupo8aHueM.

Heobxooumvim ycnosuem onsa npogedenus CAAsasnsemces ucnonvsosanue konmpacmuou IXO0-
KT, nozeonaroweti ougghepenyuposams 301H61 Muoxapoa, omeemcmeenHvle 3a opmuposanue
obcmpykyuu (maxkcumanvuwiii I'p. /[, 30na konmaxma co cmeopkou MK), umo easicno ons
oKoHuamenvHo2o peutenus o npogedenuu CAA. Hcnonvzosanue konmpacmuoi IXO-KI" 0aem
803MOJICHOCIb U3DeNcams pazeumus oouiuprozo ungapkma MIKII u yenesozo (>50%)
cnuodicenuss cmenenu oocmpyrkyuu BTJDK. DXOKI nozeonsiem He monibko KOHMPOAUPOBAns
2eMoouHamudeckull 2¢hpghexm emeuiamenbcmea, Ho U, 8 U3BECIMHOU Cenenu, u3bexcams
B03MOJICHBIX OCTIOINCHEHULL, CEA3AHHBIX C PA3BUMUEM 0CMPO20 UHDAPKMAa Muokapoa (noanas
nonepeunas 610Kada, U30IUPOBanHas O.1oKkaoa Hodcek nyuxa I uca, sxcenyoouxosvie u
HAO0#ceny00uKogvle apummuu, ampozennvlil pazpwie MKII, pazpwie nanunniapusix moiuy). ¥ 5%
nayuenmos na cocnumanvrom smane nocie CAA pecucmpupyromes snuzoowt KT. Onachvim
ocnodcneruem npoyedypvl CAA moscem bvims pegpiokc 5manona 6 nepeonion
MedHCHCENYO0UKOB8YI0 apmepuio, ee MpaH3UumopHas OKKII03Us U uiemMus nepeone-00Ko8ou
cmenku JDK. [{ns npedomepawyenus 5mo2o 0Croi#CHeHUs UCNONIb3Yemcs CReYuaibHO
pazpabomanublil 0151 NPOYedypPbl KOPOMKULL OALIOHHBII Kamemep.

Henocpeocmeennvim u coxpansiowumcs 8 oanvHetiuem sgpgexmom ycneuwinoti npoyedypot CAA
aensaemces cywecmeennoe (>50%) ymenvuenue cmenenu oocmpykyuu u MP, peepeccus
eunepmpodhuuu yrywwernue /[@ JIK y 90% oonvnuvix. Tak 6 pabome SeggewissH. ¢ coasm. [182]
OOKYMEeHMUpoB8aHo 0ocmosepHoe (6 cpednem, ¢ 72 0o 20 mm pm. cm.) CHUdCeHUe epaoueHma
oasnenus 6 BT JDK nocne npogedenus npoyedypul, cmoiikoe u 0axce npocpeccupyioujee 8 xooe
HAOI0OEHUs, YMO CONPOBONHCOANLOCH BbIPANCEHHBIM VIyUUleHUeM medenus 3a0on1esanus. Llenviil
PAO Opy2ux Uccied08anuti OeMOHCMpPUpyom yayuueHue kiunuveckoeo cmamyca (OK CH u
CMEHOKApOUU) U «Ka4ecmaea HCU3HUy» 6 meyeHue 5 iem nocjie npogedennozo nevenus [183, 184,
185].

K nacmoswemy spemenu ne doxkazarno nonodxcumenvroe enusinue CAA na npoenos, a
onepayuonnas cmepmuocms (1-2%) ne omauuaemes om maxKogou npu NPoeeodeHuu onepayuy
cenmanvrou muskmomuu [183, 184, 186].

Panoomuszuposanuvix cpagHumenbHuix UCCIe008aHUL XUPYPULECKO20 U UHMEPBEHYUOHHBIX
Memo0os aeverusi bonvuvix I' KMII nem. Ilpu evibope moeo uiu uno2o nooxooa Heobxooumo
MWAMenbHO OYeHUmsb NOb3Y U PUCK KAKHCO020 U3 HUX. TaK nodCUIblM nayueHmam 6blcoK020
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PUCKAXUPYP2ULECKO20 MeulamenbCcmea modcem dvims npednodceno npogederue CAA, 6 mo
8pemsl Kak Mosoovim (< 40 nem) npu Hanuuuu noxazanuti — cenmanvuas muskmomusf185, 186,
187]. Pe3ynomamul Mema-aHaiumu4eckux uccie008anuti OeMOHCMPUPYIOmM CPABHUMOE GNIUSHUE
xupypeuueckozo neverusi u CAA na ceMoOUHAMUKY, CMamyc u 0moaieHHble pe3yibmamaol )
bonbHbix oocmpyxkmusHnou ' KMII [188, 189].

K npeumywecmeam CAA omnocames omcymcemeaue HeoOXo0uMocmu 8 nposeoeHuu
UCKYCCMBEHHO20 KPOBOOOPAUEeHUS U CEAZAHHBIX C IMUM OCLONCHEHUT, bolee KOpomKoe
npebvleanue 6 CMayuoHape U MeHbUIas IKOHOMUYECKas 3ampamnocms memooa. K
He0OCmMamxkam ciedyem omHeCmu MexHUYecKue CI0HCHOCMU, CEA3AHHbLE C NOUCKOM U
Kamemepusayueli cenmaibHOU 8emsU U 603MONCHOCHb NOBPENHCOCHUS JIeBOU KOPOHAPHOT
apmepuu, C10#CHOCMU 8 NPOSHOZUPOBAHUU PA3MEPA BbI3bIEACMO20 HEKPO3d MUOKAPOd, A
Maxokce 8blCOKAsL 6EPOMHOCIG PA3BUMUSL NOJTHOU NONEPEYHOU OI0KAObL U APUMMOSEHHBIX
OCNOJHCHEHULL 8 pe3yibmame npogedetus npoyedypul. Tak umeromces 0anHvle 0 Mom, 4mo y om
3% 0o 10% 6onvnvix I'KMII nocie CAA pecucmpupytomes snu300st yemotuiuusou KT, a maxoice

Gubpunrnayuu npeocepouit [190]. [locne CMO smu apummuueckue cobbimus 6cmpedaromcs
peace (0.2% 6 200 npomus 0.9%).

B ceazu c wacmeim (10-20%) pazsumuem noanotl 610kaosi cepoya, npeononazarouen
umnaaumayuu nocmosinio2o IKC, 16unocy npeonocuLikol K co30aHui0 HO8bIX MOOUpuUKayuil K
npoeedenUro cenmaibHol abnayuu. Bo usdexcanue npamozo 61usHUus 3MaHoNa Ha NPOBOOAUYIO
cucmemy cepoya npeodioHCeHo albmepHaAmUHoe UCNONIb308AHUE 8 Kauecmee OKKIIO3UPYIoOue20
aceHma cneyuaIbHbIX Cnupaiel, AHAI0SUYHbIX UCHOIb3YeMbIM OISl Ie4eHUsl BPOHCOCHHBIX
COCYyOUCmbIX NAMOLO2UL, AHEBPUIM U MANCENbIX PeYUOUBUPYIOWUX Kposomeuenuil. [Ipu smom
0UYeBUOHA He0OXO0OUMOCb NPOBEOCHUST KPYNHBIX PAHOOMUSUPOBAHHBIX NPOEKMO8 O0ils
noomeepicoeHus: IPoHexmusHocmu u Oe30NaACHOCMU Memo008 CeNMAlbHOL AIKO20IbHOU
abnayuu.

3.2.3. /leyxkamephnas 31eKmpokapouoCcmumyaayus

OmnpeneneHHbIi HHTEpPEC BBI3BIBAET U3yUEHUE BO3MOKHOCTH UCIIOJIb30BaHNUs B KAUECTBE
ATBTEPHATHBBI XHPYPrUICCKOMY JICYCHHUIO OOJIbHBIX TshKeNor oocTpykTrBHOM ['KMIT
IIOCJIETIOBATEIBbHOM IBYXKAMEPHOM IEKTPOKAPINOCTUMYIIALIMYU C YKOPOUECHHON
aTPUOBEHTPUKYJIsIpHOH 3anepxkkoit (JIIKC).

o IlIpoBenenue nocrosiHHON JIDKC ¢ yKOpOUEHHOH aTpHuO-BEHTPUKYJIAPHON 3a1€PIKKON
PEKOMEH/I0BaH KaK BO3MOXHBINA MeTOT JiedeHHs 00JIbHBIX 00cTpykTrBHONW [’ KMIT (I'p. 1
B BTJIK > 50 mM. pT. CT.), peppakTepHOi K MEIUKAMEHTO3HOU Teparuu, He
ABJISIFOLIIUXCS] ONITUMAJIBHBIMU KaHIUJIATaMH JUIsl XUPYPIrUYECKON KOPPEKLIUU U
cenTajabHOM ankorosbHOU abmsuu [191, 192, 193, 194, 195,196, 197].

