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KiaioueBsbie CJioBa

® I1arHo03

e BU3ya/IM3alus cepaa

e rumepTpodus

e runeprpoduyeckas KapauoOMUOIATHS,

® reHeTuKa

® C/IMIITOMBbI

® CUHJPOMBI

® OOCTPYKIIMS BBIXOTHOTO TPAKTa JIEBOI'O JKeJTyouKa
ecepIeuHast HeOCTaTOYHOCTh

® APUTMUMA

e BHe3aIlHas cepaeyHast CMepTh

e IMILJIAaHTUPYEeMblit KapauoBepTep-ae@uopmisTop
eJjieueHe

® IHTePBEHIIVOHHbIE METOIbI

o IMMHaMNnuYeCKoe Ha6.TIIO,E[€HI/Ie
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TepMMUHBI U onIpeae/IeHUs

KapanommuonaTuu - reteporeHHas rpymniia 3abosieBaHuit Muokapa,
C HaIMYMEM CTPYKTYPHbIX U  (YHKIMOHAJbHBIX HapylIeHWU
MMOKapAa >KeTyJIoyKoB, KOTOpble He OOBSCHSIIOTCS OTpaHuM4YeHueM
KPOBOTOKAa BCJIECTBME MIIeMUUYeCckolil Oone3Hu cepala Win
IIOBBILIIEHHOM HAarpy3Koy JaBIeHNeM.

Tuneprpodnueckast KapayoMmuonaTus (F'KMII) -
MpeuMYyIeCTBEHHO TeHeTuuyeCckur O0OycC/ioB/ieHHOe 3aboseBaHue
MBIIIIbI CepAlia, COMPOBOXAAIEeCs] KOMIUIEKCOM CIenupuuIecKmux
MOpPGhOPYHKIIMOHATbHBIX V3MEHEHUIA, XapaKTepu3ymleecs
MacCcuBHOI1 (6osee 1,5 cm) runepTpodueit Myuokapaa JeBoro u/mian B
penKux ClIyyasgx IIPaBOr0 >KeJyoouKa, dJallle acuMMeTpUUyecKoro
XapakTepa 3a CYET YTOJIIEeHUS MeXKeaygOYKOBOM Ieperopoiku
(MJKII) ¢ yacThIM pasBUTHEM OOCTPYKLIMM BbIXOAHOTO TpakTa JDK, uto
He MOXeT OOBSICHSITBHCS MCKIIUUTENbHO TOBBIIIEHMEM Harpy3ku
IaBJIeH/EeM.

O6cTpykTHUBHAasA runeprpodmuueckas kapauomuonartusa (OI'KMIT)
- ¢dopma TKMII, compoBokmaiomiasicsi B CBSI3M C HapyIIeHUSIMU
BHYTPUCEPIEUYHOI TeMOAMHAMUKNM pa3BUTMEM I'pafyeHTa daBjeHMs
(I'p. 1) B BIXOOHOM TpakTe jeBoro xkenygouka (BTJDK) v/unn pexe B
cpenHem otgesne JDK > 30 MM. pT. CT., UTO oIpenessieT KIMHUYECKYIO
KapTMHY M MMeeT BakHOe IIpaKTuMueckoe 3HaueHMe IIpu BbIOOpe
TAKTUKU JIEUEHUSI.

BHe3anHass ceppeuHasa cMmeptb (BCC) - HeHacuabCTBEHHas,
00yC/IOBIeHHAS 3a00/IeBaHUSIMU cepaiia CMEepTh,
MaHMudecTUpoBaHHAs BHE3allHOM IIOoTepeil CO3HAHUSI B TeuyeHUe
IIepBOTro Yyaca C MOMEHTA IOSIBJIeHUS OCTPbIX CUMIITOMOB.

Crpatudukanmusa pucka BCC - omnpeneneHne He3aBUCUMBIX
IIPeaUKTOPOB, ONpenesonx BeposiTHOCTh pucka BCC y naieHTOB
C OIpefeIeHHOM cepaeyHO-COCYAUCTOM IaTOIOTheN.



1. KpaTrkasa mHopmMmanus

Kapayomuonatum, mo-IpexHeMy, OCTAlOTCSI OJHUMM U3 HauMeHee
M3YUYeHHbIX KapAMOJOTUUYECKUX 3a00/eBaHMil, SBJSSICb OOBEKTOM
aKTMBHO pa3BUBAIOIIENCS 00/aCTM COBPEMEHHON KapaMOJOIUNA.
[ToBbIllIeHHBIE MHTEpeCc K IMpobjgemMe U3ydyeHUs 3aboseBaHUiA
MMOKapaa OOBSICHSIETCSI HeOOXOAMMOCTBIO AajbHeNIlero u3ydyeHus
STMOJIOTUM U TAaTOreHe3a, MHOTO0Opa3ueM U HeCelPUUHOCThIO UX
KIMHUYECKNX TPOSIBJIEHUI, 3HAUYUTEIbHBIMU AUATHOCTUYECKUMU U
TepaneBTUUECKMMM TPYAHOCTIMMU.  [IOCTOSIHHBIVI pPOCT YacCTOThI
BCTPEYAEeMOCTM Pa3MNYHbIX (OPM KapAMOMMOIIATHII CBSI3aH, IIO-
BUAMMOMY, KaK C MCTMHHBIM YBeJIMUEHMEM 4UMciaa IOH0OHBIX
OONMbHBIX, TaK M C TIPOrpPeccoM COBpPeMEHHbBIX IMarHOCTUUYECKUX
TexHosioruii. Kpome Toro, 3a rnociegHee gecsatuiete Gopmupyercs
NPUHOMNOMAABHO HOBAasg KOHLENUMS II0 BOIMPOCAM ONpeneneHus
TIOHSITUS «KapAMOMMUONATUN» U UX MeCTa B CTPYKType 3ab0/ieBaHMIA
cepaiia, YTO CBSI3aHO C OOCTWDKEHUMSIMM MEOUIIMHCKON TeHeTUKMU,
MOpdOIOruM, MMMYHOJIOTUM U MOJIEKY/ISIPHOM SHIOKPUHOIOTUNA.
OTpakeHueM  COBpPEMEHHOM  3BOJNIOLMU  3HAHUI  SBISETCA
TMOCTOSTHHBIN repecMoTp, 0OHOBJIEHME " yTOYHEeHMe
COOTBETCTBYIOIETO MOHITUS U KilacCubUKaILUN.

Kapouomuornatnmu ONpenensiloTCsl KaK TIeTeporeHHas TpyIima
3abo/sieBaHMII  MMOKapaa, C€  HajJuMuMeM  CTPYKTYPHBIX U
(QYHKIIMOHAMBbHBIX HaApyIIeHUlI MMOKapa >KeayIouKOB, KOTOpble He
OOBSICHSIIOTCSI OTpaHMYEHMEM KPOBOTOKA BC/IEACTBME UIIEMMUUYECKO
O0one3HM cepAlla MAM TIOBBIIIEHHOV Harpy3Koil paBieHuem [1].
KapouomuoraTuyu COIpPOBOXKAAIOTCS IunepTpodueii Muokapaa Min
ouiatalnyer KaMmep cepana M pas3sBUBAIOTCS BCIEACTBME PA3INUYHBIX
IIPUYMH, HO YaCTO MMEIOT reHeTU4YecKylo npupomay. I[laTonornyeckmii
MIPOILIEeCC MOXKET OrPaHUUMBATHCS MOPA)KEHMEM CepAla - IepBUYHBIE
KapauoMuoIriaTum (reHeTuuyeckue, CMeIlaHHble U IIPUOOpeTeHHbIe)
WU SIBJISITBCSI YACThIO reHepaiM30BaHHOI0, CMCTEMHOIO 3a00/IeBaHMS
(BTOpMYHBbIE KapAMOMMOIIATUM), YaCTO TMPUBOAAT K Pa3BUTUIO
CepmeyHoOM HeOOCTaTOYHOCTM, e€e OCJIOXHEHUM U JIeTaJIbHbIM
MUCXOOAM.

I'mneprpoduueckas kapauomuonatust (TKMII) — ogHa 413 OCHOBHBIX U
Haubosiee pacrpoCcTpaHeHHbIX GOPM MepPBUYHBIX KapAMOMMOIIATHIA.
[TomyBekoBast ucrtopusi wusydeHus 1poobimembl I['KMII oTpaskaet
3HAUUTEJbHYI0 SBOJNIOLUMIO 3HAaHUM B BONPOCAX 3ITUOJIOTUMU,



raToreHesa, MporHo03a, BapMaHTOB KIMHUYECKOTO TeUeHUs U JieueHUs
3abosieBaHMsA.  YraybGlieHHOe  M3yueHMe  pasjiIMUHbIX  acCIeKTOB
IMaTOJIOTUM OBbIO TECHO CBSI3aHO M 00eCIeyeHO MOSIBJIeHMEM
MIPOTPECCUBHBIX MHCTPYMEHTAIbHBIX, MOP(OIOTMUECKUX, M HAKOHEII,
MOJIEKY/ISIPHO-TeHETUUECKMX MeTOMIOB AMArHOCTUKU. BHeopeHue B
MIPaKTUKY COBpeMEeHHbBIX BU3YAJIU3UPYIOIINUX MeTOJIMK:
sxokapauorpadunu (3XO-KT), monruieporpadum, oaHOMOTOHHOI
SMUCCUOHHOM KOMITbIOTepHOM (O3KT) M MO3UTPOHHO-3MUCCUOHHOM
tomorpadpunu (II3T), mMarHUTHO-pe3oHaHCHOI Tomorpadum (MPT),
MmoHuTopupoBanue OKI, omnpemennyiio Mnporpecc B IIOHMMaHUM
MeXaHM3MOB IaToTreHe3a, IMAarHOCTUKM 3a001eBaHMsIM 000CHOBAHMS
JeueOHOM TaKTUKINA.

1.1. Onopenenenue

B 2003 romy cosmaH MeknyHaponaHblii KomuteT, 00bemMHUBIINIL
aMepMKaHCKUX U eBpoIielickux skcriepToB o I'KMII, u omy6aMKoBaHO
cooOlIeHne, CYMMMpOBABIIIee OCHOBHbBIE IIOJIOKEHMSI, BKJIIOYAS
cTpaTeruio JieueOHbIXx Meponpusituii [2]. B koHie 2011 roga useHsl
paboueiir rpymmnbsl ACCF/AHA (AmepuKaHCKasl accoluainys cepiia)
opopMmIM HOBbIE pPeKOMEHIALMM I10 BOMpPOCaM HOMEHKJIATYphI,
SMUAEMMUONIOTUM, ITUONOTUM, TATODU3UOIOTUM, OUATHOCTUKMU,
BapuaHTOB TedeHusl U JieueHuss 'KMII, oCHOBaHHBIX Ha [IeTaJlbHOM
a”Ha/M3e pe3yJIbTaTOB MHOIOLIEHTPOBBIX MccaenoBaHuit [3].B aBrycre
2014 roma omy6aMKOBaHbI MOCAeIHME KAMHUYECKME PeKOMEeHIaluu
EBpomneiickoro obiectBa kapayuonoros (ESC) [4].

Imneptpoduyeckass KapAMOMMONATHUS OIpedessieTcs Haluuuem
VTONIEeHMSI CTeHKM JieBoro keaymouyka (JDK), 4yro He Moxer
0OBSICHSITHCSI MCK/TIOUMTEIHHO MOBBIIIIEHEM HAarpy3KM JTaB/IeHUEM.

ITo COBpeMEeHHbIM IpeCTaBIeHUSIM ['KMII SIBJISIETCS
MpeMMYIIeCTBEHHO TeHeTUYeCKu OOyC/IoBJIeHHbIM 3abojeBaHueM
MBIIIIIbI CEPALIa, XapaKTepU3YIOIIMMCS KOMIIJIEKCOM cIlelu@uuecKux
MOpP(POPYHKIIMOHATbHbBIX M3MeHeHU "n HEYKJIOHHO
[IPOrpecCUpPyIIMM TeUueHMeM C BbICOKOM Yrpo30M pa3BUTUS
TSIKEJIbIX, SKM3HEYIPOXKAIIIMX apUTMUIA UM BHE3aIlHOWM cepaeyHast
cmeptu (BCC). TKMII xapakTepusyeTcsi MacCuBHOM (6ojmee 1,5 cm)
runeprpodueii Muokapaa JieBOro U/UiaM B pedKuxX CIydasix IpaBoro
KeJIy0uKa, Yallle aCMMMeTPUUYEeCKOTO XapaKkTepa 3a CUET YTOJIIEHUS
MexcoKkenyqoukoBom reperopoaku (MXKII) ¢ 4yacTeiM pasBUTHEM
o6CcTpyKUMM BbIXOgHOTO Tpakra JDK mpu OTCYTCTBUM M3BECTHBIX



NPUUMH (apTepuajbHasi TUIEPTOHMS, IOPOKM U crenuduueckue
3aboneBaHus cepaiia). TUIMMUHBIMM SBASIOTCS MOp@oornJyeckue
M3MEeHeHMsI: MacCUBHas rumneprpodusi MuoKapaa, aHOMaIus
apPXUTEKTOHUKU COKpPATUTEJIbHbIX 3JIeMEeHTOB MMoOKapaa
(runiepTpodus U  OU30pUEHTaLMS MBIIIIEYHBbIX  BOJIOKOH),
dbubpoTHUecKe M3MEHEHMSI MbIIIIIbI Cepalla, ITaTOJOTUSI MEJIKUX
MHTPaMMOKapAMaIbHbIX cocynoB.Hepenko 3aboieBaHMe
pacro3HaeTcs CJIy4aiiHo BO BpeMs MeOULIVTHCKUX
ocBupeTrenbcTBoBaHmit. T'KMIT MokeT AMarHoCTUPOBATHCS B J0O0M
BO3pacTe OT IIePBbIX AHEN 10 MOocIegHel JeKaabl XXU3HU He3aBUCUMO
OT II0JIa M PacoOBOM MPUHAIJIEKHOCTU, OOHAKO MPEUMYIIeCTBEHHO
3a00/ieBaHME BBISIBISETCSI Y JIMITPYAOCHOCOOHOrO BO3pacTa B
Hanbosiee aKTMBHOM B TBOpPUYECKOM M (U3MUECKOM IIaHe Iepuojie
KU3HM, UTO OIpenessieT O0CO0YyI0 COUMAJbHYI0 BakKHOCTb 3TOM
npobinembl [4, 5, 6]. Cumnrombl 06o0sie3HM pa3HOOOpa3HbI U
Masocrenuduuibl. OCHOBHbIe MPUUMHBI cMepTu 00abHbIXx ['KMIT:
BCC, cepmeuHasi HeOgOCTaTOYHOCTb, TpoMO0sMOommu. EskeromHast
cMmepTHOCTb 60/bHBIX KMII komebneTcs B mpenmenax oT 1 mo 6%:y
B3pOC/IbIX OOMBHBIX cocTaBisieT 1-3 % [7, 8], a B JeTckoMm U
IIOAPOCTKOBOM BO3pacTe, y Jull ¢ BBICOKUM puckom BCC - 4 -6 % [9,
10, 11, 12]. Inana3soH KIMHUYECKUX MPOSBIEHUI KpaliHe BeJIUK: OT
0ecCMMNTOMHBIX OO HEYKJIOHHO MPOTPeccCUpyloninux M TPYOHO
MMOA A0 LIMXCS MeIMIKaMEeHTO3HOMY JIe4YeHUIO dopm,
COMPOBOXOAIIIMXCS TSKEIONM CMMIITOMATUKOM. ITpy 3TOM I1epBbIM U
eIVHCTBEHHBIM IPOSIBJIEHMEM 3a00/IeBaHMs MOKET CTaTh BHe3aITHas
cepaedyHasi CMepThb.

OCHOBHBIM METOAOM JIMAarHOCTMKM OCTaeTCs 3XOKapauorpaduyeckoe
ucciaenoanme (IXO-KI). B Hacrosimiee BpeMsi 0cob60e MeCTO
3aHMMAaIOT COBpeMeHHbIe BU3YaIMU3UPYIOIIie MEeTOAUKIU, B YaCTHOCTU
MarHuTHO-pe3oHaHcHass Tomorpadust (MPT), obnamaromas 60JbIIeii
paspemiampineii CIIOCOOHOCThI0O M IIO3BOJISIIONIAS TOJNYYUTH Oojee
TOYHYIO MH(POpPMAIIMIO O CTPYKTYPHBIX HapyIIeHUSX B ceplie.

1.2. 9THoJOruUs U rmaToreHes

1.2.1. I'enemuueckue acnekmuoi 'KMIT

OG1IenpM3HAHHO SIBJISIETCS] KOHIIEILMS O Hac/AeqCTBEHHON mpupome
['KMIIL. B nuTepaType WIMPOKOe pacCHpoCTpaHeHMe MOAYYUI TePpMUH
«cemeliHas rureprpoduueckasi KapamMoMuoIaTus». BolbIIMHCTBO (He
MeHee 60%) Bcex cyiydaeB 3aboyieBaHMS SIBJISIIOTCSI Hac/eoyeMbIMU,
IIpYM 3TOM OCHOBHBLIM TUIIOM HaC/IeLOBAHUS SIBJISIETCS ayTOCOMHO-



OOMMHAHTHBIV TpPU pa3HOI CTemeHM MeHeTPaHTHOCTU U C 50%-biM
pucKkoM TIepemaum Iroromkam [13, 14, 16]. OcraBmuecsa ciyyau
OOBSICHSIOTCSI MyTanusIMu denovo, HO BHeEIIHEe CIIOpagudecKue
cIyyau, KOrja y malyeHTa HeT poAaCTBEeHHMUKOB, 6oneromyx I'KMIT nin
MMeIOUINX TUMepTpoduio MMUOKapaa, MOTYT MOSIBISTbCS B CBSI3U C
HEIIOJIHOV MeHeTPAaHTHOCThIO 3a00/IeBaHMS Y POAMUTENel UM, PEKe,
IpyM  ayTOCOMHO-PELMCCUBHOM  HacwienoBaHuUM.CUMTAETCS, UTO
OOJIBIIMHCTBO, €CaMu He Bce caydau cropaguueckoit 'KMII, Taxkske
MMeIOT TeHeTUYEeCKYI0 MPUUYMHY, TO €CTb, BbI3BAaHbI CAyYaMHBIMU U/
VIV HEYCTAHOBJIEHHBIMY MYTALVISIMU.

I'KMIT gBisieTcsi TeHETHMUYeCKM TeTeporeHHbIM 3a00jieBaHMEM,
MIPUYMHOM KOTOPOrO SIBASIOTCS OKojgo 1500 ommcaHHBIX K
HaCTOSIIIEMY BpeMeHM MYTaluii HEeCKOJIbKUX T€HOB, KOOMPYIOIINX
6enKM CcepIeyHOro capkoMepa M HEKOTOpble HecapKoMepHble OelIKu
[13, 14, 15, 16]. TunuuyHasi KapTMHa 3ab60eBaHMs pacCMaTPUBAETCS
KakK reHeTUYeCKu 00yC/IOB/IEHHAS 60JIe3Hb cepIevyHoro
capkomepa.

K HacrosiiieMy BpeMeHM WU3BecTHbI 11 06eIKOBBIX KOMIIOHEHTOB,
BBITMIOJTHSIIONIMX KOHTPAKTUIbHYIO, CTPYKTYPHYIO WJIM PETYISTOPHYIO
dyukuum, medexkTbl KOTOpbIXx Habmiomaiorcst rpu I'KMIT (tabn. 1).
[IpruéM B KaKIOM reHe MHOKEeCTBO 1e(eKTOB MOTYT ObITb IIPUUMHOI
3a60ieBaHMS (TIOJIUTEeHHOE MYJIbTHA/IJIEIbHOE 3a00/1eBaHe).

Ta6mma 1. OCHOBHbIe TeHeTHuYecKue merepmuHaHTbl ['KMII

65-85% Bcex MyTauuim Okoso 15 - 20 % Bcex MyTauun
Taxenaa uenb 6eta-mmosmHa ~ 35- - 3CCeHUManbHas W perynatopHas nerkuveuenu
45% MWO3MHa
MWO3MH-CBA3bIBaoWNi 6enok C - anbda-TponoMmMosnH
~ 15-20% - anbda-aKTuH
TPOMOHUH T ~ 15-20% - cepaeydHbIA TPOMOHUH I
- Tshkenas uenb anbda-MmosnHa
- TUTUH
- TponoHuH C

B 1esiom, y GOMBHBIX C MYyTaUMSIMM B TeHaX CapKOMEpPHBIX OeJIKOB
3aboseBaHMe MaHM@ecTupyeTcsi paHblle, ¥ OTMedaeTcsi Oojee
BBICOKAsl 4actora cemMeliHoro HaxkomjaeHuss ['KMII m BHe3amHOM
cepmeuHoit cMmeptu [17, 18]. V HUX TakkKe OTMevaeTcsd TeHIeHUUS K
6071ee BbIpaskeHHOJ rumnepTpodum, MUKPOCOCYAMCTON AMCHYHKIUN U
MMHOKapauaibHoMy (Gu6po3y[19]. Hekoropble MyTauuum B TreHax
CapKOMEpPHbBIX OEJIKOB MOTYT XapaKTepu3oBaThCsl O0jiee cepbe3HbIM
nporHosom [20, 21, 22]. o 5% MHAMBUAOB SIBJSIIOTCSI HOCUTEISIMU
HECKOJIbKMX MYyTaliMii B TreHaX CapKOMEpPHbIX O€JIKOB, U Yy HUX
HaO/MogaeTcsl TeHIeHIMsT K Oojee paHHel MaHudbecTauuu u 6osee
TSDKeJIOMY (peHOTUmy, 1 mporuosy [20].



Onucannbie npu ['KMII reHeTuueckue aedeKkTbl XapaKTepU3YIOTCS
BBICOKOJ TIOMY/SIIMOHHONM CIelnu@UUHOCTbIO, pa3HOI CTeIleHblo
[IeHEeTPAaHTHOCTMH, BbIPA’KEHHOCThIO MopdoornyecKux "
KIMHUYECKUX mpossiaenuit. K Hambojgee 4YacTbIM IIpUUMHAM
3abosieBaHMs B cTpaHax 3anamHoii EBpombl M CIIA oTHOcATCA
MyTallMM B TeHax TsDKeJoi Iienyu OeTa-MMO3MHA M MUO3MH-
cBs3pIBaomiero 6enka C, mpM 3TOM B KakOoO¥ ITOMY/SUINMM BKIIaf,
pasIMYHbIX TeHOB B 3a00/1eBa€MOCTb HEOAMHAKOB.

Poccuiickas TIOMTYJISILIVAS XapaKTepusyeTcs 3HAUYUTEIbHOM
HAllMOHAJIbHOM UM  T'e€HEeTUYeCKOM reTeporeHHocTbio. Ha eé
dopMupoBaHe oKasaaM BIAMSHME pa3MuHble 3THOTeHeTUYecKue
MpoIecchl, IPOMCXOAMBIIME Ha OOIIMPHOM TreorpaduyeckoM
IIPOCTPAHCTBE B TEUEHME Psifla BEKOB, BKIKUABII/Ee MHOTOUMCIEHHbIE
MUTpaluy, cCMellMBaHMe M MHTerpauuio.Myrtauuu B reHe b-MHC
UTPAIOT Ba)KHYIO pojib B 3THONOTUU [KMII y poCcCHitcKux maiyeHToB,
OOHAKO 35TO [OaJieKO0 He eOMHCTBEeHHbIV TI'eH, OTBETCTBEHHbIM 3a
pasBuTue 3aboneBaHmsi. st ompemenenus crpatermu  JTHK-
nuardHoctuky 'KMII B Poccun Heo6XoaMMOo OIpeieiuTh POib APYTUX
KaHOMAATHBIX TEHOB U UIeHTUULMPOBATh eIlleé HeM3BeCTHbIe
JIOKYChI, STUOJIOTMUECKN CBSI3aHHbIE C pa3BUTMEM 3a00/IeBaAHMSI.

Ot 5 mo 10% B3poc/ibix CaydyaeB pa3BUBAIOTCSI B pe3yibTaTe IPYrux
3ab0yieBaHMIi, BK/IIOUAsl HAC/IeACTBEHHbIe MeTaboIMuecKe ¥ HEPBHO-
MbIIIEYHbIe 3200JIeBaHMsI, XPOMOCOMHbBIE aHOMAJIMM U T€HEeTUYeCKIe
CUHIpOMBI [23, 24]. Llenblii psn HacIeLCTBEHHBbIX HapylleHUM
MeTtabonuamMa ¥ Oojie3Heli  HAKOIUIEHMs, KaK  ITpaBuUIo,
MaHudecTupymuecss B OETCKOM M MOJOIOM BO3pacTe, MOTYT
UMUTHpPOBATh (eHOTMN M  KIMHMYeCcKylo KapTtuHy T'KMII.
[TaTonornueckne COCTOSIHMS, MIPEUMYIIECTBEHHO  MMelolue
CUCTEMHbIE TPOSIBJIEHUS, paCCMaTPUBAIOTCS B KayeCTBe CUHIAPOMA,
BK/IIOUAIOIIETr0 IMpMU3HAKMU TuiiepTpodum Muokapma. B aTy rpymmy
OTHOCSTCS  MUTOXOHApHUAJbHble HapylleHUs, HaculedCTBeHHbIe
MeTabonuyeckmue  3aboneBaHMsl:  6onme3sHb  AHuepcoHa-dabpu,
[JIMKOT€HO3bI; 0OJIe3HM, BbI3BAaHHbIE MYyTalMSIMM B TeHax,
KOJIMPYIOIIMX PEryISITOPHYIO CyObeaAMHUITY Y2 AM®-akTUBUPOBAHHOI
IIPOTEeMHKNHA3bI (PRKAG?2) 17047 X-CBSI3aHHBIN JIN30COM-
accolMMpPOBaHHbIN T'eH, Kogupyiouuii memopanHbie 6enku (LAMP2,
6omne3Hb JlaHOHA); CMHAPOMBI Majbdopmalinii: cuHapombl LEOPARD,
Hynana, KocTeno; HepBHO-MblllleuHble 3a0o0yieBaHUS  (aTaKCUS
@®punpeiixa) [25, 26, 27, 28, 29]. HekoTopble MalyeHTbl CTpaaaioT
HEreHeTUYEeCKMMM 3a00/IeBaHMSIMM, KOTOPbIE MOIYT MMUTHPOBATh
Hac/ieACTBeHHbIe(hOpMbI, HaIlpUMep, aMuiIouao3 cepaiia [30, 31].



[Ipy sTOM Kaxkmas M3 IATOJOTUIT MMeeT CBOM OcobeHHOCTU. Tak,
3aboneBaHye, cBs3aHHOe ¢ MyTanueir B reHe PRKAG2, uyacrto
COTIPOBOXKOAETCS CMHIPOMOM Bonbda-IlapkuHcoHa-Yaiita
(WPW).IlpyMeHeHMe TakMX TEePMMUHOB KaK <«MUTOXOHApHUAIbHAas
['KMII», mpusHaeTcs1 HenmpueMJIeMbIM, IIPeAIIOUYTUTEIbHBIM SIBJISIETCS
dbopmynupoBKa AuarHosa: Harpumep, «cuHapom HyHaHa ¢ ITDK».

IONMuUTeNbHBbII TPUEM HEKOTOPBIX JIEKAPCTBEHHBIX IIpernapaToB
(aHabonyeckye CTepOUIbl, TAKPOIUMYC, TUIPOKCUXTIOPOXUH) MeKeT
obrTh mpuumHOit IJDK, XOTS mpu 3TOM peako HaOIomaeTcs
yTosnieHue creHku JDK > 1,5 cm [32, 33].

leHeTMueckuii nedexT, peaynM3yIOMIMIICS IO BAUSIHUEM U B YUIOBUSIX
OKpYyKalollleii cpenbl, MNPUBOOAUT K (OPMUPOBAHMIO OCHOBHOTO
cyocrpara 6ome3uu, 'KMII — BbipakeHHO# rureptpodumu Muokapaa
co crienuduueckumy MopPodyHKIMOHATbHBIMM HaPYIIEHUSIMMA.

[Tatodpusuonornsi T'KMII omnpenenseTcsi CA0XKHBIM  KOMIIJIEKCOM
B3aMMOCBSI3aHHbIX 3BEHbEB, OCHOBHBIMM U3 KOTOPBIX SIBJISIIOTCS:
OOCTpYKLIMSI BBIHOCSIIEro TpaKTa JieBoro xemymouka (BTJDK),
nuacronuueckas auchyskuys (I10), MmutpanbHas peryprutanus (MP),
MileMussT MMOKapAa, SAeKTpodu3MoIoruyeckue HapyluieHUsT U
apUTMUM, OCOOEHHOCTM AaBTOHOMHONM Peryasiiiiy KpoBOOOpallleHMs
(puc. 1).XapaKTepHO TUIMEPKOHTPAKTUIbHOE COCTOSIHME MMOKapna
IIpM HOPMAJIbHOI WMJIM yMeHbIlIeHHOW rmonoctu JDK BIUIOTH OO ee
obnuTepalun B cucrony.PaccTpoiicTsa BHYTpUCEPLAEUYHON
remonvHamukyu mpu 'KMII BecbMa pasHoOOOpa3Hbl M OIIPENENSIOT
MIMPOKYIO TAJIUTPY KIMHUUECKUX TIPOSIBJIEHUIA: OJbINIKa, 0O0JIeBOii
CMHAPOM, apUTMUM, [pe- U CUHKOMNAJIbHbIE COCTOSHMUSI, BbICOKAS
BeposaTHOCThL BCC, CHMKeHMe TOJIepaHTHOCTM K Harpys3kam Apyrue

[IPOSIBJIEHMS.
OBCTPYKLIMA OWACTONWMYECKAR MWTPANBHAR MILEMMA
BT JIH OWNCHYHKLMA PEMYPIMUTALIUA MUWOKAPAA
rmneprTpodgua
muoKapga
INEKTPOSMIMONON MMECKME HAPYLUEHWA ABTOHOMHOM
HAPYLUEHWA PErYNAUMKU KPOBOOEBPALLEHWMA

Pracyaok 1. OcHOEHEIE DaToreHeTHYecKAe pakTopel pazeaTaa T RMII



1.2.2. O6cmpyKyus 8bIHOCAWE20 MPAKma J1e8020 xcesydouxa

B 3aBuCMMOCTM OT Ha/JIMuusl WJIM OTCYTCTBUSI TpajueHTa
cucronuyeckoro masieHuss B mosoctu JDK, 'KMII paspenstooT Ha
OOCTPYKTUBHYIO ¥ HEOOCTPYKTUBHYIO, UYTO OMpeeisieT KIMHUIECKYIO
KapTUHY M MMeeT BakHOe IMpaKTUuyeckoe 3HaueHMe IIpU BbIOOpE
TaKTUKU JieueHus [3, 4].

[To BeIpaskeHHOCTU TrpanueHTa o6cTpykuuu (I'p. II) BbIAENSIOT TpU
reMOAMHaMMUYECKUX IOATPYIIbI: TPAJIMEHT B IToKoe 330 MM pT. CT. B
rnmokoe (T.H. 0Oa3ajbHasi OOCTPYKLMS); JabWIbHAs OOCTPYKIMS,
XapaKTepU3YIOIasiCsl 3HAUMTEJIbHBIMM CIIOHTAHHBIMU KOJieOaHUSIMU
BHYTpIMsKenymoukoBoro I'p. I 6e3 BUAMMONM IIPUUMHBI; JaT€HTHAas
OOCTPYKIIMSI, KOTOpasi BBbI3bIBAETCSI TOJBKO IIPM HArpyske u
MPOBOKAILIMOHHBIX (papmMaKojlornyeckux mpobax (B UYaCTHOCTH,
BAbIXaHMEM  aMWIHUTpPUTA, TIpU  IIpUemMe  HUTPATOB WU
BHYTPMBEHHBIM BBeJEeHUN M30IIPOTEPEHOIIA).

O6cTpyKLMS BTJDK BO3HMKAaeT BC/IeICTBUE rnepengHero
CUCTOJIMYECKOT'O [OBMKEHMS CTBOPOK MMTPAJIbHOrO KJlaraHa U
CUCTOIMYECKOTO KOHTAaKTa CTBOPOK ¢ MIKII [34, 35]. MexaHnuueckoe
conpotusienue B BT/DK co3zmaeTt ycinoBus Ojis1 yBeJIM4eHUsI CKOPOCTU
BbIOpOCa B Mepuoji paHHEro CUCTOIMYECKOTO M3THaHUS KpoBu 13 JDK,
repegHero  CUCTOJMYECKOrO  OBVOKEHMS — IepelHeil  CTBOPKU
mutpanbHoro kiarmaHa (IICH MK) u ee cpepHe-CUCTOIMYECKOTO
conpukocHoBeHMs1 ¢  MXII, BO3HMKAWIIMX B  pe3yjbTaTe
npucacbiBawiiero agdexra min GeHomeHa BenTypu. Kpome Toro,
COKpalllasiCb, HEITPAaBWJIbHO OPMEHTUPOBAHHBIE COCOUYKOBbIE MBbIIIIbI
TSSHYT MUTPQJIbHBIN KjalaH, CTBOPKM KOTOPOTO K TOMY K€ MMEIT
136BbITOYHYIO AJIMHY, B cTopoHy MXKII, 4TO mpMBOAUT K YMEHbIIIeHMIO
n 6e3 Toro cyxkeHHoro BT/DK u BbI3bIBaeT UAM YCYTyOJseT €ro
obcTpykumioo. Hens0eXHbIM CJIeICTBMEM CMeEIIEeHUSI MUTPAIbHOM
CTBOPKM gBJisieTcs reperpyska JIII v MP, TskeCcTb KOTOPOI IIPSIMO
MIPONOpPLIMOHAIbHA BbIpaXXeHHOCTU 00CTpyKumu. O6cTpykimst BTIDK
SIBJISIETCS IOTIOJIHUTE/IbHON ~ TeMOAMHAMMUYEeCKOM  [PUUYMHON
pas3BuTus gunartaun JIIL.

Obctpykumst  BT/DK  mpuBoguT K CJIOXKHBIM — HapyIIEeHUSIM
BHYTPUCEPIEUYHOI TIeMOAMHAMMKM, B TOM UMCIEe K YBEeJIUUYEHUIO
CUCTOJIMYECKOTO [ABJIE€HUS B TIOJIOCTU JKeJIyOOo4Ka, YOJIMHEHUIO
rnepMoma pacciabseHuss Kamep, IIOBBIIMIEHMIO OMACTOIMYECKOTO
nasiaenus B JDK, MP, uiiemuu Mmmoxkapna, yMEHbIIEHUIO CePAEeYHOTO
BeiOpoca. O6ctpykumst BT/DK mpu TKMII HOCUMT IMHAMMUUYECKUIA
XapakTep, MeHSeTCsS B 3aBUCUMMOCTM OT CTelleHM Harpysku u



COKpaTMMOCTM  MMOKapAa, OObEMa  >KeayJouykKa, COCTOSITHUS
nocrHarpy3ku. Hapacranue rpagmenta pasieHuss B BTJ/DK
oTMeuaeTcss Ipu (pU3MUeCcKoi Harpyske, YBEJIMUEHUU  CUJIbI
CepOeuyHbIX  COKpallleHu ¥  Ha3HAaueHuM  IIpenapaTtoB  C
TOJIOKUTE/IbHBIM MHOTPOIIHBIM 3(deKkToM, MpyU MpoBeneHUM MTPOObI
BasbcanbBbl. BbIpa)keHHOCTb OOCTPYKLIMM CHMKAETCS B YCJIOBUSIX
yBeJIMYeHUs IpeaHarpysKmu JDK (yBenuueHue 06bEMa
UVPKYIUPYIOLIE KPOBU, MOAHATUE HVKHUX KOHEYHOCTEeN), Mpu
CHIDKEHUM COKPATUTENbHON (GYHKINM MMOKapaa ¥ Ha3HaueHUU
MpenapaToB C OTPUIIATE/IbHbIM MHOTPOMHBIM 3 HEKTOM.

