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BBenenue

Kapanomuonaruu (KMII) — rpynma 3a0osneBanuii, mpyu KOTOPHIX IEPBUYHO
NIOpaXKaeTCs MUOKAPJ, U 3TO MOpakeHUe He siBisieTcs cnencrsuem BIIC,
npUOOPETEHHBIX KiIanaHHbIX MOpokoB, Al', UBC, nopaxxenus nepukapaa. @axt
TOTO, YTO MYTAllMM OJHUX U TEX K€ T€HOB MOTYT IIPUBOJUTH K Pa3BUTHIO
paznuunbix THIOB KMII 1 BHekapananbHbIX (PEHOTUIIOB, TOBOPUT O CIOKHOCTH
naToreHes3a 3a00JeBaHUs U MMOAUYEPKUBACT POJIb JPYTUX TE€HETHUYECKHUX (PaKTOPOB U
daktopoB BHemHe# cpensl. Kiaccudukanus kapauomuonatuit (WHO, 1995)
[lepBruyHBIE KapIMOMUONIATHH

e Jlunararmonnas kapauomuonatus (JIKMII).

e ['uneprpoduueckas kapaunomuonatus (I'KMIT).

e PectpuktuBHas kapauomuonatust (PKMII).

e ApuTMOT€HHas JUCIUIa3us mpaBoro xemyaouka (AAIDK).
e Henuddepenuupyemble KapAMOMHOIIATHH.

Crneunduueckue KapaAMOMHONATUHN (aCCOLIMMPOBAHHBIE CO CIIEUU(PUUECKIM
CUCTEMHBIM WJIM HECUCTEMHBIM 3a00JI€BaHUEM )

e lmemnueckas KMII. e Knanannas KMII. e ['nneprensnBnas KMII. e
BocnanuTenbHas (MHPEKIIMOHHOTO U ayTOMMMYHHOTO TeHe3a). ® Merabonnueckas
(runo/runeptupeos, akpomeranus, peoxpomouutoma, C/I, 0oe3HM HaKOIUICHHUS,
reMoXpoMaro3, 1euiuT (PaKTopoB MUTAHUS, DICKTPOIUTHBIN JUCOATIAHC).
KMII npu cucteMHbIX 3a007€BaHUAX COeIMHUTENbHOMN TKaHu. ¢ KMII npu
HeHpoMBIIIeYHbIX 3a00ieBanusX. ® Toxkcnueckue KMII. o TTocneponoBas KMII.

[Tockomnbky B knaccudukaruu BO3 ot 1996 rona He ObLT OTpakeH reHETHYSCKUI
xapakTtep 3a00JIeBaHUs, K HACTOSIIIIEMY BPEMEHHU CIIOKHUIUCH TTPEATOCHIIKH JIJIS
TIepeCMOTpa WIIHM JTIOTOJTHEHUS dTON KIacCU(pUKAIIHH.

I'eneTuyeckue 0CHOBBI Kapauomuonatuii. [locnennue qocTxeHus B 00y1acTu
M3YUYEHHUS ITUOJIOTMH U TTATOTeHE3a KapAMOMHUONATUH OTPAKEHBI B IBYX
KIaccuukanuax, mpeaioxkeHHbx Amepukanckoi Accormarueit Cepama (AAC)
u EBpomnetickoit Accommanueit Kapauomnoros (EAK) (Maron B.J. et al., 2006;
Elliott P. et al., 2008). [IpeumyiectBaMu KiacCu(UKaIIMOHHOTO MOIX0/1a,
npeioxkeHHoro AAC, siBIsieTCs TO, YTO B €T0 OCHOBE JIEKUT ITUOJIOTUS
3a00J1eBaHUI ¥ TTOJAPOOHO OTPaXKEHbI TeHETHYECKHUE MPUUUHBL. B kinaccudukammm
EAK (2008) Boinenersl MOppopyHKITMOHAIBHBIE KIIACCHI, YTO JIETAeT TaHHbBIN
MOIXO0/1 KIIMHUYECKH OPUEHTUPOBAHHBIM, YIOOHBIM JIJIs1 ICTIOJIL30BAHUS B
ITIOBCEJHEBHOM KIIMHUYECKOU IPAKTUKE



Kapanomuonatuu (KMII) — rereporennas rpyrina 3a0ojieBaHUN
MHUOKapa, aCCOIMUPOBAHHBIX ¢ MEXAHUYECKOUW W/HIIN AJIEKTPHUICCKOM
TUCHYHKITUEH, TPH KOTOPHIX 0OBIYHO (HO HE BCET/Ia) BHISIBISICTCS HEaJeKBaTHAsS
runepTpodus JEBOTO W/UIIH TIPABOTO YKETYT0YKOB WIIH JUJIaTaINs BCICACTBUE
Pa3HOOOPA3HBIX MPUYHH, YACTO SBJISTFOIIMXCS TCHETUICCKIMHU.