Yposenb yoenureabHocTu pexkoMenaanuii IIb (ypoBeHb 10CTOBEPHOCTH 0Ka3aTENbCTB B).

e VY GonbHbIX 00cTpykTUBHONU 'KMII € paHee MMIIIaHTHPOBAHHBIM B CBSI3U C HHBIMU
IPUYHUHAMU YCTPONUCTBOM, PpEKOMEHIyEeTCsl MpoBeieHNEe TpoOHOH AByxkaMmepHoi JIOKC
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C YKOPOYEHHOH aTpHOBEHTPHUKYJISIPHOM 33aJep>KKOI /11 YMEHBIICHUS] CHMIITOMATHKH,
cBsizanHOU ¢ obcTpykuueit BTJDK.

Yposens yoenureabHoctu pekomenaanuii IIb (yposens nocroBepHocTy nokaszarenscts C).

KomenTapuu: Cusici memooa cocmoum 8 usmeHeHuu nocied08ameabHOCmu
PACNpOCMpPanetust 80IHbL 8030YHCOCHUS U COKPAUJEHUS JHCETLYOOUKO8 0X8AMbl8AeN GHAYANE
sepxywky, a samem MIKII, npueooum x ymenvuienuio cyoaopmanbHo2o epaouenma 61a200aps
CHudIceHuto pecuonapHoii cokpamumocmu MIKII u, kak ciedcmeue, pacuupenuio 8bIHOCAUE20
mpaxma JDK. Omomy cnocobcmeyem maxaice 3anaz0bléanue CUCHOIULECKO20 OBUNCEHUSL
Kknepeou nepeonei cmeopku MK u ymenvuwenue eco amnaumyosi. Basicnoe snavenue umeem
no060p HauMeHbulell BeTUYUHbL BDEMEHU 3A0EPHCKU HAHECEHUSL HCETYOOUKOBO20 UMNYIbCA NOCTe
npeocepoH020, KOMopas obecnedusaenm nPeicoespemMerHyo 0enoaapu3ayuo 6epxyuKu cepoyd,
He NPU600si NPU IMOM K YXYOUEHUIO KAPOUOLEMOOUHAMUKY — CHUNCEHUIO CePOedH020 8blOpOCa U
All. Jlns smoeo 6 pside ciyuaes npuxooumcs npube2ams K YOIUHEHUIO 8peMeHU CHOHMAHHOU
ampuo8eHMpUKYIAPHOU RPOBOOUMOCU € NOMOWbI0 mepanuu b-AB unu eéepanamunom u dasxce
abasaYUU Ampuo8eHMpUKYIAPHO2O Y3Id.

Panoomuszuposanuvie niayedoxonmponupyemvie ucciedosanusano JIKC u neckonvko
ONUMENbHBIX 00CeP8AYUOHHBIX HAOa00eHull noomeepacoaiom cHudxcenue I p. /[ 6 BTJDK u
sapuabenvroe yryuueHue CUMNMOMAmuKY U «kavecmsea dxcusnuy ooavrvix ¢ OI'KMII [191, 192,
193, 194, 195]. B oonom uccareoosanuu npogeoeno npsamoe cpasuerue CAA u J[OKC u nokasano
bonvutee chudxcenue yposus oocmpykyuu 8 BTJDK npu abrayuu [196].

He yoanoce obnapyscumo u cywyecmeennoeo énusanus J[OKC na meuenue 3abonesanus u
yacmomy BCC. ObecnokoeHnocmsb 8ul3bi18aiom ycyeybaeHue Hapyulenus OUacmoIuyecKoeo
paccaabnenus MUoKkapoa u nogvluleHue KOHeuHo-ouacmoauyeckoeo oaenenus 6 JUK. Oueguono,
Ymo 00 YMOUHeHUs POLU INeKMPOKAPOUOCMUMYIAYUY & aeyeHuu oocmpykmusnou I KMIT
pacuupentoe KIuHu4ecKkoe npumMeHeHue 3mo2o Memooda He peKOMeHOYemcs.

3.2.4. Omoop o6onvuvix 013 umnianmauyuu UK/ u evioop ycmpoiicmea

Pemenue Bompoca 06 nmmnantauuu MK/ y 6omasabix 'KMIT npeanonaraer o6s3aTenbHy0
UH/IMBUAYAIbHYIO OLEHKY KIMHUYECKON CUTYyalluu, MOJIPOOHYIO IUCKYCCHIO C MTALIMEHTOM Ha
npeaMeT HeoOX0IMMOCTH, BO3MOXKHOCTH, MTPEUMYIIECTB U PUCKA JIEYeOHOTO METOAA U
HOJIMCAaHUE COOTBETCTBYIOIIETO HHPOPMHUPOBAHHOTO cornacus (puc. 4, mpuioxxenue b).

Pexomenganuu no npopuiaakrtuke BCC (mmmiaantannun UK/):

e Nmmnantanus UK pexomennyercst 6onpHbiM ['KMII ¢ nokymMeHTHpOBaHHBIMU paHee
AMMU30/1aMU OCTAHOBKHU cepJila, PUOPMILISILIUY JKETYIOUKOB WIH TE€M, Y KOro Oblia
cnoHtaHHas ycronuusas JKT ¢ morepei co3HaHUS I T€MOAMHAMUYECKUMU
HapyLIEHUSIMU U UMEIOT IPEANOI0KUTENBHYIO TPOJOKUTEILHOCTD KU3HU > 1
ronal[198, 199, 200, 201].

YpoBenb yoeauTeabHOCTH pekoMeHnaanuii I (ypoBeHb 10CTOBEpPHOCTH J10Ka3aTeIbCTB B).
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o [Ikama «kHCMRisk-SCD» pexomeHnayercs B kKauecTBe MeTo1a orieHkn pucka BCC B
TEYCHHE 5 JIET JIJIs MAIMEeHTOB > 16 neT 6e3 ciydaeB peaHuMaIliy TOCTIe SMU30/10B
KT/DXK nnu ciontanHoi ycroitunBoit KT ¢ motepeit cosHaHus Win
reMOJMHAMUYECKUMH HapymeHusmMu[81].

YpoBeHb yOoenuTeabHOCTH pekoMeHaanuii I (ypoBeHbs 1OCTOBEpHOCTH JOKA3aTENbCTB B).

o Pexomennyercs, yTo0s! S-netanii puck BCC oneHuBancs BO BpeMsi IEPBUYHOTO
oOcieZ1oBaHus U B AajbHEHIIEM MEepeoLieHuBaCs Kax/ple 1-2 roga uiaM npu
M3MEHEHUSX KIMHUYECKOTOo cTaTtyca [81].

YpoBeHnb yoeauTeJbHOCTH pekoMenaanmii I (ypoBeHb 10CTOBEPHOCTH JOKA3aTeNbCTB B).

o HmmnanTtanusa UKJ[ pexoMeHayeTcs i MalUeHTOB C IPOTHO3UPYEMBIM S-JIETHUM
puckom BCC > 6% u nporao3upyemMoil NpoJoJKUTENIBHOCTBIO J)KU3HM > 1 roza, mocie
JIETAJIbHOTO KIIMHUYECKOT0 00CIIeI0OBaHMsl, U IPUHUMas BO BHUMaHHUE MOKU3HEHHBIN
puck ocnoxxHeHui u BnusiHUSA MK/] Ha 00pa3 ku3Hu, COLIMO-3KOHOMUYECKUH CTaTyC U
ncuxoJiornueckoe 3a0poBwe [81, 198, 200, 202].

YpoBensb yoenureabHocTH pekoMenaanmii I1a (ypoBeHb 10CTOBEpHOCTH JOKA3aTeNbCTB B).

e Jlo mmmnanTanuu K] pekoMeHIyeTcst Ipe1oCTaBUTh MAIMEHTY TTOJHYIO HH(POPMAITHIO
O PUCKC HCMOTHBUPOBAHHBIX Cpa6aTLIBaHI/II>'I, OCJIOKHECHUH UMIITIaHTAallU U COLIUAaJIbHBIX,
po(eCCHOHATIBHBIX M BOJUTEILCKHUX MOCIEICTBUI HaImuus ycTporcTsa [81,198, 200,
202].

YpoBens yoenureabHocTH pekoMenaanui I (ypoBeHs 1octoBepHOCTH JoKa3aTenbeT C).

o [B-Abu/unu amuonapon pekomenayrotcs namuentam ¢ MK/, y KOTopbIX HMEIoTCs
CUMIITOMHBIE JKEITYJOYKOBbIE aDUTMHH HUJIU IIOBTOPHBIE IIOKH HECMOTPS Ha
ONTHUMAJIBHYIO TEPANMIO U NIepenporpaMmMupoBanue ycrporcrsa [198, 203].