COIpMKOCHOBEHME T[epenHell CTBOPKM MUTPAJbHOTO KjallaHa C
MDKII, HabaomaemMoe MPaKTUUYECKM Y BCeX OONbHBIX OOCTPYKTMBHOM
'KMII, npuBOOUT K HapylIeHUIO €€ NOBWKeHus. B pesyibrare
XPOHMYECKOI TpaBMbl IlepefHeil CTBOPKU MPU COIPUKOCHOBEHUM C
MXII B mmuacrony y 6onbHbix ¢ 'KMII oTmeuaeTcsl yIUIOTHEHME U
VTOJIIIleHMEe €€, a TakKkKe COOTBeTCTBYWILEN 3SHAOKapAMaTIbHON
nmoBepxHoctu MIKII.

Kpome cybaoptanbHOii 00OCTpyKiuM, y OonbHbix TKMII c
rurieptpodumeit, rmaBHbIM 00pa3oMm, B cpenHeit Tpetu MXKII ommcana
CcpenHexkeIyq0uKoBass OOCTPYKIMS, KOTHa Cy>KeHMe MbIIIeYHOIO TUIIa
CO30aeTCs MeXAy Ieperopofkoin M 3amHei ManuUIIPHOM MBIIILE.
OOCTPYKTUBHBIN TUII 3a00eBaHMs C BbIPa’kKeHHbIM
BHYTPVIKEIYIOYKOBBIM  TPaJMEeHTOM  OaBJeHUsI MPUBOOUT K
yBe/IMUYeHNI0 HanpspkeHus creHku JDK, mmemuum mmokappa JDK, K
rubeny KapauMoMMOLIMTOB U Pa3BUTHUIO (MOPO3HOI TKAHMU.

CybaopTajbHblii TpagMeHT M acCOUMMPOBAHHOE C HUM IOBbIIIEHME
BHYTPVKETYL0YKOBOTO aBJIEHUS OTpaykaroT UCTUHHOE
MexaHMuyeckoe COITPOTUBJIEHIE BTJDK 171 SABJISIIOTCS
MaTou3NOJIOTUYECKM M TPOTHOCTUYECKM BaKHbBIMU (aKTopamu y
60bHbIX [KMIT.

K HacTog1eMy BpeMeHM HaKOIUIEHBI NOCTAaTOYHbIE NOKa3aTe/IbCTBa,
CBUAETENbCTBYIOIIME  UTO  OGoysibHble  0OCTpyKTMBHONW  I'KMII
XapakTepu3yoTCcs 6onee BbIpa’KeHHbIMMU KIVHUYeCKMMU
MIPOSIBJIEHUSIMU U IEMOHCTPUPYIOT 6oJiee TsxKeloe TeueHue U ITPOTrHo3
3abo0yieBaHMs, YTO IIPY MOKA3aHKUAX (IpaJueHT JaBjieHus > 50 MM prT.
CT. B TIOKO€ WM MPU MPOBOKAIMOHHBIX MTP06ax y O0IbHBIX C TSHKEIO
CUMIITOMAaTUKO}) MPUBOOAUT K BbIOOPY aJbTepHATUBHBIX IO
OTHOIIEHMIO K MeJVKaMeHTO3HOMY MeTOLOB KOPPEKIIN.



[Ipeagnonoxkutb  Hajauume  ob6cTpykuuu  BT/DK  MoxkHO  1ipu
BBIC/IYIIMBAHUM CUCTOMUYeckoro myma B III-IVmeskpebepbe cieBa oT
rpyavHbl. CUCTOMMYECKUI ILIYM B IIPOEKUUU BEpXYIIKU cepaua C
YyacToi Mppaauaiyueil B MOAMBIIIEUHYIO 06/IaCTb CBUIIETEIbCTBYET O
MP.

1.2.3. lJuacmoauuuueckan duciyHKyus j1e6020 iceay0ouKa

OnHOI 13 BaXKHEHMIIMX MaTOQU3NOIOTMUecKux cocTansgomux ['KMIT,
onpependrolen KIMHUUYECKYI0 KapTUHY, TeuyeHue U IIPOrHO3
3ab0yieBaHMs, SIBJISETCST AuacTonmueckast auchyHKIms Mmuokapaa. Ilo
cywectBsy 'KMII MOXHO paccMaTpuBaTh KaK UIOEATbHYIO MOJIeEsb
nuacronmueckoit CH, MOCKOMbKY HpM 3TOM 3a00jeBaHMUM CTPAZaioT
IIB€ OCHOBHbIE JEeTePMMUHAHTBI AMACTOINYECKOro HamojHeHus JDK —
aKTMBHAs pejiakcalusi M PpacTSHKMMOCTb Muokapaa. I'mmeprpodus
MMOKapa, XaoTM4yeCcKoe pPacIioyokeHre COKpPaTUTEeIbHbBIX 3JIEMEHTOB,
MHTEePCTUIIMATbHBINA (GUOPO3 IMPUBOASAT K HAPYIIEHUIO aKTMBHOTO
pacciabnenust, cHIKeHM0 ropatiauBoctu JDK, 1, Kak ciencTBue, K
BO3paCTaHMIO COMNPOTMBIEHUS HamojHeHMI0 JDK, TOBBIIIEHUIO
IlaBJIeHVS HAIlOJIHeHMs, T.e. K HapyueHuto [Jd [36, 37]. [loBbilieHne
SKECTKOCTU MMOKapAa MPOUCXOOAUT MPOIOPLMOHAIBHO YBEIMYEHUIO
Macchl MMOKapaa, CHIDKeHMI0 o6béMa JDK, a Takke pa3BUTUIO
dbubpo3a mmokapaa y 6ombHbIXx 'KMII, uyTo Hen36exXHO MPUBOIUT K
TMOBBIIIEHUIO IMACTOINYECKOro nasjaeHns B JDK.

Hanunume o6ctpykuyu BT/DK npuBOAMT K [IOIOJTHUTENbHOI
cuctonmMyeckoy Harpyske Ha JDK, uto Takke ckasbiBaeTcsi Ha 1.
Cucronnueckast dyukumst JDK y 6onbHbix [KMIT HOpMaibHasl.

O JDK mpMBOAUT K MOBbILIeHNIO AaBaeHust B JII1, ero runep@yHKIINM
u runeprpoduu, B pesyjibTaTe 4ero MHOAIAEepPXKMBAETCS ageKBaTHOe
Haro/iHeHue purugHoro JOK. B manbpHeliemM yBennueHue naBjieHNUs B
JIIT npuBOoOMT K e€ro awilaTalMM U TOBBIIMIEHUIO TaBJIeHUS
3aK/JIMHMBAaHUS B JIeroyHbIX Kamwuisipax [38]. IlowienHee B CBOMO
ouepelb BbI3bIBAET 3aCTOM B JIETKUX, IPOSIBJISIOIIUIACSI B BUIe
OOBIMIKM ¥ ciaaboctu. Ot wu3MeHeHus B JIII crocoOGCTBYIOT
BO3HMKHOBEHMIO (UOpWUISIINM TIpeacepauii, UTo elle OoJbliie
YCYT'yOJISIET COCTOSIHME.

O JDK obHapy>kuBaeTCss U IpU OPYrUx 3abo0jieBaHMUSIX: KiaraHHbIe
ropakeHusl, aprepuaibHas runeprouus, UbC. OgHako, MMeHHO Mpu
'KMII, gBnsgscb  ciaencTBMeM  TeHeTUYeCKUX  HapylleHuil U
KOMITEHCATOPHOT'O OTBeTa Ha HapylleHUsI COKPATUTENIbHOM (QYHKLIUN
JDK, nmuacronuueckas OUCHYHKILMS, ITYCTb U SBJSISICb BTOPUYHOIM,
IpeAcTaB/isieT OCHOBY reMOAMHAMMUUYECKUX HaPYIIEeHUIA.



Pacmipoctpanensocts /1 JDK cpenyt 6onbHbix [KMII cocTaBiisieT He
MmeHee 80%. Hapymenus HamnomHeHus JDK BCTpeuaroTcss Kak IIpu
0OCTPYKTUBHOJ, TaK 1 HeOOCTPYKTUBHOM Popmax 'KMII, a Taxke mpu
6ecCMMIITOMHOM TeYeHUM M He 3aBUCIAT OT BBbIPa)KEHHOCTU
runieprpoduu JDK [39].

OO ¢ HapymeHueM HamnojsHeHust JDK, Bemymasgs K IOBBILIEHUIO
IaBJIeHUS B JIIT nu KOO JDK, cHUXeHUIO yHoapHOro obbema U
CepaevyHoro BbIOpOCAa, BEHO3HOMY 3aCTOI0 B JIETKUX SIBJISETCS
IIPUYMHON OABILIKU, TOJIOBOKPYKEHU, TIIpe- U CUHKOIAJIbHbIX
COCTOSIHMII, JeTepMMHMpPYeT TOJIepaHTHOCTb K  (U3NUYECKUM
Harpyskam y 6osbHbix ['KMII. Bbillle mnepeuncieHHble CUMIITOMBbI
MOTYT ObITh CJIEICTBMEM U APYIUMX BasKHBIX MATOMU3MOTOTUUECKUX
MeXaHM3MOB, TaKMX KaK uieMus mmokappa, obcrpykuyus BT/DK B
couetaHuu ¢ MP u mepiiatenbHO aputmun (MA).

Knuanueckum ciaencrBuem Hapactauust I u obctpykummu BTIDK
SIBJIIETCSI  ITporpeccupoBaHme xpoHmueckoit CH, vycyrybnenme
ULIEeMUU "u 3JIEKTPUYECKO HeCTaOUIbHOCTU MMoKapma.
OnexkTpuyeckass HeCTabMIbHOCTh MMOKapa 00yC/JIOBAMBAET Pa3BUTHE
HapylleHUil CcepoeyHoro puTMa, BK/IWOYAS >KMU3HEyIrposKarouue
apUTMMUU ¥ QUOPUIISILINIO ITpeicepaniA.

1.2.4. Hwemusa muokapda

I'KMIT - 3aboneBaHue, MpM KOTOPOM IIOMMMO OMBIIIKM YaCTbIM
CUMMIITOMOM SIBJISTIOTCSI pa3HooOpa3Hble 6omM B o0jacTu cepniia,
HOCSIIMEe XapaKTep KapauaaruM W/WAU TUIIMYHOM CTeHOKapAUMN.
Yeunus MHOTMX YYeHbIX HampaBjeHbl Ha IIPOMCXOKIEHME STOro
KIMHMYecKoro  ¢deHoMeHa, Ha  BbIsIBJeHMe  MIIEeMMM  Kak
MMOTeHIMAJIbHOM IIPUYMHBI, & TaKXKe Ha paclio3HaBaHMe TeHes3a
HEeJIOCTaTOUHOCTY KPOBOCHAOGXKeHMSI MUOKapaa y 6ombHbix TKMIT.

Cpeny BO3MOKHBIX IPUUYMH MIIeMUM Muokapaa y 6ombHbIXx ['KMII
MOXHO  BBIIEIUTb  CJenyloliye: OTHOCUTEe/IbHAsg KOpPOHapHas
HeJI0CTaTOYHOCTD, 00yC/IOBIEHHAS CHIKEHUEM IVIOTHOCTU
KalnWwuISIPDHOTO  pyciia B IunepTpodUpoOBaHHOM MMOKapZE;
MMKpOBacCKy/sipHasi 0one3Hb; HapymeHue [P JDK, mpuBomsias K
CHIDKeHMIO 3(Q@EeKTMBHOIO MaBjieHMS KOpOHapHOI Imepdys3uu B
OUACTONY W TATOJOTMYECKUMM U3MEHEeHUSIM MUKPOLUMPKYISILUN
MMOKapZa; YMeHblIeHMe KOpPOHApHOTO pesepBa; Ha/Inuume
«MBIIIIEYHBIX MOCTMKOB» HaJl 3SNUKAPAMAJIbHLIMM KOPOHAPHBIMU
apTepusiMM; CIOaBJIMBaHMeE IIepPeropodOYHbIX BeTBeil KOPOHApPHBIX
aprepuit; o6cTpykuys BTJDK; criasm KpyImHbBIX KOPOHAPHbBIX apTepuii;
IepBUYHbIE HapyIIeHMs MeTaboau3Ma IJIIOKO3bl, KUCIOpPOma W



KUPHBIX KUCIOT B KapAMOMMOLIMTAX; a TaKkKe IPUCOeIVHUBIIUICA
aTepockjepo3 KOPOHApHbIX apTepuii, OCOOEHHO B CTapIIUX
BO3pacCTHBIX rpynmnax [40, 41, 42].

Y 60nbHbIX 'KMII MOkeT HaOMI0OATHCS TSKeNIass UIIeMUs BIUIOTh JIO
pa3BUTHS uHbapkTa MMoKapza. [TaTomoroanaToMmyeckue
MCCIeOOBaHMs TMOATBepIWIM Hamuume Yy OompHbix TKMII c
MHTAKTHBIMM KOPOHAPHBIMU apTepUsIMU OUaroBbIX win AudGY3HbIX
M3MEeHeHUi MMOKapAa OT HavyaJbHOroO MeJIKooyaroBoro ¢puoposa mo
OO PHBIX obsacreii KPYITHOOYaroBOro TPaHCMYPaJIbHOTO
KapamuoCKiepo3a, KOTOpble SBJSIOTCS  CIeACTBMEM JIUTEIbHO
CYIIECTBYIOIIETO UIIEMUYECKOTO rpoiiecca. ITo mepe
TporpeccupoBaHmsI 3a00/ieBaHMUSI Y psiia OOJIbHBIX PErUCTPUPYETCS
cHKeHMe HacocHoi @yHkuum JDK wu/unm IDK, cBsg3aHHOe C
pasBuTtueM ¢uobposa mmuokapma. ®ubpo3 B JAHHOM C/Iyyae MOXKET
OBITH pe3ylabTaTOM TpaHchopMalMM KJIeTOK MMUOKapAa, MOTepSIBIIMX
MEXKK/IETOUHbIe KOHTaKThl, YTO 4YacTO HaOJOmaeTcss B MeCTax
XaOTUYHOTO PACIIOJIOXKEHUSI MBIIIEYHBIX BOJIOKOH, WM CJIeACTBUEM
uiieMuu U uMHAPapKTa MHOKapaa Ha (oHe MMKPOBACKY/ISPHOIA
[1aTOJIOTUU, a TaKKe TIPUCOeOMHUBIIETOCS KOPOHApPHOTO
arepockiepo3a. KpymHoouaroBbiii (Gubpo3 MMOKapma  MOXKET
MIPUBOOUTh K MCTOHYEHUID CTEHOK JKeJyIJOUYKOB, CHMKEHUIO
obctpykuuu BT skemymoukoB, HapylIeHUI0 CUCTOMMUECKO QYHKIINH,
yBeJIMYeHMI0 00bEMOB II0JIOCTEN cepAlia, TPy 3TOM AuUIaTalusl MeHee
BbIpakeHa, yeM 1ipu JIKMII.

PocT ko/miareHoBOJ ceTy U3 (paKTOpa KOMIIEHCAIMM Ha HavaJbHbIX
cTamusx 3abojeBaHMsI IIpeBpallaeTcsl B BaXKHbI (QaKTOp IaToreHesa
M TIOCTeIIeHHO Hapacrawineir xpoHudeckorn CH.B 1mpoiecce
peMoAeNMpoOBaHMSI ~ MMOKapAMaJibHas  UIIeMMs  MPUBOOUT K
TIOBPEKOEHMUIO ¥ TUOEeNIM YacTU KapAMOMMOLIUTOB, IIPOUCXOOUT
CKJIepO3UpOBaHME MTOTMOIINX KJIETOK, U3MEHSeTCS
B3aMMOPACIIOJIOKeHNe OCTaBIIMXCS KapAMOMMUOLIUTOB, U3MEHSeTCs
reoMeTpusi ¥ pasMepnl IIOJOCTei cepAala W, KaK CJIefCcTBUe,
HapyliaeTcss ero @yHKUMS. OTU CTPYKTYPHO-(YHKIMOHA/IbHbIE
M3MeHEeHMsI SIBJISIIOTCSI OCHOBOJ IPOTpeccupoBaHys 3a00/1eBaHMS.

ATepockiiepo3 KOpPOHApHLIX apTepuil MoxeT comyTcTBOBaTh I'KMII,
0COOEHHO B CTapIIMX BO3PACTHBIX IpymIiax [43, 44]. Cpeay 6GOIbHBIX
I'KMIT crapimie 45 jeT aTepocKjepo3 KOPOHApHBIX apTepuit
BCTpeuyaeTcss MpuUMepHO B 25% ciyyaeB, a B HEKOTOPBIX Caydyasx
SIBJISIETCSI  NPUUYMHON  MaHudecTanmum  3aboneBaHmus, MpeKIe
MpoTeKaBilero JjaTteHTHO. CiegyeT OTMETUTb, UYTO KOPOHAPHLIN
aTepocK/JIepo3 MOKeT ObITh OHHOI M3 TIPUUYMH CUMHKOMNAJbHBIX



COCTOSIHMII ¥ BHe3amHoO¥i cmepTu O6ombHbix I'KMII cpemHero wu
MOXUJIOTO Bo3pacta. Ilpum oleHke Xanobd U  TpoOBeNeHUU
HEeMHBAa3MBHBIX MCCIeAOBaHUI, TIpOBeJeHe KOpOHapoaHTruorpadum
sIBJITeTcs o6si3aTenbHbIM Yy 6GonbHbIX ['KMII, mmeromux 601eBoii
CUHJIPOM B IPYLHOI KJIeTKe.

[Ipu TKMII Hanumume  cymecTBeHHO  obcTpykuum  BTIDK,
BBIP2KEHHOCTb TunepTpoduu mmoxkapna, A ¥ mileMun mmokapzaa
SIBJITIOTCSI BaKHEMIIMMM M TeCHO CBSI3aHHBIMM MeXAy C000ii
oeTepMUHAHTaMU TSIKECTU KIMHUYECKUX TIPOSIBJIEHUM,
(YHKIIMOHATbHBIX HAPYIIEHU U «Ka4eCTBa KU3HM» OOTbHBIX.

1.3. e MmuoJI0rus

B Hacrosiiee BpeMsi HabiomaeTcsl IMOBCEMECTHBII POCT uYuMcIa
3aperMcTPpMPOBAHHBIX (JIyyaeB STOM MATOJOTUM KaK 3a CUET
BHeJIpeHMSI B IIPAKTUKY COBPEMEHHBIX METOHOB OMAarHOCTUKMU, TAK
M, BEpPOSITHO, B CBSI3M C MCTUHHBIM YyBeIMUYEHMEM uucia 60/JbHbBIX
['KMII. PasnuuHble ucciemoBaHus, IpoBeneHHble B (CeBepHOM
Amepuke, EBporie, A3un 1 Apprke MpMUBOASIT YaCTOTY HEOOBSICHUMOIA
runieptpoduu JOK cpenyt B3powibix [45, 46, 47]. MHOTMe yKa3bIBalOT
Ha 3aBUMCUMBIII OT BO3pacTa XapakTep BCTPeUYaeMOCTM, KOTOpas
CYIIeCTBEHHO HIMKe Cpelly MaleHTOB B BO3pacTe MoJioxe 25 yieT [46].
CornacHO JaHHBIM IOCJIEOHUX UCCIeLOBaHU, pacCIpOCTPAHEHHOCTD
TUNMYHOTO (eHOTUIa 3ab60jeBaHMs B OOIINEl MOMYISIUMU B Pa3HbIX
CTpaHax Mupa sBjseTcsl 0ojiee BBICOKOI, UeM CUMTAIOCh paHee, U
cocrasisieT ot 0,3 go 0,5 Ha 100000 B rop, [48, 49, 50]. Tak B CIIIA, no
KparHeit mepe, 600 000 dyesroBeK UMEIOT NPU3HAKMU 3TOM IMATOIOTUN.
HecMOTpsl Ha reHeTUUYEeCKYI0 reTepOreHHOCTh Pa3/IMUHbIX ITOMYJISILNIA
'KMII  omMHaKOBO 4YacCTO BBISABISETCS B KOTOpTax HaceJleHUs
pasinYHbIX CTpaH M KOHTUMHEHTOB, pasHbix pac [48, 51]. Ilpm
OTCYTCTBUM OTEUECTBEHHbLIX JSNUAEMUOJIOTUYECKUX WUCCIIeN0BaAHUI
MOKHO mpeanoynioxkuTb He meHee 300 000 6onbHbIX TKMII B Poccun.

1.4. KonuposBauue nno MKb 10

K142.1 - OOcTpyKTHBHas runeprpodmyeckas KapamMomMmuonaTusi

K142.2 - [Ipyras runeprpodmyeckas KapaMoOMUOIaTUA

1.5. Knaccuduranusa TKMIIT




CeropmHs He cyIiecTByeT equHol kinaccubukanyy TKMIT.

[Ip 3TOM BBIZENSIOTCS CeMeiHasi (CeMelHbIiI aHaMHe3) WU
criopagudeckast popmbl 3a60/1eBaHMS.

Mopdonornueckuii ~ IPUHLUII  TIpeAnosaraeT  pasgejleHue B
3aBMCHMOCTH OT JIOKAJIM3aLMM M BhIPasKeHHOCTH rureptpodum (Tadm.
2)[52].

Tanuna 2. Knaccudpukanysg TKMIT B 3aBUCHMMOCTM OT JIOKaIMU3alUu
rutieprpodun (E.D. Wigle)

%
I. FT'mnepTpodusa JIXK:
A) AcuMmMeTpuyecKas runeptpodusa, B TOM yucnie: =
- runeprpoduns MXKI1 90%
- cpeaHe)xenyao4YKkoBasi rmneprpogpms = 1%
- anukanbHas (Bepxylwe4dyHasi) runepTpogus 3%
- runeprpogms cBo604HON NarepasibHON NN 3agHel YacTtn MIKIT 1%
B) CumMmeTpuueckan (KOHUEeHTpuueckasn) runeprtpodus 5%

X

R

II. ;’uneproqmn npaBoro enypao4vka (peako B couyeTtaHuum c rmneprtpocduen 1%
JIK

Bo3MoskHbIE BapMaHThI: rUepTpodust 6a3ajibHOTO OTAea, IepeIHei,
nepeqHe60KOBOM, 3agHeli yactu MXII, nuddysHas rumeptpodus
MKII.

B 3aBUCHMMOCTM OT HaJaMuMsl WIM OTCYTCTBUSI oOcTpyKiuu BTJDK B
II0KOe U IIpY Harpyrke BbIAeIAI0T caenyooye sapuadTel 'KMII [2, 3]:

- 06CTpyKTMBHBIN (00cTpykTuBHaAss ['KMII): rpamueHT OaBieHUS B
BTJDK > 30 MM PT.CT. C pa3sBUTMEM CyO0aopTaJbHOI WJIN
CpefHesKeTyq0uKOBO 06CTPYKIINN;

- j1aTeHTHbIN (rpagneHT aasieHus BTJDK < 30 B mokoe u > 30 MM PT.
CT. IIpU HAarpyske);

- HEOOCTPYKTUBHBI " (rpaguent nasieHuss BTJ/DK < 30 B rokoe u
IIPpU Harpyske).

[lompa3geneHue  OOMbHBIX 110  IMPUMHIMUITY JIOKAIM3ALUU U
BBIPQKEHHOCTM TUNepTPodUM, HATUUMS U TSKECTU OOCTPYKIUM
BTJDK mMeeT BakHOe KAMHMUYECKOE 3HaueHMe, BIMSIET Ha BBIOOP
TaKTUKY JIe4eOHbIX MEPOITPUSITHUIA.



2. IuarHocTuka

NuarnocTuka npu T'KMII u o0GciegoBaHue IAalM€HTOB
BKJIIOYAeT cleaylouiee:

1. BoIsICHeHMe Kajio6 M cObop aHamHe3a (ocoboe BHMMAaHMe K
CeMefHbIM U acreKkTaM HacleACTBEHHOCTN);

2. pusuKkaabHOE 00CIeIOBaHNE;

3. JabopaTopHbIe METO/Ibl MCC/IeIOBaHMS: O0ee TTPOCThIEe HA ITIEPBOM
JTare U CIOKHbIe — Ha BTOPOM 3JTame ob6ciaemoBaHust (110
II0Ka3aHMIM);

4. MHCTpYMEeHTa/IbHble METOMAbl MCCAemoBaHMs: 6Goyiee IPOCTbIe Ha
TepBOM 3Tare U CJI0XKHble — Ha BTOPOM 3Talle obciemoBaHus (10
TIOKa3aHMSIM);

5. crpatuduxanus pucka BCC.

VpoBeHb yOegUTENbHOCTM peKomMeHgammuit [  (ypoBeHb
IOCTOBEPHOCTY J0Ka3aTenbCcTB B) [3, 4, 5].

KommenTapum: JlemanvHas OYeHKA KJAUHUYECKUX Nposi8aeHulli u
pe3ynbmamos 00BeKmueHo20 00cnedosaHusi, OaHHbLIX AHAMHE3A
(exnouas cemeltiHolii), 2eHoduazHOCMUKA, AHAU3 Pe3yJbmamos
UHCMPYMEHMAbHBIX MEMO0008 N0360Jsem C 8bICOKOL 8ePOSIMHOCMbIO
3anodo3pums u nodmeepdums duazvo3 'KMII.

2.1. JKamo0sI M aHaAaMHe3

e V Bcex OOJbHBIX PEKOMEHJOBAH IEeTaJIbHBINM aHaAu3 >KajIod u
aHaMmHe3a [3, 4, 5, 36].

VpoBeHb yOegUTENbHOCTM peKomMeHgammuii [  (ypoBeHb
IOCTOBEPHOCTU 4OKA3aTeNbCTB B).

e Ocoboe BHMMAaHME PEKOMEHIYeTCsI OOpaTuTh Ha BBICOKYIO
BEPOSITHOCTh CeMeitHOro reHesa 6omne3nu [3, 4, 5, 13, 14, 16, 36].

VpoBeHb YyOeaUTEIbHOCTHM pekoMeHganuii [  (ypoBeHb
IOCTOBEPHOCTHU 1OKa3aTe/lbCTB B).

e PexomeHnayeTcss oOpaTuUThb 0CO00Oe BHMMaHMe Ha >XaJoObl Ha
OIBINIKY, OINyIIeHNe cepAlebuennsi, pasHooOpasHblie OOIeBbIE



ONIYILIIeHUSI B cepjlle, TOJOBOKpPY)KeHMe, CUHKOome 0e3 SIBHbIX
rpu3Hakos CH.

VpoBeHb YyOeaUTEJIbHOCTHM pekoMeHaanuii [  (ypoBeHb
IOCTOBEPHOCTHU 10Ka3aTenbCTB C).

KommenTapum: Kiunuueckue nposigieHus 3abo0e8avus KpatiHe
pa3HooOpasHsl U manocheuuduuHsl: om 0OECCUMNMOMHbBIX 00
HEYKJI0HHO npozpeccupyouiux u MpyoHo nodoaroujuxcs
MeduKameHmMO3HOMY JieUeHU (Hopm, CONPOBOXIAOWUXCS MAHENOU
CUMNMOMAMuKOLl.

BpemeHHoli duana3oH nosieJieHust nepewvix CUMNMOMO8 3a00J1e8aHUs
KpatiHe wupoK: om nepeozo 200a #u3Hu 0o NpekaoHH020 803pacma.
Kak npasuno, 6one3Hb mavugecmupyemcss MeONeHHbIM pa3eumuem
Hecheuuguueckoli cumnmomamuxu ¢ xanobamu 060JlbH020 HA
crabocms, ObICMpPYHO  YMOMJIsSieMOCMb, 00U 8 2pyO0HOLl  Kjemke,
00bIWKY, 2071080KpyHceHUe [4, 5, 36].

Bo3pacm — 00uH U3 camblx 8XHbIX (PAKmMopos, Komopwvle O0JIHCHbI
OblMmb NPUHAMbBL 60 GHUMAHUE NPU PACCMOMPEHUU B03MOMNCHBIX
NpuyuuH I'KMILI'KMIT - npakmuuecku e0UHCMBeHHoe
KapouoeackysipHoe 3abonesatule, Komopoe Moxcem
MaHugecmuposams 8 1060M 803pacme uenogeka om maadeHuecmea
do enybokoti cmapocmu (¢ nepewvix OHeli u do 90 nem), npu 3mom,
cpedHuli 8o3pacm 00JbHbIX NPU ycMaHo8Ke duazHo3a cocmassiem 30-
40 nem. IKMII cnedyem omHecmu K Kamezopuu HEYKIOHHO
npozpeccupyroujux 3abonesauuii. HacnedcmeerHole memaodoauueckue
3abone8aHus u 8poxcdeHHvle Jucmopguueckue CUHOPOMbL 20Pa300
uaule 8CmMpeuamcs y HOB0POMOEHHbIX U MJIAdeHues, uem cpedu
cmapwux Odemeii u 83pocavlx, mozda kaxk TT-onocpedo8aHHulii
amunoudos — 60e3Hb, 8 OCHOBHOM, MYXCUUH cmapuie 65 n1em.

Mnoeue Hocumenu ¢peHomuna I'KMII He umeiom wanobd uinu OHU
ManosHauumenwvHsl. B maxkux cnyuasx duazHo3 cmasumcsi CyuatiHo
Wiu no pe3yasmamam CKpuHuHaa.

HecneyuguuHocms  KAUHUYECKUX  NposeieHull,  npeobnadaHue
OeccumMnmomMH020 meueHuss 3abosesaHus onpedensem Oosvulle
mpyoHocmu duazvHocmuku I'KMII [2, 3, 4, 5, 53].

B paseepuymoli ¢ase 3ab6onesarvus npu I'KMII Haubonee uacmoimu
KJAUHUYECKUMU NPOSIBAEHUSMU S18JII0MCS 00blWKA, PA3HO00pA3Hble
Ooniegble OWYWEHUS! 8 2pYOHOU KJaemke Kapoduaizuueckozo u/unu
cmeHoKkapoumuueckozo xapakmepa, HAapyuleHus pumma cepoeuHoli



desmenvHOCMU (nepebou, yuauieHHoe cepduebueHue),
20J1080KpYyXHceHUe, npe-, U CUHKONA/bHble COCMOsIHUA. Y 60buUHCM8d
CUMNMOMAMUYHbBIX OO0JIbHBIX HAONI00aemcs couemaHue HeCKONbKUX
Hanob eniome 00 NOJHO20 cumnmomokomniekca. Tak, 8 Kozopme
HabnwdaemvlX HAMU NAYUeHmMo8 npu hnepesuuHoli zocnumanudayuu
40% OGonbHbIX umenu 6onee 3 CYOBEKMUBHBIX  CUMNMOMOS.
Ob6s3amenbHOe  UCNONB308AHUE  KOMNJIEKCAd UHCMPYMEHMAbHbIX
memooduk: IKI' u, npexde scezo, 3XO-KI, no3goauno o60cHO8amv
duazHocmuueckyto koHyenyuro I'KMII [6].

Haubonee uacmas xanoba 6onsHsix I'KMII - npozpeccupyroujas
00bllUKA UHCNUpAMOPHO20 xapakmepa, 4mo u CJAy¥um nosooom K
obpaujeHur0 3a MeOUYUHCKOLUl nomMouwjbilo U ceudemebcmeyem o
nosienieHuu u npoepeccuposavuu CH, uawe Habniodaemcs npu
ob6cmpykmueHoti ¢opme. IIpuuuwnoii senswomcsa /I, obcmpyKyus
BT/DK u uwemus muokapoa, pazsumue ubpuiiauuu npedcepouti.

MHozue nayuenms! ¥caayromcs Ha 60U 8 2pyodHOLl Kiemke 8 nokoe u/
unu npu @Qusuueckoii Hazpyske. Bbonesoii cundpom npu I'KMII, 6
nepeyr ouepedr, C853aH C uuwlemuelli muokapda, paseusaroujerics
gcnedcmeue MUKpos8ackyasapHot Ouc@yHKUuuU, nosvleHHOU Hazpy3Ku
Ha cmeuku JDK, OBT/DK, a makxe conymcmaynuie2o
amepocKiepomuuecko20 NopaxceHust KOpOHAapHoLx apmepuli.

B ocHoge uacmoti xanobsl Ha cepduebueHue u nepebou 8 pabome
cepdua y 6onvHsix TKMII nexcam pa3HooOpa3Hsvie HApYUleHust pumma
cepoya: cuHycosas maxuxkapous, Ikcmpacucmonus, MA.

IIpecuHKonanbHole U CUHKONAJIbHbIE COCMOSIHUSL, HaAOaldarnwuecs y
10-40% 6onvrvix TKMII, - eaxcHbili CUHOPOM, HA OCHOBE KOMOPO20
cmpoumcsa cmpamuguxayus pucka BCC u makmuka 6edeHusl.

HsyueHue  cemeliHo20  aHamHe3a  nomozaem  hodmeepoumso
2eHemuueckyio npupody 3a0o0sie8aHusi U 8visiesiem Opy2ux ujeHos
cembu, y Komopwslx ecmv puck paseumuss I'KMII. CneyuanvHoe
gHUMAaHue cnedyem ydenums maxkum ocobeHHocmam, Kaxk BCC,
HeoOssicHumasa CH, mpaHcnaaimayusi cepoya, umniaaHmayus
godumens pumma uau depubpunnamopa, uHpopmayus 0 CUCMEMHbIX
3abonesaHusix (Hanpumep, UHCYJIbMm 8 M0OJI000M 803pacme, c1abocmo
CKeJIeMHbIX Mbluil, OUCYHKYUS nouek, myzoyxocms, duabem u op.).
AHanu3 podocs108HOTI MOXcem makxice N0380uUMmb NPeONOJOH UMb Mun
HacnedogaHusi.  BoavwiuHcmeo — zeHemuueckux — ¢gopm  TKMII
Hacnedyemcss — aymocOMHO-OOMUHAHMHO U Xapakmepusyemcs



Hanuuuem 00/1bHbIX 8 KAXAOM NOKOJIEHUU ¢ hepedaueli om podumerneli
000ux nosos (8xkawuas nepedauy om omua K coiiy) u 50%-wlii puck ons
NOMoMKO8.

2.2. PusuKaJIbHOE 00CjIefoBaHNe

Ocmotp, GusukasibHOe 06cC/eoBaHMe YacTO JAalT BaKHYIO
MHGbOpPMAaIMIO B AMATHOCTUKE.

e V Bcex OOMbHBIX PEKOMEHIYETCSI ayCKyJabTallMs Cepmla,
MaJIbIIMPOBATh ITYJIC B IOKOE [IJII OEHKM €ro OCOOeHHOCTEIA,
M3MepeHMs 4acTOThl cepaeuHbix cokpatleHuin (HYCC) u BbISIBIIeHUS
apuTMuii, ocobeHHo bubpwIsSUMM Tipencepanit) [3, 4, 5, 13, 14,
16, 36].