BaxHoe nomnonHeHne: BpOKAECHHbIE U TPUOOPETEHHBIE KIIallaHHbIE TOPOKH, AT,
NBC, 3a605eBanus nepuxapaa JOJIKHbI ObITh UCKITIOUEHBI KaK TPUYHHA
BBISIBJICHHBIX U3MEHEHUH, HO MOT'YT IPUCYTCTBOBATh KAK COMYTCTBYIOIIAS
NaTOJIOTHS.

B nacrosiee BpeMs u3zBecTHO Oosiee 60 reHOB, ONOCPETYIOIUX Pa3BUTHE
pa3nuyHbIX Kapanomuonatuid. DeHoTunueckre NposiBICHUS KapAHOMHUOIATHH
4aCcTO 3aBHUCAT OT BO3pacTa, oja, (hakToOpoB cpeibl, KOMOPOUIHOCTH.
Knaccudukanus MOGE(s) ot 2013 roga 6a3upyercs Ha OCHOBE IBYX
BBIILICTIEPEUNCIICHHBIX KJIACCU(UKALMOHHBIX MOAX0/10B. HecOMHEHHBIM
JIOCTOMHCTBOM SIBIISIETCS] BO3MOXKHOCTH (DOPMAaTM30BaHHOTO OMTUCAHHMS
KapJAMOMHUOIIATHHN U B IIEJIOM HO30JIOTHH, @ TAK)KE BOBMOXHOCTH B XOJI€
JUHAMHYECKOT0 HaOJI0eHUS 3a MAllMEeHTOM JIOTIOJIHATh U KOHKPETU3UPOBATh
OIMCATEIbHYIO CXEMY Te€UeHUs 3a00J1eBaHuUsI.

Knaccuduxanus MOGE(s) yuutbiBaeT 5 XxapakKTepUCTHK KapIUOMHUOIIATHH:
MopdodyukimonansHbii kiace (I'KMII, IKMII, PKMII, u 1.1.) (M); nopaxxeHue
opraHoB (O); reHEeTUYECKUH, B TOM YUCJIE CeMEIHBIN, xapakTep HacnegoBaHus (G)
Y TOYHYIO ATHOJIOTHYECKYIO XapaKTEPUCTUKY C MOJIPOOHON HHPOpMALIHEH O
reHeTH4ecKkoi uiu HereHetnueckoi npudnHe (E); Takske MOKeT ObITh 100aBIeHa
uHdopmaIus 0 PyHKIIMOHAIIBHOM COCTOSTHUHM MHOKap/a (S), KoTopoe OMUCHIBAIOT
C UCIOJIb30BAHUEM CTaJUN CEPACYHON HEAOCTATOUHOCTH A-D, npensioxkeHHbIX
Awmepukanckoi Komnerueit Kapanonoros/Amepukanckoi Accomuaruend Cepamna
(ACC/AAC) 1 QyHKIMOHATBHBIX K1accos I-1V, npemnosxenusx Hpio-Mopkckoit
acconmanuent cepana (NYHA). Jlo6asnenue (S) octaBunu (akyibTaTUBHBIM, €T0
CJIEAYy€eT UCTOJb30BaTh [0 YCMOTPEHUIO JISHAIErO Bpaya.

O6o3HaueHne «MoppoPpyHKITMOHANBHBIN» (M) onpeenseT onucareabHbIN
nuarao3 penoruna (MD = nunaranronHas kapauoMmuonatus; MH =
runeptpoduueckas kapauomuonatus; MA = apuTMOreHHasi MPaBOXKEITYJ0UKOBAs
(IDX) xkapauomuonarus (AIDKK) wnu apurmorennas aucmiasus cepana (AC);
MR = pectpuktuBHasa kapauomuonatuss; MLVNC = uzonupoBanHas
HekomnakTHOCTH JIDK). Bo3MoKHO onmcaHre cMEIIaHHBIX (PEHOTHIIOB: JUJIATAIIHS
+ pectpukius, runeprpodus + mutaramus (MD+R nnmu MH+D). Takxe moryT
OBITH 100aBJICHBI CIICIU(PUYHBIE 111 KOHKPETHOTO 3a00JICBaHUS KIMHUYECKUE, B
tom unciie DKI', Mapkepsl, HarpuMep, aTPUOBEHTPUKYJIIPHAS 0J10Kaaa, CUHIPOM
Bonbga— [Tapkuncona—Yaiita (WPW) u ap. [lopaxkenust opranos (O)
JOKYMEHTHUPYIOT KaK opakeHus uckirountenbHo cepana (OH). BuekapauanbHbie