YpoBeHs yoeauteabHocTH pexoMenaanuii I (ypoBeHs noctoBepHOCTH A0Ka3aTenbeTB C).

e DIJIEKTPOPU3NOIOTUYECKOE UCCIIeI0oBaHUE pekoMeHayeTcs nauuentam ¢ MK/, y
KOTOPBIX 3apPETHCTPUPOBAHBI HEMOTHBUPOBAHHBIC Pa3psIbl BCICACTBUE PETYIISIPHON
HAJDKEITyIOYKOBOW TaXUKAPIUH, ISl BBIABICHHS U JICYCHUS JIFOOOTO abIIMpyeMoro
cybcrpara [203].

YpoBenb yoeauTeabHOCTH pekoMenaanuii I (ypoBeHb 10CTOBEpHOCTH J10Ka3aTenbCTB C).

o MmmnanTauus UKJl pekoMenayeTcs AeTSM, BBDKUBILUM [10CJI€ OCTAHOBKU CEep/lia WK
NepeHECHINM IOKyMEHTUPOBAHHYIO CIIOHTaHHY0 ycroituuByto XKT [204, 205].

YpoBeHnb yoeautrebHOCTH pekoMeHaanmii I (ypoBeHb T0CTOBEPHOCTH JOKA3aTeNbCTB B).

e Crparudukamuto pucka BCC pexomeHayeTcsi MpOBOANTH Ha TIEPUOIUIECCKON OCHOBE
(xaxxapie 12-24 mecsana) y 6onpHbix ['KMII ¢ dakTopamu pucka, y kotopbix K1 e Obu1
UMIUTAaHTHPOBAH.

YpoBennb yoenureabHocTH pekoMenaaumii I (ypoBeHs noctoBepHocTH f0oKa3aTenbCeTB C)
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e  NmnnanTtauus UK pekomenayercsa y nereid ¢ ' KMII Boicokoro pucka BCC B cBsi3u ¢
HaAJIMYMEeM HEOOBSCHIUMBIX CHHKOTIAIBHBIX COCTOSIHUIM, MAaCCUBHOM runeprpodun
MHOKapaa win cemeiiHoi uctopueit BCC nocie Toro, kak olieHeHa BbICOKasl CIIOKHOCTh
JJINTCIIBHOI'O UCITOJIB30BaAHUA JAHHOI'O yCTpOﬁCTBa.

YpoBeHs yoeauteabHocTH pekoMenaanui I (ypoBeHs 10cToBEpHOCTH JoKa3aTenbeTB C)

KommenTapumn: [loneznocms umnianmayuu UKJ] ne onpedenena y 601vHbIxX ¢ peOKumu
napoxkcusmamu neycmotiyugou KT npu omcymcemeuu kakux-1ubo opyaux ¢paxmopoe pucka
BCC. Umnnanmayus UK/ sensemcs neonpedenennoii y bonvnvix I KMII ¢ neadexsamuotl
peakyueti A/l 6 xo0e Hacpy304HO20 mecma npu OMCymcmeuu Kakux-1uoo opyeux paxmopos
pucka BCC, ocobenno npu nanuuuu evipasxcentoi oocmpyrkyuu BT JDK.

Tokazanus k umniaumayuu kapouosepmepa-oepuopunnamopa (UKJ]) mocym 6vimo
pacuupenwl y 60nvHbIx ¢ Heoocmpykmuenot I KMII ¢ CH II-1V @.K. u ¢ppaxyueii viopoca JDK
< 50%, nonyuarowux MakCumMaibHO 603MONCHOE MEOUKAMEHMO3HOE TledeHUe.

Buioop ycmpoiicmea

VY monoapix narmenToB ¢ 'KMII B cinyyae npunsatus pemenust 06 ummiantauuu MKJ|
IPEIOYTUTENEHBIM SBIISETCS BBIOOP OJIHOKAMEPHOT0 YCTpoiicTBa 6€3 He0OOXOAMMOCTH
IIPOBEICHUS IIPEICEPAHON U KEITYJOUKOBOM CTUMYJISLIUHU.

VY 6onpHbIXx 'KMII ¢ curycoBoO# Opamukapaueid u/uiam napokcu3MaibHOl MA, Hy KIaromuxcst
B umiuiantauuu MK/, mpennoytutenbHO UCMOJb30BaTh AByXkaMepHbiid DKC.

[ToxxunbsiM 60mpHBIM [ KMIT (06619HO > 65 net), umeromuM rpaauent gasienus B BT JDK > 50
MM PT.CT. B IOKOE U BhIpakeHHYI0 cumnToMaTuky CH, ienecoobpasHo ucmnonbp3oBaHue
JIBYXKaMEPHOTO yCTPONCTBA.

3.2.5. Omoop kanouoamoe 0111 nposedeHus mpancniaHmayuu cepoua

e OproTonuyeckasi TpaHCIUIAHTAIUS CepIla MOXKET ObITh PEKOMEH IOBaHA VISl MTAIIUEHTOB,
NOAXOAAIMX 7151 TpaHciuiantanuu, nMmeromux @BJIDK < 50% u cumntomer [HI-IVOK
CH (NYHA) HecMOTps Ha ONTHMAJIbHYIO JIEKAPCTBEHHYIO TEPAIUIO MIIM HEYCTpaHUMBbIE
JKenmyaoukoBbie aputmun [206, 207,208, 209].

YpoBenb yoenureabHocTH pekoMenaanmii Ila (ypoBeHbs 10CTOBEpHOCTH TOKA3aTENbCTB B).

e OproTonuueckas TpaHCIJIAHTALUS cepilla pEKOMEH/I0BaHa JUIsl MAI[MEHTOB,
HNOJIXOJAIIMX AJIsl TPaHCIUIaHTaluu, coxpaneHHo @BJIDK> 50%, Tsoxénbivu
cumntoMamu (III-IVOK CH (NYHA)), BbI3BaHHOI BBIpQXKEHHOM THACTOTUYECKON
nucyHKIUEH, pe3uCTEHTHBIMHE K JIEKapCTBeHHOM Tepanuu [206, 207,208, 209].

YpoBennb yoenureabHocTH pekomenaaumii IIb (ypoBenb 1ocTOBEpHOCTH AOKa3aTenbCTB B).

KommenTtapuii.B omnowenuu oemeti ¢ I'KMII, umerowux bipa)cennyo CUMNmMOMamuKy u
msdicenvle HapyuleHus: 2eMOOUHAMUKU NO PECMPUKINUBHOMY MUNY, He Peazupyrouux Ha opyeue
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JleuebHble MeponpUAmMuUs Ul He paccmMampuearoyuxcs 8 Kaiecmee KaHouoamos 0 Opy2ux
eMeuamenbcms, 0014cer Obims peulern 60NPoOc 0 BO3MONACHOCIU NPOBEOEHUs. MPAHCNIAHMAYUU

cepoya.

e TpancmnanTamus cepama He pekomenaoBana 0onbHbIM ['KMIT ¢ msrkoi
CHMITOMATUKON HE3aBUCHUMO OT BO3pacTa MalleHTa.

YpoBenb yoenureabHocTu pexkomenaaumii I (ypoens nocroBepHoctu gokazarenscts C).

4. PeadOnanranus

CrienanbHBIX peKoMeHaanui mo peadbunuranun 6oapHEIX [’ KMIT He cymecTByerT.

MeTtoonorus u peanu3anus peadMINTalMOHHBIX MEPOIIPUATHI 1OCIIE TPOBEACHUS
MHTEPBEHLIMOHHBIX MeponpusaTuil y 60iabHbIXx ' KMII cooTBeTCTBYET NpUHLIUIIAM,

IIPUMEHSAEMBIM B OTHOILICHHUH ITAIIUEHTOB € JPYTOW MMaTOJIOTUEN CEPAEUYHO-COCYAUCTON CHCTEMBI.

5. IIpopuinakruka

B nenom nanmentsl ¢ TKMIT Hyk1a10TCsi B TOKM3HEHHOM HAOJIIOICHHUH JIJIS1 BHIBJICHUS
M3MEHEHUH B CUMIITOMAaTHKE, prucka yrpoxarouux cumntomoB, OBTIDK, dynkuun JDK n
CEepPAEYHOTO PUTMA.