VpoBeHb yOegUTENbHOCTM peKomMengammuit [  (ypoBeHb
IOCTOBEPHOCTU 40KA3aTeNbCTB B).

KommeHnTapum: Y nauyueHmos ¢ oocmpykyueii BT/DK 8visignsiiomcs
MHO2UE MmunuuHsle 0COOEHHOCMU, 8Kalouast Heycmoluusocmso
apmepuaibHo20 Nyavcd, CUCMONUYECKUU WYM U32HAHUSL NO Jle6OMYy
CMepPHAIbHOMY Kpar, Komopwblli npogsodumcsi 00 npasozo 8epxHez0
Kpas 2pyoduHsl u o61acmu eepxywku cepoua. MHmeHcueHocms wymoa
yCUUBAEMCsl NPU CHUXCEHUU HEeTYOOUK0B0U nped- uiu NOCMHazpy3Ku,
Hanpumep, Npu 8CMABAHUU U3 NOJIOXEHUS CUOST UIU POPCUPOBAHHDBLT
8b100x npu 3akpsimoslx OdvlxamenvHblx nymsix (npoba Banbcanveul).
bonvwuncmeo nayuenmos ¢ OBT/DK makxie umerom npusHaku
mumpanvHot pezypeumayuu (MP).

e V Bcex OONbHBIX PEKOMEHIYeTCSI M3MepeHMe apTepuabHOTO
nasneHusi (All), B TOM umciie IOBTOpPHOe [3, 4, 5,36].

VpoBeHb yOegUTENbHOCTM peKomMeHgammuit [  (ypoBeHb
IOCTOBEPHOCTU NOKA3aTeNbCTB B).

KoMmmeHTapum: B KAuHuueckoil npakmuke Hepedko npuxooumcs
npogodums  Juggeperuyuanvyio JduazHocmukxy mexdy T'KMII,
accoyuUpoOBaHHOll C CUCMEMHOLl apmepudaibHoll 2unepmeH3ueti u
2unepmoHu4eckoli 6one3HbI0 C pazsumuem 2unepmpoguu Muoxkapoa
JDK («eunepmoHuueckoe cepoye»). Cepdue sieisemcsi ueHmpanbHviM
OpP2AHOM MULIEHBI0 NPU 2UNepMoOHUUECKOLi 601e3HU.

e PexomeHnayeTcss oOpaTuUTh BHMMAaHME Ha 3KCTpaKapauaabHbIe
TIpOSIBJIEHMSI, YKa3bIBaoIe Ha crenududeckuit auartHos (Tabs.3)



[23-31, 54].

VpoBeHb yOegUTEJIbHOCTM peKomMengammii [  (ypoBeHb
IOCTOBEPHOCTY OOKa3aTelIbCTB B).
Ta6bmmuma 3. I[Ipu3HakM UM CUMIITOMBI, II03BOJISIIOLIME

TIPEIIIONIOKUTD OIpeleJIeHHbI auar{o3 (MoaudUIIMPOBaHO 10
Rapezzietal. [54]).

CuMNATOMbI, NMPU3HAKKU

OdwvarHo3s

TpyaHoOCTM 06yYeHus,
WHTENNeKTyanbHas
3apepxka

- MutoxoHapuanbHble 60n1e3HU
- CuHapom HyHaH / LEOPARD / KocTtenno
- bone3Hb JJaHoHa

HelipoceHcopHas rnyxoTa

- MutoxoHapuanbHble 60ne3Hu,
0CcobeHHO B coyeTaHuun ¢ anabeTom

- bonesHb AHaepcoHa-®abpu

- CuHgpom LEOPARD

HapyweHue 3peHus

- MutoxoHapunanbHble 6one3Hn (3aboneBaHusa cetyaTku, aTtpody
3pUTENbHBIX HEPBOB)

- TT-onocpenoBaHHbIM ammnonao3s (BatoobpasHblii TUM MOMYTHEHV
CTEKIOBMAHOIO Tena)

- bonesHb [laHOHa (MUIMEHTHbIA PETUHUT)

- bone3Hb AHaepcoHa-®abpu (kaTapakTa, MOMYTHEHWE POroBULbl)

HapylweHne noxoaku

- Atakcns dpuapenxa

MapacTe3nn/ceHcopHble
aHomanuu/
HeliponaTnyeckne 60num

- AMunounaos
- bonesHb AHaepcoHa-®abpu

CuHapom
KaHana

KapnasnbHOro

- TT-onocpenoBaHHbIN aMUIoNa03

MbliweyHas cnaboctb

- MuToxoHapuanbHble 60ne3HU
- BonesHn HakonneHns ramKoreHa
- ATakcmsa Opuapenxa

nasHon nTo3

- MutoxoHapmanbHble 60n1e3Hn
- CuHpgpom LEOPARD/ HyHaH
- MunoTtoHn4yeckas guctpodus

JleHTUro/nsaTHa «café - CuHgpom LEOPARD/ HyHaH
aulait»

AHrnokepaTomsbl, - bonesHb AHaepcoHa-®abpu
rmnorngpos

KommeHTapwuii: [eHemuueckue u HezeHemuueckue 3abose8aHust u
CUHOPOMBL ~ MO2ym CONpo8oxdamscsi MeHblUlell BblPpaAMEHHOCMBbIO
2unepmpoduu, 8 smux cayuasx ouazHo3 I'KMIT mpebyem u3yueHus
JONOJIHUMENbHO20 Mamepuana, 6Kawudas CcemeliHbll
aKCmpakapouaivHsle CUMNMoOMbl U 0cobeHHocmu, usmeHerust Ha KT,
J1a00pamopHsle UCCIed08AHUSL U MYJbMUMOOANbHYI0 8U3YanUu3ayuio
cepdua.

aHammes,

2.3. JlaGopaTopHas JMarHoCTUKa




IlepBooUepenHbie JabOPATOPHBIE TECThI Y B3POCJBIX U AeTei
CXOIHBbI M [O/DKHBI BK/IIOUATh OOIIMII aHaauM3 KpPOBM M MOUM,
YPOBEHb IJTIOKO3BI, KapauaabHbIe dbepMeHThI
(kpeatuHpochOKMHA3A, acriapraTaMuHoTpaHcdepasa,
aJaHMHaAMMHOTpaHcdepasa, JaKTaTAEIMApOreHasa), T'OPMOHBI
IIMTOBUAHOM >Kejie3bl, IOYEUHbIe M IIeUeHOUHble TeCcThbl, pH,
3JIEKTPOJIUTBI, MOUEBYIO KUCIOTY, IUTTUIBI KPOBHA.

YV Bcex OOJbHBIX PEKOMEHAYeTCS PyTMHHOe JjabopaTOpHOe
obciemoBaHue.

VpoBeHb yOegUTENbHOCTM peKomMeHgammii [  (ypoBeHb
IOCTOBEPHOCTU LoKa3aTeabCTB C).

KommeHTapwuii: PymunHoe n1abopamopHoe ob6ciedosarue nomozaem
8bl18UMb  IKCMPAKAPOUAIbHbIE COCMOSHUSL U conymcmayrwujue
3aboniesanusis, Komopsvle Mozym  8bl36amb  UAU  YXyowume
MUOKAPOUAIbHYIO JucpyHkyuro (Hanpumep, 3ab0ne8aHus
WUmMosuUOHoUi xcene3vl, noueuHas JuchyHkuus, caxapHuili duabem,
HapyuweHus AUnudH020 00MeHa) U 8MOpuUUHY0 OUCHYHKUYUIO 0P2AHO8 Y
00JIbHBIX C MsXHCENOU cepdeuHoli HedoCMmamouHoOCMbio.

Bcienm  3a  KOHCY/IbTAMSIMM — CIIEIIMATIMCTOB, MOTYT  OBIThb
peKOMeH0BaHbl TOIOJHUTEIbHbIE TECThI, BKIIOUAs OIIpeleaeHue
JIaKTaTa, NMUpPyBaTa, aMMOHMSI, KETOHOB, CBOOOOHBIX JKMPHBIX
KMCJIOT, KAPHUTUMHOBOTO MpOoduIsi, OpraHnuecKux ¥ aMMHOKUCIOT
B Moue.

bonpHbiM ['KMII pekoMeHIOBYeTCS OIpedesieHie KOHIIeHTpaluu
N-TepMMUHAJIBHOTO MMPO-MO3TrOBOT0 HATPUITyPETUUYECKOTO TenTuaa
(Nt-proBNP) B nazme.

VpoBeHb yOegUTENbHOCTM peKomMeHgammii [  (ypoBeHb
IOCTOBEPHOCTU LoKa3aTeanCTB C).

KommeHTapuii: BolcoKuil ypoeeHb M03208020 HAMpuiiypemuueckoz2o
nenmuda (MHII), Nt-proBNP) u evicokocneyuguueckuii cepoeuHulii
mponoHuH T accoyuuposaHsl ¢ oCmMpsimMu cepoeuHo-cocyoucmsimu
cobbimusMu, cepdeuHoli HedocmamouHoCcmsio U cmepmoto. Ilpu amom
nnasmeHHslli yposeHb MHII y nayueHmosg ¢ amuioudo3om cepoua
nopoii 8 3-5 pa3 npessiuiaem makogoli y 0O0/bHbIX C Opy2umu
npuuuramu I'KMII. CoznacHo pe3yismamam coOOCMBEHHbIX U Opy2ux
uccnedogaruti y 6onvHvix T'KMII 8b15671€HO N08blUIEHHOE COOepHCAHUE
Nt-proBNP 6 naasme Kpoeu, Komopoe accouuupyemcss ¢



8bIPANCEHHOCMDBI0  JUACMONUYECKOU QUC(YHKUUU u 2unepmpoguu
muokapda JDK, msiiecmovio 2eMOOUHAMUYECKUX U (DYHKYUOHATbHBIX
HapywieHuti [55, 56, 57].

2.3.1. Cmpamezus 2eHemu4ecK020 mecmuposaHus u
cemeliH020 CKpUHUH2a.

leHOOMATrHOCTUKA " reHeTHuYecKoe KOHCYJIbTUPOBaHMe
paccMaTpMBaeTCs KaK 4yacTb OOIIeil OIeHKM Ipu 00c/iemoBaHUM
naiyenTa ¢ FTKMIL. [TaumenTsl ¢ 'KMII, mpoxopsiiye reHeTMYECKOE
TeCTMpPOBaHME, HO/DKHbI  OBITb  OCBEIOMJIEHBI B  XOfe
KOHCYJIbTMPOBAHMS II0 BOIIpOCaM HaCAeICTBEHHOCTU CepIeuHo-
COCYIMCTBIX 3a00/IeBaHMIi U KIMHUIECKOTO 3HAaUeHMS Pe3y/IbTaToB.

PekoMeHOaAUuM II0 T€eHETUYECKOMY KOHCYJIbBTMPOBAHUIO U
TectTupoBanuio npu 'KMII:

MenuKko-reHeTu4YecKoe KOHCY/IbTMPOBaHMe peKOMEeHIyeTCsI
6onmbHbiM TI'KMII, y KOTOpbIX 3abo/ieBaHMe He MOKET ObITh
00BbSICHEHO TOJIbKO HereHeTM4YeCKMMM MpUUMHamMu, He3aBUCUMO OT
TOro, IUJIAHMPYeTCS JIM WUCIO/NIb30BaHME KIMHUYECKOTO WU
reHeTUYeCKOTO CKPUHMHTA POACTBEHHUKOB [61, 62, 63].

VpoBeHb yOegUTEJIbHOCTM peKomMeHgamuii [  (ypoBeHb
IOCTOBEPHOCTU 40KA3aTe/bCTB B).

leHeTuyeckoe  TeCTHMpOBaHME  pPEKOMEHAYyeTCs  IallMeHTaM,
MMeIIM cuMnToMbl 1 mpusHaku [KMII [64, 65, 66].

VpoBeHb yOeAUTENbHOCTM peKomeHpamuit [  (ypoBeHb
IOCTOBEPHOCTU 40Ka3aTe/lbCTB B).

leHeTHUeCcKOe TeCTMpPOBaHME PpPEKOMEHIYeTCS BBITIOIHAThL B
cepTUOULMPOBAHHBIX  AMATHOCTUMYECKMX  JabopaTopusix  C
SKCIIEePTHBIMM HaBbIKAMM B MHTEPIIpETAIlMM MYTallMii, CBSI3aHHbBIX
C KapauoMuonaTusimu [3, 62, 69].

VpoBeHb YyOeauUTENbHOCTM peKkomeHmaumuit [  (ypoBeHb
IOCTOBEPHOCTU A0Ka3aTelbCTB C).

[eHeTyeckoe TeCTUpPOBAHME V TALMEHTOB C TMIOTPAaHUYHBIM
ouarHozoM ['KMII pekoMmeHAyeTCsS  TOJBKO IIOC/Ie [OeTaJbHOTO
o0ceqoBaHMsI KOMaHIOM CIIeaanucToB [69].

VpoBeHb yOeauTeIbHOCTM pekomeHgaumii Ila (ypoBeHb
IOCTOBEPHOCTU A0Ka3aTelbCTB C).



e V HoCHUTeNeil TIIaTOTeHHBIX MyTaluuii 06e3 (peHOTUIIMUEeCKUX
niposiBinenuit 'KMII pekomenayetcs niposegenue OKI, 3XO-KI' u
KIMHUYECKOTO O00C/IefoBaHMsI B OMpele/ieHHble IIPOMEXKYTKMU
BpemeHu (OT 12 mo 18 MecsiiieB y geTeit U MOAPOCTKOB U KaxKable 5
JIeT OJIS1 B3POC/IbIX) B 3aBUCUMMOCTM OT BO3pacTa U KJIMHUYECKOTO
crarycal74].

YpoBeHb YyOenuTenbHOCTM pekomenpanuii IIb (ypoBeHb
IOCTOBEPHOCTU IOKa3aTeabCTB C).

¢ MeaguKo-reHeTu4ecKkoe KOHCY/IbTMPOBaHME pPEeKOMEeHIyeTCsI
IIPOBOAUTD MpodeccuoHasaMu, 0OYUYeHHbIMIU B 3TOJ CIIelaIbHOI
0071acTM ¥ PabOTAIIMMMU B MYJAbTUAMCUUIUIMHAPHON KOMaH]IE,
yTOOBI I[IOMOYb MAallieHTaM IIOHSITh M CIOPABUThCI  C
TICUXOIOTUYECKMMU, CoLMaIbHBIMMU, npodeccroHaIbHbIMU,
STUYECKMMU U IOPUAMUYECKMMMU acCleKTaMy HacledCTBeHHOrO
3a6oeBaHMsA[63, 69].

VpoBeHb yOeauTeNbHOCTM perkomeHgaumii Ila (ypoBeHb
IOCTOBEepHOCTU AoKa3aTenbCTB C).

2.4. UHCTpyMEHTAJIbHAA TUATHOCTUKA

2.4.1. Inekmpokapduozpadua u cymouHoe
MOHuUmopupoeaxue IKI'

PeromeHaanuu 1o snekrpokapauorpadmum nmpu 'KMII:

e PexomeHpnyetrcs nipoBeneHnedKI' (B 12 oTBemeHMsx) mOpu
TIepBUYHOM 00C/IeloBaHMM Bcex OObHBIX ¢ TTogo3peHneM Ha ['KMII
" B IIpollecce AuMHamuueckoro Habmomenus rnpu 'KMII [3, 4, 77-
79].

VpoBeHb YyOeaUTENbHOCTM peKkomeHmaumuit [  (ypoBeHb
IOCTOBEPHOCTU LO0KA3aTe/bCTB B).

e CranmapTtHas JKI' pekoMeHOOBaHa IallieHTaM C MpeariojaaraeMon
I'KMIT png  objneryeHmss [OMAarHOCTMKM UM MIPeIOCTaBJICHMUS
cBelleHMi106 aTuosoruu 3abonesanusi [77, 78, 79].

VpoBeHb YyOeauUTEeNbHOCTM peKomeHmaumuit [  (ypoBeHb
IOCTOBEPHOCTU NOKA3aTeNLCTB B).

e 48-yacoBoit MoHUTOpUHI OJKI' pekoMeHIyeTCsl MalMeHTaM IIpuU
TIePBUYHOM KJIVMHUYECKOM obcneqoBaHUM IS



BbISIBJIECHUATIPEeNCePAHBIX U JKeTyL0UYKOBBIX apuTMuii [9, 81].

VpoBeHb yOeauUTENbHOCTM peKomeHmammuii [  (ypoBeHb
IOCTOBEPHOCTH JOKa3aTelabCTB B).

CMOKI' wmau perucrpauys COOBITUSI PEKOMEHIYeTCsI OOJbHbIM
I'KMII ¢ kamobamy Ha ceppaliedMeHne ¥/UaM TOJOBOKPYKEeHNe
[80,81,82].

VpoBeHb YyOeauUTENBHOCTM peKoMmeHmammuii [  (ypoBeHb
IOCTOBEPHOCTH JOKa3aTeJabCTB B).

CMOKI' pexomeHayeTcss mOjs BbisiBjaeHUs Yy OombHbIX T'KMII
srmm3og0B JKT, kak puck dakropa BCC u orbopa KaHAMIATOB IS
umrivtantTauuu UKI[9, 81, 83].

VpoBeHb YyOeauUTENIbHOCTM peKomeHmammii [  (ypoBeHb
IOCTOBEPHOCTY OOKa3aTelabCTB B).

[ToBropHasa peructpauus IKI' pekoMeHAyeTCs VY IAMEHTOB C
['KMII B cityvyae yxyplieHus: CUMIITOMATURY [78, 79].

VpoBeHb YyOeauUTeNbHOCTM peKkomeHmaumit [  (ypoBeHb
IOCTOBEepHOCTU AoKa3aTenbCTB C).

Peructpauuiw OKI' pekomMeHAyeTCs TOBTOPSITh Kaxkable 12-18
MecslleB B KayeCTBe KOMIIOHEHTA CKPUHUHT-ITOPUTMA VY
TTOAPOCTKOB I1ePBOJi CTEIeHM POMICTBA IO OTHOILIEHNMIO K O0JbHOMY
'KMII, He wuMewnuMx 3XoKapauorpa@uueckux MOPU3HAKOB
runeptpoduu muokapzaa [78, 79].

VpoBeHb yOeauTeNbHOCTM pekomeHzmammit [  (ypoBeHb
IOCTOBEPHOCTHU oKa3aTenbCTB C).

Peructpauus JKI' pekoMeHIyeTCSI KaK KOMIIOHEHT CKPUHMHT-
aJrTOpPUTMa Y POACTBEHHMKOB II€PBOi CTENeHM POACTBA OOJbHBIX
I'KMIT [78, 79].

VpoBeHb yOeauTenbHOCTM pekomeHzmammit [  (ypoBeHb
IOCTOBEPHOCTHU oKa3aTenbCTB C).

Peructpanus IKI' m CMOIKI pekomenmyercss 60sbHbIM ['KMII
CTabMIBHOTO KJIMHUYECKOTO TeUeHUs IJIsI BBISIBJIEHMSI
aCMMIITOMHBIX HapylleHUil MPOBOOMMOCTM M pUTMa cephla, a
TaKkke GUOpMIISILIVN TIpeice pamiA.



VpoBeHb yOeaAUTENbHOCTM peKkomeHgaumuii Ila (ypoBeHb
IOCTOBEPHOCTU I0Ka3aTeabCTB C).

CMD3KTI' pekoMeHyeTCsI IOBTOPSTh OAVH pas B 1-2 roga 60JbHBIM
['KMII, y KOTOpbIX paHee HeBbISBASANCh dann304bl JKT.

VpoBeHb yOeguTeNbHOCTM peKomeHzanuii Ila (ypoBeHb
IOCTOBEPHOCTHU oKa3aTenbCTB C).

KommenTapun: H3meHéHHvlie DKI 8bisenssiomcs Yy abCconomHozo
OonbluHCcCMea 00/bHbIX, Oaxce uacmo 8 O0mcymcmeue xanoo.
Haubonee munuunsiMu, xoms u manocneyuguunoimu, OKI-
NPU3HAaKamu SI8JIMCS. NPU3HAaKu z2unepmpoguu muoxapda 18020
scenydouka u/unu MIKII, exarouas 801bmaxcHole, U3MeHeHUsl KOHeUHOT
uacmu xHenydoukosozo komnuaekca (denpeccusi ceemeHma ST,
ceiaxceHHblll u ompuyamensHulli 3yoey T), namonozuueckuii 3ybeu Q
unu 3youst QS 8 mex uauU UHbIX 0MBEOEHUsX, Um0 nopotli se/semcs
npuuuHoti owubouHotli duazHocmuku uHgpapkma muokapoa [77].I1pu
unmepnpemavuu pesynomamos OKI' coemecmHo ¢ Haxoodkamu Ha
IXO-KI' u MPT c¢ yuemom 603pacma, muna HACN€008AHUSL U
accoyuupo8aHHwvIMU KJIUHUYecKUMU nposieieHusIMU, Mozym
ceudemenvpCcmeonsams 0 HAAUYUU NepeuUHO20 3ab01e8aHus U 0asamsp
B03MOXCHOCMb YMOUHEHUSl pACnpocmMpaHeHust z2unepmpoguu  uau
pyouos 8 muokapoe.

AHomanwvHo 21ybokas Q-807HA 8 nepedHelamepaibHblX 0mMeedeHuUsx,
00bIMHO ¢ nosoxcumenvHoiM — 3yoyom T, accoyuuposama ¢
acuUMMempuuHoli eunepmpodueti JIK, a AHOMAIbHAS
npodonxwumensHocms  Q-80/Hbl  (>40 Mmcek) — ¢ obaacmsamu
(@ubpo3Hozo 3ameulenus. ITuezammckuii HezamueHwili 3ybeuy T 8
npekopouanvHelX  U/unu  nepedHeNamMepanvHolx  0MBEOeHUsX
ceudemenibcmeayem o goeieueHuu sepxyuiku JDK. Parnnee 8030yxoeHue
wcenydoukos  (kopomkuii PR-unmepsan) - uacmolii ¢eHomeH
MUMOXOHOpUA/bHbIX U 0O0JIe3Hell HAaKONJeHus, ecmpeuaemcs npu
oone3Hu Andepcona-®abpu. IIpozpeccupyrouias AB-6s0kada uacmo
gcmpeuaemcss npu MumoxoHOpUaibHuIX 3a001e8aHUSX, HEKOMOPbIX
00/1e3HSIX HAKONJIeHUs, amuioudose, decMuHonamusix, y NAuUeHmos ¢
mymayusimu 6 2eHe PRKAGZ2. Huskuti eonomaxc QRS 6 omcymcmeue
nepukapouaibHo20 6vinoma, OMcUpeHuss u 00ne3HU JézKUux KpatiHe
pedko Habnwdaemcs npu ITKMII (3a ucknoueHuem cmaduu
dekomneHcayuu), HO uacmo ecmpeuaemcsi y 00JbHbIX AMUIOUIO30M
cepdua. Upe3ssviuaiiHo svicokuti eonomax QRS (>50 mm) munuuen ons
Oone3Hell HakonieHusl, makux kak ITomne u /laHoHa, HO Moxcem Oblmb



pe3ysibmamom MmoJibKo paHHezo 8030yxcoeHus xenydoukos [78]. IKI
A87151eMCsl MakKxe uy8CmeumenbHolM pPaHHUM MapKepom 3a001e8aHus
y podcmeeHHUKo8 [79].

I'KMIT  npuHadnexcum K  Kamezopuu  cepdeuHo-cocyoucmori
namonozuti, npu Komopulx Haubojiee 4acmsiM U 8eCbMA BAMNCHbIM 8
KJIUHUYECKOM U NPOZHOCMUYECKOM NJlaHe nposiejieHuem 3a00/1e8aHusl
aeasomcs HapyweHust pumma cepoya (HPC). C eHedperuem CMIKT 8
obs3amenvHblli haaH o6cnedosanuss nauueHmos I'KMII cmano
0uesUOHbIM, UMO MH02000pa3Hble paccmpolicmea cepoeuHo20 pumma
pezucmpupytomcs npakmuuecku y 8cex 6onvHuix I'KMII. Yacmoma
apummuii, 8viseasemvix npu onumenvHom IKI-MoHUMoOpuHze, 3ascum
om eo3pacma. AcCUMnmomHas Heycmoliuueas  xeayooukoeas
maxukapouss (HY>KT) pezucmpupyemcsi y 25% 83pocibix 00bHBIX
ITKMIT [6, 9, 80]. IlapokcuzmanvHole HAOMENYOOUKOBblE APUMMUU
@ukcupyromcs 8o 8pemss CMOKI He meHee uem y mpemu nauueHmos
[80].

2.4.2. Oxokapiuoepachus

HNuarno3s I'KMII cTtaBuTCS Ha OCHOBAaHUM BBISBJIEHMS YBeIMUYEHUS
ToMuyUHbL cTeHKM JDK 1106bIM BU3YaIM3UPYIOIMIMM METOIOM, HO
dbeHomeH 3abosieBaHMSI BKJIIOUAeT Takke MMOKapAMaIbHbIM
du1bpos3, mopdonornueckue aHOMa/JIMM MUTPAJIbBHOIO KJjamaHa,
HapylIeHus byHKIMOHMPOBAHMS KOPOHApPHOTO
MMKPOLMPKYAITOPHOTO  pycla M 3XoKapauorpaduueckue
aHomanuun.Y B3pocabix 'KMII guarHoctupyeTcs mpu yBeaU4eHUU
TOJIIIMHBI CTEHKU > 1,5 cM oHOTO MM Gojiee CerMeHTOB MMOKap/a
JDK JDK (nmpeumytnectBenHo MJKII) 1o pesynbraTam 110007
Busyamusupymwoiein metoguku (3XO-KI', MPT miu KoMnbloTepHas
Tomorpadusi ceppiia), KOTopasi He OOBSCHSIETCS MUCKIIOUUTETbHO
YBeJIMYEHHO HAarpy3Kou gaBjaeHueM [4].

PekoMeHIalIMM II0 TPAHCTOPAKAJIbHOM 3XOKapauorpadummn
npu I'KMII:

Bcem rnalyeHTam C 'KMII pu TIepBUYHOM
obcnemoBaHurpekomenayercs 2D u pomrmiepoBckas DXO-KI' B
TIOKOe ¥C Mpo60¥t BaymbcanabBhl CUSI, TIOMYIEXKA M 3aTEM CTOSI, €C/IN
He OBLJIO 3apeTrUMCTPUPOBAHO rpagueHTa ngasienus [81, 84, 94, 95,
96].

VpoBeHb yOeauTenbHOCTM pekomeHzmammit [  (ypoBeHb
IOCTOBEPHOCTHU [10Ka3aTeNlbCTB B).



PekOMeHI0OBaHO M3MepeHMe MaKCUMMaJIbHOM [OMacTOJINYeCKOn
TONIIMHBI B 2D KOPOTKO-0CEBOM MO3ULIMM BO BCeX cermeHTax/DK,
OT 6a3abHbIX 40 BepXyuiku [84, 97].

VpoBeHb YyOeaUTENbHOCTM peKoMmeHmaumuit [  (ypoBeHb
IOCTOBEPHOCTU IOoKa3aTenbCTB C).

PexkomeHyeTcs TIATeJIbHast OLleHKa IMaCTONMYECKO
byukumnJDK, Bxatouass TMZIII, JIBIT, TMI-3XOKI' u usmepeHue
pasmepa 1 o6bema JII1[93, 98, 99].

VpoBeHb yOeauUTeNbHOCTM peKkoMmeHmaumuit [ (ypoBeHb
IOCTOBEPHOCTU A0Ka3aTelbCTB C).

CUMIITOMHBIM TMalMeHTaM C MUKOBBIM TPAJVEHTOM [aBjeHUS B
BTJDK (mokosd wiM MHAyUMpOBaHHbIM) < 50 MM pT.CT.
pekomeHpayetcs 2D u porruiepoBckasg OXO-KI' mpu Harpyske CTos,
CUIS WJIM TIOMYJIEXKA MIJISI BBISIBJIEHUST TIPOBOIMPYEMOIT 0OCTPYKIIUM
BTJDK u crpecc-unpynupyemoit MP[91,100,101].

VpoBeHb yOeauUTeNbHOCTM peKomeHmaumii [  (ypoBeHb
IOCTOBEPHOCTU [0Ka3aTe/bCTB B).

IToBTopHbie IXOKI-mcciemoBaHusi pPeKOMEHIVIOTCS OOIbHBIM
'KMII ¢ usmMeHeHUSIMM B KIMHUYECKOM CTaTyCe WM IOSIBJIeHVeM
HOBBIX CepJleuHO-COCYAUCTDIX MPOsIBIeHMi1 [94, 95, 96].

VpoBeHb YyOemnuUTENbHOCTM peKomeHmammii [  (ypoBeHb
IOCTOBEPHOCTU [0Ka3aTe/bCTB B).

OXO-KI' pekomMeHIyeTCSI KaK KOMIIOHEHT CPUHMHI-aJITOPUTMa
yjieHoB ceMby 6ombHOro I'KMII, eciu XoTs Obl OOMH M3 HUX HeE
SIBJISIETCS TEHOTUII-OTPULIATEIbHBIM U BbISIBJIEHA aCCOLIMMPOBAaHHAs
c 3abomeBaHneM reHHasi myTtauusi [78, 79].

VpoBeHb yOeauTenbHOCTM pekomeHzmammit [  (ypoBeHb
IOCTOBEPHOCTHU [10Ka3aTeNbCTB B).

NuaTpakopoHapHass KoHTpacTHass IXO-KI' pekomeHpayeTcsi Bcem
naiueHTaM, IOABEePTAIIMMCS CeNTalbHOM aJIKOTObHONM abnauumn
(CAA), nns obecrieueHns: KOppeKTHOI jiokanusaiuu [102, 103].

VpoBeHb yOeauTenbHOCTM pekomeHzmammit [  (ypoBeHb
IOCTOBEPHOCTHU 10Ka3aTeNbCTB B).



ACMMIITOMHBIM TMali€eHTaM C MUKOBBIM I'PaJVeHTOM [ABJIEHUS B
BTJDK (mokos wau MHAyLMpoBaHHBIM) < 50 mMm pr.cT. 2D u
nmorruiepoBckasg OXO-KI' mpu Harpyske CTOSI, CUIOS MU TIOTYJIEXKA
peKoOMeH0BaHa, eCM HaIuuue OOCTPYKIUM UMEeT 3HaUeHue ISl
pekoMeHIalMii 1Mo 00pa3y >KM3HUM Ha3HAUeHMUS JieKapCTBEHHOI
tepanun[100, 101].

YpoBeHb yOeauTenbHOCTM  pekoMenganuii  IIb(ypoBeHb
IOCTOBEPHOCTU IoKa3aTeabCTB C).

YV 6OJIbHBIX C CyOONTMMAJIbHBIM KayeCTBOM M300paskeHMUs] MITNAC
npeariosaraeMoit  anukaabHoii  rumeptpodueit  JDK  waum
anespusmoi, IXO-KI' ¢ koHTpactupoBaHuem monoctu JDK
pekoMeHayeTCs Kak ajibTepHaTuBa MPT cepaual104].

VpoBeHb yOeaUTEIbHOCTM peKkomeHmaumii Ila (ypoBeHb
IOCTOBEepPHOCTU AoKa3aTenbCTB C).

PekoMeHaanyM IO TPAHCHMIIEBOJHONM 3XOKapauorpadumumn
npu 'KMII

ITepuonepatuBHas TII-OXOKI' pekomeHOmoOBaHa IlallMEeHTaM,
KOTOPBIM BBITIO/IHSIETCS cerTajlbHass Muoskromus (CMT), mna
yrouHeHusmexanusMma OBTJIDK, misi KOHTpOIS XUpypruyeckoim
CTpaTeruu, OLleHKU MOCTXUPYPIUIYECKUX OCIIOKHEHUI UBBISIBJIEHUS
ocraTtouHoi OBTJDK [105, 106].

VpoBeHb yOeauUTENbHOCTM peKkoMmeHmaumii [  (ypoBeHb
IOCTOBEPHOCTU A0Ka3aTelbCTB C).

TIT-OXOKI' pekomeHpayeTcs OJjis1 IMAlMEHTOB, Y KOTOPBIX HesCEeH
MexaHu3M obctpykuuu BTJDK wim 1as OIeHKM COCTOSTHUS
MUTPAIBbHOTO KJarnaHa p[o mnpouenypbel CAA, wim ewn
TpearionaraeTcss BbipaskeHHass MP, BbI3BaHHAasi COOCTBEHHBIMU
aHoManusaMmu kinamnasa [105, 106].

VpoBeHb yOeauTeIbHOCTM pekomeHgaumii Ila (ypoBeHb
IOCTOBEPHOCTU 0Ka3aTeabCTB C).

OXO-KT' y nmanimenToB ¢ 'KMII He peKoMeHayeTCSI IPOBOAUTD Yallle,
yeM pa3 B TIOH, KOrga HeT CYIIeCTBEHHOM OUMHAMUKU B
KJIMHNYECKOM CTaTyce 00JIbHOTO.

VpoBeHb yOeauTenbHOCTHM pekomengaumuit III  (ypoBeHb
IOCTOBEPHOCTU I0Ka3aTeabCTB C).



KommeHnTapum: IXO-KI' — yeHmpanwvHolii Memod susyaausupyouieti
duazHocmuku u MoHumopuHea I'KMII. Y 6onpuwiuHcmea nauueHmos
eunepmpodgus npeumyuiecmeeHHo eosnekaem MIKII 8 6asanvHbix
omdenax JDK, HO uacmo pacnpocmpaHsiemcsi Ha 00K08Y, 3a0HIOH
CmeHKy u eepxywky [84]. Ymonwenue cmenku JDK Mmoxcem
Habnodamscs npakmuuecku 8 J00ol obaacmu (8kawuas npaswlii
Hemyoouek), npu 3mom e€ pacnpocmpaHeHue U BblPaAMEHHOCMb
doscHa Obimb 0OKYMEHMUPOBAHA C UCNOb308AHUEM CMAHOAPMHO20
NpoOmMoKoJia nepekpecmHoll 8U3yaniu3ayuu 6 HeCKOJIbKUX NPOeKyusix.

Hsmepernue monwuHsl cmeHok JDK dosicHbl npo8odumucsi 8 KOHEUHO-
duacmonuueckyrw ¢asy, npednoumumesnvHo 8 KOPOMKUX 0CeBblX
no3uuusx. Cnedyem npudepicusamscs CmaHdapmu308aHHo2o nooxoda
K Cez2MeHMuUpo8aHu0 Muokapoa u HOMeHKAamype O7sl 8CEX PEXCUMO8
susyanuzayuu [85]. ns duazHocmuueckux ueneti eoOuHCmeeHHslll
peiesaHMHbIL napamemp — MAKCUManvHasi moauwjuHa cmeuxku JDK Ha
Jt060Mm yposHe. TouHas susyanusayusi 8epxywku 8 napacmepHaibHoll
U  MHOMECMBEHHbIX ANUKAIbHBIX NO3UYuUsX Heobxoduma 0N
govisgneHuss anukanvHoli IT'KMII. Ecnu cezmeHm adek8amHo He
8U3yaIU3Upyemcs, cnedyem paccmompems 603MOMCHOCMDb
koHmpacmuposarus JDK unu MPT [86].

