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BBEAEHUE

Kapanomuonatum nmpencTaBiasioT OO0 TeTepOreHHYI0 TPYIy 3a00-
JICBAHUM MHOKAPJAA, CBA3AaHHBIX C MEXAHUYECKOM, DJICKTPUUYECKOW JHC-
(byHKIHEH KapIUOMHOIIMTOB, IPOSBIISIONINXCS HEaJIeKBATHOM THIIEPTPO-
dueit wm quitatanuei kamep cepana. KapamoMmuonatuu MOTyT XapaKTepH-
30BaThCs U30JUPOBAHHBIM MTOPAKEHUEM CEP/Illa WIIM OBITh YaCThIO TeHEepa-
JU30BAaHHOTO CHCTEMHOTO 3a00JIeBaHMs, IPUBOIAT K JICKOMIICHCAIINH Cep-
JI€YHO-COCYIUCTOM ACATEIbHOCTH, MHBAIUAN3AINU U CMEPTH OOJIbHBIX.

Oco0eHHOCTH pa3IMYHBIX (PEHOTHUIIOB KapAUOMHUOIIATHI B HACTOSIICE
BpeMsl aKTUBHO u3y4daroTcs. [Io Mepe moaydyeHus HOBBIX JAHHBIX KOHKpe-
TU3UPYETCSI TEPMUHOJIOTHS, CO3/IaI0TCS aKTyallbHbIE KJIacCU(DUKAIINU, CO-
BEPIICHCTBYIOTCS JIAOOPATOPHBIE U MHCTPYMEHTAJIbHBIE METOJbI JUATHO-
CTHKH, TIOJIXO/IbI ¥ IIPUHITUITEI TEPATUHY TTAIIMEHTOB C pa3InIHBIMA (PEHOTH-
IaMHu IaTojoruu. B HacTosmmemM mocoOnn mpeacTaBIeHb Han00jIee BaKHbBIE
CBEJCHUS, OMHUCHIBAIONINE KIMHUYECKHE IPOSBIICHUS, BOIPOCH JIHATHO-
CTUKH U JICUCHUS PA3IUIHBIX BAPUAHTOB KapIMOMHUOTIATHH.



1. ONPEJAEJEHUE U KJIACCUPUKALINS
KAPJITUOMUOIATUHA

ITepBbie ynomuHanusi o kapaunomuonatun (KMII) otHocsTes k cepe-
muHe XIX — nauany XX B. B 1949 r. BnepBbie ObLI OnucaH ciiydyail cemeit-
HOM Kapauomeranuu 6e3 siBHOU mpuuuHbl. B 1957 r. W. Bridgen npensio-
KU TEPMUH «KapJAUOMHUONATUS) JIJIS ONKUCAHUA 3a00JIEBaHUSI MUOKapAa
HESICHOM ATHOJIOTHMU, B TOM YHKCJIE HOCSAIIEr0 CEMEUHBIA XapakTep y psaa
MaINEHTOB.

ITeppas xknaccudukamus KMII 6buta npeayioxkena B 1980 r. Becemup-
HOM opranuzamuei 3apaBooxpaHenust (BO3). Ona ocHoBaHa Ha mpeoOdJia-
JAI0IEeM CTPYKTYPHOM M T€MOJUHAMUYeCcKOM (peHoTurme: runeprpoduye-
ckas kapauomuomnatus (I'KMII), nunaranmoHHas KapAUOMHUOIATHS
(JAKMII), pectpuktuBHas kapauomuonatus (PKMII). B 1995 r. knaccudu-
karus BO3 Obuta gomosHeHa IByMsl BapUaHTaMU: apUTMOTEHHOW JTHUCTLIA-
3Meil MpaBoro xenyouka u Hekiaccupuuupyemoit KMII.

CormacHo coBpeMeHHOH kiaccudukaiu, npeaaoxenHoin B 2006 r.
AmepukaHckoit acconuarueit cepana (AAC), KapIMOMHOIIATHH — 3TO TeTe-
poreHHas rpymnmna 3a00j1eBaHuil MHOKap/aa, aCCOUUUPYIOMUXCA ¢ MEXaHU-
YECKOW W/WJK DJIEKTPUUYECKON AUCPYHKIMEH, KOTOPhIE OOBIYHO MPOSIBIIS-
IOTCSl HEaJIeKBaTHOW (HECOOTBETCTBYIOIIEH) runeprpouenn win aunara-
IIMeH KEeTyJOUYKOB U BOBHUKAIOT B PE3yJIbTaTe pa3HOOOpa3HbIX MPUYHH, Ya-
cto reHetudeckux. KMII MoryT orpaHM4MBaTHCS U30JIMPOBAHHBIM MTOPaXKe-
HUEM Cep/illa WIH SBJISATHCS YACThIO T€HEPATM30BAHHBIX CUCTEMHBIX HApY-
MICHUH, YaCTO MPUBOSIIMX K KapAUOBACKYJISIPHON CMEPTHU WIIM MPOrpec-
CUPOBAHUIO CEPJICUHON HETOCTATOUHOCTH.

Knaccudukamus AAC Boigenser nepsuunbie KMII (u3o01upoBanHoe
WU TIPEUMYIIIECTBEHHOE TTOBPEKICHUE CEPACUYHON MBIIIIIBI) U BTOPUYHBIC
KMII (MuokapiuaibHOE MOBPEKICHUE B PAMKax N€HEpaTM30BAHHBIX CH-
CTEMHBIX (MyJIbTUOPTaHHBIX) 3a00JIE€BAHUN).

ITepsuunbie KMIT:

1. I'enemuueckue: 1) runeprpoduueckas xkapauomuonatus (I'KMII);
2) apuT™moreHHasi mpaBoxenyaoukoBas kapauomuonatus (AIDKK); 3) ne-
KOMIMAaKTHBIM MHUOKap/I JIEBOTO KeTyA0uKa; 4) HApyIICHUS ISTIOHUPOBAHUS
rimukoreHa: a) PRKAG2 (protein kinase AMP-activated, gamma 2 non-
catalytic subunit); 6) 6one3ns Jlanona (Danon disease); 5) nedexThl mpoBe-
neHus; 6) MUTOXOHIpUAIIbHBIE MUOIIATUY; 7) HAPYILICHUSI HOHHBIX KAHAJIOB:



a) cunapom ynnuaenHoro uarepsaina QT (LQTS); 6) cunapom ykopoyeH-
Horo uHtepBana QT (SQTS); B) cunapom bpyrana; r) karexolaMuHepru-
yeckas noauMopdHas KEITyJJ0UKOBas TaxXUKapAUs (CPVT);
1) CHHJIPOM BHE3aITHOW HEOOBSICHUMOW HOYHOU CMEPTH Yy MOJIOJIBIX MYX-
yuH IOro-Bocrounoit A3zuu (Asian SUNDS).

Il. Cmewannsle (renerndyeckue u Herenerndeckue): JJIKMIT u PKMII
(neruneptpodruyecKre U HeAMIATAIUOHHBIE).

111. Ilpuobpemennuvie: 1) BocnanuTenbHas (MUOKApIUT); 2) CTpecc-1H-
nynupoBaHHas (tako-tsubo); 3) nepunapranbHas; 4) UHAYIIMPOBaHHAS Ta-
XUKapAuen; 5) y aeTei, poKICHHbIX MATEPSIMUA C UHCYJIMH3aBUCUMBIM Ca-
XapHBIM JUA0ETOM.