AnropuT™m niepBUYHON 1 BTOpuYHOU npodunaktukn BCC npeacrasieH B npuioxeHuu b (puc.
4). Yactora cucronuueckoit nucynkiuu JIK u nmpeacepaHpIX apuTMHA YBETHYUBACTCS C
Bo3pactom [157, 210, 211]. YacToTa MOHUTOPHUHTA OTIPEEISAETCS TSKECTHIO 3a00JIEBaHNUS,
BO3PAacTOM U COCTOSIHUEM.

e B kauectBe 00ImMX MEPONPUATHI PEKOMEHAYIOTCS: OrpaHMYEHHE 3HAYUTEIbHBIX
(bu3NYeCKUX Harpy30K U 3allpellieHue 3aHATHI CIIOPTOM, CIIOCOOHBIX BBI3BIBATh
ycyryOneHue runepTpoduu MHOKap/a, MOBBIIIEHUE BHY TPHXKETYTIOUKOBOTO TPaHEeHTa
nasnenus u pucka BCC. VY 6onpabix 'KMII B pamkax 3m0poBoro oopasa ku3Hu
1eJ1ecO000pa3HO MPOBEICHUE a3POOHBIX YIIPAKHEHUN HU3KOW HHTEHCUBHOCTH.

YpoBeHs yoeaureabHocTH pekoMenaanuii I (yposens noctoBepHOCTH foKa3aTenbeT C).

e Bcewm 6onbabM 'KMII, BKITIOYast HOCUTENEH MATOJOTUIECKIX MyTaluid 0e3
(EHOTUITUYECKUX TIPOSBIICHUM 00JIE3HU U OOJBHBIX ¢ OECCUMITTOMHBIM TE€UCHUEM
3a00JIeBaHUs, PEKOMEHIOBAaHO JUHAMHYECKOE HAOIIOACHHE, B X0 KOTOPOTO
OLICHUBAETCS XapaKTep U BHIPAXKEHHOCTh KIIMHUYECKUX, MOP(OIOrHUECKUX U
reMOJIMHAMUYECKUX HapyIICHU! U ornpenenseTcs neueOnas crparerus [4, 7, 8, 10, 140-
143].

YpoBeHnb yoenutrebHOCTH pekoMeHaanuii I (ypoBeHb 10CTOBEPHOCTH JJOKA3aTeNbCTB B).

e VY KIMHUYECKH CTa0MIbHBIX MAIUEHTOB PEKOMEHIyeTCsl aMOyIaTopHOE 00CIe0BaHue,
Brmovaroriee DKI' u DXO-KI" kaxaeie 1-2 rona [84, 100, 101, 210-212].
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YpoBenb yoeauTeabHOCTH pekoMenaanuii I (ypoBeHb 10CTOBEpHOCTH J10Ka3aTenbCTB C).

o Kuunuueckoe o6cnenoBanue, Bkatovaroniee DKI' u 3XO-KI', pexomenayetcs
NalyeHTaM Mpu JII0OoM u3MeHeHuu cumnromatuku [84, 100, 101, 212].

YpoBenb yoenureabHocTH pekoMenaaumii I (ypoBens noctoBepHoctu qokaszarensets C).

e 48-yacoBoe monutopupoBanue IKI' pekomenayercs kaxabie 12-24 Mecsina KIMHUYECKU
CTaGI/IHBHBIM nanmucHTaM, KaXXabIc 6-12 MCCALCB MalUCHTaM C CUHYCOBBIM PUTMOM U
pazmepom JII1>45 MM 1 ipy OSIBJICHUH HOBBIX kKano0 Ha cepaueduenus [9, 80, 81].

YpoBenb yoenureabHocTH pekoMmenaaumii I (ypoBens noctoBepHoctu qokaszarenbets C).

e Ha HavyampHOM 3Tare MEIUKAMEHTO3HOTO JICUYCHHST PEKOMEHTYIOTCS TUTAHOBBIE BU3UTHI
(uepes 6, 9, 12 mecsreB, mpu HEOOXOAUMOCTH Yalle) K Bpady, AJs OLIEHKH
MepeHOCUMOCTH, 3(H(PEKTUBHOCTH U OE30MACHOCTH JICUEHHS, & TAK)KE KOHTPOJIS
BBITIOJTHEHHSI BpadeOHBIX PEKOMEHIAIUH.

YpoBeHs yoeauteabHocTH pexoMenaanuii I (ypoBeHs noctoBepHOCTH JoKa3aTenbeTB C).

o IIpu HenocraTouHOM 3PPEKTUBHOCTH U MIIOXOH TIEPEHOCUMOCTH MTPOBOIUMOTO
MEAMKAMEHTO3HOI'O JIEUEHUS] PEKOMEHI0BAHA 3aMEHA UCIIOJIb3YEMOT0 JIEKAPCTBEHHOTO
Ipernapara ¢ noCiIeAyOMUM KOHTPOJIEM IIPOBOAUMOTO JICUEHHUSL.

YpoBeHs yoeauteabHocTH pexoMenaanuii I (yposeHs noctoBepHOCTH JoKa3aTenbeT C).

o Harpy3ouHoe TecTupoBaHuEe peKOMEHAYETCS Kaxkable 2-3 roja sl KIMHUYECKH
CTaOWIIBHBIX MALMEHTOB M KaXKABI I0J] P IPOrPECCUPOBAHUU cUMITOMOB [213].

Yposens yoenureabHocTu pekomenaanuii Ila (yposens nocroBepHoctu nokaszarenscts C).

e  MPT cepana kaxapie 5 €T MOKET PEKOMEHIyeTCS IS KIMHUYECKU CTa0MIbHBIX
MAaIMEeHTOB U KaX/Ible 2-3 roja mamueHTam ¢ mporpeccupoBanneM 3aboseBanus [214].

YpoBenb yoenureabHocTn pexkoMenaanuii Ila (ypoBeHs 1ocToBEpHOCTH J0Ka3aTenbCTB C).

o Tlonnoe o6cnenoBanue, Bxmoyatoniee KT u DXO-KI' u anuTenbHbII MOHUTOPUHT
OKT', pekomenayercs B TeueHue 1-3 mecaues u 6-12 Mecsues nocine nposeaeHus CMO.

YpoBens yoenureabHocTu pexomenaanuii Ila (yposens nocroBepHoctu nokaszarenscts C).

e DOXO-KT', npoBoaumast kaxxaele 1-2 rona, pekomenayercs y 0osnbHbIx [ KMIT
CTaOMIIBHOTO TE€UEHUS JUIsl JTUHAMUYECKON OLICHKH CTENeHH THIIepTpouu MUOKap/a,
obctpykiu BTJDK u MuokapauansHON (yHKINN.

YpoBennb yoenureabHocTH pekomenaaumii Ila (yposens gjocroBepHocTH noka3aTenbCeTB C).

e OXO-KTI B ycioBusiX Harpy3KH PEKOMEHIYETCS JJISl BHISBICHUS U KOJTMYECTBEHHOM
OLIEHKU YPOBHS JMHAMHUYECKOW OOCTPYKIMH MIPU €€ OTCYTCTBUHU B TIOKOE Y OOJIBHBIX
['KMII.
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YpoBenb yoenureabHocTH pekomenaaumii Ila (yposens nocroBepHocTr nokazatenbeTs C).

e OXO-KI' ¢ Harpy3koi, peKOMEHIYETCsI ISl IPUHATHUS PELICHHS O MEAUKAMEHTO3HON
Tepanuu, Ipy IIaHUPOBAHUM cenTanbHON MU3KTOMUU (CMD) U OlLIeHKE BO3MOKHOCTH
nposeaeHus CAA.

YpoBeHsb yoenuTeabHocTH pekomMenaanuii I1a (ypoens nocroBepHocTu 10ka3zaTenscTs C).

o IlIpoBenenne DXO-KI' B coueTanny ¢ BHyTPUBEHHBIM BBEIEHUEM KOHTPACTHOTO
BEIIIECTBA PEKOMEH/YETCsI B CII0XKHBIX AUArHOCTHUECKUX CUTyalMAX (aUKaJIbHas
I'KMII, nadapKT BepXyIIKH, CI0)KHOCTU B OLIEHKE BBIPAXXEHHOCTH TUIIEPTPODUN),
0COOEHHO KOTJ1a PYyTHe BU3YyaATU3HpYIomre MeToabl (B yacTHocTH, MPT-Tomorpadus)
HEJOCTYTIHbI I IPOTUBOIIOKA3aHBbI.

YpoBeHsb yoenuteabHocTH pekoMenaanuii I1a (ypoBeHs noctoBepHocT 10Ka3aTenscTB C).

o C nenpto 00eceyuTh OCO3HAHHOE YYacTUe MalUeHTa B JIEYeOHO-TIPOPHIAKTHIECKOM
nporecce 1 MOBBICUTH 3P GEKTHUBHOCTH JICUCHNST PEKOMEHTyeTCsI [UIsl psiia TallMeHTOB,
JUIS KOTOPBIX YCTHBIX PEKOMEHAALUI HEJJOCTATOYHO, TPOAYOIUPOBATh X B TUCBMEHHOM
BUJIC.

YpoBenb yoenureabHocTH pekomenaaumii Ila (yposens nocroBepHoctTr nokazatenbeTs C).