MOPAKEHUS MOT'YT OBITh OITUCAHBI C TOMOIIIbI0 0003HAYEHU OPTraHOB/CUCTEM,
Takux Kak ckenetHble Mblbl (OH+M), opranst ciyxa (OH+A), nouku (OH+K),
HepBHas cucreMa (OH+N), neuens (OH+L), sxenyq0uHO-KUILIEUHBIN TPAKT
(OH+QG), xoxa (OH+C), 3putenshas cuctema (OH+O) unu OH+MR nns ciyqas
3aJIepKKA YMCTBEHHOTO Pa3BUTHSA. 3JI0POBbIE HOCUTEIHN MyTallud MOTYT OBITh
ormucanbl kKak (O0). 'eneTnueckuii, uam ceMeitHbIi, xapaktep HaciaegoBaHus (G)
npeaocTaBisieT nHGopMaIuo 06 ayTocoMHO-AoMHHAHTHOM (GAD),
ayrocomHopeneccuBHoM (GAR), X-cuemnennom (GXL), X-cuenieHHOM
peueccuBHOM (GXLR), X-cuemnennom nomuaantHoM (GXLD) nHacnenoBanuu
VI HacJIeNOBaHUU 10 MatepuHcKor muHuu (GM). Tepmun «cropaandecKuin
(GS) yka3bpIBaeT UCKIIOYUTEIHLHO HA HECEMEUHBIN XapakTep 3a00JeBaHUs UIH
3a00JIeBaHNE, UMEIOIIEECs y OJHOTO WIEHA CEMbH, KOT1a HHGOpMaIus Win
JTAHHBIE 110 APYTUM YJe€HAM CEMbU HEJOCTYIHBI (U HE OYIyT IOCTYIIHbI).
Otunonorudeckas xapakrepuctuka (E) 7o0aBisieT kK ONMUCaHUIO JICKAITYIO0 B OCHOBE
3aboneBanus npuuuny. Hanpumep, renerudeckas (EG) atuonorust MoxeT ObITh
OIKCaHa C MOMOIIbI0O KOHKPETHOTO OMOCPENYIOIIETO pa3BUTHE 3a00JIEBaHUs T'eHA
U MyTaluu (MyTaiuii), kak B ciydae capkomepHoid ['KMIT (EG-
MYH7[p.Arg403Glu]), Tak u dheHokonuit, HampUMep, CEMEHHOTO
TpanctupetuHoBoro amuiaonao3a (EA-TTR[p.Val30Met]) u T.1. DTHOIOTHYECKAS
JeTanu3alus MOXKeT BKItouaTh noHstue HeHocurelnb (EG-Neg), ecnu pe3ynbrat
TeHETHYECKOro Tecta oTpuiiaresieH. [Ipuunna 3ab601eBaHns MOXKET ObITh
HETE€HETUYECKOM, HaIpUMED, U30JIMPOBAaHHOE NOpakeHUe cepana npu AL-
amunongo3e. [lokazarens «S» OTpakaeT TSHKECTh XPOHUUYECKOUN CepIeuHON
HEJOCTATOYHOCTH.

T'NINEPTPO®UYECKASA KAPANOMUOITATHUSA ['KMII — HeoObsicHuMas
runeptpodus sesoro (JK) n/wnu npasoro xenynouxkon (IDK) npu HopMansHOM
WM YMEHBIIEHHOM pa3Mepe MOJ0CTeN cepAlla U OTCYTCTBUM IPYTUX
KapAMOJIOTMUECKHUX WIIM CUCTEMHBIX 3a00JIEBaHUN, KOTOPbIE MOTYT BbI3BATh
NOJ00HYI0 BEIMYUHY TUIEpTpoPuu (= 15 MM) MO AaHHBIM dXOKapauorpapuu
(Ox0KT'). TKMII moxeT ObITh TMarHOCTUPOBaHA B JTIOOOM BO3pacTe, HE3aBUCUMO
OT I10JIa ¥ PACOBOW NMPUHAJIEKHOCTH.

Kapauommonaruu (KMII) — rereporennas rpymma 3a0ojieBaHUiI MUOKap/Ia,
aCCOLIMMPOBAHHBIX C MEXaHUYECKON W/WIIH 3IEKTPUUECKON nuCcyHKIUEH, npu
KOTOPBIX 0OBIYHO (HO HE BCET/a) BISABISCTCS HeaJleKBaTHAs runepTpodus JIeBOro
W/WJTU TIPABOTO JKETYTIOYKOB WIIH UJIaTaIis BCICACTBUE Pa3HOOOPA3HBIX MPUYHH,
4acTO SBJIAIOMINXCA T€HETUYECKUMU.