Bropuunsie KMII npeacrasisim codoil mopakeHue cepjia Ipu pas-
HOOOpPa3HBIX CUCTEMHBIX MYJIbTHOPTAHHBIX 3a00JI€BaHUIX: UHPUIHTPATUB-
ueie KMII (amunounno3, 6omne3ns ['omre, 6one3ns Xypiepa, 60mne3Hb XaH-
Tepa); 00Je3HHM HaKOIUIeHHs (reMoxpomMaro3, 0osiesHb Dadpu, IIHMKOre-
HO3bI, Oosie3nb Humanna—Iluka); Tokcuueckue KMII (HapkoTukH, TsKe-
JIbIE€ METaJUIbl, XAMUYECKHE areHThl); 3HaoMuoKapauanbabie KMII (3um0-
MUOKapAUaIbLHBIA (UOPO3, rUNepI03MHOGUIBHBIN CUHIAPOM (SHIOKAPAUT
Jlebdnepa)); Bocmanurenbhbie (rpanynemaTto3nbie) KMII (capkonnos); sH-
JOKPUHHBIE HapyIleHus (caxapHbIil AUA0ET, TUIIEPTUPEOUAN3M, TUTIOTH-
peo3, runepnaparupeos, peoxpomoruroma, akpomeranus); KMII B pamkax
HEPBHO-MBIIIEYHON TaTONOruM (MblmeyHas auctpodus JlromeHHa-bek-
Kepa, MblllieuHast tuctpodust Imepu—/peridyca, MUOTOHHYECKAS] TUCTPO-
¢us, HeipoduOpomaTo3, TyOEpO3HBIM CKJIEPO3); KapauodacuuaibHbIe
(cungpom HyHaH, JNEHTUrMHO3); NeUIUT NUTATEIbHBIX BEIIECTB (M-
narpa, Oepu-0epu (TMaMMH), LHMHTA, JePUUUT CeleHa, KapHUTHUHA, KBa-
IIIMOPKOP); ayTOMMMYHHBIE 3a00JI€BaHus (CUCTeMHasi KpacHas BOJIYaHKa,
JIE€PMaTOMHO3UT, PEBMATOUIHBINA APTPUT, CKIICPOAEPMUSL, Y3ETKOBBIH MOTH-
apTEPHUUT); DJICKTPOJUTHBIN TrcOaIaHC; MTOCIEICTBUS XUMUOTEPATUU (JTI0K-
copyOulMH (aIpuaMUuIlUH), AayHOPYOUIIMH, HUKIodochaMum);, mocie-
CTBUSI JIy4EBOM TEpPAIIUH.

Takum o6pazom, B kinaccudukamuu AAC 2006 1. BrepBbie UCTIONb30-
BaH npuHuun paszzaenenuss KMII B 3aBucCMMOCTH OT 3THOJIOTMH 3a00JIeBa-
HUS, BO3MOKHOCTH HACJEOBAaHUS, OTPAKEHbI TCHETUUECKUE IPUUHHBI.

EBpomeiickoe obmectBo kapauosnoroB (EOK) onpenenser KMII kak
MaTOJOTUI0 MHUOKapia, IPU KOTOPOM MPOUCXOIAT €r0 CTPYKTYPHBIC HIIH
(GyHKIIMOHATIbHBIE HAPYIICHUs, HE 00YCIIOBJICHHBIE UIIEMHUYECKON 00e3-
HBIO Ccep/illa, TUMIEPTEeH3UEH, KIIaaHHBIMUA TTOPOKAMHU U BPOXKJIEHHBIMH 3a-
OoJieBaHUSAMU CEp/IlIa.
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B 2008 r. EOK npencraBuino knaccudukaiuo KMII B 3aBucumocTu ot
Mopho(PYHKIIMOHATBHBIX M3MEHEHUH MUOKapaa Kelyao4dkoB (Tadm. 1). B
COOTBETCTBUU C KJaccuUKaimed ObUIM BBIACJICHBI cileaytomue (hopMbl
kapauomuonatuii: ' KMII, JIKMII, PKMII, apurmorennas npaBoxenynou-
koBas kapauomuonatus (AITKK) u veknaccupuuupyemoie KMII: HekoM-
MaKTHBIA MuoKapj, ctpecc-unayuupoanHas KMII (tako-tsubo). B cBoro
ouepenb, Bce hernorunsl KMII moapaznensnvch Ha ceMeHbIe (TeHEeTHYe-
CKHE) U HECEMEHHbIC (HETEHETUYECKHUE).

Tabnuma 1
Knaccuguxayus xapouomuonamuii
Esponetickoco obwecmea kapouonozos (2008 2.)
®opmsbl Tunbl
['uneptpoduueckas KMII Cemetinbie/renetnueckue | ['eHeTnueckuii neext
HE YCTAHOBJICH
JunaranpmonHas KMII I'enetnueckuit nedext
YCTaHOBJIEH
PectpuktuBnas KMII Hecemetinbie/uerenetnue- | Unuonarnueckue
ApUTMOT€HHAs TTPABOXKEITY- | CKHE I'enernueckuit nedexr
noukoBast KMII YCTaHOBJICH
Heknaccudummpyemas KMIIT

Haxkonnenue vHpoOpManuu O TE€HETUYECKUX, NATO(U3NOIOTHUYECKHUX
mexanuszmax passutusg KMII npuseno k popMupoBaHnio HOBOIl CUCTEMBI
Kiaccudukanuu, npeaioxenHo Becemupnoit dpenepanueit cepamna (BOC)
B 2013 r. Ota knaccudukanuonHas cucreMa HazBaHa «MOGE(S)» no niep-
BbIM OYyKBaM IISITH KJIFOUEBBIX MTApaMETPOB, COCTABIISIFOIIUX €€ OCHOBY:

Morpho-functional — mMopdbodyHKkIHOHANEHBIE TPU3HAKY, KIWHUYC-
CKUI (DEHOTHII;

Organ/system involvement — BoBJieUeHHBIC OPTaHBI/CUCTEMBI,

Genetic — Tum HacIe0BaHUS U JIOJIS HACICACTBEHHOTO KOMIIOHCHTA;

Etiological annotation — 3THONOTHS UK SIBHBIN T€HETUYECKUN TEPEKT,
CTaBIIMI MIPUINHON 3a00JICBAHMUS;

Stage — cranus cepieuHON HEJOCTATOYHOCTH.

[TapameTpbl KoaupoBaHus B KinaccudukanuonHon cucreme MOGE(S)
peACTaBIICHBI B TAOIHIIE 2.