Kommenrapuii: Heomwvemnemoul uacmovro Meponpusimuii npu ie4eHun U OUHaAMUYEeCKOM
Habnodenuu 60vubix I KMII 0ondicho 6bimsb nosviuieHue ux oopazosamenvho2o yposHs. Eciu
oaoice 8pau paspabomaem ONMUMATLHYIO NPOSPAMMY JeYeHUst 05l KAHCO020 KOHKPEMHO20
nayuenma, npogecmu ee 8 JCU3Hb Oy0em 8eCoMa CLONCHO NPU HATUYUU HUSKOU MOMUBAYUUK
Jievenuto. Bee npumensemvie memoowl neuenust u npohuaakmuxu 00aHCHbl Oblmb 0OCYHCOeHbL U
coenacosamwl ¢ bonvuvim. [Ipu 6b160pe pedcuma Ha3Havenus npenapama HeooXo0UMo
yuumeieams 00pa3z sHcuznu nayuenma.Bce pexomendayuu, dasaemvie nayueHmy, O0IHCHbL ObIMb
ACHBIMU, YeMKUMU U COOMBEMCMBOBANb €20 UHMELIEKMYAIbHOMY YPOGHIO.

6. lonosinuTeabHast MH(pOpMANUSA, BJAUSIOMIAA HA TeYeHUe U UCX0/l 3200/1eBaHM S

YpoBeHb yoenuTebHOCTH pekoMeHAanmii I (ypoBeHb JOCTOBEPHOCTH JJOKa3aTeIbCTB B).

e ['eHeTHUYECKOE TECTUPOBAHUE PEKOMEHIYETCS MallieHTaM, COOTBETCTBYIOIIUM
kputepusiMm ['KMII, korga 3To mo3BoJsS€T KaCKaJHbIA T€HETUYECKUNA CKPUHUHT
poactBeHHUKa [64,67,68].

YpoBeHb yoenuTeIbHOCTH pekoMeHAanmii I (ypoBeHb JOCTOBEPHOCTH JJOKa3aTeIbCTB B).

o KackaaHblil reHeTUYECKUI CKPUHUHT TIOCIIE MIPEABAPUTEILHOIO KOHCYJILTUPOBAHUS
PEKOMEHIyeTCsl B3POCIBIM POJICTBEHHUKAM IEPBOM cTeneHu poacTBa 00bHBIX ' KMII,
MMEIOLINM SIBHYIO IATOT€HHYI0 MyTauuto [64, 66-68].

YpoBeHnb yoeauTeJbHOCTH pekoMenaanmii I (ypoBeHb 10CTOBEPHOCTH JOKA3aTeNIbCTB B).
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o Kimnauueckoe obcienoBanue, Bkmovaromee OKI', 9XO-KI' u ginurenbpHoe
TUHAMHUYECKOoe HaOII0IeHIEe PEKOMEHIYETCS POJICTBEHHUKAM TIEPBOM CTENICHH POJICTBA,
Yy KOTOPBIX BBISBIICHA T XK€ SIBHAsI MTATOTCHHAS MyTaIlus, 9TO U ipodanga [69].

YpoBennb yoenureabHocTH pekoMenaaumii I (ypoBens noctoBepHocTu qokazatenbets C).

e PoncTBeHHHMKaM MepBOM CTETIEHU POACTBA, Y KOTOPHIX HE BHISIBICHA Ta JK€ SIBHAS
MaTOT€HHAsI MyTallMsl, YTO M Y TIPOoOaH/Ia, peKOMEH0BAHO WX JalibHEHIIee
JUHAMHYECKOTro HabI0IeHNEe, HO ¢ YKa3aHHeM 00paTHThCS 3a TOBTOPHBIM
o0ceToBaHUEM, €CITH Y HUX PAa30BBIOTCS CUMIITOMBI MWJIH MOSBSITCS HOBBIE PEJICBAHTHHIE
nannsie) [70, 71,7 2].

YpoBeHnb yoeaurebHocTH pekoMenaanmii I1a (ypoBeHbs 10CTOBEpHOCTH TOKA3aTENIbCTB B).

e Ecnu sBHOW maTOreHHON MyTalluy y Mpo0aH/a HE BBISIBICHO WM T€HETUYECKUI
CKPUHHUHT HE TPOBOMIICS, KiimHn4Ieckoe obcnenoBanue ¢ DKI™ u DXO-KT'
PEKOMEHI0BaHbl POJCTBEHHUKAM MIEPBOM CTETIEHU POJCTBA Kaxble 2-5 et (mium 6-12
MECSAIIEB), €CITM UMEIOTCS IMATHOCTUYECKU He3HAUMMble aHoMaiuu [69, 71].

YpoBens yoenureabHocTu pexomenaanuii Ila (yposens nocroBepHoctu nokazarenbcts C).

e [locmepTHOE TeHETHYECKOE HcciienoBanne 0opasioB Tkanen niu JJHK moxeT ObITh
PEKOMEH/I0BAHO B OTHOILIIEHUH YMEPIIUX MAUEHTOB ¢ MATOMOP(OIOTUIECCKI
noarepkaeHHoi ' KMII, 4To0s1 UMeTh BO3MOXXHOCTD BBITIOJTHUTH KaCKaTHBIN
TE€HETUYECKUI CKPUHHUHT POACTBEHHUKOB[73].

YpoBeHsb yoenuteabHocTH pekoMenaanuii I1a (ypoeHs nocroBepHocTH 10Ka3aTenscTB C).

e YV pOACTBEHHHUKOB IEPBOI CTENEHU POACTBA JIE€TCKOTo Bo3pacta (10 net u crapue), y
KOTOPBIX TeHETUUECKHI CTaTyC HEU3BECTeH, KauHndeckoe oocaeaoanue ¢ DKI" u 3XO-
KI" pexomennoBano kaxabie 1-2 roga mexay 10 u 20 rogamu, a 3aTeM Kaxable 2-5
net[69].

Yposenb yoenurteabsHocTu pexkomenaanuii Ila (yposens gocroBepHocTu gokazateiabctB C).

e Eciu nmeercs 310kavyecTBEHHAsI CEMEWHAs KCTOPUS C HA4YajIoM 3a00JICBaHUS B IETCKOM
HJIM paHHEM BO3pacTe, U, Korjaa y pe6eHKa €CTb KapJAWaJIbHbIC CUMIITOMBI WJIN OH
BOBJICYEH B aKTHBHYIO (PU3NYECKYIO aKTHBHOCTh, PEKOMEHIOBAHO KIIMHUYECKOE WITH
TeHETHUYECKOE 00CIIe/IOBaHNE ACTEH NIEPBOM CTETICHH POJICTBA J10 Bo3pacrta 10 yet [69].

Yposens yoenureabHoctu pexomenaanuii IIb (yposens nocroBepHocTy nokaszarenscTs C).

o IIpoBeneHne KIMHNYECKOTO CKPUHUHIA HE PEKOMEHIYETCsl y T€HOTUII-OTPULATEIbHbIX
POJCTBEHHUKOB Tipu cemeitHo hopme ['KMII.

Yposens yoenureabHoctu pexomenaanuii 111 (yposens nocroBepHoctu nokasarenscts C).

e B oTHOWIEHUN AETEN MALIMEHTOB C ABHOM NMATON€HHOM MyTallUENd PEKOMEHAOBAHO
MPEIUKTUBHOE T€HETUYECKOE TECTUPOBAHUE, CIEAYIOIIEE 3a IPEABAPUTEIILHBIM
KOHCYJIbTUPOBAaHUEM CEMBH, B Bo3pacTe 10 neT u crapiue (B COOTBETCTBUE C
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MEXIyHAPOAHBIMHA PYKOBOACTBAMH IO T€HETUYECKOMY TECTUPOBAHUIO JeTei) [69,
75,76].

YpoBeHsb yoenuTeabHocTH pekoMenaanuii I1a (ypoeHs nocroBepHocTH 10Ka3aTenbcTB C).

e OlreHKa KOPOHAPHOTO pe3epBa Ha OCHOBE KOJIMYECTBEHHOM OLEHKH MUOKapIUaIbHOTO
KpOBOTOKa 10 pe3ynbratam [I19T He pekoMeHI0BaHO IS ONPEIeICHUs TPOrHO3a.

YpoBenb yoequreabHocTu pekomenaaumii I (ypoenb noctoBepHocT gokazarenscts C).

KommenTapmii: [lonesnocms cenemuyeckoeo mecmuposarnus 6 oyerke pucka BCC npu I'KMIT
npeocmasiiemcs neonpeoeieHHoll. B omuowenuu oemeu 0CHOBHOU NPUHYUN COCMOUM 8 MOM,
Ymo eeHemuyecKoe U KIuHu4eckoe 00Cie008anue O0IHCHO UMems 3HaveHue 0Jisd 6e0eHUs,
Op2aHU3AYUY CIMUIA HCUSHU U OdTbHelue20 KIUHuYecko2o obcredosanus. Koncyromuposanue
makoice odezuaem coop ungopmayuy om Opyeux uieHo8 cemMbl, BKIUA KAPOUAIbHbLE U
IKCMPAKAPOUATbHBIE CUMNIMOMbL U Pe3VIbMamsl AyMOnCUU, KOmopvle MONCHO UCNOIb3068AMb
0J1s1 NOCMPOeHUsE OeMAbHOU POOOCIOBHOU CEMbUL.