Baxxnoe nononHeHre: BpOKACHHbBIE U TPUOOPETEHHbIE KiIallaHHbIe MOPOKH, Al
NBC, 3a005eBanus nepukapa JOJKHbI ObITh UCKIIOUEHBI KaK IPUYMHA
BBISIBJICHHBIX U3MEHEHMM, HO MOTYT IPUCYTCTBOBATh KaK COITYTCTBYIOIIAsS
natoJsiorusi. B HacTosiee BpeMs usBectHo Oosee 60 reHoB, OMOCPEeAYIOIINX



pa3BHUTHE PANMUYHBIX KapaAuoMHuoNaTuil. DEeHOTUITHUYECKUE TIPOSBICHHUS
KapJIMOMHOIIATHH YaCTO 3aBUCAT OT BO3pAcTa, 1mosja, (paKTopoB Cpesbl,
koMopOuaHocTH. Knaccudpukamus MOGE(s) ot 2013 rozna 6a3upyercst Ha OCHOBE
JIBYX BBIIIEMIEPEUUCICHHBIX KIIACCH(PUKAMOHHBIX MOAX010B. HecoMHEeHHBIM
JIOCTOMHCTBOM SIBIISIETCSI BO3MOYKHOCTD (DOPMAaTM30BAaHHOTO ONTUCAHMSI
KapJAMOMHUOIIATHHN U B IIEJIOM HO30JIOTHH, a TAK)KE BOBMOXHOCTh B XOJI€
JTUHAMAYECKOTO HAOIIOACHUS 32 MAIMEHTOM JOTOIHITh M KOHKPETU3UPOBATh
OIMCATENBHYIO CXeMY TCUCHHs 3a00JICBaHUSI.

Knaccudpukanus MOGE(s) yuuTsIBaeT 5 XxapaKTepUCTUK KapJUOMHONIATHH:
MopdodyukimonansHbii kiace (I'KMII, JIKMII, PKMII, u 1.1.) (M); nopaxxeHue
opranoB (O); reHeTUYECKUi, B TOM YUCJIE CEMEUHBbIN, XapakTep HacnenoBanus (G)
¥ TOYHYIO ATHOJIOTUYECKYIO XapaKTePUCTUKY C MOJIpOoOHON nHbOpMaIHel o
reHeTn4yeckou nian HereHetnueckoil npuunne (E); Takske MoxkeT ObITh 100aBIeHa
uH(popmaus 0 PyHKIIMOHAIIBHOM COCTOSIHUM MHOKap/a (S), KOTOpoe OMUCHIBAIOT
C UCTIOJIb30BAaHUEM CTaJAMM CepieyHON HEeA0CTATOYHOCTH A-D, MpennoKeHHbIX
Awmepukanckoi Komnerneit Kapanonoros/Amepukanckoi Accornumanueit Cepana
(ACC/AAC) u dyHKIMOHAIBHBIX K1accoB I-IV, mpennoxennsix Hpio-Mopkckoii
acconuanueit cepana (NYHA). lob6asnenue (S) octaBuin GpakyibTaTUBHBIM, €TO
ClIelyeT UCTIOIB30BaTh M0 YCMOTPEHHUIO JICUAIETO Bpaya.

O6o03Hauenne «MophodyHkIMoHaTBHBIN» (M) onpenenser onucaTenbHbIN
nuarno3 penotuna (MD = nunaranvonHas kapauomuonartus; MH =
runeprpodudeckas kapauomuonarus; MA = apuTMoreHHas paBOKelIy104KOoBast
(IDK) xkapauomuonatust (AITKK) win apurmorennas aucmiasus cepana (AJC);
MR = pectpukruBHas kapauomuonatus; MLVNC = uzonupoBanHas
HekomnakTHOCTH JIDK). Bo3MOKHO onmcannue cMeIaHHbIX (PEHOTUIIOB: JUJIATAIINS
+ pectpukuus, runeprpodus + gunarauus (MD+R nnu MH+D). Takxe moryt
OBITH JOOABIICHBI CICU(PUIHBIC JIsI KOHKPETHOTO 3a00JIeBaHNS KIIMHUYECKHE, B
toMm unciie DKI', Mapkepsbl, HarpuMep, ATPUOBEHTPUKYJIIpHas 010Kaaa, CUHIPOM
Bonbda— [apkuncona—Yaitra (WPW) u ap. [lopaxkenus opranos (O)
JIOKYMEHTUPYIOT KaK MmopakeHust uckirountenbHo cepana (OH). BuekapauansHbie
MOPAKEHUS MOT'YT OBITh OITMCAHBI C TOMOIIIbI0 0003HAYEHUN OPTraHOB/CUCTEM,
TakuX Kak ckenerHbie Mbliel (OH+M), oprans! ciiyxa (OH+A), nouku (OH+K),
HepBHas cucreMa (OH+N), neuens (OH+L), sxemy104HO-KUIIIEUHBIN TPAKT
(OH+QG), xoxa (OH+C), 3putensHas cuctema (OH+O) unu OH+MR nns ciyqas
3aJIepKKA YMCTBEHHOTO Pa3BUTHS. 3J0POBBIC HOCUTEIN MYTallUd MOTYT OBIThH
onucanbl Kak (O0). ['eneTnueckuit, uiam cemenHpli, xapakrep HaciaeaoBanus (G)
npenocTasisieT nHdopmaIuo 06 ayTocoMHO-I1oMHUHAHTHOM (GAD),
ayrocomHopenieccuBHOM (GAR), X-cuemiennom (GXL), X-crenieHHoM
peueccuBHoM (GXLR), X-cuemiennom nomuHanTHoM (GXLD) HacnenoBanuu
WJIU HACJE0OBaHUU 110 MatepuHckoi tuHuu (GM). TepMuH «criopaaindecKuii»
(GS) yka3bIBaeT UCKIIOYUTEILHO HA HECEMEMHBIN XapakTep 3a00IeBaHUs WU