Takum 00pa3zoM, MOCPEACTBOM cOYeTaHUs OyKB U HU(P MOXKHO CO-
31aTh JJIsl KQXJ0T0 MallMeHTa WHANBUIYaJbHBIA KOJ| 3a00JI€BaHMUsI, TTI03BO-
JISIOITUN JTI000MY YYaCTHUKY MEAUIIMHCKOTO COOOIIEeCTBA MOJIYYUTh MaK-
cuMyM uHpOpMaIu 0 60JbHOM. BO3MOXKHO onMcaHre CMEIIaHHBIX PeHo-
TUTOB: JujaTanus + pectpukuus, runeprpodus + qunaranus (MD+R unu
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MH+D). MoryT 0bITh 100aBJICHBI CIIEU(UIHBIC 151 KOHKPETHOTO 3a0071e-
BaHUs KJIMHHYECKUE, B TOM yuciie DKI -mapkepsl, Hanmpumep, aTpuOBEH-
TpUKYJIsipHas Osokana, cuaapom Bonbda—Ilapkuacona—Yaiita (WPW)u ap.
Tabmuna 2

Iapamempul koouposanus 6 kiaccuguxayuonnou cucmeme MOGE(S)

KitroueBoii mapameTp 1 ero OyKBEeHHBIA KO

M — dpenoTun O — BoBJIeYeHHbIE OPTaHbI H/WJIN
Cucremsl

H - I'KMII H — cepaiie

D — IKMII M — ckeJIeTHBIE MBIIIIIIBI

R — PKMII N — HepBHas cucrema

A — AKMII C — KOXHBIE TOKPOBBI

NS — HEeKOMITAKTHBI MHOKap]] E —rnaza

NC — necnennduueckuii peHOTUTT A — ciiyx

NA — undopmaiiist He1I0CTyIHA K — nouku

E — panee BoisBIsABIIHMECS COCTOSHUS | G — KeMyJOYHO-KUIICYHBIN TPAKT
¢ neranuzamueit (E(D), E(H), E(R),

E(A)urt.n.)

S — ckenet

Lu — nerkue

Li — meyeHp

(O) — orcyTcTBHE TOPAKESHUS
G — THI HACJIe10BAHNSA E —TtHo10rNN
N — oTcyTCTBHE ceMeitHO# HacIe- G — reHeTuueckas
CTBEHHOCTH
U — Hen3BeCTHO G-OC — Hocurens MyTanuu
AD — ayToCOMHO-TOMUHAHTHBIN G-DN — renerndeckasi HoBast
AR — ayTOCOMHO-peIeCCUBHBIN G-C — Gonee ogHOM MyTaIuu
XLD — cBsizannbiii ¢ X-xpomocoMo#, | G-A — reHeTuuecKuil aMrion103
JIOMUHAHTHBIN
XLR — cBs3anHblii ¢ X-XpoMocoMou, | A —amMuion03
JTIOMUHAHTHBIN
XL — cBsi3aHHBIN ¢ X-XpOMOCOMOM A-k — ammtonios, Tun K
M — o nuHUM MaTepu M — muokapaut
DN — HoBast MmyTanus V — BupycHble HHDEKIUU
(O) — otcytcTBHE Al — ayroumMmyHHast

| — uHpeKINN, KpOME BUPYCHBIX

T — Tokcuueckas

Eo0 — so3unodunus

(O) — HeT reHeTHYECKOro TecTa

S — craaus cepaeunoii Henocrarounoctu (ACC/AAC: A; B; C; D, NYHA class:
I; 11; 1115 1V)

12



PaccmotpuMm npuMep KoaupoBaHUs JUIaTaAIlMOHHON KapAUOMHUOTIaTH!
cornacHo cucreMe MOGE(S): MpOn+mMGN-DNEG-DN-LMNA[3 exon:p. Arg190Pro]SB-11
— JIWJaTalMOHHAA KapJUOMHUOMATHS C MOPAKEHUEM CEpIla U CKEJIETHBIX
MBI, (opma 3a00IeBaHus HeceMelHas (HEHACIECTBEHHAsI ), C TCHETHYe-
CKUM Je(EKTOM SICPHOTO I'eHa JIJAaMHUHA B 3-M 3K30HE (MyTarus de novo
p. Arg190Pro, ponutenu 310poBsI), cepacuHas HepoctatouHocTs B, |1 K.

Taxkum oOpaszom, KinaccuduKamms MO3BOJIICT KOHKPETU3UPOBATh U JI0-
MOJIHATH OMHUCATEIbHYIO0 CXeMy TeueHHus: 3a0oseBaHusi. CTOUT OTMETHUTH,
YTO KJIacCU(pUKAI[MOHHAsI CUCTEMa cO3/laHa Mo aHayioruu ¢ TNM — oOiie-
MPUHSTON KIMHUYECKOU Kiaccu(uKaluen 3J10KkaueCTBEHHBIX OMyXOJIEH.
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2. THIIEPTPO®HNYECKAS KAPJINOMUOIIATUSA
2.1. Onpenenenne 'KMII

['uneprpoduueckas xapauomuonatusi (I'KMII) — 310 renernuecku
o0ycJoBIeHHOE 3a00J€BaHNEe MUOKap/Ia, XapaKTepHU3yIoleecs TUIepTpo-
¢uert Muokapaa nesoro xemynaouka (JIK) (6onee 1,5 cM) u/unu mpaBoro
xenynouka (IDK), yame acuMMeTpruyHOro xapakrepa 3a CYET YTOJIIECHUS
Mexokeny10ukoBoit neperopoaku (MXKII), yto HE MOXKET 0OBACHATHCS UC-
KJIFOYUTEIbHO TMOBBIIIEHUEM HATPY3KH AABICHUEM, BOZHUKAIOIIEE MIPU OT-
CYTCTBUU APYTOro CEpJIEYHOTO MM CUCTEMHOTO 3a00jeBaHusl, METabOIu-
YECKOTr0 WIH MOJUOPTAaHHOTO CUHIpoMa, cBsa3aHHoro ¢ ['JDK.

Kox mo MKB-10

142.1 — O6¢cTpyKTUBHAS TUNiepTpoPuyecKas KapAMOMHUOTIATHS,

142.2 — JIpyras runeptpodudeckast KapITuOMHOTATHS.

2.2. Dnuaemuosorusa 'KMII

['KMII xapaktepusyercsi OTCYyTCTBHEM YETKOTO reorpauueckoro, 31-
HUYECKOTO, MOJIOBOTO pactpeesenus. ManudecTaius BO3MOXKHA B JIIOOOM
BO3pacTe: ¢ MEePBBIX JHEH xku3HU 10 90 u 6osee ner. CpeaHuil BO3pacT mna-
IIMEHTOB TpHU ycTaHOBKe quarHo3a — 30—40 net. Mcxoas u3 qaHHbBIX dIHIEe-
MHOJIOTHYECKHUX HCCIeN0oBaHni, pactpocrpaneHHOCTh ' KMII cocrasiser
1:500 B obOmieit nomysuu. Cpeay poICTBEHHUKOB IEPBOM JIMHUU POJICTBA
pacnpoctpaneHHocTh ['KMII cooTBetrcTByeT 0,6% (1:167).

2.3. Dtnoaorua 'KMII

K nHacTosiiiieMy BpeMeHU UISHTU(GUIIMPOBAHO 29 TE€HOB, CBSI3aHHBIX C
pazButrem ' KMII. OcHoBy pa3BuTus 3a00JI€BaHUs COCTABIISIOT MATOJIOTH-
YECKHUE T'eHbI, KOJUPYIOIINE COKPATUTEIbHbIE OEIKU capKoMepa — MUO3UH
(MYH7), Mmuosuncps3biBatomuii 0eok C (MYBPC3), aktun (ACTC), Tpo-
noHuH (TNNT2, TNNI3, TNNC). Otrcrona npyroe Hazsanue 'KMII — 6o-
JIE3Hb CapKoMepa.

CxeMaTu4HOE CTPOEHHUE CapKoMeEPa KapAUOMHOIUTA MPEICTABICHO Ha
pucyHke 1.
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bonee monoBuHbI Beex cinyyaeB pa3zButus [ KMII nmpuxoautces Ha 10110
narojorunaecknx reaoB MYH7 u MYBPC3, npu 5ToM Ha01101a10T aCCOITN-
alliIo ¢ ceMeiHom Gopmoii 3a001eBaHus.