3anamua cnopmom u Qu3Ky1bmypoil, yuacmue ¢ CHOPMUGHBIX COPEEHOBAHUAX

e Jlnsa HOCUTENEH SIBHBIX MMAaTOTCHHBIX MyTaIluil 6e3 nmposiBiieHnit 3a06onaeBanus mo K[ u
OXO-KTI" cnopTUBHBIE 3aHATUS PEKOMEHOBAHbI IIOCIIE PACCMOTPEHUS BBISBICHHOU
MYTallU{, TUIA CIIOPTUBHOIN aKTUBHOCTHU U PE3YJIbTATOB PETYJISPHBIX U MOBTOPHBIX
KIIMHUYECKUX UCCIIe0BaHui [74].

Yposens yoenureabHoctu pekomenaanuii IIb (yposens nocroBepHocTy nokaszarenscTs C).

Bonbueiv ['KMIT 1ienecooOpa3Ho orpaHUuMBATHCS 3aHATUSMH U yYaCTHEM B COPEBHOBAHUSAX

HU3KOW MHTCHCUBHOCTH (HAIIpuUMep, Toyib(], OOyIHHT).

[Tatmentam ¢ 'KMII He3aBucuMo OT Bo3pacTa, MoJia, pacoBOM MPUHAAJIC)KHOCTH, HATUYMS
ooctpykuuu BT JIDK, mpoBeieHHBIX paHee oneparuu cenTanbHoi MudKTOMHUH i CAA win
umiutantanuu K]l y 601pHBIX BeICOKOTO prucka BCC, mpOTHBOIIOKA3aHO YYacTHE B
CIIOPTUBHBIX COPEBHOBAHUSX U YIIPAKHEHUSIX BHICOKOW HHTEHCUBHOCTH.

bepeMeHHOCTD M pOabl

1. V¥ xenmun ¢ [KMIL, y KOTOpBIX KIMHHUYECKUE MTPOSBICHUS 3200I€BAHUS OTCYTCTBYIOT
WM KOHTPOJIUPYIOTCS MpUéMOM OeTa-apeH00I0KaTOPOB, JIedeHUE HE0OX0IUMO
IPOJIOJKHUTH BO BpeMsi OEpEMEHHOCTH U OCYIIECTBIISATh HAOIOICHHE 3 TUIOJIOM BO
n30exaHue pa3BUTUS OpaJuKapIuu U IPYTUX OCIOKHEHUH.

2. Jlo muiaHupyeMoro 3adaTisi peOEHKa MOKa3aHo MPOBECHUE TE€HETHYECKOTO
KoHCynbTUpoBaHus narueHToB ¢ ['KMII (Mmatepu unu otia).

3. V¥ xenmun ¢ ['KMII, umeronmx BEICOKUI ypOBEHb OOCTPYKIIUH B ITOKOE U B YCIOBHSX
mpoBoKaiuu (> 50 MM PT.CT.) U/WUIU HEKOHTPOIUPYEMYIO METMKAMEHTO3HO
CHUMIITOMATHUKY 3a00JIeBaHMsI, O0EPEMEHHOCTD CBSI3aHa C BHICOKUM PUCKOM, M OHH JOJKHBI
OBITH HaMpaBIIEHBI U1 HAOIIOIEHUS B CHIEIMAIM3UPOBAHHOE YUPEKICHHE.
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4. Iuarno3 'KMII ue siBnsieTcs MPOTHBOTIOKA3aHUEM JIJIsl OEPEMEHHOCTH Y
6GCCI/IMHTOMHBIX KCHIIIMH, OAHAKO JOJIXKCH 6BITB MMPOBCACH TH_[aTeHBHblf/’I aHaJlu3 B

5.

6.

OTHOIICHUHU pHCKa OEPEMEHHOCTH U POJIOB.

V xenuuH ¢ 'KMII 1 Msrkoi nim yMepeHHOM KOHTPOIMPYEMOW CUMITOMAaTUKON
OEepeMEHHOCTh OIPABJlaHa, OJITHAKO L[€JIeCO00pa3HO MPOBOIUTH SKCIIEPTHBIN CepAeUHO-

COCYJIUCTBIN U IPEHATAIBHBI MOHUTOPHUHT .

V xennua ¢ TKMIT u Tspkenoit cepiedHoi HeTOCTaTOYHOCTHIO OEPEMEHHOCTD CBSI3aHa C
HOBBILHCHHOﬁ BCpOSITHOCTBIO pa3BI/ITI/IH OCJIO)KHGHHFI nu CMepTI/L

Takum oOpazom, ctparerus nedeOHbix Mmeponpustuii mpu ['KMII noctatodyHo cnoxHa u

npeamnoJaract PIH,I[PIBHI[yaJ'ILHBIfI aHaJIn3 BCCT'O KOMIIJICKCA KIIMHUYCCKHNX, aHAMHCCTHUYCCKHX,

I'eMOAMHAMHYCCKHUX HOKaSaTeHCﬁ, PE3YJIbTATOB TeHHOM TUArHOCTUKHU U CTp&TH(i)HKaL[HI/I pHUCKa

BCC, onenky ocobeHHOCTEH TeueHus 3aboseBaHust U 3PHEKTUBHOCTH UCIIOIb3YEMBIX

BAPHUAHTOB JICUCHU . B LEJIOM, palfluOHaJIbHAaA (bapMaKOTepanI/m N UCIIOJIB30BaHUC I10

NOKa3aHMUSAM UHTEPBEHLIMOHHBIX METOAUK (Xupyprudeckoe geuenue, CAA, UK/ u B penkux

ciydasx JI9KC) no3BosistoT NOJyYUTh ONTUMANIbHBIA KIMHUYECKUH Y3 PEKT, MpeaynpeIuTh

BO3HMKHOBEHHME TSDKEIIBIX OCJIOKHEHUN U YJIy4YlIUTh IIPOTHO3 Y 3HAYATEILHON YaCTH OOIBHBIX
['KMIL.

Kpurepuu oneHkn kayecTBa MeIUIIUHCKON TOMOIIH

QHTMOTEH3MH MpEBpaLIAloNIero pepmMeHTa
1/WJIN aHTarOHUCTAMH PELETITOPOB

anrnorensuHa Il n/unm quyperukamu (B

YpoBeHb YpoBeHb TOCTOBEPHOCTH
Ne yOeauTenbHOCTH JIOKa3aTeNNbCTB
Kputepus kauecta .
/1 [PEKOMEHTaIni

BrimmosHeHa KOHCYIBTAIUI BpayoM- I B
l.

KapA1O0JI0rOM

BrinonHeHa 3neKTpokapauorpadus He I B
2. nosaHee | yaca OT MOMEHTA NIOCTYIUICHUS B

CTal[IOHap
3 BrimonHeHa sxokapauorpadus I B
4 BBINOIHEHO XONTEPOBCKOE UCCIIEIOBAHUE I B

BrinonHeH aHaau3 KpoBU OMOXUMHUYECKUI I C
5. oO1ierepaneBTHUECKUi (KpeaTHHUH, TTII0K03a,

KaTuii, HATPHIL)

BrINoJIHEH aHaIu3 KPOBU 110 OLIEHKE IIa C
6. HapyILIEeHUH JIUIHAHOTO OOMeHa

OMOXMUMHUYECKUN

[TpoBenena Tepanus 6eta-aipeHo0I0KaTOpaMu I C

1/vH OJIOKaTOpaMu KadbIIMEBBIX KAaHAIOB
, 1/WITM MTHTUOUTOpaMH
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[PeKUME MOHOTEPATINH WIIH B PEXKIME
KOMOWHUPOBAHHOM TEpaIuy MalueHTaM, B
3aBUCUMOCTH OT MEIMIIMHCKUX MOKa3aHUA U
[PY OTCYTCTBUHM MEIUIIMHCKUX
MTPOTUBOTIOKA3aHU )

BrIloHeHa KOHCYJIBTALMS BPA4OM-CEPAECUHO- ITa C
COCYIUCTBIM XUPYProM (TIPOBEJIEH aHAIU3
[MOKa3aHUM U IPOTUBOIIOKA3aHUH K
xupypruueckomy jgeueruro (CMO, CAA,
JIOKC u np.)

[TpoBenena crparudukanus pucka BCC (B I B
mocTynHOM 00beMe). OrieHeHa He0OX0AUMOCTh
1 BO3MOXKHOCTh umruiantauuu MK/ ¢ uensto
npodumiaktuku BCC

10.