3a00JieBaHUE, UMEIOLIEECS Y OJHOTO YJIeHa CEMbH, KOT1a MH(OpMAaIus WiK
JaHHbBIE TI0 APYTUM WIEHAM CEMbH HEIOCTYIHBI (M HEe OYyT AOCTYIIHBI).
Ortuonorudeckas xapakrepuctuka (E) qo0aBisieT kK onucaHuio Jexkalryto B OCHOBE
3aboneBanus npuanHy. Hanpumep, reaetrdeckas (EG) atuonorust MoxkeT ObITH
OIKCAaHA C MOMOIIbI0 KOHKPETHOTO OMOCPEAYIOLIEro pa3BUTHE 3a00JI€BaHUsI TeHa
U MyTaluu (MyTanui), kak B cirydae capkomepHoit 'KMII (EG-
MYH7[p.Arg403Glu]), Tak u dheHokonuii, HaIpUMep, CEMEHHOTO
TpancTupetuHoBoro amunonnosa (EA-TTR[p.Val30Met]) u 1.. DTHoNOTHYECKAS
JeTanu3alus MOXKET BKItouaTh noHsTue HeHocutelb (EG-Neg), ecnu pe3yiabraTt
TeHEeTUYECKOTO TecTa oTpuliaresneH. [Ipuunna 3a0051eBaHrs MOKET OBITh
HEreHEeTUYECKOM, HallpuMep, U30JIMPOBaHHOE MOpakeHue cepama npu AL-
amuoungo3e. [Tokazarens «S» oTpakaeT TAKECTh XpPOHUYECKOH CeplIeUHOM
HEJOCTATOYHOCTH.

[UITEPTPOOUYECKASA KAPJUOMUOITATUA I'KMII — HeoObsicHuMas
runeptpodus gesoro (JIXK) u/unm npaBoro xkenynouxos (IDK) npu HopmansHOM
WJIM YMEHBIIEHHOM pa3Mepe MOJIOCTEN CepAla U OTCYTCTBUH IPYTUX
KapIMOJIOTHYECKUX UM CUCTEMHBIX 3a00JIeBaHUM, KOTOPHIE MOTYT BbI3BaTh
MOJ00HYIO BEIMUUHY TUNIEpTpoPuu (> 15 MM) 1o JaHHBIM dX0Kapauorpaduu
(Ox0KT'). TKMII MoxeT ObITh AMArHOCTHPOBaHA B JTF00OM BO3pacTe, HE3aBUCUMO
OT I0JIa U PACOBOM MPUHAIUICKHOCTH. [ unepTpodudeckast Kap JMOMHOTIATHS
('KMITI) — aT0 reneruueckoe 3a00JI€BaHUE C AyTOCOMHO-IOMUHAHTHBIM TUIIOM
HacJIeJIOBaHUsI, MPUUUHONU KOTOPOTO sBIsItOTCs Oosee 1400 myTanuii kak
MUHUMYM B 11 reHax, KOJUpyoOIIMX OCJIKH capKoMepa U capKoMep-
aCCOLIMMPOBAaHHbIE OENKH, OTBETCTBEHHBIE 32 KOHTPAKTUIIbHYIO (DYHKIIMIO CEpILa.
OnucanHble reHeTHYeCKHe Ne(EeKThl XapaKTEPUIYIOTCS Pa3HOM CTETIEHBIO
MEHETPAHTHOCTH, BBIPAXKEHHOCTHIO MOPGHOTOTHUUECKUX U KITUHUUECKUX
nposiBlieHuid. B3auMoCBsA3b MEX1y TECHOTUIIOM M KIIMHUYECKUM (DEHOTUTIOM
ABJISIETCSA MPEIMETOM aKTUBHOTO u3yuyeHus. [Ipu atom y 5% nauuentos ¢ 'KMII
MIPUCYTCTBYIOT >2 MyTAaIllMi B OJHOM T'€HE WIM Pa3IN4HbIX reHax. MccnenoBanus
MOKa3aJid, 4YTO MPUCYTCTBHUE O0Jiee OHOM MyTaIlu capkomepa (1Be, Tpu u 0osiee)
npu ['KMII yBenuuuBaet TsyKecTh TEUCHHS 3a00JIEBaHMS U PUCK BHE3AITHOMN
cepaeunoit cmeptu (BCC)