Troponin T a-Tropomyosin Troponin C Troponin | Myosin-binding —- Actin

(% protein C ¢
L
- ' .

anve

Myosin — - lf-Myosiq 2
light chain / - heavy chain M:’:;'"

Puc. 1. Cxemamuunoe cmpoenue capxomepa KapOuomMuoyuma

Bapuant I'KMII, cBsa3annsbiii ¢ naronorudeckuM resoM TNNT2, xa-
PaKTEPU3YETCs] BLICOKUM PHUCKOM Pa3BUTHUS CHHJPOMA BHE3AIMHOM cepjieu-
Hol cmeptu (BCC) Ha (hoHE yMEPEHHOT0 YBEIMUYEHUS TONIIMHBI MEXIKEITY -
noukoBoi neperopoaxku (MKII).

B 15-20% cnywyaes ' KMII matonorndeckue reHbl BHOCSIT U3MEHECHUS
B CTPYKTYpY Z-IUCKOB, OEJIKOB MOHHBIX KaHAJOB, IIMTOCKENETa U APYTUX
BHYTPUKJIETOYHBIX CTPYKTYP.

B ocHoBe pa3BuTus 3a00J1€BaHUS MOXKET JIEKaTh KaK MyTallUsl OJTHOTO
reHa, Tak U KoMOuHaiusi mytainuid. [Ipu 3TOM TOJUTEHHBIE BapUaHTHI
['KMII xapakTepusyrorcst 0osiee paHHUM J1€0I0TOM, BBIPaXKEHHOW TUIEP-
tpodueit MKII u 6onee BbicOkUM puckoM pazsutus cunapoma BCC.

Ha ximmnanueckne npossienus ' KMII moryT oka3siBaTh BIUSIHUAE 3TU-
reHernueckue gaktopsl (Mogudukarusa JJHK u ructoHoB), rensi-moaudu-
KaTOpbl U BHEIIHUE BO3JEHUCTBUS (CIOPT). DTO 00BsICHICT (heHOMEH (eHO-
tunndeckoro otrimunss ['KMII cpeaum poJICTBEHHUMKOB manueHta (mpo-
0aHja) C OIMHAKOBOM MyTallle.
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HyxHo 00patuTh BHUMaHUE, YTO CYIIECTBYIOT, TaK Ha3bIBaeMble, (e-
Hokonuu 'KMII — 510 3a001eBaHus rTeHETUYECKONM U HETEHETUYECKOM Mpu-
poasl, cxoxkue ¢ ['KMII no mophodyHkiroHansHOMY (PEHOTHUITY, HO UME-
o1ue nHou aTuonartorenes3 (AL-amunonnnos, 6ose3ns Auaepcona—Pabdpu,
oone3ns Jlanona, atakcusi dpunpeiixa, MUTOXOHApPHUAIIbHBIE OOJIE3HU U
np.). @enokonuu 'KMII B pamkax JaHHOT0 MOCOOMS HE pacCMaTPUBAIOTCH.

2.4. ITaTtorene3 I'KMII

B narorene3e ' KMII Ha opraHHOM ypOBHE MOKHO BBIAEIUTH CIEAYIO-
1€ CUHIPOMBI:

o OOCTPYKIIHS BBIHOCSIIETO TpakTa JieBoro xkenyaouka (BTJDK),
WILIEMU MUOKapAa,
cucroiuyeckas u quactoauueckas auchyskius JOK,
APUTMUYECKHAN CUHIIPOM,
XPOHUYECKAS CEpJIeUHasi HEAOCTATOYHOCT.

A B

Puc. 2. Cxemamuunoe uzobpasicenue cepoya.: A — nopma, B — I'KMII

Cunopom obcmpyxyuu BTJIDK 00yCOBIEH KaK CTPYKTYPHBIMH OCO-
OCHHOCTSIMU CepAla, TaK U JUHAMUYECKUMHU PakTopamu (puc. 2).

K cTpyKTypHBIM aHOMAJIUSIM CEepJilla MOKHO OTHECTU THNEPTPOdHpo-
BaHHYIO MEXXKeTyno4ukoByto neperopoaky (MXII), runeprpoduto u/mnu
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TUCTIOKAIMIO MAMMUIAPHBIX MBI, YMeHbIIeHne nonoctu JDK, Hanuuue
anmMKaJIbHO-0a3aJIbHOTO MBIIIEYHOTO MyYKa.

Jlunamuueckas ooctpykuust BTJDK cBsizaHa ¢ runepcokpaTUMOCTBIO
JDK, yckopenuem kpoBoToka B BTJIJK, mepenHe-cUCTOMMYECKAM JIBUKE-
HUEM CTBOPOK MuTpasnbHoro kianana (MK). Ctout otMeTuthb, 4to husnue-
CKasl Harpy3ka IMpUBOJUT K yCKopeHuto kpoBoToka B BTJIK u ycyryo6e-
HUIO NIEPEIHE-CUCTONIMYECKOTO ABUKEHUA CTBOPOK MK, uto, B CBOIO OUe-
pelb, COMPOBOXKIAETCS YTIKEICHUEM BBIPAXKEHHOCTU CUHIAPOMA O0CTPYK-
i BTJDK.

Cunopom uwemuu muoxkapoa oOyCIOBICH YMEHBIIIEHHEM pPe3epBa KO-
POHAapHOrO KpoBOTOKa mpu BelpaxkeHHOW ['JDK, kommpeccuen mHTpamy-
pPaJbHBIX KOPOHAPHBIX apTEepUN C Pa3BUTHUEM CYOIHIOKAPIUAIBHOMN HIIIe-
MMM MHOKap/ia. 3HAYMMYIO POJIb B pa3BUTHHU CUHIPOMA UTPAET IIEPUBACKY -
JpHBIA  GUOPO3, HATUYHE «MHUOKAPAUATBHBIX MBIIIEYHBIX MOCTHKOB)
(BpOKJIEHHOM MAaTOJIOTUH KOPOHApHBIX apTepuit). [lomumo nepeuncieH-
HbIX NpuuuH, y 15-20% nmanuentoB ¢ 'KMII BBIABISAIOT aT€pOCKIEPO3 KO-
POHAPHBIX APTEPUM.

Cunopom oucynxyuu JK y nanuentoB ¢ I'KMII npencraBieH kak
IUACTOJIMYECKON AUCHYHKIIMEH MHOKapaa, TaK M CUCTOJMYECKOM mIuc-
dbynkuueit. J{nactonuueckas quchynknusa JIK oGycnopiena HapylieHUEM
AKTUBHOU pEJIAKCAIIUN U PACTHKMMOCTH MUOKapaa. Xa0TUYECKOE pacIioo-
KEHHUE COKPATUTEIILHBIX 3JIEMEHTOB U UHTEPCTUIIMANIbHBIN (PUOPO3 NPHUBO-
IAT K CHIDKEHHIO TogatiauBoctu JIK, Bo3pacTanuto cOMpOTUBICHUS HAIIOJ-
HeHuto JIDK v moBbIlIEHNIO TaBJICHUS HAMOJIHEHHS nociaeanero. CucTonu-
yeckast nuchynkuus Mmuokapaa npu ['KMIT umeer paag ocobeHHOCTEN: pe-
THOHAJbHASI CUCTOJIMUECKasi (PYHKIMS reTeporeHHa. JTO 3HAYMUT, YTO TH-
nepTpoUpOBaHHBIE CETMEHTHI MUOKAp/1a THITOKUHETUYHBI, @ HETUTIEPTPO-
(HpOBaHHBIE CETMEHTHI UMEIOT HOPMAIbHYIO/CBEPXHOPMAIIBHYIO COKpaTH-
MocTh. B urore, Beicokas ppaxuusa seiopoca JIK (OBJIXK) npu I'KMII co-
MIPOBOXKIACTCS CHUXKEHHEM yaapHoro oowsema (YO), mpu 3TOM BO3MOX-
HOCTh nipupocTta YO npu puzndeckoit Harpy3ke orpanndeHa. [Ipu mporpec-
cupoBannu ['KMII B nunataiimoHHO#N cTaauy HAOIIOAI0T CHUKEHHUE CTe-
nenu runeptpodun JIK u camkenue cokpatumoctu JIDK (OB <50%).