TTpubnusumensvHo y mpemu nayueHmos 8blS16151€MCSl
nepeoHeecucmouueckoe odsuxceHue cmeopok (IICI) mumpanvHo20
KJlanauda é nokoe, umo npusodoum k oocmpyxkyuu BT/DK, mozoa kax y
dpyeux npedcmasjieHa MOJbKO JameHmHas oo6cmpykyus. Jpyzue
Mopgponozuueckue 0cobGeHHOCMU, BHOCAWUe 8KAA0 8 00CMpYKUUIo
BT/DK, exawuarom aHOMAAuu NANUJISPHLIX MblU U CMBOPOK
MUumpanvHozo Kaanama (yonuHemue, paspacmarue) [87, 88]. Kozda
epaduenm OasneHusi onpedeasemcsi 6 noaocmu JDK, eaxcHo
UCKIUUMy  00CmpyKuuto, HecesidaHHyio ¢ IIC/I,  eknwouas
cybaopmanvHyro MemOpaHy, AaHOMAIUU CMBOPOK MUMPANbHOZ0
Kaanava u oocmpykyuio cpedueti uacmu noaocmu JDK, ocobeHHoecnu
niaHupyemcs emeuamenbCcmeo, HANpPasjleHHoe Ha YCmpaHeHue
oocmpyxkyuu BT/DK. Cucmemamuueckoti 08ymepHoli u donnieposcKoli
IXO-KI' 00biuHO OoCmMamouHo ONS1  BbiSIBJIEHUS. MeXaHusma U
gviparceHHocmu  oocmpykyuu  BT/DK.  OOHako  HEKOMopwviM
nayueHmam moxcem Ovims npeonoxera mpaucnuuwjesooras 3XO-KI
(TII-2XOKT) unu uHeasueHoe usmepeHue dasieHus 8 KOMOUHayuu ¢
MPT. IICZT cmeopok mumpanvHozo Kianada ecezoa hpusodum k MP,
npu 3mom u3smepeHue CKoOpocmu U épemMeHu MUmpaibH020 NOMoKda



nomozaem Jugpeperuuposames e¢ om mypoyireHmHocmu 8 BT/DK.
IICT-onocpedosaruas MP duHamuuHa u eé 8vblpareHHOCMyb MeHSIemcs
8 3agucumocmu om cmeneHu oocmpykyuu BT/DK [89, 90|.

Boisignenue ob6cmpykuyuu BTJ/DK eaxcHo Ona sieueHust CUMNMOMO8 U
oueHku pucka BCC. /IsymepHas u donnneposckas IXO-KI 8o epems
npobsl Banvcanvevl cuds, nonynéxca u 3amem CmMos, ecau He
goisssiemcs epadueHm, pekomeHoyemcs ecem nayueHmam ¢ TKMIIT
[89, 91].Cmpecc-OXOKI pekomeHAyemcsi CUMNMOMHbIM NAYUEHMAaM,
eciu U3MepeHUsl 8 NOJIOXHeHUU JIéXca He UHOYyupyrom obcmpykuuu
BTJDK > 50 mm pm. cm. @apmakonozuueckas hpoba ¢ dobymamuHoMm
He pekomeHdyemcs, mak Kak He s16/i1emcs (pu3uonio2uuHol u moxem
NJ10X0 NepPeHOCUMbCS.

Jlesoe npedcepdue (JII1) y 6onvHsix T'KMII uacmo ysenuueHo, u €20
pasmep npedcmasisiem 8axcHyr NpozHOCMu4ecKy uHgopmayuro [81,
92]. IpuuuHsl yeeauuerus JIII pazHoobpasHsl, HO Haubosiee 8aAXCHbIM
mexaHusmom  sieasemcsi  IICI-onocpedosaHHass ~ MumpaipHas
pezypzumayus u ygeauueHue dasaerus 3anonHeHus JDK.

KomnnekcHoe uccnedogaHue ¢ aHaau3om nokasameneti He MOJIbKO
TM/III, Ho JIBII u TM/I-5XOKI' no3gosnsiem NoOJay4umes 8aMCHYH
uHgopmauuro o1 oueHku OJuacmonuueckoll (QyHKUuuU, BaMcHou
demepMuUHaHmMsl msxecmu meueHust U npozHosa y OonvHoix T'KMIT
[93]. C npakmuueckoti mouku 3peHust makoii nodxod npedcmasisemcs
Haubosiee ONpasoaHHvIM 8 CB853U C U3BECMHbIMU MPYOHOCMSAMU 8
uHmepnpemauuu pe3ynbmamos 06viuHo20 /I2XOKI-uccnedosaHusl.

CokpamumenvHas ¢GyHkuus (@B) y 6oavHslx I'KMIT 00biuto
HOPMANbHAS WU N08blUleHd, 00HAKO Npu Haauuuu zunepmpoguu OB
HedocmamouHo ompaxcaem cucmoauueckyto agpgpekmusHocms JDK.

Konyenmpuueckas zunepmpogus 6osiee uacma npu memaodoonauueckux
U UuHQuabmpnmueHvix  3ab0/€e8aHusX, d OUBEHMPUKYAAPHAS
zunepmpous u 06cmpyKyusl 86IX00HbIX MPAKMO8 000UX HeTYy0ouKOo8
6onee uacmel hpu cuHopome HyHaw. IIpusHaku, Komopwlie n0380J1510Mm
npeonoioxums  MuokapoudsnvHole  00N€3HU  HAKONJEHUs  Uuau
uHpurbmpayuu, BKAUAIM  «OAeCMAWY0» UIU  2PAHYSAPHYIO
mekcmypy muokapda, HebGo/bWOU nepukapouanbHelli  8bINOM,
ymosueHue mexcnpedcepoHoli nepezopooKu, Yy3eaK080e YmOoJiljeHUe
aopmanvHozo KAanaHa u yMepeHHo CHuMceHHyio @B, pecmpukmueHbiii

mun [I/1[54].



Jluaznocmuueckue 3ampyoHeHUs1 803HUKAIOM 8 CNeOYHUWUX Cyuasnx:
no3dHsasa ¢asa 3abonesavus, conposoxcdaroujasacs ouramayueti u/unu
2unokuHesueli u ucmoHueHuem cmeHku JDK; ¢u3uonozuueckas
eunepmpoguss 8  pe3yibmame  UHMEHCUBHBbIX  CNOPMUBHBIX
MpeHuposoK («cnopmusHoe cepdue», «cepoue amjiemar); HaaUudue
conymcmayoujux 3a601e8aHuli (2unepmoHusl, KA1anaHHasi Namono2usi;
U30/1UPOBAHHASA 2unepmpous 6asanvHozo omoena MXKII y noxicunsix
Jirooeti).

2.4.3. MaruuTHO-pe30HaHCHasA ToMorpadus cepaua

Ecumm nosBonsworT pecypcbl u onbit, MPT cepgua moimkHa
paccmaTtpuBaTtbes mis naumyeHToB ¢ 'KMIT B kauecTBe 6a30BOTO
MeTO/la UCC/Ie0OBaHM, KOTOPAsi OXBAaThIBAET HECKOJILKO IMOAXOL 0B,
MpeoCTaB/IsIoNIMe AeTanbHyI0 MHQoOpManuio o Mopdonorumu
cepatia, GyHKIMM KeTyqTouKOB M XapakKTepuCcTUKax MUoKapaa mpu
['KMII, IOJ/KHA MHTEePIPeTUpPOBaTHCSA creuaamucTaMu,
MIMEIOIIMMM OITBIT B BU3yaJIM3alluy CepAalla U OlleHKe 3a001eBaHmit
MMOKapza.

PekoMeHaanum 1Mo MarHUTHO-pe30HaHCHOI ToMmorpaduu npu
I'KMII:

PekomeHAyeTCsI MarHMTHO-pe30HacHasi Tomorpadgusi cepaua u
cocynos [108, 109].

VpoBeHb YyOeauUTENbHOCTM peKkomeHmaumuit [  (ypoBeHb
IOCTOBEPHOCTU A0Ka3aTelbCTB C).

[Ip orcyrcrBUM 1ipotuBorniokasauuit, MPT cepagua c¢ IIVCI
pekoMmeHayetcsi mauyeHTaMIKMII, y KOTOpBIX HaOIIOmaeTcs
HeamekBaTHoe DXOKI'- m3ob6paskeHme, C ILEJbI0 ITOATBEPKIEHMS
nuarsosa [109].

VpoBeHb yOeauUTENbHOCTM peKomeHmammuii [  (ypoBeHb
IOCTOBEPHOCTU [0Ka3aTe/bCTB B).

[Ipu orcyrcTBUM 1ipoTtuBoriokasauuit, MPT cepagua c¢ IIVCI
pekoMmeHpgyeTtcs nmanyeHTam ¢ 'KMII B guarHoCTUUeCcKux 1essix ajs
OLIEHKM aHaTOMMMU cepana, (QYHKUMU XKeTymouykoB, HAAUUIUS U
pacrpocTpaHeHHOCTM MUOoKapauaabHoro dpuoposa[l115-118].

VpoBeHb yOeguTeNbHOCTM peKomeHzanuii Ila (ypoBeHb
IOCTOBEPHOCTHU J0Ka3aTenbCTB C).



e MPT cepoua c¢ IIVCIT pekomeHayeTcsl OJsI IIALlMEHTOB C

TpefIiosaraeMoit anukaabHOV rumneptrpodueil UaM aHeBpPU3MOIL
[116, 119].

VpoBeHb yOeauTenbHOCTHM perkoMeHmanuii Ila ( ypoBeHb
IOCTOBEPHOCTU IOoKa3aTenbCTB C).

MPT cepaoua c¢ IIYCI' pekomeHAayeTcss [Ijisl MalMeHTOB C
npeproiaraeMbeiM amuiionnosom [114, 120].

VpoBeHb YyOemuTenbHOCTHM pekomeHzmanmii Ila ( ypoBeHb
IOCTOBEPHOCTHU oKa3aTenbCTB C).

MPT cepmoua c¢ IIYCI' pekomeHnyercss no ornepauun CAA s
OLIEHKM XapaKTepa M pacIpoCTPaHEeHHOCTU Trumeprpopum u
dbubposa mmokapga [114, 120].

VpoBeHb YyOemuTenbHOCTHM pekomeHzmanmii Ila ( ypoBeHb
IOCTOBEPHOCTU NoKa3aTelbCTB C).

KommeHTapumu. OCHO8b18a51Cb HA NPUCYWUX PA3HBIM MKAHAM
MAzHUMHbIX ceolicmeax u pacnpedeneHuu KOHMPACMHbBIX A2EHIMO08 Ha
ocHosge 2adonuHust, MPT cepoua Mox#HO UCN016308aMb OJ151 8bls16J1€HUS
002U UHMepCcMUYUaIbHoll mkaHu 8 pesynemame @uopo3sa. ITo30Hee
ycuneHue cueHana e2adoaurusi (IIYCI) pedko ecmpeuaemcsi 3a
npeodenamu 30Hsl 2unepmpoguu, 3a UCKIHUEHUEM 0aeKO 3ailedulux
cmaduil 3abonesanus, Kozda Habnwodaemcs momansHoe ITYCI 8
couemaHuu ¢ ucmouueHuem cmenok [110]. ITYCI' moxcem Obimo
aAccoyuuposaHo ¢  yBelUUEHUEeM  MWECMKOCmuU  muokapoa u
HebnazonpussmuslM  pemodenuposaruem JDK u  HapyweHusmu
COKpamuMocmu.

Ob6BeduHeHHble daHHble psada uccnedosauuli ceudemenbcmeyrom 8
nonv3y e3aumocesasu mewdy IIYCI u cepdeuro-cocyoucmoti
cmepmHocmoio, cmepmoio om CH u cmepmHocmoslo om 6cex NputiuH,
nokassiearom meHoeHyuio K nosviuwieHuro BCC [111]. Ilo3duee
ycuneHue cuzHana 2adoauHus accoyuuposavo ¢ HY KT, svisasnsiemori
npu xonmepoeckom moHumopuposaruu IKI' [112].

YV omoenvHbix nauyueHmosd ¢ ycmawosiaeHHoim oduazvo3om I'KMII u
HeonpedeneHHo cmpamuduyupyemoix no pucky BCC nposederiue MPT
C 2a0onuHUEeM MOXcem 6blmb NoJIe3HbIM Npu onpedeseHuu danvHetiuieti
maxkmuku JiedeHusl.



MPT cepoua pedko OJugdepenuupyem npuuuvor IKMII no ux
COOCMBEHHO MAZHUMHbBIM  C80licmeaM, HO pachpedeneHue U
8bIPANEHHOCMb  PACNPOCMPAHEHUS.  UHMEPCMUUUANbHOU — MKAHU,
MOX}#cem nomous npeonoioxums duazHo3s. bone3Hv AHdepcoHa-Pabpu
xapakmepusyemcs CHUXeHuem HeKoOHmpacmuposaHHozo T1 cuznana
uHanuuuem 3advedokosozo ITYCI [113]. IIpu amunoudo3e cepdya
uacmo  Habmwodaemcss — 2nobanvHoe  Cy63IHOOKApOuaibHoe  Uu
ceemenmapHoe IIYCI [114]. Omcymcmeue ¢ubpo3a moxem 0bimp
uvgpopmamusHsim npu OJupgepenuuayuu I'KMIT u «cnopmugHozo
cepdua», Ho ITIYCI' moxem omcymcmeosams u y auu ¢ I'KMII Ha
HauanvHvlX cmadusix 60J1e3HU.

2.5. lHag nyMarHocTuka

e Pexomenpyerca KT  cepmua  mo3BosisieT,  [O3BOJSIOLIAS
OOHOBPEMEHHO BU3YaIM3UPOBaTh KOpPOHApHbIEe apTepum u
KJIallaHbl [IJISI KOHTPOJIS KaTeTepHOM abmaluy HamaKelyI0YKOBBIX
apUTMUIA.

VpoBeHb yOegUTENbHOCTM  peKomeHgamuiilla  (ypoBeHb
IOCTOBEPHOCTU A0Ka3aTelbCTB C).

KomeHnTapuii: KT cepdua OoxHa paccmampueamscs Ons
nayueHmos, y KOmopulX NojyueHsl Npomueopeuussie pe3ynbmamol
AXO-KI' u MPT unu nposederue MPT npomusonoka3aHo [122].

e Cuunturpadus xocreit (ocobeHHo ¢ 99mTc-DPD) pekomeHIyeTCs
Ui TaUMeHTOB, MMeWINUX  CUMITOMBbI, [PU3ZHAKU U
HeHBa3uBHbIe Mapkepsl TT-amunongosa[l23].

VpoBeHb yOeauTEeIbHOCTM peKomeHmauuii Ila (ypoBeHb
IOCTOBEPHOCTU A0Ka3aTelbCTB C).

KoMmMmeHTapumn: Sl0epHo-mazHUMHbLTI PE30HAHC, eKJIoUas
NO3UMPOHHO-IMUCCUOHHYHD momozpaguio (T12T), o0HopomoHHas
IMUCCUOHHAas KomnovtomepHas momozpagus (OIKT) uchons308anics
0711 U3MepeHusl Kposomoka 8 MUOKapoe U 8blsg8jeHuUss HapyueHuli
nepgy3suu y nauuenmos ¢ 'KMII, 00Hako ux yeHHoCms 8 QUuazHOCMuUKe
3a0601e8aHUSI 02PAHUYEHA.

Buicokoe paspeweHue koHmpacmHuoti komnotomepHoti KT noseonsiem
UuémKko onpedeaums 2paHuysbl MUokapoda, MoauuHy CmeHok, 00sEMbl
scenydoukos, @B u maccy JDK, komopwle XOpouwio Koppeaupyom c
pesynbmamamu MPT, 52XO-KI.



2.5.1. KopoHapHasa anzuozpadus

e liHBa3uBHas KOpOHapHasi aHruorpadus peKOMEeHIyeTCsI

B3POUIBbIM, KTO BbDKWMI IIOC/€ OCTAaHOBKM CepAla, y IalMeHTOB C
ycroitunBoit JKT M y maimMeHTOB C BbIpaXXeHHOJ CTaOUIbHOIM
cTeHoKapaven [128].

VpoBeHb YyOeauTeNIbHOCTM perkoMeHmaumit [  (ypoBeHb
IOCTOBEPHOCTU IOKa3aTeabCTB C).

NuBasuBHass uianm KT KAI' pekomeHpayeTcss OJisl TAllMEHTOB C
TUIIMYHBIMU OOJISIMU B IPYAHOI KiaeTKe (knacc < 3, CCS), y KOTOPBIX
€CThb IPOMEXYTOUYHas IpeTecToBast BepossTHOCTh Haimuus MBC npu
y4éTe BO3pacTa, mosia 1 (pakTopoB pucka aTepockieposa [122, 127].

VpoBeHb yOeauUTENbHOCTM peKkomeHgaumii Ila (ypoBeHb
IOCTOBEPHOCTU A0Ka3aTenbCTB C).

Il Bcex mauueHTOB crapiie 40 jeT peKOMeHAYyeTCs MHBa3UBHas
mimm KT anrmorpadpus pmo CMT, He3aBUCMMO OT HaIUUUS
TUIIMYHOTO 60IEBOTO CMHApPOMA B TPyIHOM KiaeTke[129].

VpoBeHb yOeauMTENbHOCTM perkomeHgaumii Ila (ypoBeHb
IOCTOBEPHOCTU 0Ka3aTeabCTB C).

KommenTapuii: MsmeneHuss Ha IKI' nokos u ewicokas uacmoma
8bls18J1eHUSL HapyweHull nep@y3uu (cynmuzpagpus muoxkapoa, s0epHo-
MazHumusili  pe3oHavc, MPT) onpedensiiom 02paHuyeHuUst 3mux
Memodos 8  dugdeperyuanvHoli  duazHocmuke — 06CmMpyKyuuu
KOPOHAPHbBIX cOCY008 0m Opyzux npuuuH Ooseti 8 2pyoHOli Kiemke U 8
npedsapumenvHoli OUEHKe 8eposmHOCMU uwleMuueckoli 0osne3Hu
cepoya y 6onvHoix TKMIIT [124, 125, 126]. ITayueHmam ¢ mMunu4Holi
cmeHokapduetli cnedyem npogodums uHeasusHyw uau KT KAT,
OCHOBbBIBASICL HA CUMNMOMAMuKe, 603pacme, noJje u pakmopax pucka
amepocknepo3sa [122, 127].

2.5.2. IudomuokapduanvHaa 6uoncus

MHorue reHetuueckue U HereHetuueckue dopmbl 'KMII mmeroT
XapaKTepHble TUCTOJIOTMUYECKMe TPOsSBIeHMUs, HO auarHo3 [I'KMII
SIBJISIETCSI KIMHUYECKUM, Y B IEPBYIO Ouyepelb OCHOBBIBAETCS Ha
pe3y/ibTaTaX HeMHBA3UBHBIX UCCIeNOBAHUINA.

PekomeH10BaHa SHAOMMOKapAMaIbHAs omorcus, KOoTma
MO/103PEeBAIOTCS MHQUIbTPATUBHBIE, BOCITAJINTEIbHbIE
3a0o0/eBaHMsI  cephalla WM OOJNIe3HM HaKOIUIeHUs (BK/IIOYast
OMOIICHI0 IPYyTUX, 60/iee JOCTYIHBIX TKaHei)[130].



VpoBeHb yOeaAUTENbHOCTM peKkomeHgaumuii Ila (ypoBeHb
IOCTOBEPHOCTU I0Ka3aTeabCTB C).

2.5.3. Hazpy3ouHble mecinbl

e Harpysounsiit TpegMmumii-TecT y nauyeHToB ¢ [KMII pekomeHnayeTcs
ILJISE orpeneeHus (YHKIIMOHAIbHO CIIOCOOHOCTHU "
3(pdeKkTMBHOCTY ITPOBOAMMOI TepaTIUM.

VpoBeHb yOeguTenbHOCTM peKkomeHpanuii Ila (ypoBeHb
IOCTOBEPHOCTHU N0Ka3aTenbCTB C).

e Tpegmui-tect ¢ moHutopupoBanuem IKI' u AJl pekomMeHIyeTCs
g crpatudukanyy pucka BCC 6onbHbix TKMII.

VpoBeHb yOeauUTENbHOCTM peKkomeHgaumii Ila (ypoBeHb
IOCTOBEPHOCTU N0KA3aTeNlbCTB B).

e bombHbIM ['KMII, y KOTOpBIX MUKOBBIA TpafyieHT [aBJIeHMUS He
npesbimiaer 50 MM prT. cT., npoBedeHue IXO-KI' B ycinoBusx
HAarpy3ku peKOMEeHIyeTCsl [Jis1 OIpeneleHus] U KOJIUYeCTBEHHOM
OlleHKM IuHaMuuecKoii ooctpykimu BT JDK.

VpoBeHb yOeauTEIbHOCTM peKkomeHmaumii Ila (ypoBeHb
IOCTOBEPHOCTM 4 0Ka3aTe/lbCTB B).

2.6. Crpatudukanyus pucka BHE3AIMHOM CepaeUYHOM
CMepTU

BapnabenpHOCTD IIPOTHO3a orpeensieT HeoOXOIVIMOCTb
oeTasibHOM cTpaTuduKanus pucka GaTaabHbIX OCIOKHEHMIA
3a00/1€BaHMsI, IIOMCK JOCTYITHBIX IIPOrHOCTUYECKUX ITPEIUKTOPOB U
KpUTEPUEB OLIEHKM ITPOBOAMMOTO JIEUeHNS.

e PexomeHyeTcs IpoBefieHMe OeHKM pyucka BCC BceM maiyeHTaM
c 'KMII [3, 4, 10-12].

YpoBeHb YyOeaUTEJIbLHOCTM pekomeHpanuit I  (ypoBeHb
IOCTOBEPHOCTU I0KA3aTe/lbCTB B).

e Bcex 6onbubix 'KMII Ha sTamne nepBUMYHOrO 00CIeIOBaHUS /WU B
rporecce IVHAMMUYECKOTrO HaOJI0IeHUS pPEeKOMEHIyeTCs
cTpaTudUIIMPOBaTh HA HaIuuue clenyooimux (akTopoB pucka
BCC:

1. Monopoit Bo3dpacr [11, 12, 81, 92, 94, 131].



2. Hanuune mokyMeHTHMpoBaHHbIX 3mu3ogoB HYXXT (3 wuau 6osee
KOMILJIEKCOB C YacToToi 6osee 120 ya./muH) mo pesyiapbratam CM-
oKTI'[9, 10, 81,132, 133].

3. YkazaHusi B I[I€pCOHAJIbHOM aHaMHe3e Ha perucrpaumio
GUOPUMIIILINM  KeTYIOUKOB, 3MKU3010B ycroiunuBoii KT wan
OCTAaHOBKY CepAla, BK/IKOYasg MMIUIQHTALMIO KapauoBepTepa-
nebuopumagropa (MKI) B cBSI3M C HaJIMUMEM KETyIOUKOBBIX
taxuaputMmuii [10, 12, 81, 92].

4. Ykasanusg Ha BCC poacTBeHHUMKOB, BKIOUasa uMmiviaHtanuo UK/ B
CBSI3M C HAJIMUMEM >KENTyOOYKOBBIX TaXMAPUTMUMA B CeMeHOM
aHamMmHese [10, 12, 131, 134].

5. HeoGbsicHMMbBIe 3MM30bl MOTEPU co3HaHus (cuHKore) [10, 11, 12,
92, 135].

6. MakcuMmasnbHas ToammHa cteHky JDK > 30 mmno ganHbIM DXO-KI'
[11,12, 96, 134, 136].

7. Hannuue u BoipakeHHOCTb 06CcTpyKimu BTJDK [10, 12, 92, 95].

8. HeapexkBaTHblil (aHOMaJ/IbHBIN) OTBeT AJl Ha Harpysky [10, 132,
137].

VpoBeHb YyOeauUTeNbHOCTM peKkomeHmaumuit [  (ypoBeHb
IOCTOBEPHOCTU 40Ka3aTe/lbCTB B).

NmerwTcs yKasaHMS Ha  HaIMuMe  acCOLMATUBHOM  CBSI3U
BeposTHOCTU BCC 1 nuamerpa nesoro npencepous [11, 81].

KommenTapumn: BCC ssnsemcs Haubosiee 2p0o3HbIM OC/I0MCHEHUEM
I'KMII, ouesudHo onpedenswowjumM NpozHO3 U  4YACMO  HeE
accoyuupo8aHHbvIM c 8bIPAHCEHHOCMbBIO KJIUHUYECKOL
cumnmomamuxu.IKMII - Haubosiee uacmo ecmpeuarulascss nNpuduHa
BCC cpedu nuy monodozo so3pacma, npu 3mom BCC moxem 6Gvimop
nepeuim u e0UHCMBEHHbIM nposieieHuem 3a001e8aHuUS.
ITomeHnuyuansHsimu mexarnusmamu passeumusi BCC y 6onvHuoix TKMIT
KpOME NepeUYUHbIX HENYOOUKOBbIX ApUMMULl UAU  NepeuUHbLX
2eMOOJUHAMUUECKUX KOJLIAanco8 mMozym Ovims nosiHas 6sokada cepoya,
acucmonusi, KpynHoouazoeslli uHpapkm muokapoa, Ovicmpoe
ampuoeeHmpukxyaspHoe nposedeHue no 0ONOJTHUMENbHBIM NYMAM UNU
AB-y31y, 0oKyMeHmMupo8aHHvle KAk cobObimus, npeduiecmsyrujue
BCC. OdHako ucmunnyrw npuuury BCC y 6onvHbix TKMIT onpedenumo
gecoMda CJIOMHO 8 C63U  MHO02000pasuem hnpedpacnoiazarujux
namogusuoozuueckux Gaxkmopos, co30arnijux ycaoeus os 3anycka u
peaiusayuu e€ mexaHusmos. 3adaua NpPozHO3UPOBAHUS U
npedomspaweHuss BCC y 6onvHbix TI'KMII ocmaemcs Haubonee
8aAXCHOU. B Hacmosiujee 8pems nossunucy 3pgexkmusHole memoosl
npogunakmuxu BCC, 8 ces3u ¢ uem 8wvissnaeHue 60abHboix TKMII ¢



8bICOKUM PUCKOM ee pa3sumust Moxcem NPpUHYUNUAIbHO NOBIUIMb HA
npozHo3 3abonesaHuss 8 3moti 0coboli kamezopuu nayueHmos. Ilpu
amom npu I'KMIT BCC moxem Habawdamecs 8 J1060M 803pacme,
00HAKO 3HA4UMO uauje passusaemcsi y monoosix (Monoxce 30 nem).
DmMo 0CnoXHeHUe 518/155emcs vaue GamanvHolM, 3AKAHUUBAIOUIUMCS
JIeManvHolM  UCX000M, OOHAKO  umelomcsi  cyyau  yCcneuwHou
peaHumayuu nocie 0oOKyMeHmMupo8aHHbsIX CIyuaes 0CMaHosKu cepouda,
pa3sumus ycmotiuusoii KT, pubpurnsyuu »ceanyooukos, napoxkcuamos
Haoxcenydoukosolli (MepuamenvHoli)) maxuxapouu. YcmaHosjieHue
8bicok020 pucka BCC onpedensem Heobxodumocms 0coboli, Oonee
aKmueHoli epauebHOll Mmakmuku 6 OmHouleHuu 3moli Kamezopuu
nayueHmos (ymouHeHue JieKApCmeeHHOolU mepanuu, UChO0Jb308aHUE
albMepHAMuBHbIX Jie4eOHbIX U NPOPUIaKMUUECKUX MEMO0D08).

K Hacmoswemy epemeHu Hem docmamouHoll dokazamenvbHoll 0a3bl,
komopas ceudemenbcmeosana 0bl 0 NOJIOHUMENbHOM BAUSHUU HA
npozHo3 b-AB, eepanamuna, aHmuapummukos IA knacca y 001bHbIX
8blcok020  pucka BCC. YbedumenvHvix  000CHO8aHUll  ponu
MeduxameHmo3Holl mepanuu kak cpedcmea npoguarakmuku BCC npu
I'KMII Hem.

Haubonee adeksamuwviM JieueOHbIM Meponpusimuem y OaHHOU
Kamezopuu 00JIbHbIX $675€Mcsa uMnaaHmauus oepubpuiiamopa-
kapouogepmepa (UKI) ¢ uenvi0o nepeuuHoll uiu emopuuHol
NPOGUAAKMUKU HUSHEY2POMAIOWUX apumMull U, 8 KOHEUHOM cueme,
yayuuieHuss npozHosa (pasden 3.2.4). Ilpu amom omcymcmeywm
paHdoMu3upo8amHsle  UAU  CmMamucmuyecku  8aaudupo8aHHsle
npocnekmueHosle Modeiu NPoZHO3UPOBAHUSl, KOMOpPble MOXCHO ObL10
Obl UCnoib308amyp Ol peuleHus eonpoca 06 umnaanmayuu UK y
nauueHmos ¢ TI'KMIIL Pexkomendauuu oasupyromcs Ha
Haobn00amebHbIX  PempOCNeKMUBHbIX  2PyNNoevlX  HAONO0EHUSX,
Komopule, onpedensiom C6s13b Mexdy KAUHUYECKOU KapmuHou u
npoeHo3om. Pesynomamsl 08yx ucciedosaHuti, 6a3uposasiuxcs Ha
OaHHbIX MeXOyHapoOH020, MYJbMUUEHMPOB8020 pezucmpa 00JbHbIX
I'KMIT 8sicokozo pucka BCC (ocmanoska cepdua 8 aHamHese U/unu
ycmotiuusas KT), demoHcmpupyiom CHUMcEHUE 8080€ exe200HOl
cmepmuocmu 61azo00aps npogedeHuUd C80€8peMeHHOl UMNaIaHmayuu
HUK]/I[138, 139].

B HedasHem MYNbmMuyeHmMpo8oM pempocneKmueHoM OnumeabHOM
2pynnogom ucciaedosavuu (3675 nauueHmos) Oviia paspabomaxa u
ganuduposara Hoseast Moodesnvb hpozHouposarust BCC, uzsecmuas xax
— «<HCMRiskSCD»( puc. 4, npunoxcerue b) [81].



3. Jleuenue

OcHOBHBbIe 11e/IM JieueOHbIX MeponpusaTuii mpu 'KMII:

¢ O yMEHbIIeHME BbIPAKEHHOCTU KIMHUYECKUX IIPOSIBJIEHUIN U
CMMIITOMOB 3a0601eBaHMs,
o ynyulieHus: (GYHKIMOHAIbHOM CIIOCOOHOCTM U  «KauecTBa
SKM3HW» TTALIMeHTa,
O MIOJIOKUTEJIbHOE BJMSIHME Ha T[POTHO3, M[penylpexiaeHne
cryyaeB BCC u mporpeccupoBaHust 3a001eBaHMS.

CoBpeMeHHbIN AJITOPUTM

e B ocHoBe mMmemumkameHTO3HOM Tepanuu ['KMII pekomMeHAYIOTCS
mpernapaTrsl C OTpPUIIATEIbHBIM MHOTPOITHBIM HeiicTBUEM: [-
agpeHo6mokaTtopbl  (B-AB), O6m0oKaTOpbl KaJbIIMEBBIX KaHAJIOB
(Bepanmammia™*), nusonupamm ™,

VpoBeHb yOegUTEJIbHOCTM peKkomMeHgammuii [  (ypoBeHb
IOCTOBEpPHOCTU A0Ka3aTelbCTB C).

e HeBaszomunatupyiomue p-AB ¢ mombopoM  MaKCHMMaJbHO
IIepeHOCUMO O03bl PEKOMEHIYIOTCS B KauecTBe IMepBOil JIMHUU
dbapmakoTepanumu IJIST CUMITTOMATUYECKOTO JIeYeHus
(cTeHOKapausi, Kapauaarusi, OMBIIIKA) B3POCIbIM OOJbHBIM C
0OCTPYKTUBHOI 1 HeoOCTpyKTMBHOM (popmamu I'KMII, omHako ux ¢
OCTOPOKHOCTBIO CIeIyeT IIPMMEHSITh IIPU CMHYCOBOJ OpaauKapanun
U TSDKeJbIX HapylIeHUsIX TPOBOAMMOCTH[6,142,144,145].

VpoBeHb yOeauUTEIbHOCTHM pekomMeHmanuii [  (ypoBeHb
IOCTOBEPHOCTHU 10Ka3aTeNbCTB B).

e Pexomennyiorcss B-AB 6e3 BHyYTpeHHel CUMIIATOMMMeETUYECKOA
aKTUBHOCTMU.

VpoBeHb yOegUTEJIbHOCTM peKomMeHgamuii [  (ypoBeHb
IOCTOBEpPHOCTU A0Ka3aTenbCTB C).

e Jlo3y B-Ab pekoMeHayeTcs TUTpOBaTh 00 gocTiskeHnust YCC 55-65 B
MMHYTY.

VpoBeHb yOegUTENbHOCTM peKomMeHgamuit [  (ypoBeHb
IOCTOBEPHOCTU IOKa3aTeabCTB C).



e B cBs13u ¢ 60JbIIEli KOMIUIA@HTHOCTBIO OOJbHBIX PEKOMEHIYeTCS
OTHaBaTh MpeAIIoUTeH e HOBOMY ITOKOJIEHMIO KapaMOCeTeKTUBHbBIX
B-AB TpOJIOHTMPOBAHHOIO AECTBMSI, B YAaCTHOCTM aTeHojoma**,
6ucomponona™* u npyrux [6, 140, 141, 143].

VpoBeHb yOegUTEIbHOCTM peKomMeHgammuii [  (ypoBeHb
IOCTOBEpPHOCTU A0Ka3aTenbCTB C).

KommenTapun. b--AF  ocmawomcs no ceii OeHb Haubosee
a¢ppexmusnoli 2pynnoli seKapcmeeHHbIX CPedCcms, NPUMEHSEMbIX 8
seueHuu I'KMII. Ouu okassiéarom xopowuli CuMnmomamuueckull
2¢hchekm 6 omHOWEHUU OCHOBHBIX KAUHUUECKUX NPOsI8IeHULI: 00bIlUKU
u cepoyebuerus, 00168020 CUHOPOMA, BKIWOUASL CMEHOKapouw, He
MeHee uem y NonosuHsl OonvHeix I'KMII, umo o06ycnosneHo, 8
OCHOBHOM,  CNOCOOHOCMBK) ~ IMUX  Npenapamos  yMeHbUlamby
nompebHocmv muokapoa 8 Kucnopode. baazodapss ompuyamenbHoOMy
UHOMpPONHOMY Oelicmeuio U YMEeHbLEHUI0 akmusauuu cumnamo-
adpeHanosoii cucmemsl hpu  Gu3U4ECKOM U  IMOUUOHATbHOM
HanpsxeHuu, b-Ab npedomepawjaiom  B803HUKHOBEHUE  UU
nosvlleHue 8Hympuxceayodoukoeozo 2padueHma 0asieHus y 00bHbIX C
JIameHmMHoU u n1abunvHoti o6cmpykyueti, CyuecmeeHHo He 8usisl Ha
gesiUuUHY 3mozo epadueHma 8 nokoe. ITokazana cnocobHocmy b-Ab
NONIOMCUMENbHO B1UAMb HA (PYHKUUOHAbHBIL cmamyc nayueHmos 8
YC08USIX KYPCOB020 U ONUMENbH020 hpumeHeHus. Xoms npenapamol
He 0Ka3bl8am npsimMozo 8IUsIHUsl Ha duacmosiuieckoe pacciabneque
Muokapoa, oHu mozym yayuuiame HanoiHeHue JDK KoceeHHO — 3a
cuem  YMeHblUIeHUsl  uacmomsl  CepOeuHvlX  COKpauleHuli u
npedynpexcdeHus uuwiemuu cepoeuHoli moiwiuvl. Ipgpekm b-AB Ha
npozHo3 y 6onvHoix I'KMII 0o cux nop ocmaemcs HeonpeoeieHHbIM.
Pauee cuumanocs, 4mo ux npumeHeHue 8 8bICOKUX 003aX CNOCOOHO
ymeHbvuwums puck BCC.