YacTo manueHTsl ¢ TAaHHOM NaTOJOTUEN CTPAIAIOT PA3IMYHBIMUA HAPYIICHUAMU
cepaeuHoro putMa. [1o TaHHBIM pa3HbIX UCTOYHUKOB, B 12- 28 % ciyuaeB [ KMII
nposiBisieTcs: pudbpuusaiuedt npencepauit (OI1). HecmoTps Ha oueBUAHBIN
nporpecc B npodrtaktrke u jeueHun OII, 3To HapyIeHre puT™Ma 0CTaeTCs OJTHON
U3 TJIABHBIX TPUYUH PA3BUTHS OCTPOTO HAPYIICHHS MO3TOBOT'O KPOBOOOPAIICHHS
(OHMK), cepneunoit nenocrtatounoctd (CH), BHE3amHONU CMEPTH U CEpAEUYHO-
COCYJIUCTBIX 3a00J1€BaHMi BO BceM Mupe. Ha ceroausiauii 1eHb HU JJIS1 OJTHOTO
U3 IOCTYITHBIX (papMaKOJIOTHUYECKUX areHTOB HE ObLIO JOKa3aHO, YTO OH
MouMUIIMPYET pa3BUTHE 3a00JieBaHus WK ucxo y nanueHToB ¢ ['KMII.



EnnHCTBEHHBIE BMEIIATENBCTBA, KOTOPBIC, KaK MMOJIAaraioT, BIUSIOT Ha
JIOJITOCPOYHBIN TIPOTHO3, 3TO XUPYPTUUYECKast MUIKTOMHUS M HIMILUIAHTUPYEMbIN
kapauoBeptep-aedudpuisatop (MK). Tem He MeHee papmakoorHiecKas
Tepanusi UTpaeT OYCHb BAXKHYIO POJIb B YIIYUIIICHUU Ka4eCTBA KU3HU U CHIKEHUHN
pHUCKa OCIIOKHEHUH, CBSI3aHHBIX C 3a00JICBAaHUEM.

Crparerva neveHmna SonbHzx [KMI
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Crparerus jseuyenus 6oabubix 'KMII (anantuposano u3 Elliott PM et al.,
2014). OcHoBuele 1ienu hapmakosoruuecko tepanuu npu ['KMIT: ] KOHTPOJIb
CHMIITOMOB ¥ OTPaHHYCHHE QU3NIECKON HATPY3KH; | KOPPEKIMS OBBILICHHBIX
BHYTPIIKEITYTI0YKOBBIX IPaIueHTOB; JeueHne nucPyukiuu JIK u cepaeunoi
HenoctatouHoctu (CH); ] KOHTPOJIb (GPUOPUIIISIIIUN TIPEACEPANI U KETYTOUKOBBIX
apUTMHI U PEAOTBPALLEHUE KAPAUOIMOOIHYECKUX OCIOKHEHUN.

Baxno noMauTh, uyTo y nauueHToB ¢ OBTJDK cumnTomsl, kak nmpaBuiio,
BapbUPYIOT C TCUCHUEM BPEMEHU U HApacTaloT Npu 00e3BOKUBAHUY, IPUEME
U1, AJIKOTOJISI U IPUCEIAaHUH.

O6ctpykuust BTJDK omnpenensercs MMKOBBIMY TPaMEHTaMH, MpeBbIaronumu 30
MM PT. CT. B COCTOSIHUH MOKOS WU 50 MM PT. CT. BO BpeMs (U3HUECKON HArPY3KH,
M aCCOLMUPOBAHA C HEOJIArOMPUSTHBIM ITPOTHO30M BCJIEJICTBUE PA3BUTHS
HEXeJIaTeNbHbIX KapInoBacKyIsipHbIX coObITHil. O'Mahony ¢ coanr. (2014)
pazpabotanu Mojenb mporuo3upoBanus pucka BCC, Bkitouaronyo
nepevrcieHHbie (akTophbl, IO KOTOPOi pUCK MeHee 4 % paciieHMBaeTCs Kak
HU3KUH, 4-6 % — cpeanuit; 6onee 6 % — Beicokuit (O'Mahony et al., 2014).