[TpaBsiit xxenynouek (I10K) BoBnekaeTcsi B MaToJIOTHYECKUM MPOIIECC Yy
30—44% nanuentoB ¢ [[KMII. B eauHUYHBIX clydasx HAOMIOJAIOT U30JIH-
poBanHnyto runeptpoduto [1K, 6e3 I'JDK. B psae uccienoBanuii mokasaHo,
4yTO Hanuuue auacronmdeckorl mucynkuuu IDK sBusercs npeaukropom
cuHapoma BHe3amnHou cepaeunon cmeptu (BCC) u XCH.

17



B ocHOBe apummuueckoco cunopoma yexut dpenomen «disarray» (c
aHTJI. 513. — OECTOPSAI0K) — Xa0THUYECKOE PACTIONOKEHUE KapAUOMHUOIIMTOB
U MBIIIEYHBIX BOJIOKOH (pHC. 3), UTO MPUBOJUT K DJEKTPHUUECKON HecTa-
OowibHOCTH MHOKapAa. YacTora GuoOpHILIALUY PECepauit Cpean MmalueH-
TOB, crpagatromux ['KMII, cocraBnsier 14-28%, Keny10YKOBBIX apUTMUI
— 14-31% cootBercTBeHHO. [Ipyu 3TOM Ba)XHO OTMETUTh, YTO HAPYIICHUS
pUTMa HEPEAKO SBISIOTCS MPUUMHON pa3BUTUSI CHHKOMATIBHBIX COCTOSHUM,
cunapoma BCC.

Puc. 3. Puoncus muoxapoa npu 'KMII: A — cucmonozuueckuii npenapam Hop-
manvHo2o muokapoa JDK (okpacka eemamoxcunun-303un, y8. x400), B — cxemamuu-
HAsl 83AUMHASL OPUEHMAYUSA KAPOUOMUOYUMOo8 8 Hopme,; C — cucmonozuyeckuii npena-
pam muokapoa JIK ¢ xaomuueckum pacnonodxceHuem KapouoMuoyumos u MoluleyHvlx
sonokon — ¢henomen «disarrayy (oxpacka ecemamoxcunun-’03un, ys. *400),
D — cxemamuunas e3aumuas opueHmayusi KaApOUOMUOYUMOS NpU (HeHoMeHe
«disarrayy

Cunopom xponuyeckoti cepoeurou nHedocmamounocmu (XCH) o0y-
ciosiien ooctpykuuenr BTJIDK, maneim YO JDK, HeCMOTpst Ha BBICOKYIO
®OBJIXK, HecmocOOHOCThIO YBEJIMYUTh B JOJDKHOM cTeneHu YO npu pusu-
YECKOM Harpy3ke, CHHAPOMOM CUCTOJIMYECKON U JUACTOJIMYECKON MUOKap-
muanbHoU aucynkumu. OnpeneneHHbd Bkiaa B pa3sutue XCH npu
['KMII BHOCST MUTpasnbHasi perypruTamnus, HapyueHusl puTMa cepana, Jje-
ro4Has TUIEPTEH3US.
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2.5. Knmaccupurkanus 'KMII

B noBcegneBHOM npakTuke mpu GopmynupoBanun guaruoza I'KMII
BBIJICJISIIOT HECKOJBKO KJIACCU(PUKAIIMOHHBIX MOIX0/I0B: KIMHUYECKUH, Te-
MoJIMHAMUYeCKui, Mopdosorudeckuii, reaerndeckuii (MOGE(S)).

Knunuuecxue gpopmor I'KMIT
e BCC 6e3 npeaiiecTBYIONIEH CUMIITOMATUKY,
e  0ECCUMIITOMHOE/MAIOCUMIITOMHOE T€YEHUE;
®  CHUMITOMHOE T€UCHHUE:
— cTabuIIbHOE (JI0OPOKAUYECTBEHHOE),
— ocnoxkHenHoe (@I, XCH, cunapom cTeHOKapaun);

e penkue BapuaHThl: BepxymieuHasa aHeBpusma JDK, I'KMII+IKMII,
I'KMIIT+PKMII).

I'emoounamuueckue popmor I'KMIT

e HeoOctpyktuBHas ['KMII: I’/ B BTJIK <30 MM pT. CT. B IOKO€E U NpU
Harpyske;

e ooOctpyktuBHass ' KMIIL: I'JI 8 BTJDK >30 (50) MM pT. CcT. B IOKOE U
pU Harpys3Ke;

e jarteHtHas ooctpykuus: I'J[ B8 BTJIDK <30 mMm prt. cT. B mokoe u >30
(50) MM pT. CT. IIpU Harpy3Ke.

Mopdghonocuueckue popmor I'KMII
e acummerpuuHasg popma I'KMII:
— runeptpodus MXKII (+/— BoBneuenue [1K);
— 6azanpHoM yactu MKII;
— curmoBugHas MXII;
— nBosikoBeIykias MIKII;
— runeprpodust Bceit MKII;
— xoMmOunupoBanHas (MXKII + npyroit otaen JOK nmu 11XK);
— anukanbHas runeprpodus (+/— cpenunnnie cermeHTsl JIK);
— cpenuexenynoukoBas [ KMIT;
— runeptpodust apyroii crenku JDK (6okoBasi, 3a1Hs1s);
e cummerpuuHas popma ['KMIL.

Ilo cmenenu evipasicennocmu cunepmpopuu
e yMmepeHHas (MakcuMasibHas TojmuHa cteHku JIK <18 mm);
®  IIPOMEXKYTOYHAs;
e DOKcTpeMalibHas (MakcumasbHas TojirHa cTeHku JDK >30 mMm).
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Knaccugpuxayus kapouomuonamuit MOGE(S) mo3BosIsieT BBIACIUTH HE
TOJIBKO «KJIACCUYECKUI» MOPPODYHKIIMOHAIbHBIN ()EHOTHUII, HO U CMEIIaH-
Hble peHoTurnsl (runeprpodus + gunatauus, runepTpodus + peCTpUKIUS,
runepTpodus + pecTpuKLus + AUIaTaius).

2.6. Kputepum nnarnoza I'KMII

Tommuaa muokapaa JIK w/umm I10K, a Takke rpagueHT JaBICHUS B BbI-
HocsiieM Tpakte JIK w/unu ITK cinyxaT q1uarHoCTUYECKUMU KPUTEPUSIMU
rpu noctanoBke auarnosa ['KMIIL.

* Kpurepuem nuarnoza ' KMII y B3pocibIx sSBIsIETCS] yBETUYEHUE TO-
bl cTeHKu JIDK B ogHOM miu Oojiee cerMeHTax >15 MM (ompeaenseMoe
100bIM Bu3yanusupyomum MmetogoMm — IXoKI/MPT/KT), kotopas He 00b-
ACHSAETCS UCKIIFOYNUTENBHO YBEJIMYEHUEM HATPY3KHU JABICHUEM.