Sppexm 6 omHoweHUU KynuposaHusi U npedynpeicoeHus
HenYy0oUuKo8slx U cynpaseHmpukyasipHolx apummuii u BCC He
dokaszaHd, O00HAKO psd  cheyuaaucmosé  ece e  cuumaem
uenecoobpasHsiM Ux npounakmuueckoe HazHaueHue 60avHbiM TKMIT
8bICOK020 pUCKA, 6KIUas hnayueHmos Mmoa00020 803pacma ¢
omsizowjeHHoIM cnyuasmu BCC cemetiHbiM aHAMHE30M.

Cnedyem nomMHuUms 0 0pyz2ux u3gecmuuix nobouHsix 3¢ppekmax b-Ab:
HapyuieHue npogooumocmu, 8naomos 0o NOJIHOL nonepeuHoli 6;10Kadsl,
OpoHXOCha3M,  8A30KOHCMpuUKyus  nepugepuueckux  cocydos,
HapyuwieHue moaepaHmHocmu K 2aiKo3e, IpeKmuivHas OUCyHKuus u
dpyzue.



e B wlyyae HeBO3MOXXHOCTU OOCTVMKeHMUSI OINTUMaibHOTO 3ddeKkTa
WM pasBuUTUSI T0O6OUYHBIX 3ddekToB oT npuema p-Ab
peKoOMeHIyeTCcs aJibTepHaTMBHOEe Ha3HaueHMe aHTaroHMCTOB
Kanblivs (Bepanammi™™, nuatuaszeMm™*). Takke Ipu HeAOCTATOUHOM
¢ dexTUBHOCTU MOHOTepaIun b-ABb 11ejiecoo6pasHo
TOAK/IIOUEHME K HUM Au3onupaMmumuma™™,

YpoBeHb YOeOUTENbHOCTM peKkoMeHmaumuit I  (ypoBeHb
IOCTOBEPHOCTU IOKa3aTeabCTB C).

e Tepamnus BepanmaMmjoM™* (HauMHasl ¢ HU3KUX J103 C TUTPOBaHUEM
1o 480 mr/cyTkiu) y O0IbHBIX OOCTPYKTUBHOM ¥ HEOOCTPYKTUBHOI
I'KMIT pexomeHnayeTcs Ipyu He3(@@EKTMBHOCTM WM HAJINYUU
MIPOTUBOIIOKAa3aHMi K Ha3HaueHuto B-Ab [6, 147-150].

VpoBeHb yOegUTENbHOCTM peKomMeHgammuii [  (ypoBeHb
IOCTOBEPHOCTU LOKA3aTe/lbCTB B).

e HasHaueHue mperapara peKOMEHIyeTCsS HauMHATh B YCUIOBUSX
cramuoHapa ¢ Mmanbix pgos - 20-40 mr 3 pasa B JeHb C
MOCTEIIeHHBbIM MX ITOBBIIIIEHNEM MpPU XOpoIlei MmepeHoCUMOCTH 10
CHIDKEHMSI 4acTOThl CEpAEUYHbBIX COKpallleHuii B MOKoe 1o 55-65 B
MUHYTY.

VpoBeHb yOeauUTEJIbHOCTHM pekoMeHmanuii [  (ypoBeHb
IOCTOBEPHOCTHU oKa3aTenbCTB C).

KoMmmenTapwmii: ITpumeneHue 010Kamopoe MeO0JIeHHbIX
Kansyuesvix kaHanoe (bKK) npu I'KMII ocHO8aHO Ha CHUXeHUU
YPOBHSI C80000H020 KabUusi 8 KApOUOMUOUUMAX U HUBEJUPOB8AHUU
ACUHXPOHUU UX COKpawjeHus, yayduleHuu paccaabneHus muokapoa u
CHUMCEHUU €20 COKpamumoCmu, CHUXCEHUsS YpPOBHSI 00CMpYKyuu
BT/DK, ysenuueHuu mojepaHmHocmu K Qpuauueckum Hazpy3kam,
nodasneHuu npoyeccog 2unepmpoguu muoxkapda. Cpedu BKK
npenapamom e8sl00pa, O6nazodapsi Haubonbliell BblpaIeHHOCMU
ompuyamenbHo20 UHOMPONHO20 deticmeus u Haubosee
ONMUManbHo20 npouis Gapmakonozuueckux ceolicmea, s67semcs
gepanamun™*. OH obOecheuusaem cumnmomamuueckuti 3gppexm y
65-80% 6oabHbIX, BKAOUAS Cyuau peppakmepHocmu K jeueHuro b-
AB, umo 00Yycl108/1eHO ChOCOOHOCMbBI0 npenapama yYMeHbUlams
uwemuro muoxkapda, 6 m.u. 0e306071e8yl0, U YAyUUAMbL €20
duacmonuueckoe paccaabnaeHue u nodamausocms JDK. 9mo ceoticmao
gepanamuna** obecneuusaem nosvluieHue moaepaHmHocmu 60JbHbIX
K (u3uueckoli Hazpy3ke U CHUMeHue cybaopmanbHoz20 2padueHma



dasJieHuUs1 8 NOKOe npu MeHvuleli no cpasHeruto ¢ b-Ab cnocobHocmu
K YMEHbUIEHU 8HYMPUMCETYOOUKOB80U 00CmpyKyuu npu puauueckom u
IMOYUOHANILHOM HanpsaxceHuu [6, 147, 148, 149, 150].

Bepanamun™* cnedyem uchons308ames € OCMOPOHCHOCMbIO Y
NauueHmos8 ¢ B8bICOKUM YpoeHem o06cmpykuuu, Opadukapdueti u
npozpeccupyiouweti CH.

BonpHpiM I'KMII, y koTopbix jneueHue B-Ab u Bepanammiom™*
MPOTUBOIIOKA3aHO WIM TIUIOXO T[EPEeHOCUTCSI, PeKOMEHI0BaH
IuiaTuaszemM™* B MakCMMaabHO epeHocuMoit go3se [155, 156].

VpoBeHb yOemuTeIbHOCTM pekomeHgauuit Ila (ypoBeHb
IOCTOBEPHOCTU L0Ka3aTe/bCTB B).

YV 60nbHbIX 'KMII 11py coxpaHeHUM OABINIKM Ha (QoHe jieueHUs -
AB mim BepanmaMmwioM™* u/uam ux KOMOMHAIINMI PEeKOMEHIOBAaHO
TOAK/IIOUEHME OpaJIbHBIX IEeTOEBbIX U TUAZUIHBIX IUYPETUKOB B
yMepeHHBIX J03aX.

VpoBeHb yOemuTeabHOCTM perkomengamuii IIb (ypoBeHb
IOCTOBEpPHOCTU A0Ka3aTelbCTB C).

KommeHnTapuii: IIpusHaku 6eHO3H020 3acmosi 6 Jie2KUX, 6KIUds
HOuHble npucmynsl cepdeuroii acmmot, npu IKMII He sienswomcs
pedxkocmbio U 8 bonvuHcmaee cayuaes ooycaosnerst /1 JDK. Takum
00JIbHBIM NOKA3AHO JledeHue b-AB unu aHmazoHucmamu Kanbyus 8
COUemaHuu ¢ NpUMeHeHUeM CaypemukKos.

B-Ab pekOoMeHAYIOTCSI Yy [eTeii U TMOAPOCTKOB, a TaKkKe ¥
acUMIITOMHBIX B3pociabix ¢ OIKMIL. IIpu 3TOM OlleHMBaeTCs
BO3MOXHOCTb PasBUTUSI MOO0YHBIX 3(DheKToB (mempeccus,
CJ1a6OCTh U AP.).

VpoBeHb yOemuTeabHOCTM pekomengamuii IIb (ypoBeHb
IOCTOBEepPHOCTU A0Ka3aTenbCTB C).

B wiyyae OTCYTCTBMSI 3HAQUMMOTO CHMMITOMAaTH4YecKoro sddekrTa
MoOHOTepanuu B-Ab uanu BepanammiioMm™* (B OTHOIIEHUM OOIEBOTO
CMHApPOMA, OIbBIIIKM) PEeKOMeHIO0BAaHO WMX KOMOMHMUPOBAHHOE
HasHauyeHMue C AM30NMMPaMUIOM™™ B MaKCMMAaJbHO I€PEeHOCUMOI1

mose [151, 152].

VpoBeHb yOegUTENbHOCTM peKomMeHgamuit [  (ypoBeHb
IOCTOBEPHOCTU L OKA3aTe/lbCTB B).



KommeHnTapuii: b-Ab (3a  uckiaioueHuem  comanona**) u
aHmazoHucmel Kaavyusi obaadarom caaboli aHmuapummuueckoli
aKmugHOCMbl0, 8 MO 8peMsl KAK uacmoma ONACHbIX HeaTy00uKo8bvIX U
CynpaseHmMpukyasapHelx apummuti 'y 6onvHsix TKMIT upe3ssiuatiHo
geauka.Ilosmomy akmyaipbHO nNpuMeHeHue y 3moll Kamezopuu
O0/IbHBIX aHMUAPUMMUYECKUX npenapamos, 8 psdy KOmopbwix
Hauoboee NONYNSIPHBIM u peKoMeHOyeMbIM gedyujumu
cneuuanucmamu  seasemcs  ouzonupamud®*, omHocawulics K
aHmMuapummukam IA Kaacca, obnadaem BbIPAHCEHHBIM
ompuyamebHboIM UHOMPONHBIM U M-XonuHonaumuueckum 3ggpekmom,
y 6oasHbix TKMII cnocobeH cHuxcames yposeHs obcmpykyuu BTIDK,
NOJIOMUMENbHO 6UAMb  HA Ccmpykmypy ouacmosvsl. MexaHu3m
delicmeus npenapama c83aH He MONbKO C 010Kadoli Hampueswix
KaHano8, HO U CO CHUMEHUeM KOHUeHmpauuu 6HympukjiemouHo20
kanvuus. IppekmusHocmv OnuUmMenbHO20 JeueHuss Ou3onupamuoom
nokasaHa 6 omuoweHuu 6o0avHbix TKMII ¢ OBT/DK. CHudceHue
gvipaxceHHocmu  oocmpykuuu BT/DK u /I conposoxcdaemcsi
yIyuuleHuem KAUHUKO-(YHKYUOHANIBbHO20 COCMOSHUSL NAyueHmos
[151]. Ilpenapam  6bl200HO ucnonv3osams y 060avHelx T'KMII ¢
Hey0oUK08bIMU apummusmu. Yacmo dusonupamuo**
kombuHupyemcss ¢ b-AF  unu AKK ¢ uenvio  ynyuuieHus
cumnmomamuku, aodekeamHozo ypexceHus UYCC, o0cobeHHO npu
(usuueckoti Hazpy3ke [152]. BnusiHue mepanuu ousanupamuoom** Ha
npozHo3 3abonesaHust He onpedeneHo.HauanvHas cymouHasi 003aq,
00b1uHO pa3deneHHas Ha 0ea npuema, cocmasnsiem 400 - 600 me c
nocmeneHHoim yseauueruem 0o 800 me. IIpu amom, Kak u 8 ciayuae
HA3HaueHus comanona™*, Heob6xo0uMmo KOHmMpoJuposams
npodoscumensHocms unmepsaia QT no IKI.

IIpumenerue dJusonupamuda™* npu I'KMII mpebyem cobat00eHus
0c000il 0CMOPOXHOCMU 8 (883U C B03MOMHOCMbBIO pPA38UMUS
CB0LICMBEHHO20 3IMOMY KJAACCY Npenapamos npoapummudeckozo
a¢ppexkma, ocobeHHo y 00/IbHbIX C HapyuleHuem (pyHKyuu nouek. Ipu
HAasHaueHuu npenapama Mozym 603HUKAMb U Opyaue OCN0MCHEHUS.,
C8s13aHHble C €20 M—-X0onuHoO0KUpylowum 3pgekmom: cyxocmov 60
pmy, 3anop, 3adepxka mouu. IIpednpuHumaiwmcs nonsIMKU
npumenevus npu OIKMII Opyzozo avmuapummuka IA xnacca
yubeH30MUHa ™, He obnadaroujezo M-xonuHoaumuueckumu
ceoticmeamu [153].

JleueHune JIEKapCTBEHHbLIMM CpeACTBaMy peKOMEeHAYeTCAd HaUMHATDb
C MMHMMAJIbHBIX 003 M OCTOPOXHBIM X TUTPOBAHMEM B TE€Ue€HUE
JOCTAaTOYHO JOJITOro BpeMeEHIN. PQKOM@HI[YEM])IQ CXeMbl



JleKapcTBeHHOro jieueHus: 60abHbIX [KMII npuBeneHsl B Tabauiie 7
(mpwioxkeHue b).

VpoBeHb yOeauUTEJIbHOCTHM pekomMeHaanuii [  (ypoBeHb
IOCTOBEPHOCTHU oKa3aTelbCTB C).

KommeHTapuii. dapmaxkomepanus I'KMII  npednonazaem
docmudeHue onMuManvHoli 3¢ gexmusHoli, Nopoli MakcuMaibHO
803MOXCHOLI, 003bl npenapama npu MUHUMATBLHOLU B8epossMHOCMU
passumusi nobouHvlX 3APpekmos. InumenvHoe OJuHamuueckoe
HabnwoeHue Moxem npeonoiazams Kak 3aMeHvl UCNOb3YeMO020
npenapama, max u ezo 0o3bl.

Y B3pOCABIX ¥ TIOKWIBIX OOJbHBIX HE PeKOMEeHIYeTCs
MCIIO/Ib30BaHME BBICOKMX 03 B CBSI3M C YacCThiM pa3BUTHUEM
BbIPAXKEHHOM Opaavkapouu, ycyryomeHus HapylIeHu
IeHTPaJIbHOM reMOIMHAMUKN U KIMHNYECKOI CMMITTOMATUKMA.

VpoBeHb yOegUTENbHOCTM peKomeHgammuit [  (ypoBeHb
IOCTOBEepHOCTU AoKa3aTenbCTB C).

JlJis1 ledeHMs] BeCbMa paclpoOCTpaHeHHbIX IIpU 3TOM 3ab0/ieBaHUU
HapyIIeHMi1 CepAeuyHOoro puTMa pPeKOMEeHIYIOTCSI aMMUOmapoH™™ u
coranon™*,

VpoBeHb yOegUTENbHOCTM peKomeHgammuit [  (ypoBeHb
IOCTOBEepHOCTU AoKa3aTenbCTB C).

KommenTapwuii: Comanon™* couemaem 8 cebe csolicmea
HecenekmueHvlX b-Ab u anmuapummuueckux cpedcme III xknacca
(amuodapoHonodobHsili  3pgekm),  obnadaem  CNOCOOHOCMBIO
ygenuuusams  NpoooNHUMENbHOCMb — pepakmepHo20  nepuooa
npedcepduti, nposodaweli cucmemol U xeayooukos cepoya [6, 146]. Y
npenapama omcymcmeywom — xapakmepHole Ons  amuodapoHa
ceoticmea opzaHHoli moxkcuuHocmu. OOHAKO mepanust comanouiom
npednonazaem mujamensHoiti KoHmpoavs SKI' (npodonxicumensbHOCMb
unmepsana QT< 500 mc, QTc< 550 mc).

ITo wmnenuto W. McKenna et al, noka3aHa cnocoO6HOCMb
amuooapoua** npedomspaw,amo y makux OO/bHBIX
HU3Heyzpoxcaowue apummuu, aexcaujue 8 ocHoge BCC [154]. OdHako
8 Opyaux uccnedosaHusix N000OHbIX O0oKa3amenbcms He OblI0
NoJtyueHo.



IIpumeHeHue amuodapoHa™™, o0cobeHHO Yy MOJ00blX NAUUeHmMos,
cdepxcusaemcst €20 8blCOKOU OpP2AHHOLU MOKCUUHOCMbI0. Yuumbleas
OMmJIOMHeHUEe npenapama 6 MKAHAX C B03MOMCHbIM HapyuleHuem
(YHKYUU  wWumosuoHoll xene3vl, pazsumuem nHeemo@ubpo3a,
nopayceHusi po2o8uybl, KOXU U neueHu, npu ezo OJUMenbHOM npueme
Heo0X00UM pezyNApHbIll KOHMPONb COCMOSHUS 3MUX “YA36UMbIX
0p2aHo8 C Uenbl) PAHHE20 BblSIBNIEHUS! B03MOMCHLIX OCA0MCHEHUU
(apmakomepanuu.

2»

V  mauuentoB ¢ OBT/DK (mokos ™ MHOYyLUUPYEMOi) He
PEeKOMEHIYIOTCS apTepuajbHble ¥ BeHO3Hble [OUIaTaTOpBI,
BKJIIOYass HUTpATbl UM MHrM6UTOpPbl (docdommacrepasbl, a Takxke
cepIeuyHble TTIMKO3UIbL.

VpoBeHb YyOeguTeabHOCTM pekomengaumui III  (ypoBeHb
IOCTOBEPHOCTU I0Ka3aTeabCTB C).

VY 60nbHBIX 006CcTpyKTUBHOM ['KMII He peKoMeHAyeTCs IpUMeHeHMe
Hudemumaa™™* " APYyIux aHTaroHMUCTOB Ka/IbLIMS
IUTUIPONMPUINHOBOTO PSA.

YpoBeHb YyOemuTeabHOCTM pekomeHmauuii III  (ypoBeHb
IOCTOBEPHOCTU H0Ka3aTeabCTB C).

BeparmamMui He peKOMeHIyeTCsl Y 60abHbIX 00CcTpyKTHBHOM ['KMII B
CIy4yasiX HaJIMUMST CUCTEMHOM TMITOTEH3UY U BbIpaXKeHHOV OIBIIIKI
B TTOKOe.

VpoBeHb yOeguTenbHOCTM perkoMmeHpanmii III (YpoBeHb
IOCTOBEepHOCTU AoKa3aTenbCTB C).

[I[pMeHeHMe CepaeyHbIX [VIMKO3UAOB HEe PEeKOMEHAYeTCs ¥
60nbHbIX ['KMII € yCTOUMBBIM CMHYCOBBIM pUTMOM (6e3 MA).

VpoBenb yoeguteabHOCTM pekomengammuii III  (ypoBeHb
IOCTOBEepPHOCTU A0Ka3aTenbCTB C).

JomamMuH, OOMyTaMWH, HOPAApPEHAJINH ¥ Jpyrue BHYTPUBEHHbBIE
areHTbhl C TIOJIOKUTEIbHBIM  MHOTPONHBIM  3ddekToM He
PEKOMEHIyeTCSI B CUTYalUMSIX PasBUTUST OCTPOI TUIIOTOHUM Y
601bHBIX 06CTpYKTMBHO ['KMII.

VpoBeHb YyOemuTeabHOCTHM pekomenmanuii III  (ypoBeHb
IOCTOBEPHOCTHU oKa3aTenbCTB C).



e Jlng mpemymnpexneHus  MHQEKIMOHHOrO  SHAOKApAUTa B

CUTYaIMSIX, CBSI3aHHBIX C pa3BUTHUEM OaKTepueMun, 0COOEHHO TPy
0OCTPYKTUBHBIX dbopmax ['KMII, peKoMeHyeTCs
AHTUOMOTUKOIMPOMUIAKTIKA, aHAJOTMYHAs TAKOBOW Yy OOJbHBIX C
TopoKaMM ceppiia.

VpoBeHb yOeauUTEIbHOCTH pekoMeHmanuii [  (ypoBeHb
IOCTOBEPHOCTHU oKa3aTenbCTB C).

KommeHTapun: /[o Hacmosuwezo epemeHu 0OKOHUAMEIbHO He pelueH
8onpoc 0 Heobxodumocmu nposedeHus: AKMUBHOL MeOUKAMEHMO3HOLI
mepanuu  Haubojiee  MHO20UUC/EHHOU  2pynne  OO/bHbIX  C
beccuMnmoMHoli unu manocumnmommoii popmamu I'KMII u Hu3sxoli
geposmuocmoio BCC. IIpu 6nazonpusmuom meueHuu 3abo1e8aHus
NPoO0OIKUMENbHOCMb  MU3HU U NoKasameau CMEpmHOCMuU  He
OMAUUAmMcs om maxoevix 8 obuweli nonyasyuu. Hcnonv3osaHue 8
amoii epynne nauueHmos8 b-AB u aHmMazoHucmos Kaavyusi MOxem
Ccnocobcmeonsams COepHUBAHUIO 2eMOOUHAMUYUECKUX HApYWeHUl U
KJAUHUYecKoll cumnmomamuku. Ilpu 3mom HUKMO He ochapueaem,
umo ewvixcudamenvHas maxkmuxa npu I'KMII 8o3moxcHa auuib npu
0mcymcmeuu npu3Haxkos 3Hauumoli ob6cmpykuuu, 00MOpPOKO8 U
Cepbe3HbIX apummuti, omsi20WeHHOU HaciedcmeeHHOCmu u Cayuaes
BCC y 6nu3kux po0cmeeHHUKO8.

V nauyuenmos ¢ 'KMII none3Hocms hpumeHeHus uHzubumopos AII® u
610kamopos peuenmopos8 avzuomeHauHa II (BAP, capmatvl) He
nokasaHa, HasHaueHue y 00vHbiXx ¢ oo6cmpykyueli BT/DK  donxcHo
Obimb KpatiHe 0cmopoxcHsimM. IIpu 3mom npu HeoOCMPYKMUGHOl
I'KMII u npu couemaHuu ¢ dapmepuaibHol 2unepmoHuell ux
HasHaueHue moxcem 0bimb ONPABIAHHBIM.

Takmuka neueHus nayueimos IKMII ¢ «kKomopOudHsiMu u
conymcmayouumu cepdeuHo-cocyoucmoimu 3a0601e8aHUSMU
(apmepuanvHas zunepmoHus, duabem, zunepaunudemust, OHcupeHue)
cmpoumcs 8 coomgemcmaue ¢ 0eticmsyruumMu peKomeHOayusamu.

3.1.2 Jleuenue 6onwvubix 'KMII ¢ hubpunnsuyueii npedcepduti

PasnuuHbple CYyNMpPaBeHTPUKYIASAPHbIE TaXMApPUTMUU, [JIaBHBIM
o6pa3oM, MepIlaHue U TpereTaHue Mpeacepanii, OTMeJaroTCs y
10-30% ©6onpHbix I[KMII 1 06ycI0BIMBAIOT ycyrybneHue
HapyIIeHuil KapauoreMOOMHAMMKY, OITaCHOCTh BO3HMKHOBEHMS
TpOM603MOONMMI, a TakKkKe IIOBBIIIEHHBbII PUCK Pa3BUTUS
GUOpMIISILINY  KeTyJOYKOB B CBSI3M C YaCTOM COIMYTCTBYIOIIEH
nucyHKIMe aTpPUOBEHTPUKYISIPHOTO COENVHEHUS UM HaIUdMeM



I06aBOYHBIX MPOBOASIINX IIyTelt MeXOy TMpeacepausMm U
JKeTyoOuYKaMM. BcnencrBue 3TOTO y OOIbHBIX 'KMII
IapoKCU3MaJibHble CYIIPABEHTPUKYJISIDHbIE apPUTMMU OTHOCST K
KaTeropuu roTeHuMaabHO haTaabHbIX.

PekomeHyeTcsl CKopelilliee BOCCTAaHOB/IEHME CMHYCOBOI'O pUTMa U
MIpenyrnpeXxaeHe  MOBTOPHBIX  MApPOKCU3MOB  (UOPMILISIINA
ripencepanin mipu ’KMII.

VpoBeHb yOegUTEJIbHOCTM peKomMeHgammuii [  (ypoBeHb
IOCTOBEpPHOCTU A0Ka3aTelbCTB C).

ITockonbky MA y 6onbHbIx 'KMII cBSI3aHa C BBICOKMM PUCKOM
CUCTEMHBIX TPOMO0IMOOIMII, B T.U4. MHCY/JAbTA, Cpasy IOC/Ie ee
pasBUTUS HEOOXOAMMO HauYMHATh Teparyuio aHTUKOAryISHTaMMU,
KOTOpble TIpM IIOCTOSIHHO¥V ¢opMe MeplaHus IIpeacepauit
TIPUMHUMAIOT HeollpeeeHHO LOJTO.

bonpHbiM 'KMII, OC/IOKHEHHOI MapOKCU3MaJIbHOM, HEIIPEePbIBHO
peluAUBUpPYIOLIEi U NOCTOSIHHOI (opmoii @IT ajist mpodmiakTUKU
TPOMOOSMOO/MNIT PEKOMEHAOBAaHA AaHTUKOATY/ISHTHAs Teparms

aHTaroHucrtamu ButamuHa K (Bapdpapuu** ¢ kontposem MHO ot
2.0 mo 3.0) [157, 158].

VpoBeHb yOeauUTEIbHOCTHM pekomMeHmanuii [  (ypoBeHb
IOCTOBEPHOCTHU 10KAa3aTeNbCTB B).

KommeHnTapuit. C yenvio aHmukoazyisayuu U CHUMEHUS Pucka
Mpom60IMOONUUECKUX OCOHCHEHULI Moxcem Obimb pPeKOMeHO08AHO
npumeHeHue NpSAMbIX  UH2UOUMOPO8  MPOMOUHA, OOHAKO  UX
a¢ppexmusrocms y 6o1bHbIX TKMIT He onpedeneHa.

JIJ1s1 KOHTPOJIS 3@ YaCTOTOM SKeTyIOYKOBBIX COKPAIeHMI Y 60JIbHbIX
I'KMIT ¢ ®I1 pekomeHayeTcsi nmpuMeHeHue [B-AB, Bepamammia**,
ountuazema™™ [159, 160].

VpoBeHb yOegUTENbHOCTM peKomeHgammuit [  (ypoBeHb
IOCTOBEPHOCTU LOKA3aTe/bCTB B).

BoccTaHOBI€HME CHMHYCOBOTO PUTMa IYTEM 3JIEKTPUYECKON MU
dbapMmakonornueckoii KapauoBepcuy ¢ BHyTPUBEHHBIM BBeJeHUEeM
amuomapoHa™™ cjemyeT peKOMEH0BaTh y IAlIMEHTOB C HeIAaBHO
Bo3HMKIel @I1[159, 160].

VpoBeHb yOegUTEJIbHOCTM peKomMeHgamuit [  (ypoBeHb
IOCTOBEPHOCTU A0Ka3aTelbCTB C).



e AMMOZAPOH peKOMEeHAyeTCd [Jii KOHTPOIS pUTMa WIN [JIs
rnoggepkKaHuss  CUMHYCOBOTO  pUTMa  I[OCAe  3JIeKTPUYEeCKOn
Kapauosepcum [161].

VpoBeHb yOeauTenbHOCTM pekomeHgaumuit Ila (ypoBeHb
IOCTOBEPHOCTU IO0Ka3aTelbCTB C).

e [IpyMeHeHMe ausonupamuga™* (B KOMOMHALMM C IIperapaTaMu,
KOHTPONUPYIOIWMMM YaCTOTY KeNyLOUYKOBBIX COKpaAIlleHUil) WIn
amuomapoHa** B KauecTBe  aHTMAPUTMUYECKUMX  areHTOB
pekomeHpayeTcst y 60mbHbIX [KMII, ocmoskHenHoi ®IT [151, 152].

VpoBeHb yOeauTeIbHOCTM pekomeHgauuit Ila (ypoBeHb
IOCTOBEPHOCTU A0Ka3aTelbCTB C).

e [Ipu mocrossHHOM (opMe MA jis1 KOHTPOJISI YaCTOThI COKpallleHuiA
KeTygoYKOB peKoMeHayeTcsl ipuMeHeHue B-AB uau Bepamammn™*
B COYETAaHMUM C IUTOKCMHOM™**, DTO eOMHCTBEHHBII Cydaii, Korma
607MbHBIM 00CTpYKTMBHOM T['KMII MOXHO Ha3HayaThb CepAeuyHble
[JIMKO3UABI, He  OmacasiChb  CYLIEeCTBEHHOTO  ITOBbIIIEHUS
BHYTpMKenynoukosoro I'p. 1 8 BTJDK.

VpoBeHb yOeauTeIbHOCTM pekomeHgauuit Ila (ypoBeHb
IOCTOBEpPHOCTU AoKa3aTenbCTB C).

Kommenrapumu: Comanon™, dopemunud™* u dporedapon™* mozym
paccmampusamacsi 8 Kauecmee A/IbMEePHAMUBHbBIX
aHmuapummu4eckux azeHmos 8 neuerue 6onvHoix IT'KMII, ocobeHHO 8
cnyuae umnaanmavuu UK, xoms KAuHuuecKuii onsim ux npumMeHeHus
02pAaHUYEH.

IIposederue kamemepHoli abnsauyuu pekomerdyemcs y 6oavbHuix TKMIT
¢ @I 6e3 sviparceHH020 YyeseauueHus JIII 6 cayuasx msxicenol
ycmotiuugoli K mpaduyuoHHOMY JleYeHUl CUMNMOMAMuKU U
He803MOMHOCMU UCNO/Ib308AHUS aHMuUapummu4eckux
npenapamos[162, 163].

AHmumpombomuueckas mepanusi acnupuHom™* e dose 75-100 me
naoc  kjaonudozpenv™ ™ 75 me 6 deHb (npu HU3KOM  pUCKe
KposomeueHuii) ciedyem paccmMompems npu 0OmkKase om npuéma
OpPAJIbHBIX AHMUKOAZYISIHMO08 [164].

3.1.3.TKMII ¢ cucmonuueckotli ducdyHkyueti muokapoa j1e6020
KHcesrydouka




B omaneko 3amiefniiein craguu [aToJIOTMYECKOro mpoiecca
MIpeMMYIIeCTBEHHO TIpUM  HeoOCTpykTuBHOM  dopme T'KMII
pa3BMBAETCS MPOTPeCcCUpyroniasi CUCToNIMYecKass AUCPYHKIUS U
TsKeNlasg cepreuyHass HemoctaTouyHOCTh (CH), accoummpoBaHHas ¢
pemozenupoBanueM JDK (yToHUeHMeM ero CTeHOK M AuiaaTtalyen
nosioctu). Takas sBomoLMsT 3abosieBaHMs Habmwomaetcs y 2-5%
6ompHbIX TKMII 1 XapakTepusyeT KOHEUHYIO («IMIaTallIOHHYIO»)
CTaauio 0coboro, TSKeao M YCKOpeHHO MPOTeKarwlIlero mpoiiecca,
He 3aBUCSIIEro OT BO3pacTa MalyeHTa ¥ JaBHOCTM MaHudbecTaium
6one3uu. KnMHmueckuMmu OCOOEHHOCTSIMM 3TOM CTaOUM SIBJISIOTCS
BbIpakeHHasi, Hepenko pedpakrepHas 3actoitHass CH wu
UCK/IIOUUTEIbHO IIJIOXOM IIPOTHO3. OTU TMALMEHThbl SBJISIIOTCS
IMOTEeHIMAIbHBIMU KaHaugaTamu IIST TIpOBeNeHMs
TpPaHCIVIAHTALUU CepaLa.

TakTuka JiedeHusi OOMbHBIX HeoOCTpykTMBHOV TKMII ¢
CUCTONMYECKOM muchyHKIME peKkoMeHAyeTcs O0a3uMpoBaTh Ha
MIPUMHLUMIAX [dOKasaTelbHOlM (apmakoTepanuyu [Ojs B3POCTIbIX
naiyeHToB ¢ CH 1 cHM>XeHHOV HacocHOV (yHKIMel U BKIOYaeT
pekoMeHJaluMu 1o mpuMeHeHuIOB-AB, uHruo6UTOpoB AIlD
(UAII®), 6mokatopoB pelrentopoB aHruorensmHall (BPA) u
IPYTUMU CpeCcTBaMM (I10 ITOKa3aHUSIM).

VpoBeHb YyOegUTEJIbHOCTM peKomMeHgammuii [  (ypoBeHb
IOCTOBEepPHOCTU A0Ka3aTenbCTB C).

NAII® (unmu BPA tipu HenepeHocumocT MAIID) pekoMeHIYIOTCS
i1 Tepanuy 6onbHBIX 6e3 OBTJIDK, ¢ @B JDXK < 50%, B momonHeHe
K B-AB, uTOOGbI CHM3UTb PUCK TOCUTanAM3anuii no mosomy CH u
BCC[162, 163].

VpoBeHb YyOeguUTEeNbHOCTM peKomeHmanuii Ila (ypoBeHb
IOCTOBEPHOCTHU oKa3aTenbCTB C).

Hnst  Teparmmmu 6ombHBIX 6e3 OBT/DK, ¢ ®B JDK < 50%
pekoMeHIOBaHbl [-Ab, B moronHeHue K WAII® (uiu BPA npu
HernepeHocumoctu HMAII®) paga  yaydmieHuss  CUMMIITOMATUKU
MUTOOBI CHMU3UTH PUCK rocmuranmusdanuii mo mosogy CH u BCC

[165].

VpoBeHb yOeauTeIbHOCTM pekomeHgauuit Ila (ypoBeHb
IOCTOBEPHOCTU A0Ka3aTelbCTB C).

PekoMeH10BaHbI MaJible O3Bl METIEBbIX M TUA3UIHbBIX IUYPETUKOB
nyst namueHToB c II-IV  dyHKumMoHanbHbIM kiaccom (®K) CH



(NYHA) ¢ ®B JIXK < 50%, nns yaydiieHuss CMUMIITOMATUKA U YTOObI
CHU3UTb PUCK TOCIIUTaNM3a1uii 1o mosoxy CH [165].

VpoBeHb yOeguTeNbHOCTM peKomeHmanuii Ila (ypoBeHb
IOCTOBEPHOCTHU N0Ka3aTelbCTB C).

11 Bcex MAlMeHTOB C MOCTOSSHHbIMM cuMmnTomMamy, II-IVOK CH
(NYHA) ¢ ®B JDK < 50%, HecmoTps Ha jieueHue -AB, NAII® min
BPA, PEKOMEHAVIOTCSI ~ aHTAarOHMCTbl  peLieliTOpPOB K
MUHEPATIOKOPTUKOMUAAM [IJII CHUKEHUS PUCKA TOCHUTAIN3ALUIA T10
nosony CH u npexxaeBpeMeHHOI cMepTH [165].