Mopens nporao3upoBanus pucka BCC He npumensiercs y nanueHToB crapiie 80
aeT u MoJoxke 16 net, npu Hanumuuu perokonuiit 'KMIIL, I'JIXK y cnopTcMeHoB, B
CJIy4ae NEPEHECEHHOW BHE3AITHOW CEPACYHON CMEPTU WIN YCTONYUBOU
KEITyJOYKOBOU TaXUKapIAUU.

['KMII 1 komopOuanocts ConyTcTBYIOMUE 3a00I€BaHus (HAIpuMep,
apTepHalIbHas TUIIEPTEH3US, CaXapHBIA 1Ua0eT, TUIISPIUITUIACMUS, OKUPEHUE)



JOJDKHBI JICYUTHCS B COOTBETCTBUH C CYIISCTBYIONTUMHU pekomeHaarusamu [’ KMIT
(Knacc 1. Yposens nokazatenpaoctu C) (Elliott P.M. et al., 2014).

ATpecCUBHBIN KOHTPOJIb MOIU(DUIIMPYEMBIX (haKTOPOB PHUCKa CepeIHO-
COCYIUCTBIX 3a00sieBaHmil o0s3aTeneH st manueHToB ¢ ['KMII ¢ niensio
MpeI0TBpaIIeHUS] CUHEPTUYECKUX 3P (HEKTOB UILIEMUUYECKON OOJIE3HH Ceplia,
caxapHoro auabera TuIl 2 U apTepualibHOM runepren3uu. HenaBaue
UCCJIEI0BAHMS MIOKA3aJIu, YTO aHTArOHUCTHI perenTopoB aHrnorensuHa Il (APA)
ABJISIIOTCS] 0€30MACHBIMU U, KaK MPaBUIJIO, XOPOIIO MEPEHOCITCS MAallUEHTaMU C
['KMII, ogxako cienyeT cobiroaaTh OCTOPOAKHOCTD MPU UCIIOIb30BaAHUH,
He00x0auMO TuTpoBaHue 103kl npenapata. ' KMII u xponunueckas cepieuHas
HegoctatoyHocTh Y 10-15 % nauuentos ¢ 'KMII u HapymieHnem
JTMACTOJINYECKON (DYHKIIMM pa3BUBAIOTCS MpU3HaKku U cumntombl CH, HecMoTps Ha
COXPaHEHHYI0 CUCTOIUYECKYIO0 QYHKIHIO. Y MPUOIU3UTEIHLHO OJHOU TPETH
nanueHToB npoucxoaut cumxkenne ®BIDK u pazButue qunatanmoHHON (a3sl
['KMII. Ecnu nporpeccupoBanue 3a00J€BaHUs OYEBUIHO, MO KU3HEHHBIM
MOKAa3aHUAM MPOBOJUTCS TPAHCILUIAHTALIMM CEPALIA B COOTBETCTBUH C
cymectByromuMu pekomernaanusimu ['KMII 2014 roxa (knacc Ila mpu ®BJIK <
50 % u xnacc IIb mpu ®BJILK > 50 %).

[Tpumeuanue: ® YuurtsiBas, yto ['KMII 06p14HO XapakTepusyeTcsi HEOObIION
nosiocteio JIK u cynpanopmaiibHOM cucTonnyeckor GyHKIMEH, 3HaUeHUS
OBJIDK< 50 % nia marmentoB ¢ UT'KMII noimkHBI paccMaTpuBaThCs Kak
KPUTHUYECKUE, OTPAKAIOIIME TSKEI0e HapylieHue cuctonndeckoi pynkuuu JDK. o
Crnenyer nzberath yCIOBUN, TPU KOTOPBIX IPOUCXOJIUT YMEHBIIIEHHE 00BheMa
HUPKYJIUPYIOIIEN KPOBH, JIs MPEIOTBPAIECHUS YXYIIIEHUS TIPU OOCTPYKTUBHOM
dbopme ['KMII (Hanpumep, HEKOPPEKTHOE HA3HAYEHUE MOYETOHHBIX ). ® JIMTOKCUH
HE CJIEyET UCIIOJb30BaTh B cxeMe JieueHus kinaccuyeckorn ['KMIT
(oO6cTpykTHBHas (hopma, COXpaHEHHAs! PpaKIvs BHIOPOCA), HO OH MOXKET ObITh
pPacCMOTpPEH B MOJTPYIINE MAIMEHTOB ¢ BoIpakxeHHOU nucdynkuuent JOK nms

KOHTPOJISL YaCTOThI COKPAIIEHUS KETYJOUKOB MPHU JICUCHUH TTOCTOSTHHOU (POPMBI
OI1.