* Y poACTBEHHUKOB nauueHra kpurepueM auardosa ['KMII sBnsiercs
tommuHa cteHku JDK, paBnasg 13—14 mwm.

* Kpurepuem BoBneuenus [K pu I'KMII sBnsiercs yBenuuenue To-
mHbl cteHku [DK >5 MM, a Tonmmua muokapaa IDK >10 MM cuutaetcs
skcTpemManibHOM [ TIK.

* Kpurepuem nuarno3a ooctpyktuBHoil ' KMII cunraercs yBennuenue
I'’l 8 BTJDK >30 MM pT. CT. B IIOKO€ WJIM IIPH IPOBOKAIIMOHHBIX MPoOax.
['J1 >50 MM pT. CcT. cunTaeTcs KpUTeprueM reMoJUHAMUYECKU 3HAYUMOMN 00-
CTPYKIIUHU.

» Kpurepuem ooctpykiuu BTIDK cuutaercsa yBenuuenue '/ 8 BTITK
>16 MM PT. CT. B IOKOE.

Kpowme cybaopransHoit ooctpykuuu npu ['KMIT moxeT HaOmtonaThes
CpeIHEXKETyA0UKOBasi OOCTPYKIMS (M30JMPOBAHHAS WU B COUYETAHUU C
cybaopTtanibHOi1), HO Kputepus '] i1 cpeaHexeny104K0BOM OOCTPYKIIMU
HE BbIpaOOTaHO.

Huarnoctrka I'KMII MoeT ObITh 3aTpy/IHEHA B CUTYalIMsIX COUETaHUS
['KMITu AT, y cnoptcmeHnos u np. Takxke quarno3 I'KMII tpeOyet uckiito-
yeHust penoxonuit 'KMII.

2.7. Knuanka 'KMII
['KMII xapakTepu3yercsi BBIPa)KEHHOW I'€TEPOT€HHOCTBIO KJIMHUYE-

CKUX TMpOSBJICHUHN. Y MAlMEHTOB C MCXOJHO HEOOCTPYKTHMBHOM (popmoit
['KMII (nipu HeGonbiioi runeprpoduu JDK 6e3 comyTCTBYIOMUX aHOMA-
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JIUU MUTPaJIbHOTO KJlallaHa) BO3MOKHO OECCUMIITOMHOE T€UEHHUE MAaTOJI0-
run. [Ipo1omKUTENBHOCTD KU3HU TAKUX MAIUEHTOB COOTBETCTBYET OOIIIe-
nonyasiuoHHou (75 et u 0osee). B Takux ciiydasix TMarHo3 BhICTaBISETCS
CJIy4ailHO WJIM O pe3yJibTaTaM CKPUHUHTOBOTO MCCIIEIOBAHUS.

B ciyyae cuMnTOMHOTO Te4YeHUs 3a00JieBaHUS MAIIMEHTHI MPEIbSB-
JSIOT SKaJoObl HA OJBIIIKY, CHUKEHHUE TOJEPAHTHOCTH K (U3NUECKOU
Harpyske, 00Jib B TPYJHOM KJIETKE KapAuaJru4ecKOro /Ui CTEHOKapIu-
TUYECKOT0 XapaKTepa, HAPYLWIEHHs CEPAECYHOTrOo puTMa (y4alleHHOE Cep/i-
1ebueHue, rnepedou B padore cepjina), roJ0BOKPYKEHHUS, MPECUHKOIBI 1
CUHKOIIBI. BaXHO MOMHUTD, YTO MPHU JT0OOM KIMHHUYECKOM BapUaHTE Teye-
Husa ['KMII Bo3mosxkHO pa3zButue cunapoma BCC, nHaubosiee 4acTo BCTpe-
YaIOUIErocs y MalueHTOB MOJIOKE 35 JIET, BKJIIOYAsk CIIOPTCMEHOB.

Bospact nedrota 'KMII oka3biBaeT CyliecCTBEHHOE BIMSHUE HA KIIH-
HUYECKHUE MPOsiBIeHUs. M0JI0/10M BO3paCT aCCOIMUPOBAH C ceMeitHoM (op-
MOM 3a00JIeBaHUS, SIBJISICTCS BaKHOW JETEPMHHAHTOM TSXKECTH TEUCHMS,
pHUCKa CEepJICYHO-COCYAUCTBIX OCJIOKHEHUH, TOKa3aHHBIM (DAKTOPOM pHUCKa
BCC. [TauueHThI TOKUIIOr0 BO3pACTa XapaKTEPU3YIOTCA HATUIUEM KOMOP-
OuaHBIX 3a00J1eBaHUM (apTepUaibHAs TUTIEPTEH3US, UIIIEMUYECKasi 00JIC3Hb
cep/lia, O)KUPEHUE).

JlaHHbBIE CEMENHOI0 aHaMHE3a MOTYT COJIEPkKaTh YKa3aHUSl HA CUHKO-
MAJIbHBIE COCTOSHUSA, MUHCYJIBT B MOJIOJIOM Bo3pacte, BCC cpenu poacTBeH-
HUKOB TMAaIUEHTA.

2.8. DusukajanHoe oociaexoBanue manueHTos ¢ ' KMII

OCHOBHBIM JTUATHOCTHYECKHUM TpU3HAKOM 00CTpyKTUBHOM ['KMIT s1B-
JSI€TCS TPYOBIM CUCTOJIMUECKUM 1TyM, KOTOPBIM BBICITYIIUBAETCS HAJl BCEH
MOBEPXHOCTHIO CEPALA C DIULIEHTPOM 3BYYaHUsl Ha BEPXYIIKE CEpALa U B
YETBEPTOM MeXpeOepbe ciaeBa OT IpyauHbl. CHUCTOJMYECKUM IITyM HOCHUT
HU3KOYACTOTHBIN XapaKTEP U YCUIIMBAETCS MPU MOBBIIICHUU BHYTPUKEIY-
JIOYKOBOTO TpaJu€HTa JaBJICHUS TMpU JAUHAMHYECKOW (HU3NUECKOUN
Harpy3ke, MpyueMe MUIIM, Mpyu IpoBeIeHUH MpoObl BanbcanbBel, py IpH-
eMe nepudepruyecKux Ba3ouIaTaTopoB.

VY GosbmmHCTBa MaMeHTOB ¢ oocTpykuueit BTJIK BeicymmBaroTCs
MIPU3HAKU MUTPAIIBHOW PETYPTUTALMHA U YACTO BBISBIISIIOT HEYCTOMYUBOCTh
apTepHaAILHOIO MMyJibca (3HAYNUTENIbHBIC KOJIeOaHHs YaCTOTHI CePICUHBIX CO-
KpaIlleHUH B KIMHOCTATUYECKOM U OPTOCTATUYECKOM IMOJIOKEHUSIX ).
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2.9. JlabopaTopHble ucciaenoBanus y nauueHToB ¢ I'KMII

VY 60apnbix ¢ 'KMII npoBoasaT nabopaTopHoe 00CaeI0BaHNE, BKIIIO-
yarolee KIMHUYECKUWA aHallu3 KPOBH, OMOXMMHMUYECKUU aHaliu3 KPOBU
(ACT, AJIT, moueBuHA, KpEaTHHWH, TJIFOK03a, OMINPYOUH, Kalluii, HATPUH,
JUTNAJIHBIA CIIeKTp), oOmmil ananmu3 mouu. OnpeneneHre N-TepMUHAIb-
HOT'0 MTPOMO3roBoro Harpuityperudeckoro nentuga (NT-proBNP) He Bxo-
IUT B PyTUHHOE JIa0OPaTOPHOE UCCIIEAOBAaHUE, HO BHICOKUN YPOBEHB acCo-
IIUUPOBAH C TSHKECTHIO PYHKIIMOHATBHBIX HAPYIIEHUM (MPOrpecCUpOBaAHUE
XPOHUYECKOU CepJIeYHON HETOCTAaTOYHOCTH ) U HEOIaronpusaTHHIM MTPOTHO-
30M.