VpoBeHb yOeauTeIbHOCTM pekomeHgauuii Ila (ypoBeHb
IOCTOBEPHOCTU A0Ka3aTelbCTB C).

Huskue mo3bl AUTOKCHMHA** peKOMEHIYIOTCS IJis IallieHTOB 0e3
OBTJDK, II-IV ®K CH (NYHA) ¢ ®B JDK < 50% u IOCTOSIHHOIA
dbopmoit OIT 11 KOHTPOJISI YACTOThI CepAeuHOro puTMa [165].

VpoBeHb yOemuTeabHOCTM pekomengamuit IIb (ypoBeHb
IOCTOBEPHOCTY NoKa3aTenbCTB C).

Ona mnaugmentoB II-IVOK CH (NYHA) ¢ ®B JDK > 50% wu

orcytctBuem OBTIDK B-Ab, BepanamMun** wiIuM OUITHA3EM
peKOMeHAYIOTCS Ojis yayuiieHus cuMmintTomoB CH [156,165].

VpoBeHb yOeauTeIbHOCTM pekomeHgauuit Ila (ypoBeHb
IOCTOBEPHOCTU A0Ka3aTelbCTB C).

KommenTapuii: Manvie 0036l nemjesvlx U MUA3UOHBIX
duypemukosmozym Ovimb pekomeHdo8aHbl O hauueHmos II-IVOK
CH (NYHA) ¢ ®BJDK > 50% u omcymcmeuem OBTJDK 0ns ynyuuieHus
cumnmomos CHY nayuenmos ¢ 'KMII u cucmonuueckoti oucyHkuueti
JDK yenecoobpa3Ho nepecmompems 60npoc 00 UCNO0b308aHUU
npenapamoé ¢  OMPUYAMENbHbIM  UHOMPONHBIM  dpekmom
(sepanamun™*, dunmuaszem™* oduzonupamud™*) ¢ 603MOMHOU UxX
OMMEHOL.

3.1.4. JleueHue 60onbHeix 'KMII ¢ conymcmeyrouieii UBC

PacrnipoctpaneHHocTb coueTanuss [KMIT u UBC y 60/abHBIX cTapiie
60 et MoXXeT gocturatb 50-75%. PekomeHaaly o KOpOHApPHOI
aHruorpaduu npuBeaeHsl B pasgene 2.5. 1.

Koponapoaurmnorpadpusi (MM KOMITBIOTEpHOE ToOMOrpaduuecKkoe
ucciegoBanme) pekomenayercsi 6oabHbIM [KMII ¢ skajobamm Ha
IUCKOM@OPT B I'PYAHON KJIETKEe, MMEKIIIMM IPOMEKYTOUHYIO WA



BbICOKYI0  BepOsITHOCTb  pasButusi WMBC, Kkorma Hajauuue
COMYTCTBYIOIIE/i KOPOHAPHON TATOJIOTUM M3MEHUT JiedeOHYIO
CTpaTeruio.

VpoBeHb yOegUTENbHOCTM peKomeHgammuit [  (ypoBeHb
IOCTOBEPHOCTU 0Ka3aTeabCTB C).

VY 60nbHbIx TKMII ¢ kamobaMy Ha A1CKOMMOPT B IPYAHOIM KJIETKE U
HU3KOM BepOSITHOCTBHIO pa3Butusi MbC pekomeHayeTCs NTPOBOOUTD
OLIeHKY  aHaTOMWUM  KOPOHApHOro pycia € I[OMOLIbIO
KOMIIbIOTEPHOTO TOMOTpaduyeckoro McciaeqoBaHMs Ha TpeaMeT
BO3MOYKHOTI'O COITYTCTBYIOIIE/ KOPOHAPHOI IaTOJIOTUMN.

VpoBeHb yOeauUTEIbHOCTH pekoMeHmanuii [  (ypoBeHb
IOCTOBEPHOCTHU oKa3aTenbCTB C).

V 60nbHbIx TKMII ¢ skayiobamu Ha AMCcKOMGOPT B TPYAHONM KIETKE U
HU3KOI BeposITHOCTHIO pa3BuTus UbC pekomeHayeTCs MpoOBeaeH e
OIHO(POTOHHOM SMMCCUMOHHOI  KOMIIbIOTEPHOI  TOMOrpadumn
(O3KT) mam mo3UTPOHHON 3MumccuoHHOI Tomorpaduu (II3T) ¢
LIeJIbI0  OLIEHKM MIIeMMYECKUX W3MEHEeHMIl ¥ HapylleHui
nepdysunu Mmuokapaa Ajs uckaoueHms Bo3MoxkHoii BC.

VpoBeHb yOegUTEJIbHOCTM peKomMeHgammuii [  (ypoBeHb
IOCTOBEpPHOCTU A0Ka3aTelbCTB C).

VY 6eccumnToMHbIX 60bHbIX [KMIT mpoBenenme pytuHHoi OOKT u
crpecc DXO-KI' mjisi BbISIBJI€HMSI CKPBITOM MIEeMUM, CBSI3aHHONM C
NBC, He peKOMeHI0BAaHO.

VpoBeHb yoOeguTeabHOCTM pekomenganui III (ypoBeHb
IOCTOBEPHOCTU A0Ka3aTelbCTB C).

KoMmmeHTapumn: Takmuxa  neuebHbIX  Meponpusmuii  npu
Heobcmpykmueroti TKMII u conymcmeywuieti MIBC He omauuaemcs
om cmaHoapmuoli (f-Ab, aHmMazoHucmol Kaabyuesvlx KAaHAI08,
aHmuazpezaimsl, CmMamuMol, uHeubumopsl AII®) u npu Haauvuu
nokasauuti makxe npedycmampusaem npoeedeHue TBKA co
CMmeHmMuposaHuem Uiu dopmoKOPOHAPHO20 wyHmMuposaHus.IIpu
06cmpykmueHoli ¢popme 3a00ne8aHus KpatiHe 02pAaHUueHo UU oaxe
npomueonoKasaHo NpuMeHeHue npenapamos ¢ 8a3oouramupyrouwumu
ceolicmeamu: HUmpamelt, uHzubumopuwl AI1®, duzudponupuduHst. dmu
ozpaHuueHuss mpebylom nposedeHust KOpOHApoaHzuozpaguu u
pesackynspusayuu.



YV 3nHauumensHozo uucaa 6oavHeix I'KMII mpaduuuoxHas
¢dapmakomepanus He nos3eoJisem a(pexmusHo
KOHMpOoupoéams cumnmomamuxy 3a001e8aHus, a HU3Koe
«Kauecmeo» MCU3HU He ycmpaueaein nauyueHmos. B maxux
clyuasx npuxooumcs peuiams 60NPOC O  B803MOMNCHOCMU
UCNON6308AHUS UHBIX, HEMEOUKAMEHIMNO3HbBIX JIe4eOHbIX N00X00086.
ITpu 3mom OJanvHeliwaa maxkmuka onpedeysiemcss 0MOeabHO Y
00/IbHBbIX C O0OCMPYKMUBHOII U HeoOCMpPYKMueHoli popmamu
I'KMILI.

3.2. Xypypruyeckoe jeyeHue

OO0mMe MoKasaHus K IMPOBEJEHUIO XUPYPrUUECKOro JieUeHUs
npu I'KMII:

Knunamnaeckune.Tsokenast OJIBIIIIKA, CTeHOKapaus II1-
IVpyHKUMOHANBHOTO Kjacca W/MUAM HaaudmMe JIPYIUX TKeIbIX
CUMIITOMOB (06MOPOKH, 1pegoOMOpOYHbIE COCTOSIHUS),
CYIIECTBEHHO OrpaHMYMBAKOIIME IIOBCEAHEBHYID AKTUBHOCTb U
«KavyeCTBO SKU3HU», HEeCMOTpS Ha ONTUMAJIbHYIO
MeOVKAaMEHTO3HYIO Teparimnio.

Il'emoagmHamuueckue. /[IvHammuyeckuit rpaaueHdT gajieHus BT JDK
B [TIOKO€ ¥ B YCIOBUSIX (M3MOJIOTMUYeCKOi ITpoBoKaiuu 6onee 50 Mm
pT.CT., aCCOLMMPOBAHHBIA C CeINTaabHOV rumeprpodbuein u
riepefHee-CUCTOIMUECKMM  IBVOKEHMEM CTBOPKM MUTPAIBLHOTO
K/laraHa

Anatomuueckue. Tonmmaa MXKII, gocraTouHas gy 6€30I1acHOTO
1 95G@eKTUBHOIO BBHIMTOJHEHMS OIlepaluy MauU Tpoleaypbl (I10
MHEHWIO orlepaTopa).

e lIHTepBeHIMOHHOe JeueHMe mOpu  ob6cTpykTuBHOI  T'KMII
(cemmTanbHass MMIKTOMMS, CeMTajdbHasl ajaKorojgbHas absaius,
VIeKTPOKAPAUOCTUMYJISALIUS) PEKOMEHIAYyeTCsI MPOBOAUTH TOILKO
OIBITHBIMM OIlepaTopaMu B YCIOBUSIX CIEUAIU3UPOBAHHBIX
KIVHUK, MMEKIMX OOCTATOYHBIN OIBIT B IIPOBEOEHUM TaAKUX
BMeIaTeNbCTB, B paMKax BCEOOBEMIONINX  KIMHUUECKUX
MpOrpaMM M TOJIbKO Yy TAallMeHTOB C TSDKeNoil U pedpakTepHOi K
dbapmakoTepanuu CUMIITOMATUKOM, ¥ BbIpaXXeHHOI OOCTpyKIMe
BTIDK [166, 167].



VpoBeHb yOegUTENbHOCTM peKomMeHgammuit [  (ypoBeHb
IOCTOBEPHOCTU IoKa3aTenbCTB C).

KommeHTapuii: OnstmHsimM onepamopom cuumaemcst Cheyuanucm ¢
COBOKYNHBIM CAMOCMOSIMENbHLIM ONbIMOM 8bINOJIHEHUSL He meHee 20
onepayuti unu UHOUBUOYANbHBIL YUACMHUK CNEYUuanbHblX NPo2Pamm
no I'KMII ¢ cosokynHwvim 06Bemom 6oiee 50 npouedyp.

3.2.1. Xupypzauueckoe neueHue 6onvHbix TKMII. CenmanisHas
MusIKmomus

CorzacHO COBpEMEHHBIM TIIpeACTaBI€HUSIM IIPpU  OTCYTCTBUU
KJIMHMYecKoro 3¢ @exkra OT aKTMBHOM MeIMKaMEHTO3HOI Tepamnumu
CUMIITOMAaTUUHbIM O0nbHbIM I'KMII Ts5Renoro Tteuenus, III-IV
(OYHKIIMOHATbHOTO Kjacca (NYHA) C BbIPa)KEHHOM
acMMMeTpu4Hoi  runeptpobueii MXKII u  cybaopTalbHbIM
rpageHTOM JaBjeHUsI B MOKOoe, paBHbIM 50 MM pPT.CT. 1 Gosiee B
IIOKOe WM TIPpU TPOBOKALIMOHHBIX BO3AEMCTBUSIX, I10KAa3aHO
XUpypruueckoe JjedyeHue. B HEKOTOpPbIX  [eHTpaX  OHa
paccMaTpuBaeTcs IJisk O0JIbHBIX C 60/iee MSITKOM CMMIITOMAaTHUKOM B
CIyJassX 3HAUYMTENbHOM JIATEHTHOM OOCTPYKIMM, Y KOTOPBIX
MaKCUMMaJIbHbII U MHAyLMpyeMbiit I'p. I >50 MM pT.CT. coueTaeTcs
¢ I[IC[I-onmocpenoBaHHoOi MP cpenHeii u Tskenoir creriedn, OIT man
BbIpakeHHOM nuiartauuein JIIT [166].

PekoMeHIALIMM 10 XUPYPIrUUYECKOMY JIEYEeHUIO OOJbHBIX
I'KMII. CenTa/ibHass MUIKTOMMS.

PekOMeHII0BaHO KOHCYJIbTMPOBAaHME U JieueHUe B ILeHTpax,
CreuMaan3uUpyIIMXCSa Ha npoBeneHun ornepannuin CM3, OMBITHBIM
CIIeIIMAIMCTOM, pabOTAIOIIVM B MYIbTUIVMCIUIIIMHAPHOM KOMaHIe
CIeLMaauCTOB C 3KCIIepTU30ii B BefleHUM 60mbHbIX [KMII[167].

VpoBeHb yOegUTEJIbHOCTM peKomMeHgammuit [  (ypoBeHb
IOCTOBEpPHOCTU AoKa3aTenbCTB C).

[IpoBemenne CMD nj1d yiIydiieHUS CUMIITOMATUKNU PEKOMEHIYeTC s
nainyenTtam c I'p. I1 B BTJDK >50 mm pr. cT., umeronium ®K CH III-
IV (NYHA), HecmMoTpsgd Ha MAaKCMMaJIbHO II€PEHOCUMYIO
Tepanuio[168-170].

VpoBeHb yOegUTEJIbHOCTM peKomMeHgammuii [  (ypoBeHb
IOCTOBEPHOCTH JOKa3aTelabCTB B).

CerntazibHasi ~ MMIKTOMMS  mipeanouTurte/ibHee, 4YemM  CAA,
peKOMeHyeTCsl MalyeHTaM C [OoKasaHuaAMM K penmykumm MXKII,



VMEIOIIMX ApyTye TOKa3aHMUs IS XMPYPIrUUeCKMUX BMeIlaTelbCTB
(BaJIbBY/IOIIACTUKA/TIPOTE3MPOBAHME MUTPAJIbHOTO KJIallaHa U JIp.)
[171].

VpoBeHb yOegUTENbHOCTM peKomeHgammuit [  (ypoBeHb
IOCTOBEPHOCTU IoKa3aTenbCTB C).

Centa/ibHasg MMSKTOMUS PpPEKOMEHIOYeTCs [Jjs MalMeHTOB C
MMOBTOPHBIMM OOMOpPOKaMM MpM Harpyske, Bbi3biBaeMbiMU I['p. [I B
BTJDK B mmokoe miy MakCMMa/IbHO IPOBOLIMpyeMbIM >50 MM PT. CT.,
HEeCMOTpPS Ha ONITUMAJIBbHYIO Tepanuio[172].

VpoBeHb yOemuTeIbHOCTM pekomeHgauuit Ila (ypoBeHb
IOCTOBEPHOCTU A0Ka3aTelbCTB C).

BanbBynonnactuka/mpore3upoBaHue MUTPATLHOTO KJ1araHa
peKOMeHAyeTCs Yy CUMMIITOMHBIX mauueHToB ¢ I'p. I B BTIDK B
TOKOe WJIM MakKCMMaJIbHO MpoBoOIMpyeMbIM >50 MM pT. cT. u MP or
CpenHel IO TSKENO0i CTelleHM, He BbI3BaHHbIX M30aupoBaHHO [IC]]
CTBOPKM MUTPAJIbHOIO KjamnaHa [173]

VpoBeHb YyOeguUTENbHOCTM peKomeHmanuii Ila (ypoBeHb
IOCTOBEPHOCTU IoKa3aTelbCTB C).

KommeHTapumu: Kiaccuueckas Mmemooduka—  upe3aopmanvHas
cenmanvHass Muskmomusi, npednoxceHHas A.G.Morrow, npednonazaem
ucceueHue HeOO/MBUIO20 YUaACMKA MKaHU 8 ocHosaHuu MIKIL
Onepauus obecneuusaem xopowuii cumhmomamudeckuti 3¢ppexm c
NOJIHBIM ~ YCMpAHeHUeM  UWiU  3HAYUMENbHbIM — YMeEHbUleHUeM
BHYMPUXCeNY00UK08020 2padueHma odasneHus y 95% 06obHbIX U
3HauumenvHuim cHuxcenuem KT e JDK 6GonvwiuHcmea 00/bHbIX, 8
ces3u C ueM UenecoobpasHvlM NPU3HAHO UHMPAONepauuoHHoe
usmepeHue coomeemcmeywujux napamempos. B psde ciayuaes npu
Haauuuu OONOJHUMEIbHbIX NOKA3AHUll (namosaozusi KAanaHHozo u
nodk1anaHHoz2o0 annapama) ONs1 YMEHbUIEHUS  B8blpaXEeHHOCMU
obcmpyKyuu U  MUmpanbHoli  pezypeumauuu  00HOMOMEHMHO
8bINOJIHSIEMCsl onepayus 6anb8yJ0NIACMUKU UlU npome3uposaHus
MUMPAnbHO20 KJ1anaHa HU3KONPOQDUIbHBIM npome3om.
AppexmusHocmev onepayuu CMD moxcem Obimb n0oBbllUEHA NpPU ee
couemauuu ¢ moobunudayueri u YacCMuUHbIM UCCeUeHUEM NANULISIPHBIX
Mmoluty, omeemcmeeHHslx 3a I11IC/Icmeopok MumpaibHo20 KianaHa. B
cnyuasix couemarusi OI'KMII ¢ 8blpaxceHHbIM amepocKiepomudeckum
nopaxceHuem KOPOHAPHBIX apmeputi U HaIuduem <«MolUeUHbIX
MOCMuKkos» 00%éM  onepauuu  Moxcem Obimb  paculupeH 8
coomeemcmeue ¢ NOKA3AaHUusIMU.



B uyenom nomeHyuanvHsiMu KaHouoamamu 0 nposedeHus
onepamueH020 JieueHusl S8JISIIOMCs1 He MeHee 5% u3 uucia ecex
oonvHboix TKMII. Onepayus npu OI'KMII npednonazaem ymeHsluueHuUe
oocmpykyuu  BT/DK, KoppeKuuwn  KJIANAHHbIX  HAaApyuwleHuii u
conymcmeyroujee yayuuieHue /1D JDK.

[IpoBemenne CMD B yCIOBUSX CIIEIUMATU3UPOBAHHON KIMHUKU
pekoMeHAyeTcsl y gerein ¢ Tspkenon cumitomatukoin I'KMII u
BhIpakeHHO! (> 50 mMm pr.c.) ob6cTpykuueit BTIDK mpu
HegoCcTaTouHOM 3 (GEKTMBHOCTY CTAaHIAPTHOM MenMKaMeHTO3HO
Tepanun.

VpoBeHb yOeauTeIbHOCTM pekomeHgauuii Ila (ypoBeHb
IOCTOBEpPHOCTU A0Ka3aTenbCTB C).

PexomeHgoBaHO IpoBeeHne CAA B YCIIOBUSIX
Crieuaan3upoBaHHOTO LIeHTpa, KOormga orepauus
IIPOTMBOIIOKA3aHa WJIM PUCK ee MPOBeIeHMS BbICOK M3-3a HAJIUUMS
COMYTCTBYIOIIMX CEPAeYHO-COCYOMUCThIX 3abojeBaHMit, y JINI]
TIOKMJIOTO BO3pPacTa, Y COOTBETCTBYIOIIMX ITOKA3aHUSM OOJIbHBIX
I'KMIIc BbIpaxkeHHOV obctpykimeit BT JDK wu  Tsorenoin
CUMITTOMATUKOM (III-IVOKNYHA), pedpaKkTepHOit K
MeOVKaMeHTO3HOMY JIeUeHUIO,

VpoBeHb YyOeguTeNbHOCTM peKomeHmanuii Ila (ypoBeHb
IOCTOBEPHOCTHU oKa3aTenbCTB C).

Xupypruyeckasi JIeTJIbHOCTb B HACTOsIee BpeMs 3HAUYMMO
CHMU3WIACh M COCTaBJsieT OKoMo 1-2%, UYTO COIOCTaBUMO C
€XerofgHoM JIeTAJIbHOCTbIO IIPY MeOUKAaMEeHTO3HOW Tepanuu (2-
4%) [174, 175].

HermocpenctBeHHO — CBSI3aHHbIe C  omepaluein  OCIOKHEeHUS
BKJIIOUAIOT pa3BUTHe OJ0KaAbl JIeBOM HOXKM ITyuka ['mca uan ee
riepenHe-BepxXHeil BeTBM B CBSI3U ¢ ux mnepeceueHueM (50-80%),
nojHoM AB-6/okagbpl ualle mpexonsinero xapakrepa (5-10%),
nepdopaunio MXII, moBpexkmeHue IpaBoii KOPOHAPHOIN CTBOPKU
aopTaJbHOIr'O KjalaHa C pa3BuTueM ero HegocraTtouHocTu (10%),
TpeOyIiolieil B OTHENbHBIX CAy4Yasix IIPOTE3MPOBAHMSI KJIallaHa.
OCHOBHBIMM MPUUMHAMM CMEPTU IIPOOIEPUPOBAHHBIX OOJNIbHBIX
IBISIIOTCSI MA ¥ CIIpOBOLMPOBAHHBIM MHGpAPKT MMOKapAa,
nporpeccupytomas CH 1 Tpom603Mb0/1MIecKe 0Ca0KHEeHNUS.



XoTs1 B OONBIIMHCTBE 60jiee paHHUX MCCIeN0BaHMII He yIaBaaoCh
OOHApYKMUTh CYII€CTBEHHOTO BJMSIHUS XUPYPTUUECKOTO JeUeHUs
I'KMIT Ha mporHo3s, C.Seiler et al. mokasanu ynyuiienue 10-1eTHelk
BbIKMBAE€MOCTH OTIEPMPOBAHHBIX OOIbHBIX A0 84% 110 CpaBHEHUIO C
67% B TIpyle Je4uBIIMXCA MeaukaMeHTO3HO [176]. CormacHo
pesy/ibTaTaM PETPOCIIEKTUBHOIO aHaaM3a MCXOAOB OIepaTUBHOTO
neuenusi 'KMII B kauHuke Mejio (1337 mamueHTOB) 5-JIeTHSS
BBDKMBAeMOCTb OOJBbHBIX cocTaBmiaa 91%, mecsatuineTHsIss — 83%
[177]. WmetoTcsa coobuieHusi o 40-j1eTHeM HaOMIOOEHUM TIOCTIE
IIPOBEIEHHOM CeIITaJIbHOM MMAKTOMUNU. B Hacrosimee BpeMs
pa3paboTaHbl ¥ YCMHEUIHO MPUMEHSIOTCS MeTOOVKU, OTIMYHbIE OT
KJIaCCUYEeCKO TPaHCAOPTAIbHOI CeNTaalbHOM MUSKTOMUMN.

Takum o6pa3omM, orepaTuBHasE KOppeKiusi 06cTpyKTuBHOM ['KMII,
MpoBeJleHHasl B YCJIOBUSIX I€HTPOB, 00JafamoIiMX TOCTATOYHBIM
OIBITOM XMPYPTUUYECKOTO JjieueHus 3aboseBaHMs, IIpU3HAETCS
3pdekTMBHBIM U 6e30macHbIM MeTomoM JjeueHus. CemrTanabHas
MUAKTOMMSI CUMTAETCSI Ha CerofHSIIHUIA JeHb «30JI0TbIM
CTaHAAPTOM» JieueHUsI OOJIbHBIX [KMII ¢ BbIpaskeHHOM
CUMIITOMATUKOM ¥  OOCTpyKIIMei BbIXomHOro TpakTa JDK,
PE3UCTEHTHBIX K (hapMaKOTepanuiu.

3.2.2. AnKkoz0n1bHAA cenimaibHasa adnayusa 6 jeueHuu
oocmpykmuenoti TKMII

BriepBbie 0 BO3MOKHOCTU IIpOBeeHUS Ype3KOKHOM
TPaHCIIOMMHA/IbHOM aJIKOTOJIbHOM cerTanbHOM abnsuyunu (CAA) B
KauyeCcTBe  QJIbTEPHATUBLI  XUPYPrUUECKOMY  JIEUEHUIO  IIpU
ob6ctpyktuBHOM 'KMIT 6b110 coobmeno B 1995 romy U. Sigwart
[178].

Ucnonb3oBannsa CAA mnpu ['KMII pekomeHnayeTcsT B Caydasix
OecriepCIeKTUBHOCTU MeJIVKaMeHTO3HOI0 Jle4eHust "
HEeBO3MOXHOCTHU IIpoBefeHus onepanym CMD uin rnemmcMenkepHon
Tepanuyu y OGOJNIbHBIX CpeIHero u IOXMUJIOTO BO3pacTa C YPOBHEM
obctpykumu B rmokoe> 50 mm prt.ct. mpu ®K CH II-IV (NYHA),
BK/IIOYasi MalMeHTOB C pPeuUIUBUPYIOIIMMY CUHKONAJIbHBIMU
COCTOSIHUSIMU, HeaJleKBaTHOM peakuyeil A/l B yCIIOBUSX HATPY3KU U
@II[179-181].

VpoBeHb yOemuTenabHOCTHM pekomeHpanuii Ila (ypoBeHb
IOCTOBEPHOCTU A0Ka3aTelbCTB C).

TII-3XOKI' ¢ uMHTpakOpOHAapHbBIM  BBeleHMeM KOHTpacTa
BKaHIVOAHTHYIO apTepuio (cenTaJIbHBIN nepdopaTtop)



pekoMeHayeTs1 st KoHTponst CAA, ecauM TpaHCTOpPaKaIbHbIN
pakypCc HenoCTaTOueH I KOPPEeKTHOW BuU3yaau3aluy 3XO-
KOHTpacTa B Mmuokapze[107].

VpoBeHb yOeauTeIbHOCTM pekomeHgaumii Ila (ypoBeHb
IOCTOBEPHOCTU 0Ka3aTeabCTB C).

V ui MOJIODOro Bo3pacra M B3powibiM (mo 40 jeT) mpouenypa
CAA He pekOMeHyeTCS.

VpoBeHb yoOeguTenbHOCTM perkomeHpammii III  (ypoBeHb
IOCTOBEPHOCTHU N0Ka3aTelbCTB C).

Xupypruueckoe yneuene u UYTACA He peKOMeHIYyeTCs Y B3POC/bIX
6eccuMIITOMHBIX  manyeHToB ¢ IKMII u  OOJBHBIX C
KOHTPONIMPYEMO MeIMKaMeHTO3HOM Tepariein CUMIITOMAaTUKOM U
HOPMaJIbHOI TOJIEPAaHTHOCTBIO K PM3MUeCKM Harpy3KaM.

VpoBeHb yoOeauTenbHOCTM pekomeHzanuii III  (ypoBeHb
IOCTOBEpPHOCTU AoKa3aTenbCTB C).

CAA He pexkomengyercst y 6ombHbix I'KMII ¢ comyTcTBYyIOIIEMN
CcepaeyHO-COCYOMUCTON IaTojorueit, TpeOylolleit IpoBeaeHMs
XUPYPIUUECKO KOppeKuuu (a0pTOKOPOHApPHOE UIYHTUPOBaHNUE
npu WBC, peKOHCTPYyKUMSI TpU OTPbIBE XOPA, MUTPAILHOIO
K/lallaHa), KOrja cenTajJbHasi MMUIKTOMMUS MOKET ObITb 4YacTblO
OO0JIbILION OTepaIyu.

VpoBeHb yOeguTenbHOCTM perkomeHpammii III  (ypoBeHb
IOCTOBEpPHOCTH JoKa3aTenbCTB C).

KomenTapun: Memoduka npeononazaem  uM@y3uio  uepe3
Oa/I0HHBITE Kamemep 8 neppopaHmMHy cenmanvHyr 6emev 1-3 mn
96%  cnupma, eciedcmeue  4e20  G03HUKAeM  UH@GApKm
eunepmpoguposaHHozo 0a3zanvHozo omodena MXKII u 30Hbl ee
KoHmakma c nepedteti cmeopkoii MK, 3axeamuvigarowuti om 3 do 10%
maccol muoxkapoa JDK (0o 20% maccet MPKII). Omo npusodum K
3HAUUMOMY YMEHBUIEHUI BbIPAXEHHOCMU 00CMPYKYUU BbIXOOHO020
mpakma u  MumpanvHou HedocmamouHocmu 8 cuny
Cnpos8oyuposaHHo2o  pemodenuposavuss JDK u  pezpeccuu
eunepmpocuu, umo conposoxcoaemcs yayuuleHuem 00seKMuHoll u
cy0sekmueHoli cumnmomamuxu 3abonesarus [179, 180, 181].



V' uexomopwix 6onwvHelx ITKMII ¢ msxenoii pegppakmepHoli K
MeOJUKAMEHMO3HOMY JIeUeHU0 CUMNMOMAamukol u obcmpyKuuet
BT/DK CAAmoxem paccmampueamuscs 8 Kauecmee aibmepHamuebl
xupypzauueckomy seueHuro (CMD), kozda nocne ob6cyxdeHus nayueHm
cam svlpaxcaem npednoumerue 8 OMHOWEHUU IMOLi Npoyedypabl.

CAA moxcem nposodumoscs y 60NbHbIX KAK ¢ Cy0aopmanvHoli, mak u
cpedHexenyo0oukosoli  obcmpyKkuyueil, 'y  nayueHmos  nocje
2eMOOUHAMUYECKU  HEYCNeWHOol CenmanvHol — MUsSKmomuu  uau
Kapouocmumyaupyrouieti mepanuu.

Y  nauyuenmos ¢ OIKMII u conymcmeyowum KOPOHAPHBIM
amepocknepo3om (MBC), mpebyrnwux pesackyaspusayuu, 00bIYHO
pexkomeHdyemcs npogederue CMD u AKIII. B cnyuae 2emoduHamuuecku
3HAUUMO020 00HOCOCYOUCMO020 NOPAXEHUS KOPOHAPHO20 PYCa MOHem
Obimb  npeonoxero nposedeHue CAA ¢ aHeuonaacmukoi u
CMeHMupoB8aHueM.

Heobxodumbim ~ ycnosuem — odna  nposedeHus — CAAsasnsemcs
UCNOJIb308AHUE KOHMpAcmHoti IXO-KT, noseoJissouieti
Jugpeperuuposams  30Hbl  Muokapdda, omeemcmeeHHvle  3a
¢opmuposaHue oocmpykuuu (MaxkcumanwvHwiii Ip. JI, 30Ha KOHmMaxkma
co cmeopkoii MK), umo 8axHo Ons OKOHUAMENbHO20 peuleHus o
npogedeHuu CAA. Hcnonv3osaHue koHmpacmuolti IXO-KI' daem
803MOMCHOCMb U30excams passumus o0wupHozo uHgpapxkma MXKII u
uenesozo (>50%) cHuxceHuss cmeneHu obcmpykyuu BT/DK. 3XOKT
no360ss.em He MoJibKo KOHMpPOAUP08ams 2eModuHamuueckuti a¢ppexkm
gMeulamenscmea, HO U, 6 U3BECMHOU cmeneHu, u3bexcamo
B03MOMCHBIX  OC/IOMCHEHUL, CB513AHHbIX C pa3sumuem 0CmMpo20
uHgapkma muokapoa (nosHas nonepeuHas 6;10kada, U30aUPOBAHHAS
on10kada Hoxcek nyuka Iuca, xtenyooukosvie U HAOHETYOOUKOBbIE
apummuu, smpozeHHslli paspsié MJKII, paspvié nanuwiisipHvlx Mbllil).
YV 5% nauuenmos Ha 2ocnumanvHomM 3mane nocie CAA
pezucmpupytomcst 3nu300st JKT. OnacHsim 0C/10xcHeHUeM npouedypol
CAA  moxem  Obimb  pe@niokc  3maHona 6  NepeoHior
MexcHenyo0ouKkosyrw —apmepuio, ee mMpaH3UmMoOpHAasi OKKA3Usl U
uwemus nepedHe-o60kosoti cmenxku JDK. /Ins npedomepauieHus 3mozo
OCJIOMCHEHUS  UCNOJIb3yemcsl  CneyuanbHo  paspabomadHslii  ons
npoyedypusl Kopomkuti 6an10HHbIT Kamemep.

HenocpedcmeeHHbIM U COXpaHaowumcs 8 oanvHeliuiem s¢dekmom
ycnewiHoti  npouedypst CAA  saeasiemcsi  cyuwiecmgeenHoe (>50%)
yMeHbuleHUue cmeneHu oocmpykyuu u MP, pezpeccust zunepmpocguuu
yayuwerue /1@ JDK y 90% OonvHbix. Tak 8 pabome SeggewissH. ¢



coasm. [182] dokymenmuposaHo docmosepHoe (6 cpedHem, ¢ 72 do 20
MM pm. cm.) cHuxeHue epaduedma oasneHus 6 BT JDK nocne
nposedeHusi npouedypsl, Cmotikoe u dax;ce npozpeccupyiouiee 8 xode
HaobnooeHus, umo ConpoB8oXOAanoCb BblPAMEHHBIM YAyUUIEHUEM
meueHuss  3abonesaHusi. Llenwili psd  Opyaux  uccinedosaHuli
demoHcmpupylom yayuuieHue KauHuueckozo cmamyca (®K CH u
CmeHoKapouu) u «Kauecmea U3HU» 8 meueHue 5 Jiem nocnie
npogedeHHo20 neveHust [183, 184, 185].

K Hacmosiwjemy epemeHu He 00KA3aHO nosoxcumensHoe eausiHue CAA
HA NpPO2HO3, A ONEpPaAyUOHHAsE cMepmHOCcmb (1-2%) He omauuaemcs
om makosoli npu nposedeHuu onepayuu CENMAanbHOU MUIKMOMUU
[183, 184, 186].

Pandomu3uposaHHslx CpasHUmMeNbHbIX UCCIe008aAHULI XUPYP2UUECK020
U UHMepPBEeHYUOHHbIX Memodos neueHus 0o0abHboix TKMIT Hem. Ilpu
8b100pe M020 WIU UHO20 N00X00a HeoOX00UMO MujamenbHO OYeHUMmMb»
NoNb3y U PUcK Kaxc0oz2o u3 Hux. Tak noxuisim nayueHmam 8blCoK020
PUCKAXUpYp2u4ecKkoz0 8Mewamenscmea Moxem Obimb NpeosioHeHo
nposederue CAA, 8 mo apems Kak mMonodeim (< 40 nem) npu Hanuuuu
nokasaHuti — cenmanvHast musakmomus[185, 186, 187]. Pesynomamol
Mema-aHaiumuueckux uccnedosaHuli 0eMOoOHCMpuUpyrom CcpasHumoe
8/1UsIHUEe Xupypauueckozo jieueHus u CAA Ha 2eMOOUHAMUKY, cmamyc u
omadaneHHbvle pe3ynvmamol y 00nbHbIX 06cmpykmueHoti TKMII [188,
189].

K npeumywecmeam CAA omHocamcs omcymcmeue Heobxooumocmu 8
nposedeHuU UCKYCCMBEHH020 KP0800OpaujeHus U C8SI3AHHBIX C IMUM
0CIOXCHEeHUll, 601ee KopomKoe npebvleaHue 8 CMayuoOHape u MeHbllas
JKOHOMuUUecKass 3ampamHocms memoda. K Hedocmamkam ciedyem
OmHecmu mexHuUueckKue CJA0HCHOCMU, C6S13aHHble C NOUCKOM U
Kamemepu3sayueti cenmansHoll 6emeu U 803MOXHOCMb NOBPEHOEHUS
J1egoll KOpOHApHOU apmepuu, CJAOXHOCMU 6 NPOZHO3UPOBAHUU
pasmepa 8bul3bl184eM020 HEKpo3a Muokapoa, a makie 8blCoKas
8eposSIMHOCMb  pa3eumus  NOJHOLU  nonepeuHoli  0J10Kadsl U
apummozeHHbIX OCTIOMNCHEHULl 8 pe3yibmame nNposedeHus Npouedypaol.
Tak umeromcst daHHvle 0 mom, umo y om 3% 0o 10% 6GonvHoix TKMIIT
nocne CAA pezucmpupyromcsi 3nu3dodst ycmotiuugoti KT, a makxie
Qubpunnsyuu npedcepouii [190]. Ilocre CMD smu apummuueckue
cobbimus scmpeuaromcs pexce (0.2% 6 200 npomus 0.9%).