JIOCTUTHYTO yJIydIlIEHUE COCTOSIHUS Ial[UeHTa, I C
[YMEHBILIEHNE BBIPA)KECHHOCTH CUMIITOMAaTUKHU

3a00J1eBaHUs
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IIpuaoxenune Al. CocraB paGoyeii rpynmnsl

ABTOpBI (pado4ast rpynmna no NnoAroToBKe TEKCTa peKOMeHIAIui)
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['a6pycenkoC.A.— O.M.H., CTapIIHii HAyYHBIH COTPYAHUK MHCTUTYTA KapAHMOJIOTHI
nmenu A.JI.Mscaukosa @®I'bY PKHIIK M3 P®, OO0111ecTBO CIIEIMAIHUCTOB 10
Cep/ICYHON HEAOCTAaTOYHOCTH.

AreeB @.T. — a.M.H., mpodeccop, pykoBoautens HKO MHcTUTyTa KapAHOJIOTHH UMEHU
AJL.MscuukoBa ®I'BY PKHIIK M3 P®, O011ecTBO CrieuaiucToB MO CepIeIHON
HEJOCTATOYHOCTH.

[ToctHOB A.YO. — 1.M.H., pykoBoauTenb OTena cepieyHO-COCyAUCTON MaTONIOTuu
Hucturyra kapauonorun umenu A.JI.Mscaukoa ®I'bY PKHIIK M3 P®.

CaupnoBa M.A. — 1.M.H., npodeccop, pykoBoauTens 1aboparopunt ¥Y3U Nucturyra
kapauosiorun umeHu A.JI.Mscaukoa ®I'BY PKHIIK M3 P®.

CmupHoBa M.JI. — K.M.H., CTapIIMi HAy4YHBIM COTPYAHUK MIHCTUTYTa KapAUOIOTUU
umenu A.J.Mscuukoa ®I'bY PKHITIK M3 P®.

CokonoB C.®. — K.M.H, BeAyLIUi HAy4YHbIH COTPYAHUK HCTUTYTa KapANOJIOTUHA UMEHH
AJL.MscuukoBa ®I'BY PKHIIK M3 P®.

Crykanosa O.B. — K.M.H., CTapiInii Hay4HbIA COTPYIHUK MHCTUTYTa KapINOIOTUU
uMenu A.J.Mscuukoa ®I'bY PKHIIK M3 P®.

Bce unenst Paboueii rpynmbl moaATBep A OTCYTCTBUE (PUHAHCOBOM MONICPKKH/KOHDIUKTA

MHTEPECOB, O KOTOPBIX HEOOXOAUMO COOOIIUTD.
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[punoxenne b. AiropuT™Mbl BeleHUs MAlUEHTA

PucyHok 2. AnropuT™ IMarHoCTUKH U BefeHus 00bHBIX [ KMIT

IMament
C MOJIO3PEHHEM

na [T KMII

Y

JnarsocTHka

KommiekcHoe obcitejoBaHue

IIpogomxenue
JAHArHOCTHYECKOro MOHCKa
B paMKax APYTOro BO3MOKHOTO
3a001eBaHHA

Her

Xupyprageckoe
JIedeHHe
(o mokazaHHAM)

Her

®PapmakoTepanua
Habmoaenue
IMpodnrakTrka

Huarsos
NOATBEP:KAEH?

Jleuenne
addexTEHO?

IIpunoxenne B. Unpopmanus 1 NaMEHTOB
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KoncepeatueHoe
JICYCHHE
(dbapmakoTepanua)
Haomoaenne

IIponomrxenue
dapmakoTepanHH

A

Habmogenue
Ipoduiaktuxa

bonpmmucTBO Mmoaeit ¢ 'KMII BenyT HOpMalIbHYIO U IPOAYKTUBHYIO KU3Hb, HE UMEIOT

CHMIITOMAaTHKU U OFpaHI/I‘IeHI/Iﬁ (bHSH‘ICCKOﬁ 1 MTHOM AKTUBHOCTH, a MPOAOJIKUTCIIBHOCTD Y KU3HU

HE OTJIMYaeTcs OT cpeaHeil B monmynsauru. Ho y HeGonmporo ymcia pa3BuBaeTcs TsHKEIast

CUMITOMAaTHKA U UMEETCS BHICOKUI PUCK OCIIOKHEHUH 3a0o0yieBanus, B yacTHocTH puck BCC.

[Tpu 5TOM 0COOYIO TPyIIITy MPENCTABIISIOT HOCUTEIN TeHOTHITA U PEHOTUITUIECKHUX MPOSBICHUN

00JIe3HH, aKTHBHO 3aHUMAIOIIHECS COPEBHOBATEILHBIM CIIOPTOM U PO ECCHOHATBHOM

bu3nIeCcKoil IeATETHHOCTHIO.

He3aBucumo ot TsoxecTn HpOfIBJ’ICHI/Iﬁ 0one3Hu Ba’XXHO, YTOOBI MAaUCHTBI IMOJYyYalId MOAACPIKKY

" B3BCHICHHBIC PCKOMCHAAINN OT CeMEHHBIX Bpaqeﬁ " APYyrux CriequaJmcToB, YTOOBI UX CAMHUX

nmoouIpsjiv IOHUMAaThb U KOHTPOJIHUPOBATH CBOU CUMIITOMBI. HpI/I HeO6XOI[I/IMOCTI/I (HaHpI/IMep,
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NpY TUIAHUPOBAHUN OEPEMEHHOCTH ) OHH JOJDKHBI OBITh HATIPABJICHBI K CIICIIUATICTAaM JIPYTHX
CITYX0.

B Ta6J'II/II_Ie 4 OTpPaXKXCHBI HCKOTOPBIC KITFOUEBLIC MOMCHTBI, KOTOPBIC CIICAYCT 06CYI{I/ITL C
NnanueHTaMu, poaACTBECHHUKAMH U JIMIaMH, OCYIICCTBIIAIOIUMHA YXOM.

Ta6auua 4. Odue pekoMeHIauy 1Mo 00pa3y Ku3Hu i nanuenTos ¢ KMIT

ObaacTn O0mme pekoMeHIAMHA

Harpy3ku [TarueHTH! JOMKHBI M30€eTaTh COPEBHOBATEIBLHOTO CIIOPTA, HO JIOJKHBI
MOIIEP)KUBATH OOBIYHBIN 00pa3 KU3HU

PGKOMeHI[aI_[I/II/I 1o OBIIOpOBPITeJIBHOfI AKTUBHOCTH OOJI?KHBI OBITH OCHOBAHBI Ha
CMIITOMATHKE U CBI3aHHBIX C 00JI€3HBIO OCHOX(HCHHﬁ, BKJIIO4Yas pUCK

BHE3AITHOM CEPIIEYHON CMEPTH

/Tuera [TareHToB ciieIyeT MOOMPATh NOAACPKUBATH 3J0POBbIA HHAEKC MAacChl Tena

bosbie 00BeMbI UM MOTYT BBI3BIBAThH OOJIH B TPYIHON KIIETKE, OCOOCHHO y
0osbHBIX ¢ OT'KMIT

YacTtoe 1poOHOE NTaHUE MOXKET ObITh PELIEHUEM MPOOIEMBI

Crnenyet n3derath AeTUAPATAIINH U TPUEMA OOJBIIIOTO KOJTHYECTBA AJIKOT OIS,
ocoOenHo manueHTam ¢ OI'KMIT

3amop — TOBOJIBHO YaCThIM MOOOYHBIN 2 (HEKT BepanamMuia/au3onupamMuia u
NOJKHBI KOHTPOJIMPOBATHCS UETOU M, €CJIA HEOOXOIUMO CIIA0UTETHHBIMH
CpeICcTBaMu

CexcyanbHasi  |Y HalMEeHTOB JAOHKHA OBITh BO3MOXKHOCTH OOCYTUTh X COMHEHUS B
OTHOIIIEHUU CEKCYaJbHOM aKTUBHOCTH. beCTIOKOICTBO U JieTIpeccHs ocie
AKTUBHOCTB YCTaHOBJICHUS JMAarH03a BCTPEYAIOTCS YaCTO, 1 MHOTHE TAlIUEHThI MOTYT
BbIpa)KaTh UyBCTBO BUHBI, CBSI3aHHBIN C TEHETUYECKUM JIMAarHO30M HIIM CTPax
repeaarh 3a00JIEBaHHE JICTSM.

[TaruenTam CJICAYCT 3HATDH O BJIIMAHUU JICKAPCTBCHHBIX IIPCIIAPOATOB HA UX
CCKCYAJIBHYIO aKTUBHOCTD.