I'KMII — 3T0 n1raruo3 UCKIIOYEHHS, TO €CTh (PEHOKOIH, BTOPUYHBIC 1
cnenuduaeckue npuaunbl ['JIK u 'K qomKHBI OBITH HCKITIOUEHBI.

Meauko-reHeTu4ecKoe KOHCYJIbTUPOBAHUE PEKOMEHIOBAHO MTPOBO-
nuth BceM naurenTaM ¢ ['KMII ¢ nenbro BeIssBICHUA IPUYUHHOW MYyTaIlUH.
Ownenka BKJIaJa KOHKPETHOIO T'€HETUYECKOTO BApHAHTA MYTAllUU MPOBO-
IUTCSI B COOTBETCTBUU C PEKOMEHIALMUSAMU AMEPUKAHCKOW KOJIJIETUHA ME-
munuHckord reHetuku (American College of Medical Genetics and
Genomics — ACMG) ot 2015 r., OTe4eCTBEHHBIMU PEKOMEHIAIUSIMU, Pa3-
paboTaHHBIMU HA UX OCHOBE. PO/ICTBEHHMKAM MEPBOM CTENEHH POJICTBA Ma-
[IUEHTOB C SIBHOM MAaTOM€HHOM MyTallMENd pPEKOMEH]I0BAH KACKaAHbBINA T€HE-
TUYECKUN CKPUHUHT.

I'enernueckuii ckpunuHr npu ['KMII Moxer HOCUTh OuasHocmuue-
CKUU U npeOuKmueHulll Xapaktep. B mepBom cityuae reHeTH4ecKasi JuarHo-
CTHKA SIBJISIETCS YaCThIO JUATHOCTUYECKOTO MOUCKA U MIPU3BAHA ITOMOYb B
noarBepxkaeHun auarnosza ' KMII npu Hanmu4yuu cTepTod WIM HEMOJIHON
KJIIMHUYECKOW KapTUHBI. [[peTUKTUBHBIN r€HETUUECKUN CKPUHUHT OCHOBAaH
Ha UCIOJIb30BaHUM MHPOPMAIIUHA O KOHKPETHOW T€HETUYECKON MPUYHNHE 3a-
OoJieBaHUs, UACHTU(PUIIMPOBAHHOH Y TalueHTa (MpodaH/a), i onpeaesie-
HUSI HOCUTENbCTBA JAHHOTO BAPUAHTA Y €r0 POJICTBEHHUKOB. [ eHeTnyeckoe
TecTupoBaHue y nauueHToB ¢ [ JDK HesicHOro reHesa v TOJIMHON CTEHKH
13—-14 MM pekOMEeHI0BaHO MPOBOJUTH TOJIBKO MOCIIE IETATHLHOTO 00CIe10-
BaHus (Bkiarouass MPT ¢ koHTpacTUpoBaHHEM) U KOHCWJIMYMa MYJIbTHJIUC-
IUATUIMHAPHOW KOMAaH/IbI CIIEIIUAIIICTOB.
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2.10. MHcTpyMeHTAJIbHBbIE JUATHOCTHYECKHE HUCCIeTOBAHUS
y nauuenToB ¢ 'KMII

Auekrpokapanorpapus (AKI') B 12 oTBeacHUAX SIBISICTCS BaKHBIM
UHCTPYMEHTOM CKPHHHHTA OOJIbHBIX (pUC. 4), IPOBOJAUTCS TPU TICPBHYHOM
oOclienoBaHnu naieHToB ¢ noao3peHueMm Ha ['KMIT u B npouecce nunHa-
MHUYECKOT'0 HAOIFOICHHS.

: -
Caim . Limb 1@ Chesl 12 me/wv

Puc. 4. DKT-usmenenus, xapakmepnoie onsi ' KMII (A), KTy 6oavnoco 'KMII (B)
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OKI mpu 'KMII xapaktepusyercst HaTuIueM:

e BoJbTaXHBIX Npu3HakoB runeprpodpuu JOK (unaexc Kopuenna, un-
nekc CokosioBa—JlatioHa);

®  TATOJIOTHYECKUX 3YO110B Q B HIHKHEOOKOBBIX OTBEICHUSIX JITTUTEIBHO-
cThi0 >40 Mc U TyOuHOM >3 MM;

e 1iuybokux (>10 MM) oTpunaTeIbHBIX 3yO1I0B T pa3iuyHBIX JIOKAJIU3a-
LM

®  HapYIICHUM CEPACUHOrO pUTMA U TPOBOAUMOCTH ((GUOPpUILISAIIUY IPE/I-
cepaui, Keaya0UKOBbIX TaXUKapIUi, OpauapuTMuil).

Xoareposckoe mouuTopupoBanue JKI' (XMIKI') npoBoar ¢ ue-
JbIO0 BBISBJICHUS HAPYILICHUW CEPJICUHOTO PUTMA U MPOBOJUMOCTH, IJIs
ctparudukauu pucka BCC un ot6opa KaHANAATOB JIJIs1 UMIUIAHTAIINH Kap-
nuoBepTep-aepudpumsaropa (MKJI). OntumanbHas npoaoDKUTEILHOCTh
XMOKI" cocraBnsier 48—72 .

Ixokapauorpapus (IxoKI') nmpeacrasiser coOol BU3YaTHU3UPYIO-
M METOJ UCCIIEIOBAHUS, KOTOPBIM MO3BOJSET OLICHUTh CUCTOJIMYECKYIO
U IUACTOJIMYECKYIO (PYHKIIMIO ceplla, HATMYUe OOCTPYKIIMU BBIHOCSIIETO
tpakTa JOK (BTJDK), MuTpansHOl perypruramuu.

s BeIsIBIIEHUS TipoBonupyemoit ooctpykimu BTJIDK u ctpecc-unmy-
UPOBAHHON MHUTPAIBHOW PETYPruTalMyd MPOBOASAT TPAHCTOPAKAIBbHYIO
crpecc-OxoKIT'.

[TaimenTam ¢ HesicHBIM MexaHu3MoM o0cTpykiuu BTJDK, niisa onenku
COCTOSIHUSI MUTPAJIBHOTO KJIAallaHa MPOBOAAT ypecnuineBogHy0 OX0KI .

IxoKI'-npusnaku odcrpykruBHoi popmbl I'KMII (puc. 5):

e acuMmmeTpuyHas runeptpodus muokapaa JOK (Tonmmaa Mexokery-
JIOYKOBOW MEPEropoJku Oosiee 15 MM Mpy HOpMaTbHON WM YBEJIHMYEHHOMN
TOJIIIMHE 3aIHCH CTCHKH);

e 00CTpyKIIus BeIHOCSIIEro TpakTa JIXK (rpagueHT naBjieHus B BBIXO/I-
HoM TpakTte JDK 6omee 30 MM pT. CT.);

® [IepEIHE-CUCTOJIMYECKOE IBUKEHUE CTBOPOK MUTPAILHOIO KJlallaHa
(SAM-(penomen).