B c8s3u ¢ uacmoeim (10-20%) pazsumuem honHoli 6710kadsl cepoua,
npeonoaazaroweli umniaumayuu nocmosiHHozo AKC,  [8u10ch
npeonoculiKoll K C030aHUl HO8blx MoOJupukauuti K nposedeHuro



cenmanvHoli abnauuu. Bo usbexcarue npsamoz0 8AUSHUS IMAHOA HA
nposoosiuylo  cucmemy cepoua NpeonoHeHO  albmepHaAmMueHoe
LCNOJIb308AHUE 8 Kauecmee OKKI03Upylouiez0 azeHma CheuuanbHbiX
cnupazeti, AHAN02UUHBIX UCNONL3YEMbIM OISl JIEUEHUS. B8POMCOEHHbIX
COCYOUCMbIX NAMOJIO2ULl, AHEBPU3M U MSAXENbIX pPeyudusupyrUIUxX
kpogsomeueHuii. IIpu smom ouesudHa HeoOX00UMOCMb NposedeHUs
KPYNHbIX ~PAHOOMU3UPOBAHHLIX NPOEKmMo8 011 hodmeepicoeHus
a¢ppekxmusHocmu  u  6e3onacHocmu  memodo8  CenmajubHoll
a1K020/1bHOL abaayudl.

3.2.3. /leyxkamepHas 371eKmMpoKapouocmumyasayus

Ormpepne/ieHHBbIN MHTEpPeC BbI3bIBAET W3yuyeHME BO3MOXHOCTU
MUCIIO/JIb30BaHMSI B KayeCTBe aJbTePHATUBBI XUPYPrUueCKOMY
JIEUEHUIO 00JIbHBIX TSDKeJION 0OCTPYKTUBHOM ['KMII
MOCJIeAOBATE/IbHON OBYXKAMEPHOM 3JE€KTPOKAPAMOCTUMYIISIIUN C
YKOPOUYEHHOM aTPMOBEHTPUKYISIPHOI 3amepskkoi (IIKC).

[IpoBemenne moctosiHHO JDKC ¢ yKOpOYeHHOM aTpuo-
BEHTPUKYJISIPHOM 3a[epPKKOil peKOMEeHIOBaH KaK BO3MOKHBIN
MeTo[, JieueHMsT 60mbHbIX 06cTpyKTUBHOM 'KMIT (I'p. I B BTJDK >
50 MM. pT. cT.), pedpakTepHOi K MeIMKaMeHTO3HOl Tepamnuu, He
SIBJISIIOIIMXCSI ONTUMAJIbHBIMUM KaHAMOATAMU OJISI XUPYPrUdecKomn
KOppPEeKLM U CeINTalbHOM alKOTOMbHOM abmsiuu [191, 192, 193,
194, 195,196, 197].

VpoBeHb yOemuTeabHOCTM pekomengamuit IIb (ypoBeHb
IOCTOBEPHOCTH JOKAa3aTe/lbCTB B).

VY 60nbHbIX 06CcTpyKTUBHOI 'KMII ¢ paHee MMILIAaHTMPOBAHHBIM B
CBSI3M C WMHBIMU IIPUUYMHAMMU YCTPOMCTBOM, PEKOMEHIYeTCS
npoBeieHre TIpoOHOI aByxkamepHoit [JIOKC ¢ yKOpOUeHHOI
aTPUOBEHTPUKYJISIPHOMN 3a1epP>KKO ISt YMeHbIIIeHUS
CUMIITOMATUKU, CBSI3aHHOJ ¢ 06¢Tpykimeii BTJDK.

VpoBeHb yOeauTenbHOCTM pekomeHmanuii IIb (ypoBeHb
IOCTOBEPHOCTHU JoKa3aTenbCTB C).

KomeHTapumn: Cmeici memoda  cocmoum 68  U3MEHEHUU
nocnedosamenbHOCMuU pacnpocmpaHeHust B80JIHbl B8030yHOeHUs1 U
COKpauleHus #ceayo0ouko8 0Xeamosléaem 8Hauaue 8epxyuiky, a 3amem
MJKII, npueodum K YMeHblUEeHU CYy6aopmanvHoz2o epadueHma
On1az00aps CHUXeHUI0 pezuoHapHoli cokpamumocmu MXKIT u, Kak
credcmeue, paculupeHuro  8wvlHocsAuiezo mpakma JDK.  Omomy
cnocobcmeyem makxe 3ana3obléaHue CUCMONUUECKO20 OBUMNEHUS



knepedu nepeodueli cmeopku MK u ymeHslUleHUe e20 amnaumyobl.
BaxcHoe 3HaueHue umeem nodOOp HauMeHwlUell 8enuluHbl 8peMeHU
3a0epicKu HaHeceHusl Xeayo0ouko8020 UMNYIbca nocie npedcepoHozo,
komopas  obecneuusaem  npemoespemMeHHY  O0enoaspu3ayuro
gepxyuwiku cepoua, He Nnpugodss npu dmomM K YXYOUEeHUr
KapouozeMoOUHAMUKU — CHUXEHUI0 cepdeuHozo 8vlbpoca u AZl. [lns
2mMo20 8 pade cnyuaes npuxodumcs npubezams K yOJUHEHUIO 8peMeEHU
CNOHMAHHOT amMpuo8eHMPUKYAIPHOL NPOBOOUMOCIU € NOMOUBHO
mepanuu  b-AF  uau  eepanamunom u  daxce  abaAyuu
ampuoeeHmpuKynaspHozo y3id.

Pandomu3suposartvie  naaueboKOHMpoaupyemole  UcCciedo8aHusno
IIKC u Heckonvko OnumenvHslX 00Cep8aAyUOHHBIX HAON00eHUT
noomeepxcdatom cHuxceHue I'p. /T 8 BT/DK u sapuabenbHoe yayuuieHue
CUMNMOMAMUKU U «Kauecmea cusHu» 6oavHoix ¢ OI'KMII [191, 192,
193, 194, 195]. B 00HOM uccnedosaHuu nposedeHo npsimoe CpasHeHue
CAA u /I9KC u nokasaHo 6o/bulee CHUMXEHUE YPO8HS 00CmpyKyuu 8
BTJDK npu abnauyuu [196].

He yodanoco obGuapyxums u cywecmeeHHo20 eausHusi IIKC Ha
meueHue 3abonesarHuss u uacmomy BCC. O6ecnokoeHHOCMb
8bl3bl8aI0OM yCyzyOJieHUe HapyuweHus: Juacmoauyueckozo paccaabdieHus
Muokapda u nosvluleHue KoHeuHo-duacmoauueckoz2o dasnerus e JUK.
OuesudHo, umo 00 ymouHeHusl poau 371eKmpokapouoCmumyasyuu 8
JqeueHuu obcmpykmueHoii TKMII  pacuiupeHHoe — KAUHUYECKOE
npumeHeHue 3mozo memooa He peKomeHIyemcs.

3.2.4. Qm6op 0onbHbIX Ona umnaanmavuu UK/T u evioop

ycmpoiicmea
Pemenue Borpoca 06 wummuiaHtaimuu WK, y 6onbHbix T'KMII
TpeirosiaraeT 00s13aTe/IbHYIO VMHAVBUIYATbHYIO OII€HKY
KJIMHUYECKOV CUTyalluu, TOAPOOHYIO AMCKYCCUIO C MAllMeHTOM Ha
npeJMeT HeoO6XOAMMOCTHU, BO3MOKHOCTM, MTPEUMYIIeCTB U pUcKa
Jeye6HOrO  MeToga M TOAMNMCAaHME  COOTBETCTBYIOIIETO
MH(MOPMUPOBAHHOTO coraacus (puc. 4, mpunoxeHue b).

PekomeHnnanuu o npodmiaaktuke BCC (mmmuianTanyuy UK):

Wmmnantauus WK pekomenayercss  6onbHbiM  TKMIT ¢
IOKYMEHTUPOBAHHBIMM paHee 3MNM300aMM OCTAaHOBKM CepAala,
GUOPMIISILIMM KeTyIOUYKOB WIM TEeM, Y KOTrO Obljla CIIOHTaHHas
ycromumBas JXT ¢ rorepeii CO3HaHUSI WM TeMOAVHAMMUYECKUMU
HapylIeHUSI MU " MMEIOT TIPEeIIOIOKUTEIbHYIO
MIPOOO/IKUTENILHOCTD XXu3Hu > 1 roga[198, 199, 200, 201].



VpoBeHb yOegUTENbHOCTM peKomMeHgammuit [  (ypoBeHb
IOCTOBEPHOCTU I0OKA3aTe/lbCTB B).

Illkanma «HCMRisk-SCD» pekomeHayeTcsi B KauecTBe MeToja
oieHky pucka BCC B TeueHue 5 jieT AJjis MalMeHTOB > 16 jieT 6e3
c1ydyaeB peaHMManum rociae 3nu3onoB JKT/OXK mnamu crioHTaHHOM!
ycroitunBoil JKT ¢ rorepeit CO3HaHUS MM FeMOLMHAMUYECKUMU
HapyueHusamu|81].

VpoBeHb yOegUTEJIbHOCTM peKomMeHgammuii [  (ypoBeHb
IOCTOBEPHOCTY OOKa3aTelabCTB B).

PexomeHpayeTcst, YTOOBI 5-meTHUI puck BCC olieHMBAJICSI BO BpeMs
IIEPBUYHOTO O0C/IefOoBaHMS U B [JaJbHENIIEeM IIepeoleHNBaICs
Kaknaple 1-2 roga mayM Mpu M3MEHEHMSX KIMHUYECKOro CTaTyca
[81].

VpoBeHb yOeaUTEIbHOCTHM pekoMeHaanuii [  (ypoBeHb
IOCTOBEPHOCTHU 10Ka3aTeNbCTB B).

Nmmnnanranus HWK] peKoMeHayeTcd [IOjd IallMieHTOB C
IIPOTHO3UPYyeMbIM 5-1eTHUM puckom BCC > 6% u rporHo3upyemMoii
IIPOIO/KUTENbHOCTBIO XM3HM > 1 roma, IIocjae [OeTaibHOI'o
KIMHUYECKOr0 O00c/IegoBaHusi, ¥ IIpMHMMAas BO BHMUMAaHUe
MOXKM3HEHHbI PUCK octokHeHuit u Bausinusg WKI Ha o6pas
JKM3HUM, COLIMO-3KOHOMMUYECKUI CTaTyC W TICUXOJIOrMYecKoe
3goposbe [81, 198, 200, 202].

VpoBeHb yOeguTENbHOCTM peKomeHmanuii Ila (ypoBeHb
IOCTOBEPHOCTHU 1OKa3aTe/lbCTB B).

o uvmrutantauun WKI pekoMeHOyeTCs MpPemoCTaBUTH IALMEeHTY
TIOJIHYIO MHbOpMaLNio 0 pucke HEeMOTVBUPOBAHHbIX
cpabaTbiBaHUIA, OCJIOXKHEHMII WMMIUIQHTAllMM U  COLIMAJIbHBIX,

npodeccoHaIbHbIX M BOAUTENLCKMX TOCAENCTBUIA HaIUUMUSI
ycrporictsa [81,198, 200, 202].

VpoBeHb yOegUTEJIbHOCTM peKomMeHgamuii [  (ypoBeHb
IOCTOBEpPHOCTU A0Ka3aTenbCTB C).

B-Abu/unn ammopapoH pekomMeHAyOTcsA mauueHtam ¢ UK, y
KOTOPBIX MMEIOTCSI CUMIITOMHbIE >KE/JyIOYKOBbIE ApUTMUU WU
IIOBTOPHbIE IIIOKM HEeCMOTpPSI Ha OITUMAJIbHYI0 Tepanui u
reperiporpaMMupoBaHue ycrponcrsa [198, 203].



VpoBeHb yOegUTENbHOCTM peKomeHgammuit [  (ypoBeHb
IOCTOBEPHOCTU IoKa3aTelbCTB C).

dnexkTpodusmonornyeckoe ucciiefoBaHue pPeKOMEeHIyeTCs
rnanyeHTam C WK, Yy  KOTOPBIX 3aperucTpUpOBaHbI
HEeMOTUBUPOBAHHbBIE paspsiabl BUJIELICTBUE perynsipHou

Ha/DKEIYIOUYKOBOJM TaxMKapauu, MOJjISI BBISIBJIEHUSI M JIEUEHMUS
noboro abaupyemoro cyocrpara [203].

VpoBeHb yOegUTEJIbHOCTM peKomMeHgammuii [  (ypoBeHb
IOCTOBEPHOCTU A0Ka3aTeslbCTB C).

Nmrutantauus UMK, pekomeHAyeTCs OETSIM, BbDKMBIIMM I10C/IE
OCTAaHOBKM Cepala WIM T[epeHECIINM ITOKYMEHTUPOBAHHYIO
crioHTaHHYI0 ycroitumByto JKT [204, 205].

VpoBeHb yOegUTEJIbHOCTM peKomMeHgammuii [  (ypoBeHb
IOCTOBEPHOCTY OOKa3aTelabCTB B).

Crpatudukammio pucka BCC pekomeHmyeTcss IIPOBOAUTL Ha
TepuoanyYecKkoit ocHoBe (Kaxkaple 12-24 mMecsina) y 60mbHbIX [KMIT
¢ dhakTopaMu pucka, y Kotropbix KJI He 661 MMIUIaHTUPOBAH.

VpoBeHb yOegUTEJIbHOCTM peKomMeHgammuii [  (ypoBeHb
IOCTOBEPHOCTU A0Ka3aTelbCTB C)

Nmrutantauus UK pekomennpyetcsa y geret ¢ 'KMII BbIicOKOTO
pucka BCC B CcBI3M C HaIMumeM HEOOBSCHMMBIX CHMHKOIAIbHBIX
COCTOSTHMIA, MACCUBHOI Truneprpoduu Muoxkapaa MIu ceMeiHoi
ucropuein BCC mocie TOro, Kak OlleHeHa BbICOKAS CJIIOXHOCTh
IJIUTEIbHOTO UCITO/Ib30BaHMS JAHHOI'0 YCTPOMCTBA.

VpoBeHb yOegUTENbHOCTM peKomeHaammuit [  (ypoBeHb
IOCTOBEpPHOCTU AoKa3aTelbCTB C)

KommenTapumn: I[lone3Hocme umnaanmayuu UK/ He onpedeneHa y
O0MbHBIX € pedkumu napoxcusmamu Heycmotiuugoti KT npu
omcymcmeuu  Kakux-aubo  dpyaux  ¢axmopos pucka BCC.
HUmnnaumayus UK/ aensemcs HeonpedeneHHoli y 60nvHbix TKMII ¢
HeadeksamHolii peakuueli A/l 6 xode Hazpy30uH020 mecma npu
omcymcmeuu Kaxkux-aubo opyeux ¢paxmopos pucka BCC, ocobeHHO
npu Haauuuu svipaxcerHoli oocmpykyuu BT JDK.

Ioka3zaHus K umnaaHmauuu Kapouosepmepa-oepubpunismopa
(UKI) mozym Ovimb pacuiupeHvl y 00JbHbIX C HEOOCMPYKMUBHOU
T'KMII c CH III-1V ®.K. u ¢ppaxyueti 8vi6poca JDK < 50%, noryuaroujux



MAKCUMAJIBHO 803MOXCHOE MeOUKAMEHIMO3HOoe SiedeHUe.
Boi6op ycmpoticmea

YV mononpix naiueHToB ¢ [KMII B cjiyyae MpUHSTUS pellleHUs 00
ummiantauuy VMK mpenmouyTUTeNbHbIM — SIBJISIETCSI  BbIOOP
OJTHOKaMEpPHOI0 YCTpOiicTBA 06e3 HeoOXOOMMOCTU ITPOBEIeHMS
TIpeJiCepAHOI U KeJIYyIO0UYKOBO CTUMYJISILIUN.

YV o6ompHbix TKMII ¢ cuHyCcOBOJ Opamukapauein u/wim
rapokcusmMajbHoil MA, HyXpmawmuxcss B uMiviaHtauum WKI,
IIpeaIouYTUTEIbHO UCIIONb30BaTh ABYyXKamMmepHbit IKC.

IMoskuabiMm  60npHBIM T['KMIT (06bIYHO > 65 JieT), MMeIIuM
rpagueHT pasinenus B BT JDK > 50 MM pr.cT. B mokoe U
BbIpasKeHHYI0 cuMITomatuky CH, 11e1ecoo6pasHo UCIONIb30BaHME
IBYXKaMepHOr0 YCTPOMCTBA.

3.2.5. Omo6op kaHdudamose 014 nposedeHus
mpaucnaaumayuu cepoua

OproTonmyeckass TpaHCIUIAHTALMS  CepAlla  MOXKeT  ObITh
peKoMeHI0BaHa IIsT MaleHToB, TOAXOISIIINX IJIST
tpaHcmanTauuu, uMmermux ®BJDK < 50% u cumntomsl [II-IVOK
CH (NYHA) HecMOTpS1 Ha OIITUMAJIbHYIO JIEKAPCTBEHHYIO TepaIrimio
WJIM HeYCTPaHMMbIe XellygouKkoBble aputmvuu [206, 207,208, 209].

VpoBeHb yOemuTeIbHOCTM pekomeHgamuii Ila (ypoBeHb
IOCTOBEPHOCTU [0Ka3aTe/bCTB B).

OproTrornuueckass TpPaHCIJIAHTALMS CepAlia pPeKOMeHAOBaHa [JIsl
MalyeHTOB, MNOOXOASIIMX [Js TpaHCIUIAHTAlMM, COXpaHeHHOM
®BJDK> 50%, tsskénpimu cumntomamu (III-IVOK CH (NYHA)),
BbI3BAHHOIM  BBIPaKEHHON  JIMACTOAMUYECKOit  muchyHKIMeid,
pPe3UCTEeHTHBIMU K JIeKapCcTBeHHO Tepanuu [206, 207,208, 209].

VpoBeHb yOemuTeabHOCTM pekomeHgaumuii IIb (ypoBeHb
IOCTOBEPHOCTU L OKA3aTe/bCTB B).

KommeHnTapuit.B  omHoweHuu Oemeii ¢ TI'KMII, umewwux
8bIPANHEHHYIO cumnmomamuxy — u msixcenvle HapyuieHus
2eMOOUHAMUKU NO PeCmMpukmuéHOMY mMuny, He peazupyrouux Ha
dpyzue neuebHble Meponpusmusi Uiu He paccMampusanuiuxcs 8
kauecmge kavoudamos 05 Opyzux emeuiamenbcms, 00JxeH Oblmb
pewieH 80npoc 0 B03MOXCHOCMU npoeedeHUst MpaHcnaiaHmayuu
cepoua.



e TpaHcraHTalusl cepAlia He pekoMeHAoBaHa 6ombHBIM I'KMII c
MSITKOM CMMIITOMAaTMUKOM He3aBUCMMO OT BO3pacTa MnaljeHTa.

VpoBeHb yoOeguTenbHOCTM perkomeHpammii III  (ypoBeHb
IOCTOBEepHOCTH JoKa3aTennsCTs C).



4. PeaOuauranms

CreuMa/ibHbIX peKOMeHaluii 1mo peabunutanum 60nbHbIX [KMIT
He CYILeCTBYeT.

MeTomosiorusi U peanusaiiusi peabMIMTALIMOHHBIX MepOIPUSITUIA
rocjie MpoBeleHMs] MHTEePBEHIMOHHBIX MEPOIPUSITUIL Y OOTbHBIX
'KMII cooTBeTCTBYeT MPUHIUIIAM, MIPUMEHSIEeMbIM B OTHOIIEHUN
TALMEeHTOB C APYTroii MaToJ0rnei cepaeuHo-CoOCyaUCTON CUCTEMBI.



5. IIpodpuaaxkruka

B wpenom mnauuentsl ¢ 'KMII HyXpawTcs B IOXKU3HEHHOM
HaO/MIOAeHUM A1 BBIBJIEHMS M3MEHEeHMII B CMMIITOMAaTHKe, pUcKa
yrpoxatomux cumnromon, OBTJ/DK, dyukuum JDK 1 cepmeuHoro
puTMa.

AJIrTOpuUTM  NepBUYHOM U BTOpUUHOIN mnpodmiaaktuku BCC
rpeacraBjieH B nNpuioxeHuu b (puc. 4). YacTora CUCTOIMYECKONM
ouchyukuumu JDK U npencepoHbIX apUTMMiA YBEIMUMBAETCS C
Bo3pactoMm [157, 210, 211]. YacToTa MOHUTOpPUHIrA OMNpenesIeTcs
TSKECThIO 3a00/1eBaHMsI, BO3PACTOM M COCTOSIHUEM.

e B kauecTBe OOLIMX MepPONPUSITUII PEKOMEHIYIOTCS: OrpaHMUYeHMe
3HAUUTENbHBIX (QU3NMUECKMX HArpy30K M 3ampelleHue 3aHSITUi
CIIOPTOM, CITOCOOHBIX BBI3bIBATb YCYTyOJieHMe Trumneprpodumn
MMOKapaa, MOBBIINIEHME  BHYTPWKETYLOYKOBOTO  TpaJueHTa
nmaBnenus u pucka BCC. YV 6onpubix 'KMII B paMKax 340pOBOIO
obpaza  XM3HM  lleJiecOOOpasHO  IIpoBeleHMe  ad3pPOOHBIX
YIIPa)KHEHU HU3KOM MUHTEHCUBHOCTMU.

VpoBeHb YyOeauUTENbHOCTM peKomeHmammuii [  (ypoBeHb
IOCTOBEepPHOCTU A0Ka3aTenbCTB C).

e Bcem OompHbIM I'KMII, BK/IOUasi HOCUTENIE TMATOIOTMYECKUX
MyTaluii 6e3 GeHOTUNMUECKUX IIPOSIBIIEHNI 00/1e3HM U OOJTbHBIX C
0ecCMMIITOMHBIM  TedeHMeM  3abojeBaHMsI, PEKOMEHIOBaHO
IVHAMMUYeCKoe HaOmoAeHne, B XOJe KOTOPOIOo OII€HMBAeTCs
XapakTep M BbIPAXKEHHOCTb KIMHMUYECKUX, MOP@OJIOrMUYecKux u
reMOAVMHAMMUECKMX HapylleHUin U ompemensieTcss JiedeOHast
crpareru4 [4, 7, 8, 10, 140-143].

VpoBeHb yOeOUTEJIbHOCTM peKomMeHgammuii [  (ypoBeHb
IOCTOBEPHOCTU [0Ka3aTe/IbCTB B).

e V KIMHMYECKM  CTAaOWIbHBIX  IIAlIMEHTOB  PEKOMEHIYeTCS
amOynaTopHoe ob6ciegoBanme, Bkiaouaiomiee JKI' m  DXO-KT
Kaxznble 1-2 ropa [84, 100, 101, 210-212].

VpoBeHb yOeAUTEIbHOCTM peKomMeHgammuii [  (ypoBeHb
IOCTOBEPHOCTU A0Ka3aTelbCTB C).



Kimuanueckoe o6OcimemoBaHue, Biiawoyaiomee IKI' um 39XO-KT,
pEeKOMEHyeTCsI rnanyeHTam npu JI060M U3MeHEeHUU
cumMmriromatuku [84, 100, 101, 212].

VpoBeHb yOeAUTENbHOCTM peKomeHgammuii [  (ypoBeHb
IOCTOBEPHOCTU IO0Ka3aTelbCTB C).

48-vacoBoe moHutopupoBaHue JKI' pekomeHayeTCs Kaxkabie 12-24
MecsIla KJIVMHMYeCKM CTaO0MJIbHBIM ITalMeHTaM, Kaxkable 6-12
Mecsi1eB IMalieHTaM C CMHYCOBbIM PUTMOM U pa3zMmepom JIIT>45 mm
" TIpU TTOSIBJIEHMY HOBBIX Kaj100 Ha cepaiieomenus [9, 80, 81].

VpoBeHb yOegUTENbHOCTM peKomMeHgammuii [  (ypoBeHb
IOCTOBEPHOCTU A0Ka3aTelbCTB C).

Ha HavyaJbHOM arare MeIVMKaMeHTO3HOrO JIeUeHUs
PEKOMEHYIOTCS ITJIaHOBbIe BU3UTHI (Uepe3 6, 9, 12 Mmecsues, mpu
HeoOXOIMMOCTM dYallle) K Bpauy, AJIsI OLEHKM IepeHOCUMMOCTMH,
o dpexTUBHOCTM U 0E30MacCHOCTM JIeUeHUs], a TaKKe KOHTPOJIS
BBITIOJTHEHMSI BpaueOHbBIX PeKOMEH AL,

YpoBeHb YOeOUTENbHOCTM peKkoMeHmaumuit I  (ypoBeHb
IOCTOBEPHOCTU H0Ka3aTeabCTB C).

[Ipy HemocTaTOuHOM 3PEHEKTMBHOCTM U IIJIOXOM MepeHOCUMOCTH
MPOBOAMMOrO0 MeAMKAMEeHTO3HOTO JieueHUs] peKoMeHIOBaHa
3aMeHa  WCIIO/JIb3YyeMOIO  JIEKapCTBEHHOro  mpernapara ¢
MOIeAYIOLMM KOHTPOJIEM ITPOBOAMMOTO JIeYeH M.

VpoBeHb yOegUTENbHOCTM peKomMeHgammuit [  (ypoBeHb
IOCTOBEpPHOCTU AoKa3aTenbCTB C).

Harpy3ouHoe TeCTMpOBaHMe peKOMEeHYyeTCs Kaxkable 2-3 ronaa AJjs
KIMHUYECKM CTaOMIbHBIX TAllMEHTOB M KaXObIii Tofd Mpu
IIPOrpeccupoBaHUM CUMIITOMOB [213].

VpoBeHb yOeauTeIbHOCTM pekomeHgauuit Ila (ypoBeHb
IOCTOBEPHOCTU Z0oKa3aTelbCTB C).

MPT cepaua Kaxkzable 5 jeT MoOKeT peKOMeHIyeTcsl IJist
KIMHUYECKM CTAaOMIbHBIX ITAllMeHTOB WM Kaxkaple 2-3 roja
naieHTaM C IIporpeccupoBaHmeM 3aboneBanus [214].

VpoBeHb yOeauTeIbHOCTM pekomeHgaumuit Ila (ypoBeHb
IOCTOBEPHOCTU IoKa3aTelbCTB C).



[TomrHoe o6OcnemoBanme, Braoyaomee OKI' u IXO-KI' u
InuTenbHbIi MOHUTOPUHI OKI, pekomeHAyeTcss B TeueHue 1-3
Mecs1eB 1 6-12 mecsieB rociie nposeneHus CMD.

VpoBeHb yOeauTenbHOCTM pekomeHgaumuit Ila (ypoBeHb
IOCTOBEPHOCTU IoKa3aTenbCTB C).

OXO-KI', npoBogumas Kaxzaple 1-2 roma, peKOMEHAyeTcs Y
60nbHBbIX [KMII cTabM/IBHOTO TeUEHUS I IMHAMUUYECKON OLIeHKM
crenieHu rurneprtpodmum muoxkappa, oocrpykuuu BTDK u
MMOKapAMUaaAbHOM QYHKIIUNA.

VpoBeHb yOemuTenabHOCTHM pekomMeHpanuii Ila (ypoBeHb
IOCTOBEPHOCTU A0Ka3aTelbCTB C).

OXO-KI' B yu10BUSIX Harpy3ku peKOMEeHIYyeTCs [JIs1 BBISIBIeHUS U
KOJIMYeCTBEHHOM OIleHKM YPOBHS IMHAMMUYECKOI OOCTPYKIIUM TIPU
€€ OTCYTCTBUM B ITOKOe Y 60/1bHbIX 'KMII.

VpoBeHb yOeauTenabHOCTM pekomeHpanmuii Ila (ypoBeHb
IOCTOBEPHOCTU A0Ka3aTelbCTB C).

OXO-KI' ¢ Harpy3koi, peKOMeHAYyeTCS OJIsI IPUHSITUSL pellleHUs O
MeOUKAaMEHTO3HOl Teparnuu, IpU IUIAHUPOBAHUU CEINTAIbHOM
MusKkToMuu (CMD) 1 o1leHKe BO3MOKHOCTU IpoBeneHmuss CAA.

VpoBeHb yOeauTenabHOCTM pekomeHpaumuii Ila (ypoBeHb
IOCTOBEPHOCTU A0Ka3aTelbCTB C).

[IpoBemenne IDXO-KI' B coyeTaHuu C BHYTPMBEHHBIM BBeIeHMEM
KOHTPaCTHOTO BellecTBa pPEeKOMeHIyeTCs B CJIO>KHBIX
OIMAarHOCTUYeCKUX cutyauusix (anmukanabHas [KMII, wuHbapKT
BEPXYIIKM, CIOXHOCTM B OIlleHKe BbIPaX€eHHOCTU TuUilepTpodun),
0COOEHHO KOT/a JIpyTie BU3yaIU3UpYIoliie MeToAbl (B YaCTHOCTH,
MPT-tomorpadusi) HeqOCTYITHbBI UJIM IIPOTUBOMNOKA3aHbI.

VpoBeHb yOemuTenbHOCTM pekomeHpaumii Ila (ypoBeHb
IOCTOBEPHOCTU LoKa3aTelbCTB C).

C 1enbi0 00ecIeunTbh OCO3HAHHOE yJacTue IMalyeHTa B JieueOHOo-
npodmIakTUUECKOM TIIpollecce ¥ TMOBBICUTh 3PEHEKTUBHOCTD
JleUeHMs] peKOMEeHIyeTCs MJjs1 psfaa IalMeHTOB, IJIsI KOTOPBIX
YCTHBIX pEeKOMEeHJaluii HeJOCTaTOYHO, IPOAyOoJMpOBaTh UX B
MMCbMEHHOM BUJIE.



VpoBeHb YyOemuTenbHOCTM pekomeHpaumuii Ila (ypoBeHb
IOCTOBEPHOCTU O0Ka3aTeabCTB C).

KommeHnTapuii: Heomsemiemoli uacmoio meponpusimuii npu
JledeHuu u JuHamuueckom HabawdeHuu 6onvHsix TKMIT donxcHo OGbimb
nosvllleHue ux obpaszosamenvHozo YposHs. Ecau Odawe  epau
paspabomaem ONMUMANbHYIO NPOZPAMMY  JleUeHUsl Ons Kaimcdozo
KOHKpemHo020 nayueHma, npogecmu ee 8 XMU3Hb Oydem eecoMd
CJIOHCHO Npu  Haauuuu HU3Koll Momueayuux JeueHur. Bce
npumensiemvle Memoosl JieueHuss U Npopuaakmuxu 00JxHbl OblMb
obcyxcdeHsl U coz2nacosamvl ¢ 0onbHuIM. IIpu 8wl6Ope pexcuma
HasHaueHus npenapama HeoOX00UMO YUUMbIBAMb 00paA3 HU3HU
nauueHma.Bce pekomeHdauuu, dasaempie nauueHmy, O00JxcHbl OblMb
ACHbLIMU, YEMKUMU U CO0MBemcmaeosams €20 UHMeJLNeKmyanbHOMYy
YPOBHIO.



6. lonmomHuTenbHasa mHopmanms,
BIMSIONIASI HA TeUEeHMEe U MCXO[
3a00JIeBaHUS

VpoBeHb  yOeOAMTEIbHOCTM  pekoMeHzmanuii I (YpOBEeHb
IOCTOBEPHOCTHU NOKA3aTeabCTB B).

e [eHeTuUeCckOe  TeCTUPOBAHME  PEeKOMEHIyeTCs  IalMeHTaM,
cootrBeTCcTBYyOIIMM Kputepusim ['KMII, korma 35TO I103BOJSET
KaCKaJHbI reHeTUYeCKUil CKpUHUHT POACTBeHHMUKa [64,67,68].

VYpoBeHb  yOeOAMTEIbHOCTM  pekoMeHzanuii I (YpoBeHb
IOCTOBEPHOCTHU NOKA3aTeabCTB B).

e KackamHbIl TeHEeTUUYECKUIM CKPUHMHI II0C/ie MpeaBapuTeIbHOTO
KOHCYJIbTUPOBAaHUS PEKOMEHAYeTCSd B3POCJIbIM POACTBEHHUKAM
1epBoil creneHM poacTtBa O6ombHBIX I'KMII, MMemIMM SIBHYIO
MAaTOTEHHYI0 MyTaluio [64, 66-68].

VYpoBeHb  yOeOUTEIbHOCTU peKoMeHaaumnin I (YpOBeHb
IOCTOBEPHOCTHU NOKA3aTelbCTB B).

e Knuamuyeckoe o6cnemoBanme, Bkiaouaiomee OIKI, 3XO-KI' u
IOIUTeNbHOE  NMHAMUuyeckoe  HabOmofeHNe  pPeKOMeHIyeTCs
pPOOCTBEHHMKAM IIepBOM CTeleHM POLCTBA, Y KOTOPBIX BbISBJIEHA Ta
ke sIBHAS TaTOreHHast MyTalys, UTo 1 rpobaHpa [69].

VpoBeHb  yOeOUTENBHOCTM  pekoMeHgaumuii I  (ypoBeHb
IOCTOBEPHOCTHU JoKa3aTeabCTB C).

e PoncTBeHHMKAM ITePBOJi CTEIIEHM POACTBA, Y KOTOPHIX HE BbISIBJIEHA
Ta JKe SsSIBHag TIATOTeHHas MyTalus, UYTO M Yy IpobaHpa,
PEKOMEHI0BAHO MX Ja/ibHeIee NMHAMIUYECKOTO HaboaeHe, HO
C yKa3aHMeM 0OpaTUThCS 3a MOBTOPHBIM 00C/IedOBaHMEM, €C/IN Y
HUX Pa30BbIOTCSI CMMIITOMBI MJIM ITOSIBSITCSI HOBbIE peJeBaHTHBIE
naHHbie) [70, 71,7 2].

VYpoBeHbr yOeauTenbHOCTM pekomengammuii Ila  (ypoBeHb
IIOCTOBEPHOCTM JOKa3aTelabCTB B).

e Ecnu 9BHOJ MaTOreHHON MyTaluu y Mpob6aHaa He BbISIBJIEHO WUJIU
reHeTUYEeCKMi  CKPUHMHI  He  IIPOBOOMJICS,  KJIMHMUYECKOe
oo6cinenoBanme ¢ DKI' u 9XO-KI' pekoMeHA0BaHbl POACTBEHHMKAM



TIEpBOJ CTEIleHM POJACTBA Kaxkable 2-5 jeT (miu 6-12 mecsiieB),
eC/Iy MMEIOTCS AMAarHoCTMYeCKy HesHauMMble aHoManmuu [69, 71].