B nenom, nanueHTam cienyeT u3deratb npuémMa MUHTMOUTOPOB
docdoaudrcrepasnl, ocodeHHo ecim ecth OBTIIK

Kypenne HeT naHHBIX, MOKa3bIBatOMIKX CBs3b TabakokypeHus U I'KMII, Ho nanuenTam
CJIEAyeT NPEeIOCTaBIATh OO0 HH(POPMALIUIO II0 PUCKAM JJIS 310POBbS,

CBSI3aHHBIM C KypEHHEM

77



KP283

JlekapCTBEHHBIE,

npenapaTsl

[TaruenTam cieayeT 3HaTh 00 MX JIEKAPCTBEHHBIX Mpenaparax, BKIoYas
BO3MOJKHBIE TOOOYHBIE AEHCTBUSI U B3aUMOJICHCTBHS MEKIy Ha3HAYCHHBIMU
MpernapaTamu, BKIItouas Oe3pelenTypHble, U APYTUMU BUIAMH JICUCHUS

[Tpu1 BO3MOXKHOCTH MAIlEHTaM clielyeT n30eraTh nepudepuryeckux
Ba301M1aTaTOPOB, 0co0eHHo pu OT'KMIT

Bakinaanus

B oTcyTCTBHM IIPOTUBONOKA3aHUN MTALIUEHTAM CIIEyEeT pEKOMEHI0BaTh

C)KCTOJHYHOIO BaAKIIUHAIIAIO OT T'pHUIIIIa

IBoxxmenne

IBOJILITTHCTBO MalUCHTOB MOTYT IOJIy4aTb OOBLIYHEIE BOAWUTCIILCKUC ITpaBa U
MOT'YT IIPOAOJIKATh BOAUTH MallIMHYy, €CJIM Y HUX HCT 6CCHOKOIOHII/IX nu

MHBAJIUAU3SUPYIOIINX CUMIITOMOB

[Tpodeccus

BonbmmacTBO 607bHBIX ¢ ' KMII MOTYT MpofomkaTsh ux
OOBIYHYIOJCATCIILHOCTD. BiusiHue TsoKENMoN pydHON paboTh, KOTOpas Te0yeT
0ONBIINX (PU3UIECKUX YCHITUH, CIIEAYeT OOCYAUTH C COOTBETCTBYIOIINM
CHEUAINCTOM (IJ11 HEKOTOPBIX BUAOB JESATEILHOCTH, TAKUX KaK
MUIOTUPOBAHUE, BOCHHAS M HEOTJIOKHASI CITYKOBI, CYILIECTBYIOT CTPOTHE
orpanuueHus). Bnusuue renerndeckoro nuarnoza ['KMII Ha conpanbhyto u
(MHAHCOBYIO KHU3Hb JOHKHO ObITH OOCYKAEHO C pOJICTBEHHUKAMU OOJIBHBIX J10

IMPOBCACHUA KIIMHUYCCKOI'O WJIM TCHCTUYCCKOTI'O CKPUHUHTA

CtpaxoBaHue

PKU3HU

/Tnarno3 I'KMII moseT npuBecTH K 3aTpyIHEHUSIM MOJYyYECHHs CTPAXOBaHUSA
PKU3HU WK SII0T€YHOro Kpeaurta. CiaeayeT 1aBaTh COBETHI MAllUEHTY B
COOTBETCTBUH C 3aKOHOJATENBCTBOM, IEHCTBYIOIIMM B KaXKIOU CTpaHe

OO0y4eHme

YauTensim u IpyromMy rnepcoHaity ciaeayeT JaBaTh PpEKOMEHIAINN 1
MucbMEeHHYI0 HHpopManuio 06 ocodbennoctsx aereit ¢ [KMII. B orcyrcTBue
CUMITTOMOB U (haKTOPOB PHUCKA ACTIM CIEIYET pa3peliuTh y4acTBOBAThH B
(bM3UYECKON aKTUBHOCTH Ha BO3yX€ OT HEOOJBIIION 10 CpeIHEN CTENEHH, B
COOTBETCTBUH C PEKOMEHAAIMSIMHU WX KapAHOJIora

JleTy ¢ TPyAHOCTSIMU B OOYUEHHMH U IPYTUMU ClIeHU(PUIECKUMU

MOTPEOHOCTSIMU JIOJKHBI OBITH 00ecTiedeHbl BCeM HEOOXOAMMBIM

Hpuiaoxkenne I

Tabauua 7. Pexomenayembie cxemsl gedeHust 60abHbIX [ KMII b-Ab 1 anTaronucramu

KaJbLUs
IIpenapar Havaannas no3a IleaeBas m03a

- IPOTIpaHoION™** 60-80 Mr/cyTKH 240-320 mr/cyTKn

- METOTPOJIOT** 12,5-25 mr/cyTku 50-100 mr/cyTku

- aTeHOIoI™** 25-50 mr/cyTku 150-200 mr/cyTku

- Oucomnposon™* 1,25-2,5 mr/cyTkn 5-20 mr/cyTku
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- Beparmamur** 60-120 mr/cyTkmn 240-480 mr/cyTKn
- IPOJIOHTHPOBaHHBIE (POPMBI Bepamamuina™* 120 mr/cyTkn 240-480 mr/cyTKHn
- TITHazem* * 60-120 mr/cyTku 180-240 mr/cyTKH

PucyHnok 4. Anroputwm omnpeneneHus mokazanuii k umranTanuu UK/ 6omsasiM ['KMIT.

IIEBHYHAA NIPOPHIAKTHKA BTOPHUYHAA IPOPHIAKTHKA
Pexomenayemoe obcaegoBanue: o OcTaHoBKa cepaua
A - ecaeacTere KT wm K
- BXO-KT, IOXO-KT o Cnionrannas ycromaueas KT,
- 24-48-gacoeoit MorHTOpHHT DKI HPHBOAAIIAL K 0OMOpOKaM x
reMOAHHAMHIECKHM HapyIIeHHAM

v

ITepemennsie nmo mxate K HCMRiskSCD»: v

® Bospacr

o Cemeitnpni anamues BCC Oxunaeman

® HeobpacHuMEIE 0OMOPOKH NPOJODKHTENEHOCTE XKH3HH>1 roga
o I'paguent aasnennsa 8 BTIDK

® MaxkcumanesHas Tommusa cteHkH JUK

e Heycroiraueas XT no gasasny CMOKI y
o JTuameTp ;TeBOro npeacepaus Pexomenayerca UK]]
v

Bax1 no mkane « HCMRiskSCD»:

Y

A 4
HU3KUM PUCK
S-1eTHHIH pHCK

<4%

HE NIOKazaH

Pucynok 3. Anroputwm siederust 60sbHbIX [ KMIT B 3aBUCHMOCTH OT BApUAHTOB KIIMHUYECKOTO

TCUCHMUA.
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I[e’ram-noe KJIHHHKO-HHCTPVYMEHTAJIbHOE OGCJIQI(OBQHHE
Onpeaeenne TSKeCTH KIHHHYECKHX NPOSIBIAeHHI, Te9eHHS, NPOrHO3a

CrparadHKanus pHCKa BHe3aNHOH CMePTH

Kommzekcroe 9XO-KT', exmoqas J2XO-KI' (TMIT, JIBIT, TMI-3XO-KI'), MPT

Cyrounoe mouuTopuporanue JKI', Harpyzoussrii ect

Jononuurensusie uecaenosanua: OOKT, KBTI, konuentpauna HYII e m1asme xpoeu
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BeccamnroMmHOe CrabnabHoe IIporpeccupyromee Bricoxkmii pack
TedeHHe TedeHHe TedeHHe

. . . BCC
(HH3KHH PHCK) (HH3KHH PHCK) (mpoMeXYTOYHbIH PHCK)
v v ! !
I'eHeTH9ecKHe H Habmoaerue Habmogeraue OudbpurTAIHA
dbeHOTHNIHIECKHE H Je4eHHe: H JedeHHe: Npeacepani: HNmnnanTanna
NPH3IHAKH B-AB, B-Ab, KapJHOBEPCHA, UK
0e3 KIMHHYeCKHX | | Bepamanma** pepanamMu1**, | KoHTpoas YCC,
MIPOABIEHHH: HITH AH30MHpaMHA** | aHTHKOAryIAHTEI|
Ha0IH0eHHE AHTTHAzeM™* cotaton®* win
aMHOJapoH™** \
JatsHefimee mporpecCHpOBaHHE 3200 IeBaHHA, «Koneqnaa cragua»
npHcoeauHeHHe cHcTomudeckon CH 'KMII
(HeadheKTHEHOCTE MEeIHKAMEHTOZHOTO JIeYEHHA) CranzapTHas Tepanmas
Heobcmpyxkmusrnas T KMIT: Crangaptaas tepamasa CH CH
Obcmpyvemuenas TKMIT TpancrnianTama
CrangaprHaz tepamma CH cepaua
Xupvprugeckoe H HHBasHBHoe JedernHe (CM3, CAA, [I5KC)

80