Jleuenne ®PII npu 'KMII

o Antukoaryssutel (6e3 CHADSVASC), noxxusHeHHo, 1axe npu
BOCCTAHOBJICHHOM CUHYCOBOM puTMe. ® Kontpoas UHCC. e Koutposs purma (npu
JIIT > 45 mm XM OKIT" kaxasie 6-12 mecsiueB aiig uckiaouenus: OII). o [Tpu
['KMII naznauenne HOAK npuemiiemo. HeT mpoCrieKTUBHBIX JaHHBIX.
OtcyrcrByr0T AaHHble 10 ucnonb3oBanuio HOAK y nauuentos ¢ 'KMII, Ho o
peKoMeHayroTCs, Korna nmogoopannas noza ABK (MHO 2,0-3,0) ne moxer
UCIIOJIB30BATHCS ISl MOJAEpKaHUs TEPAEBTUUECKOTO YPOBHS, UM KOT 1A y
OOJBHBIX pa3BHUBalOTCA M0OOUYHBIE 3P exThl npu npueMe ABK, m1bo xorna



HEBO3MOXXEH peryJisipHbiii MOoHUTOpUHT MHO. B 3T0l cuTyaium peKOMEeHIyIOTCS
npsiMble THTUOUTOPBI TPOMOMHA (1aduraTpaH) UM OpaJibHbIM HHTHOUTOp (hakTopa
Xa (Hanmpmep, puBapokcabaH, anmukcadaH).

GEHOKOIINU I'KMII I'KMII — 310 coOupartenbHblil TEpMUH (MAUOMATHYECKAS
['KMII + denokonun), oObeIUHSIOMNNA IMUPOKUM CIIEKTP 3a00IeBaHUI
TeHETUYECKOM M HEreHETUYECKON MPUPOAbI, OTIIMYAIOLIUXCS STHONATOT€HE30M U
noaxoaamu k Tepanuu. Ha penokonuu ['KMIT npuxoautcs 5-10 % Bcex ciydaeB
['JIX nesicuoro renesa. uarno3 u nuddepeHumanbHblil Tuarnos
JuddepeHunanbHblid AHarHo3 A0DKEH IPOBOAUTHCSA Kak BHYTpH rpymnmsl ['JIK
HesicHoro rede3a (I'KMII — 6oe3np capkomepa u heHOKOIMMH), TaK U ¢ IPYTUMH

3a00JIEBaHUSIMU CEPJICUHO-COCYIUCTOU CUCTEMBI, conpoBoxkAatromumucs ['JIK
(Elliott P.M. et al., 2014).

3akir0oyenue. B OTHOLIEHNM IPOTHO3a TEUEHHUE KapAUOMUONIATUNA KpaiiHe
HEOJIaronpusITHO: Cep/ieuHas HeA0CTaTOYHOCTh HEYKJIIOHHO MTPOrpeCcCupyer,
BEJIMKA BEPOSTHOCTh APUTMHUUYECKHUX, TPOMOOIMOOTMUECKIX OCIOKHEHUHN U
BHE3anmHoU cmepTu. [lociie TMarHoCTUKY AUIaTallMOHHON KapAMOMHUOIIATHH -
JETHSS BBDKMBAaEeMOCTh cocTaBisieT 30 %. [Ipu niuaHoMepHOM JIe4eHHH BO3MOKHA
cTabuIM3alis COCTOSIHUAS Ha HeonpeneNeHHbI cpok. Habmrogatores cioyyau,
npeBbliaromue 10-JIeTHIOK BEKUBAEMOCTD ITALIMEHTOB, ITOCIIE TPOBEACHUS
onepauuii TpaHCIUIAHTALMK cepAla. XUpypruyeckoe JeueHrne cy0aopTaibHOro
CTEHO3a IpU rUnepTpoPUIECKON KapAUOMHUOIIATUN XOTA U JA€T HECOMHEHHBIN
MIOJIOKUTENBbHBIN PE3yNbTaT, HO COMPSKEHO C BBICOKUM PUCKOM IMOENN NalleHTa
BO BpEeMs WJIM BCKOPE MOCe onepauuu (YMUpPAeT KaKIblid 6-1
npoornepupoBaHHblif). JKeHinHaMm, O0JIbHBIM KapIMOMHOIIATUSIMU, CIIEAYET
BO3/IEPKAThCS OT OEPEMEHHOCTH BBUY BHICOKOM BEPOSITHOCTH MaTEPUHCKON
CMEPTHOCTH.
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