VpoBeHb yOeguTenbHOCTM pekomMeHgauuii Ila  (ypoBeHb
IOCTOBEPHOCTU JoKa3aTenbCTB C).

e [locMepTHOe reHeTHUYECKOe MCCAeqOoBaHMe 00pa3IloB TKaHe! WMIIu
IOHK MoskeT ObITb peKOMEeHAOBAHO B OTHOILIEHUM YMepIInX
MalyeHToB ¢ mnatomMopdonornyecku IoaTBepskaeHHoit T'KMII,
YTOOBI MMETb BO3MOKHOCTb BBITIOJTHUTb KaCKaJHbI reHeTU4eCcKui
CKPUHMHT POLCTBEHHUKOB(73].

VYpoBeHb yOeauTelbHOCTM pekomengammuii Ila  (ypoBeHb
IOCTOBEPHOCTHU AoKa3aTenbCTB C).

e Y pOOCTBEHHMKOB II€PBOI CTEIIeHM POJICTBA AeTCKOro Bo3pacra (10
JIeT M CTaplie), y KOTOPbIX Te€HeTUYEeCKMUIlI CTaTyC HeU3BeCTEH,
KiHndyeckoe obcaregoBanve ¢ JKI' m OXO-KI' pekoMeHI0BaHO
Kaxaple 1-2 roma mexay 10 u 20 rogamm, a 3aTeM KaxKiabie 2-5
net[69].

VpoBeHb yOeguTenbHOCTM pekomMeHganuii Ila  (ypoBeHb
IOCTOBEPHOCTU NoKa3aTeabCTB C).

e EuM mMeeTcsl 3/I0KaueCTBEHHas! CeMeiHasl MUCTOpUs C HavyajioM
3aboneBaHMsl B [I€TCKOM WM paHHEM BO3pacTe, WMIM, KOrga Y
pebeHKa ecTb KapAuajibHble CUMITOMbBI WX OH BOBJIEYEH B
aKTUBHYIO busnueckyo aKTUBHOCTD, PEeKOMEeHJ0BaHO
KIMHMYEeCKOe WIM TeHeTuuyeckoe o0OcC/iefoBaHMe JeTeil IepBoii
cTerneHy poxacTsa no Bospacrta 10 et [69].

VpoBeHb yOeguTenbHOCTM pekomeHmauuii IIb  (ypoBeHb
IOCTOBEPHOCTHU JoKa3aTeabCTB C).

e [IpoBegeHMe KJIMHMUYECKOTO CKPMHMHIA He PEKOMEHIyeTcs Y
TeHOTUII-OTPULIATEIbHBIX POJICTBEHHUMKOB MpU ceMeitHoi (opme
['KMII.

VpoBeHb yOemuTenbHOCTM  pekomengaumii III  (ypoBeHb
IOCTOBEPHOCTHU JoKa3aTeabCTB C).

e B oTHOmeHMM [eTei MalMEHTOB C SIBHOM IIaTOT€HHOM MyTalein
PEKOMEHIOBAHO IPeAUKTUBHOE TeHeTuYeCcKoe TeCTUpOBaHue,
clenyrollee 3a npeaBapuUTe/bHbIM KOHCYJIbTUPOBAHMEM CEMbU, B
Bo3pacte 10 jyieT u crapiue (B COOTBETCTBME C MEXAYHAPOSHLIMU



PYKOBOACTBaMM TIO TeHeTUUEeCKOMY TeCTMpOBaHMUIO HeTeitr) [69,
75,76].

VpoBeHb yOeguTenbHOCTM pekomMeHgauuii Ila  (ypoBeHb
IOCTOBEpPHOCTHU goKa3aTenbCTB C).

e O1ieHKa KOPOHAPHOTO pe3epBa Ha OCHOBE KOJIMYECTBEHHOI OII€HKMU
MMOKApAMaJbHOTO KpOBOTOKAa II0  pe3yabratam II9T He
PEeKOMEHI0BAaHO JIJIS OpeAeIeHNs IPOrHo3a.

VpoBeHb yOeguTenbHOCTM perkomeHmammii III  (ypoBeHb
IOCTOBEPHOCTHU JoKa3aTenbCTB C).

KoMmmenTapwuii: [101€e3HOCMb 2eHemu4ecKkoz0 mecmuposaHusi 8 OUyeHKe
pucka BCC npu I'KMII npedcmasasiemcs HeonpedeeHHOli. B omHouleHuu
demeli OCHOBHOUI NPUHYUN cocMoum 6 MmoM, Umo 2eHemuyeckoe U
KJUHUYeckoe o00cnedosaHue OONHHO umems 3HaueHue O e8edeHusl,
OpeaHu3auuu CMuss #u3Hu u daivHeliwezo KIuHUueckozo 06ciedosaHusl.
Koncynemuposanue maxkxe obnezuaem cOop uHpopmauyuu om Opyzux
UseH08  cemblU, BKIUAs  KapouaibHble U  IKCMpakapoudaivHsle
CUMNMOMbL U pe3ybmams! aymoncuu, Komopsle MOXHO UCN016308aMb
011 nocmpoeHust demasibHOll poJOCI08HOL ceMbl.

3anamusa cnopmom u ¢QusKkyabmypoti, yuacmue 6 CHOPMUBHbBIX
COPEBHOBAHUSX

e JIns1 HOCUTeJNeli SIBHBIX IIATOT€HHBIX MyTaluii 6e3 IposBIeHMI
3a6omeBauuss 1o OJKI' m 3IXO-KI' cHOpTMBHBIE 3aHSATUS
PEeKOMEHIOBAHbl II0C/Ie pPAacCMOTPEHMSI BBISIBIEHHON MYyTalluu,
TUIIA CIIOPTMBHOM AKTUBHOCTU W Pe3yJabTaTOB pEry/JsIpHbIX U
IIOBTOPHBIX KIMHUYECKUX UCCIIef0BaHu [74].

VYpoBeHb yoeauTenbHOCTM pekomeHpaumuii IIb  (ypoBeHb
IOCTOBEPHOCTU foKa3aTenbCTB C).

BonmbubiM T'KMII 1enecoo6pasHO OrpaHMYMBATLCS 3aHATUSIMU U
y4acTeM B COpPeBHOBAaHMSIX HU3KOM MHTEHCUBHOCTU (HaAlpumep,
rojibd, OOYJINMHT).

[Tairimentam ¢ I'KMII He3aBuMCMMO OT BO3pacTa, I10Jia, PaCOBOM
MpUHaAIeKHOCTH, Hamuust oocTpykuum BT JDK, mpoBeeHHBIX paHee
omnepauuu centajabHOM MuUsKTomum miay CAA mim mmmnanrauyu K]
y OOJbHBIX BBICOKOro pucka BCC, mpoOTMBONOKA3aHO yuyacTue B
CIIOPTUBHBIX COPEeBHOBAHMSIX " YITPa)KHEHUSIX BbICOKOJA
MHTEHCUBHOCTMU.



BepeMeHHOCTHb U POIbI

1.V xeHmuH c¢ TI'KMII, y KOTOpbIX KIMHUYECKME TIPOSIBIIEHUS
3a060/1eBaHMsI OTCYTCTBYIOT MJIM KOHTPOJMPYIOTCS HMpUEMOM OeTa-
aZpeHO06IOKaTOPOB, JeueHe HeoOX0aMMO IPOIOKUTh BO BpeMms
O0epeMeHHOCTM ¥ OCYIIEeCTBJISTh HaOMIOIeHMe 3a IUIOJOM BO
n30ekaHMe pasBUTUS OpaguKapaUN U TPYTUX OCIOKHEHUIA.

2. lo mnaHMpyeMoro 3auvaTusi pebGEHKA II0Ka3aHO IIpoBeJeHNe
reHeTUYEeCKOTO0 KOHCYJAbTMpPOBaHMS TmauueHTOoB ¢ I'KMII (matepu
VIV OT1IA).

3.V sxenmyH ¢ 'KMII, Mmemux BbICOKMII YPOBEHb OOCTPYKIIMM B
1okoe ¥ B YCIOBMSIX MpoBokaiuu (> 50 MM PpT.CT.) W/Uan
HEKOHTPOIUPYEMYIO MeOKaMeHTO3HO CUMIITOMATUKY
3aboeBaHusI, 0epeMEeHHOCTh CBSI3aHA C BBICOKMM PUCKOM, M OHM
I OJIKHBI OBITh HarpaBJIeHbl hig) 6 Hab0aeH NS B
CrieuMaan3upoBaHHOE yUpexXaeHue.

4. IuarHo3 TI'KMII He <BaseTcsa NOPOTUBOIIOKa3aHMEM  OJIs
6epeMeHHOCTM y 0eCCHMMITTOMHBIX SKeHIIMH, OSHAKO JO/DKEH OBITh
IpoBefeH  TINATeJbHbI  aHaIM3 B  OTHOLUEHUM  pUCKa
O6epeMeHHOCT! U POIOB.

5.V xxenuyuH ¢ TKMII 1 MsrKo# Min ymMepeHHOJ KOHTPOIMUPYeMOii
CUMIITOMAaTUKOM O0epeMeHHOCTb OIpaBhaHa, OLHAKO
11eJieco00pa3HO MPOBOAUTb IKCIEPTHBIN CEepHeYHO-COCYOUCTBIN U
IIpeHaTA/IbHbI/A MOHUTOPUHT.

6. Y xeHumyH ¢ I'KMII u TsoKenmoi cepaeyHOil HegOoCTaTOYHOCTHIO
O0epeMeHHOCTb CBsI3aHa C IIOBBIIIIEHHON BEPOSTHOCTbHIO Pa3BUTHUS
OCJIO’KHEHUI U CMEepPTMU.

Takum o6pasoM, cTpaTerus JiedueOHbIX Mepornpustuii mpu I'KMII
IOCTaTOYHO CJIOKHA UM TIpearoaaraeT MHANBUAYAIbHbBIA aHA/IN3 BCEro
KOMILJIEKCA KIMHUYECKUX, aHAMHECTUUYECKUX, reMOAMHAMUYECKUX
roKasaTejeit, pe3yJbTaTOB Te€HHOV AMArHOCTUMKMU U CTpaTuduUKaium
pucka BCC, olleHKy o0cOoO6eHHOCTeli TeueHMUs1 3abosieBaHUS U
3(PdEKTMBHOCTM MCIIOAb3YeMbIX BapMaHTOB JieueHus. B 1enom,
paiyoHanabHas apMakoTepanusi U MCIOJb30BaHMe MO IMOKa3aHUSIM
MHTEPBEHLMOHHBIX METOAMK (Xupypruueckoe jeuenue, CAA, UK/l u B
penkux cinyvyasax [IIKC) 103BOMAIOT IIOAYYUTH ONTUMAIbHbBIN
KIMHUYeckuii 3@ @exrt, MpeayrnpennuTb BO3HMKHOBEHME TSIKeJbIX
OCJIOKHEHMIA U YIAYUYIIUTh IIPOTHO3 Y 3HAUMUTEIbHONM Y4acTy OOJbHBIX
['KMII.



Kpurepumn orieHKM KayecTBa
MeIUIIMTHCKOM IMOMOIIM

Ne n/
n

KpuTepusa kavecTBa

YpoBeHb
ybeanTesnbHoCTH
pekoMeHaaumm

YpoBeHb

AOCTOBEPHOCTHU
AOKa3aTenbCTB

BbiMosIHEHa KOHCY/IbTauMs Bpa4yoM-KapAnoaoroMm

B

BbinonHeHa anekTpokapauorpadus He nosaHee
1 yaca oT MOMeHTa MOCTyN/eHNs B CTauMoHap

BbinosnHeHa axokapaunorpacdus

BbINONHEHO XONTEpOBCKOE UccnefoBaHue

BbinoniHeH  aHanu3  KpoBWM  BMOXMMMYECKUM
obuweTtepaneBTnyecknin  (KpeaTUHWH, T[OKO3a,
Kanun, HaTpun)

BbIMOMHEH aHanu3 KpPOBW MO OLEHKE HapyLUeHWi
JIMMUAHOIrO 06MeHa BUOXMMUYECKUIA

IIa

MpoBeaeHa Tepanus 6eTa-agpeHobriokaTopamu
n/nnu 6nokaTopamMm KasbLMeEBbIX KaHanoB u/nunm
MHIMBUTOPaMM aHIMMOTEH3WH MpeBpaLlaoLwero
depMeHTa W/nnnM  aHTaroHUCTaMuM peuenTopoB
aHrmoTeHsuHa II n/unm anypetnkamm (B pexunme
MOHOTEpPANUU UNU B peXMME KOMBUHMPOBAHHOM
TepanuuM  naumeHTaM, B  3aBUCMMOCTU  OT
MEAULUMHCKMX MOKasaHuii W npu  OTCYTCTBUMU
MeANLMHCKMX NPOTUBOMNOKA3aHUN)

BbinonHEHa KOHCy/bTauuMs Bpa4YOM-CepAEYHO-
COCYyAUCTbIM  XMpyproM  (nMpoBeaeH  aHanus
rnokasaHui 7] NpOTUBOMOKa3aHuMn K
xmp)yprmquKOMy neyernnto (CM3, CAA, OSKC wu
ap.

ITa

MpoBepeHa cTpatudukaums pucka BCC (B
[OCTYynHOM o6beme). OueHeHa Heo6XoaMMOCTb U
BO3MOXHOCTb wuMnaaHTaumm WKO Cc uenbto
npodunakTnkn BCC

10.

[JOCTUrHYTO ynydleHne COCTOSIHMSA NauMeHTa,
YMEHbLUEHNEe  BbIpaXXE€HHOCTU  CUMMMTOMATUKMU
3aboneBaHus
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IIpunoxeuue Al. CocraB padbouerii
I'PYIIIBI

ABTOpBI (pabouasn rpymmna 1o IIOArOTOBKE TEeKCTa
peKoOMeHan i)

1. T'a6bpycenkoC.A.— I.M.H., CTapIIMii HAYUYHbI COTPYAHUK MHCTUTYTA
kapguonornn wumenu AJLMsacHukoBa @PI'bBY PKHIIK M3 PO,
OO611eCTBO CIELMaINCTOB M0 CEPAEUHON HeJOCTATOYHOCTH.

2. AreeB @.T. - ng.m.H., ipodeccop, pykoBoauTeab HKO MHcTUTyTa
kapguonornu wumeHu A.JLMsacHukoBa @I'bBY PKHIIK M3 PO,
OO6111eCTBO CITELMaINCTOB M0 CepAeYHO HeOCTaTOYHOCTH!.

3. IToctHoB A.IO. - IO.M.H., pykoBomutenb Otaena cepaedyHO-
COCYOUCTOM  maronoruu  VIHCTUTYTAa  KapauOJOTUM  UMEHU
AJIL.MsicaukoBa ®I'bY PKHIIK M3 PO.

4. CaupmoBa M.A. — 1.M.H., rpodeccop, PyKOBOAUTEb JIabopaTopun
V31U Wuctutyta Kapauonorun wumeHu AJILMsicHukoBa @I'BY
PKHIIK M3 P®.

5.CmupHoBa M.J. - K.M.H., CTapliMii Hay4YHbIii COTPYAHUK
Nuctutyta kapauonoruu umenu A.JI.Msacanukosa ®I'bY PKHIIK M3
PO.

6. CokonoB C.®d. — K.M.H, BeOyliuil HayYHbI COTPYSHUK WHCTUTYTA
Kapauonoruu umenn A.JI.MscaukoBa ®I'bY PKHIIK M3 P®.

7. Crykanosa O.B. — K.M.H., CTapuinii Hay4YHbI COTPYOHUK MHCTUTYTA
kapanonornu umenu A.JI.Mscaukosa ®I'bY PKHIIK M3 P®.

Bce wienst PaGoueit rpynmbl IOATBEPAWINM OTCYTCTBUE
¢duHaHCOBOI NOAAEPKKU/KOH(UIMKTA MHTEpecoB, O KOTOPBIX
Heo0X0JMO COOOIINUTD.



IIpunokenmne A2. Metomosmorus
pa3spadOTKMU KIMHUUYECKUX
peKoOMeHaal i

PykoBOACTBa CYMMMPYIOT U OLI€EHMBAIOT BCE IaHHbIE, NOCTYIITHbIE Ha
MOMEHT HamMuCaHusI II0 OIIpeae/iIeHHON Teme C ILe/bIl0 IMOMOYb
paboTHMKAM 3ApaBOOXpaHEHMSI B BbIOOpe HaWIydlllell CTpaTeruu
JleyeHMsI KOHKPETHOI'O IIalleHTa C OIIpede/ieHHbIM COCTOSIHMEM C
VUYETOM BIMSHMSI Ha ucxopd 3abo/ieBaHMs, a TaKkKe COOTHOIIEeHMe
puck-3¢GeKTUBHOCTD oIpeneleHHbIX JMArHOCTUYECKUX "
TeparneBTUYEeCKUX OeMCTBUIL. PYyKOBOACTBA U peKOMeHOAlMM OOJKHbI
IIOMOYb PabOTHMKAM 3ApaBOOXpaHEHMS IIPUMHMMATh pelleHus B
eXeHEeBHOM KJIMHMYECKOM IIpakTuke. OOHAKO OKOHYATe/IbHbIE
pelieHus, Kacawlyecss  KOHKPETHOrO  IaliMeHTa,  JOJDKHBI
MIPMHUMATBCSI CO BCeli TOJHOTOM OTBETCTBEHHOCTM PabOTHUKOB
30paBOOXpaHEeHUsT C OOCYKIeHMeM C TMalMeHTOM U JIMIaMMU,
OCYIIECTBIISIOMMHA YXO[I,.

[IlpoBeleHO  KpuUTHUYeCKOe  M3yuyeHMe  AMArHOCTUYECKUX U
TepareBTUYECKUX IIPOLeayp, BKIOUASI OLIEHKY COOTHOIIEHMS PUCK-
1o/ib3a. YpPOBEHM yOeaUTeTbHOCTY PeKOMEHIAIMI M JOCTOBEPHOCTHU
I0Ka3aTeNbCTB OTAEeIbHBIX Ot AMAarHOCTUKY U JiedueHMs B3BellleHbl
M paHXXMPOBAHbI B COOTBETCTBME C OIpeAeeHHbIMM IIKajaMu (Tab.
11 u I12).

Ta6numa I11. YpoBHM YOeAUTETIbHOCTU PEKOMEHIAIIMIA.

YpoBeHb Onpepenexnne Mpeanaraemas

¢dopmynmposka

Knacc I [aHHble u/unn Bceobulee cornacme, 4YTO KOHKPETHbIN MeToZ PekomeHayeTcs
ONArHOCTUKK, JleYeHUs WKW  BMELWaTesbCTBO  3(PPEKTUBHBI, nokasaHo

Nnosie3Hbl N UMEKT NPENMYLLECTBA

Knacc II MpoTMBOpEYMBLIE AAHHbIE UM PACXOXAEHUS MHEHWE O Mosb3e/
3P PEKTUBHOCTU KOHKPETHOIrO MeToAa AMarHOCTUKN U NedyeHuns

Knacc BONbWWHCTBO  Aa@HHbLIX/MHEHWIA  TFOBOPAT O  nofb3e /[ LlenecoobpasHo
IIa 3¢ heKkTUBHOCTHU NMPUMEHSATb
Knacc [JaHHble/MHEHNS He cToNb YybeauTenbHO roBOPAT O nosb3e/ Mo>HO

ITb a(pdheKTUBHOCTHU NPUMEHSATb
Knacc III [OaHHble n/nnn Bceobllee MHeEHWE, 4YTO KOHKPETHbIA MeTop He

NIEYEHMS WM BMELWIATENIbCTBO HEe SABMAKTCSA MNONEYHbIMA U | peKoMeHAayeTcs
3 DEKTUBHBIMU, @ B HEKOTOPbLIX Clyyasix MOryT NPUHECTU Bpes

Ta6muia I12. YpoBHM HOCTOBEPHOCTH JOKA3aTEe/IbCTB.

YpoBHMU




A [aHHbIe MHOMOUYNCNEHHbIX PAHAOMU3NPOBAHHbIX nccneaoBaHnii UNM MeTa-aHann3oB

B | [aHHble 04HOro paHAOMW3MPOBAHHOMO UCCNEA0BaHUS UAN KPYMHbIX HEPAHAOMU3NPOBAHHbIX
nccnenoBaHuit

C CornacoBaHHOe MHEHME 3KCMNepToB W/Mnu HebonbluMe WUCCNefoBaHUS, pPeTpPoCneKTUBHbIE
HabnaeHns, perncTpeol

IleneBass ayauTOpPUA JAHHBIX KJIMHUYECKUX PEKOMEHI AL Mii:
1. Bpaun-kapanosioru

2. Bpauu-TeparneBTbl

3. Bpaum o6111eii mpakTUKu

4. CeMmeliHbIe Bpaun



IIpunoxeuue A3. CBsI3aHHBIE
OOKYMEHTBI

KP400. Xpounueckuii 6oeBoit cuuapoM (XBC) y B3pocCibIix
MalMeHTOB, HY>KIAMIMXCS B MaJ/IMAaTUBHOM MeIUILIMHCKOM TOMOIIU
(http://cr.rosminzdrav.ru/#!/schema/708)



IIpunoxeuue b. AIropmMTmMbI
BeOeHN MaleHTa

PucyHOK 2. AITOPUTM AMArHOCTUKY U BefeHMsT 60abHbIX [KMII

INaupent
C MOJ03pEHHEM
ma [KMII

h J

HuarnocTaka
Kounnexkcroe obcnegoranme

[Iponomrxenue
AHATHOCTHIECKOTO TIOHCKA
B PAMEKAX APYTOTO BOZMOMKHOTO
3aboIeEaHnT

Her

Huarmoz
NOATECEIEHT

Xuapypradecros
IedeHHE
(o moxazaHEIM)

Het Jeuenne

abdertrEHO?

PapmarkoTeparms
Habmogenne
IMpodunarTara

KoncepeaTueHOE
IeYeHHe
(bapMakoTepanHa)
Habmopenne

IIpomomxenne
dapmakoTepanuH

|

Habmopenme
Ipodmuraxrara




ITpunoskenue B. Undopmanmsa nisa
IanieHToOB

bonpumimHcTBO nmopent ¢ 'KMII BegyT HOpManbHYIO U IIPOLYKTUBHYIO
XKM3Hb, HE MMEIT CUMIITOMAaTUMKU U OTpaHMYEHUIT (HU3UYEeCKOon u
MHOWM aKTUBHOCTH, a MPOAO/DKUTEIbHOCTh KM3HM HE OTIMYAeTCS OT
cpepHeit B momyisiuyuu. Ho y HeG0/IbIIOTO Unc/ia pa3BMUBAETCs TSKEas
CUMIITOMAaTHMKA U MMeeTCsI BbICOKUI PUCK OCIOXKHEHU 3a60/1eBaHMs,
B vactHoctu puck BCC. Ilpu sTOM 0COOYIO TPYHITy IIPEeACTaBISIOT
HOCUTENM TeHOoTuNna u QeHOTUNMUEeCKUX IIPOosSiBIeHuii Ooe3HH,
aKTMBHO  3aHMMAWILIMecs  COPeBHOBATE/JbHbIM  CIIOPTOM U
npodeccroHanbHOM Pr3MIecKoii IesaTeIbHOCTHIO.

He3aBucuMMO OT TSDKECTM TpOSIBIeHUIt O60le3HM BaskHO, UTOOBI
MalMeHThl MOayYaay MOAIEePsKKY M B3BellleHHble PeKOMEeHIALM OT
CeMeNHBIX Bpaueil U HOPYrMX CIEHMaJNCTOB, UYTOOBI MX CaMMUX
MOOLIPSIIM TOHMMATh ¥ KOHTPOJIMPOBATH CBOM CUMITOMBI. IIpu
HeoOXoIMMOCTHU (HaTlpumep, Ipy IJIaHMPOBaHUM 6epeMeHHOCTI) OHU
IOJKHBI OBITH HAIIPaBJIeHbI K CIIELMaIMCTaM IPYTUX CIYKO.

B Tabmuie 4 oTpaskeHbl HEKOTOpPhIE KJIIOUEeBble MOMEHTbHI, KOTOpbIE
clenyeT OOCYOUTb C TalMeHTaMM, POACTBEHHUKAMM U JIUIIAMU,
OCYIIECTBJISIIOIIMM YXO[I.

Tao6nua 4. O61Ie peKoMeHIaIuy 10 06pasy KU3HM IS TTal[MeHTOB
¢ T'KMIT

O6nactb O6wume pekoMeHaaUumn

Harpyskmu MaumeHTbl AO/KHbI KM36eratb COPEBHOBATE/IbHOrO CropTa, HO  AOJIKHbI
noaaepXmBatb 06bl4HbIN 06pas XKn3HU

PekomeHaaummn rno 0340poOBUTENBHON aKTUBHOCTU AOJ/KHbI 6bITb OCHOBaHbI Ha
CMMNTOMaTMKE W CBSI3@aHHbIX C 60Ne3Hb OCNO0XHEHWIH, BKAOYash PUCK
BHE3amnHOM cepAe4yHolr cMepTn

OveTa MauneHToB cnefyeT NOOWPATL NOAAEPXUBATL 340POBbIN MHAEKC MaccChl Tena
Bonbwne o6beMbl MULWKM MOTYT Bbi3biBaTb 60K B rpyAHON KieTke, 0CO6eHHO
y 6onbHbIX ¢ OTKMM

YacTtoe ApobHoe nTaHne MoXeT bbITb pelieHneM Npobnemsl

Cnepyet nsberatb germgpataumn n npuéma 601bLIOro KoAM4yecTsa ankorons,
ocobeHHO nauueHTam ¢ OTKMI

3anop - AOBOJIbHO YacTbi NO6OYHbIM 3dhdeKkT BepanamMmna/amsonmpammaa u
[O/DKHbI KOHTPO/NIMPOBATbCS AMETOW W, ecnn HeobxoAuMOo crnabuTenbHbIMU

cpeacTsamm
CekcyanbHas Y nauveHToB JAO/MKHA OblTb BO3MOXHOCTb 06CYAWTb WX COMHEHMs B
aKTUBHOCTb OTHOLLEHMM CeKCyaNlbHOM aKTUBHOCTM. BecnokoicTBo M Aenpeccus nocne

YCTaQHOB/IEHUSA [MarHosa BCTPeYalTCss 4acTo, M MHOrMe nauueHTbl MOryT
Bblpa)kaTb YyBCTBO BMWHbI, CBSI3@HHbIA C FreHETUYECKMM AMArHO30M WWN CTpax
nepenaTb 3aboneBaHue AeTAM.

ﬂau,meHTaM cneayeT 3Hatb O BJIMAHUKM NeKapCTBEHHbLIX MpenapoaTtoB Ha UX
CeKCyasibHYH aKTUBHOCTb.

B uenoM, naumeHTam cneayetr usberatb nNpuémMa  UHrMOUTOPOB
docdoamacTepasbl, ocobeHHO ecnun ectb OBTJ/TXK




KypeHune

HeT AaHHbIX, MOKa3sbiBalOLWMUX CBA3b TabakokypeHuss n F’KMIM, HO naumeHTam
cnepyeT npepocrtaBnAtb obuwylo uHdopMauuio No puckaMm Ans 340poBbS,
CBA3@HHbIM C KypeHnem

JlekapCTBEHHbIe
npenapaTbl

MaumeHTamM cneayeT 3HaTb 06 MX NeKapCTBEHHbIX Mpenapartax, BKk4as
BO3MOXHble MOBGOYHbIE AEWCTBUS M B3aMMOLAEACTBUS MeXAY Ha3Ha4Ye€HHbIMMU
npenapaTtamu, Bkato4vas bespeuenTypHblie, U APpYrMMU BUAAMU NEYEHUSA

Mpu BO3MOXHOCTM NaumeHTam cneayetr usberaTb nNepudepuTUecKmnx
BasoamnataTtopos, ocobeHHo npu OIFKMIM

BakunHauymsa

B oTcytcTBUM I'IpOTVIBOI'IOKaBaHMl‘;I nauneHTaMm cneagyetr pexkoMeHaoBaTb
€XerogaHymw BakuMHauuio oT rpynna

BoxaeHne

BONbWWHCTBO NauMeHTOB MOryT nosyyaTtb 06blYHble BOAMTESNbCKME npaesa "
MOryT npoaosXxatTb BOAUTb MallUHY, €C/lIM Y HUX HET 6ecnokooWwmnx n u
MHBannaAn3npyrumnx cCMMNToMoB

Mpodeccus

BoNbLWNHCTBO 60/1bHbIX C FKMMN MOryT npoaokaTb nx
06bIYHYlOAEATENbHOCTL. BnvsHue TsHkénol pydyHou paboTbl, KoTopas TebyeTt
6onbwnx dusmyecknx ycumnun, cneayet o6CyauTb C COOTBETCTBYOLMM
cneunannctoMm (AN HEKOTOpbIX BMAOB  AEATENbHOCTM, TakKMX  Kak
NWIOTMPOBAHME, BOEHHAs M HeOoTNoXHas Cnyx6bbl, CywecTBYOT CTporue
orpaHuyeHus). BnuaHue reHetmyeckoro auarHosa KMIT Ha couwnanbHyto U
(UHAHCOBYO XW3Hb AOMKHO 6bITb 06CYXAEHO C POACTBEHHMKAMW 60MbHbIX
00 NPOBeAEHUS KIIMHUYECKOrO UM FEHETUYECKOro CKPUHUHIa

CtpaxoBaHue
KU3HU

OvarHo3 TKMI MoXeT npuBecTn K 3aTPyAHEHUAM MOJIyYEHUS CTpaxoBaHUs
XWU3HW WM 3noteyHoro kKpeauTta. CneayeTr faBaTb COBETbl MauUMEHTY B
COOTBETCTBUM C 3aKOHOAATENbCTBOM, AENCTBYIOWMM B KaXXAOW CTpaHe

ObyueHue

YuntensM u ApyroMy nepcoHany crneayeT fAaBaTb pPeKOMeHaaumm w
NUCbMEHHY0 MHMOopMaumo 06 ocobeHHocTaX aeter ¢ TKMI. B otcyTcTBUe
CMMNTOMOB M (haKTOpPOB puUCKa AETAM c/leAyeT pa3pelunTb y4yacTBoBaTb B
hU3NYECKON aKTUBHOCTU Ha BO3ayXxe OT HebonbloW A0 cpegHen CTeneHu, B
COOTBETCTBMWU C peKoMeHAauMssMn ux Kkapamonora

Jetm c TpygHOCTSMM B  OBy4YeHMM U APYrMMKU  Ccleunduyecknmn
NoTpebHOCTAMKN A0MKHbI BbITb 06ecnedyeHbl BCEM HEOOX0ANMbBIM




IIpunoskenue I'.

Ta6nauma 7. PekoMeHiyemblie cxeMbl iedeHMst 601bHbIX TKMIT b-AB u
QHTAroHMCTAaMU KaJbLI VS

MpenapaTt HauyanbHas LleneBas no3sa
no3sa

- nponpaHonon** 60-80 Mr/cyTkmn 240-320 mr/cyTku

- MeTonponon** 12,5-25 Mr/cyTku 50-100 Mr/cyTku

- aTeHonon** 25-50 Mr/cyTkun 150-200 Mr/cyTkm

- buconponon** 1,25-2,5 mMr/cyTkmn 5-20 mr/cyTku

- Bepanamun** 60-120 Mr/cyTku 240-480 mr/cyTku

- NpPOSIOHIMPOBaHHbIE dopmbl 120 Mr/cyTkmn 240-480 Mr/cyTku

BepanamMmna** 60-120 Mr/cyTKku 180-240 Mr/cyTkmn

- aunTnasem**

PucyHok 4. AaroputMm orlipenejieHus IMOKa3aHUil K MMILIAaHTalUU
VK 60npabiM 'KMIT.

IMEBHYHAA ITPOPHIAKTHEKA BTOPHUYHA A MPOPHIAKTHRA

#» OcTaHoEKa cepama
ecaegcTeHE A1 mom DR
» CrioHTaHHAd yeTOHIHEBAT AT,
MIPHEOOAIIAA K 00MOpPOKAM H

PexomengyeMoe obcaemoBaHme:

- Apammes
- 3XO0-KT, I3X0-KT

- 24-48-gacosoii momuTopHHT KT’

TEMOIHHAMHYECENM HAPVIMEHHAM

'

» Bozpacrt

TTepemennsie mo mxate «HCMRiskSCDi:

o Cemelineri agamme: BCC

#» Heobracammele obMopoksa

» I'paguent garnenna g BTJDK

# MaxceEMmaTeHa® TommHHEA cTeHEH JLE

# Heycroiimmeas KT mo gammena CMBET

Ozaimaemag

TMPOAOCEHTENRHOCTE KH3HE=] roga

# Tuamerp meEoro mpeacepaEs Pexomengyerca K]
v
Bamn mo mrane « HCMRi1skSCD-
HM3KHI PUCK || [IPOMEKYTOYHBI
3-TMETHHHA PHCE 5-TETHHH PHCK
= 4% =4 % u<6%
HKIO HKT
DDETIHO MOEET OEITE
He [I0KazaH PEKOMEHTOBAN

Pucynok 3. Anroputm jeueHus: 6onbHbiXx ['KMII B 3aBUCMMOCTU OT

BapMaHTOB KIIMHNYECKOT'O TeYEHMNS.




Tonyaaoua Goaeasix TEKMII

JdeTansHoe KIHHHKO-HHCTPYMEHTATLHOe 00cIeoBaHHe
Onpegenenne THKECTH KIHEHYECKAX OPOABIeHAH, TedeHAN, MPOTrHO3a
CrparadHkanua pucKka BHe3aNHOH CMepTH
Kommnexcroe IX0-KI', sxmoqan X 0O-KT (TMIOLL JBII, TMI-3X0-KI'), MPT
Cyrounoe momaTopupoeadne JKI , Harpysounsni Tect
Homomaurensasie Hecnegosammna: O3KT, KBI', xounertpaimma HYII & nnasye kpoen

¥ v v ¥
BeccumnromuOe CrabuanHoe Iporpeccupyiomes Bricokmii pack
TedeHHe TedeHHe TedeHHE
- .. . BCC
(aHzKHE pHCE) (aH3KHH pHCEK) (opoMexyTOIHLIH PHCE)
! . ! !
T emeTHgeCcKHe H Habomogeane Habmoagerne PrOprLTIIET
deHOTHIITECKHE H JIeUeHHE: H IeUeHHe! MIPEeCcepIHE: HMynnasTanmms
TPH3HAKH p-Ab, [f-AB, KapaHOBEpPCHA, 15131
0e3 KIHHHYECKHX | | Bepamanr®* pepamanmt®**, | korrpoxs UCC,
OpPOABTEHHH: HIH oEzomHpaMHa*® |aHTHKOA Y IAHTEL
HabIHIeHHE OHITHAZEM** coTatox®** umH

«Konednan crammay»

JamsHefimes nporpeccHPOBAHHE 3a00IEBAMHA,
npucoeaHHeHHe cHeTommYeckol CH TEMII

(HeaddeKTHEHOCTE MeIHKAMEHTOZHOTO JICHUeHHT) Cranpapraas Tepammna
Heobcmpyxmusnas TKMII: Ctangapraas Tepama CH CH
Obempyvremuenas TRMIT Tpaucmianramms
Crangapraaz Tepamss CH cepaua
Kupvyprageckoe u wHEazueHoe neueane (CM3, CAA . TIBKC)