Kpowme Toro, npu npoBeeHUN UCCIASTOBAHUS MOKHO OOHAPYKUTH U3-
menenue reomerpun JOK (JIDK Thna «mecoyHbIX 4acoBy MpHU BOBJICYECHUU
CPEIIMHHBIX OTIEIIOB HE TOJIBKO MEXOIKEITYIOUYKOBOU IMEPETOPOJKU, HO U
cBoOoaHol ctenku JIXK), aHoManuu CTBOPOK U XOpi MUTPAJIBHOTO KJlarnaHa
(yomuHEeHUE, U30BITOYHOCTH), JUJIATAIMIO JIEBOTO MPECepuns, a B TEPMHU-
HaJbHOM cTaauu 3a0oneBanus u nuinaramuio JOK.
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Vel 503 cy's
PG 101 mmHg!\ T

Puc. 5. Oocmpyxmusnas gpopma I'KMIIT (SAM-gpernomern)
Ipumeuanue: BOJDK — 6vixoonou omoen 1e6020 dHcenyoouka;
JDK — neswiii orcenyoouex; JIII — neeoe npedocepoue; MKn — mumpanvrulil knanaw

MarnutHo-pe3oHancHasi tomorpagust (MPT) cepana sisisiercs >¢-
(heKTUBHBIM METOJOM OILIEHKA MOP(HOIOTUUECKUX U (PYHKIIMOHATBHBIX W3-
MmeHeHni npu ['KMII u nmokaszana B cityyae 3aTpyJHEHUN BU3yalnd3alUuu U
OIICHKH BBISIBJICHHBIX n3MeHeHul ipu Y 3U. MPT cepania BBINOJHSIIOT C 11e-
JIBIO OIIEHKW aHATOMUHM Cepia, GyHKIIUH JKEJTYJOUKOB, a TAK)KE BBISIBIICHUS
Y OLIEHKH PAacIpOCTPAHEHHOCTH (prOPO3a MUOKApIa U UCKITIOUEHHUS IPYTUX
3aboJsieBaHui (Hampumep, ammiousioza). Meroauka MPT-uccinenoBanus
TEKCTYPbl MHOKAp/1a, HAJTUYHUS U PacpOCTPAHEHHOCTH MUOKAPAUATIBLHOTO
(¢uOpo3a OCHOBaHA HAa TOM, YTO B C€rMeHTax mMuokapnaa ¢ >15% ¢dudpoza
BBISIBJISIETCST (DEHOMEH IMO3HEr0 HAKOIUICHUS TaJI0JMHHEBOIO0 KOHTpAcTa
(ITHI") (puc. 6). MRT cepjiia mpoBOAUTCS MEPE onepaiuend aikoroJbHOMU
cenrtanbHoM abnanun (ACA) ¢ 1eIpI0 OLIEHKH pacIpOCTPAHEHHOCTH TUTIEP-
Tpoduu u hpudpo3a MUOKap/a.

Koponapoauruorpagus (KAI') nokasana nauuenram ¢ ' KMII ¢ tu-
NUYHBIMUA OOJISIMU B TPYJIHOW KJIETKE MPU HATMYUU MPOMEKYTOUHOM TIpe-
TECTOBOM BEPOSITHOCTH aTEPOCKIEPOTUUECKON HIIIEMUYECKON OoJie3HU
cep/lia C y4EeTOM BO3pacTa, moJjia U akTopoB PUCKA aTepOCKIIEPO3a.

VY nauumenTtoB ¢ coueranueMm ['KMII u umemuueckoi 601e3HU cepana
(MUBC) nosiBiisieTcss HEOOXOIUMOCTh B TIOCTAHOBKE CTEHTOB MPU MEHBIIICH

CTEIIEHU CTEHO03a, YyeM IpuHATO y nauueHToB ¢ MbC, T.e. npu cTeHo3ax
<50%.
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Puc. 6. Haxonnenue cadonunuesoco xoumpacma npu MPT cepoya y nayuenma c
I'KMII: A — cunepmpoghus eepxywxu (noxazano cmpenkamiu) 6 6epxyue4Hom cee-
menume JDK y nayuenma ¢ I'KMII, B — no3onee naxonnenue cadonunueso2o koHmpa-
cma (APKUll CUSHAl OmMmeyeH CIMpPerKami), Ymo ceudemeibCcmaeyem o Haduu Guo-
pOo3a 6 8epxyuieyHom ceemernme muoxapoa JIXK

oka3anusa k KAI' npu I'KMII:

e B3pocasiM nanueHntamM ¢ ['KMII ¢ npenorBpamennoit BCC (mocie
YCIICIIHBIX PEAHUMAIIUOHHBIX MEPOTIPUSITUI );

e nanueHTam ¢ ycronunBou KT;

® TAIMEHTaM CO CTaOMJIBLHOM CTeHOKapaueu >3 kiacca nmo Kiaccuduka-
nun Kanaackoro cepieyHo-cOCyquCTOrO 00IIECTBa;

e BceM nmanueHtam ¢ 'KMII crapme 40 ner pexkomenayerca KA wim
KT-anruorpadus go peaykiun MXKII, He3aBuCUMO OT HamWu4us TH-
MAYHOTO CTEHOKAPJIUTUYECKOT0 OOJIEBOTO CUHAPOMA.
Kommnsrorepuas tomorpagus (KT) cepana npoBoaurcs namueHTam,

Yy KOTOPBIX MOJIy4€HBbl MNpOTHBOpeuUuBbie pe3ynbraThl OXOKIT m MPT

cepAla, a TakKe OOJIbHBIM MPU HAJMYMKA MPOTUBOIOKA3aHUN K MPOBEE-

Huro MPT.
duaomMuokapauagbHas ononcus (AMbB)

OMBb npoBoauTCst OOJIBHBIM TIPU MOJI03PEHUN HAa UH(QUIBTPATUBHBIE,

BOCIAJIUTEIbHBIE 3200JIEBaHUs Cep/illa Ui OOJIE3HU HAKOIUICHUS, KOTOPbIE

HE MOTYT OBITh TOATBEPKICHBI IPYTUMHU METOIAMHU.
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2.11. Inddepenunanbublii guarno3 'KMII u T'JIK
Beaeacreue Al

Ha ectectBennoe teuenue ['KMII oka3biBaeT BiusHue Hanmuuue (ak-
TOPOB KapauomeTadbonnyeckoro pucka (Al', osxkxupenue/m30bITOUHAs Macca
TeJa), BCTPEUYaeMOCTh KOTOPHIX YBEIUYMBACTCS C BO3PACTOM.

B crapmenn Bo3pacTHOW Tpynme nanueHToB ¢ AokazanHou ['KMII
BcTpeuaemocTh Al coctaBmsier 70—90%.

ITo onpenenenuto npu ['KMIT I'JIK He 00ycioBieHa Harpy3Kkou JaB-
neHueM, Ho Al — 3To Harpy3ka JaBJIEHUEM, TO3ITOMY B CIy4ae COUETAHUS
['KMII ¢ AT pedyetcst moaudukanus kputepues ' KMII. Bapuantom kpu-
tepusa ' KMII ipu conyrcrByromeint Al siBisiercs Tonmmua muokapaa JDK
>20 mm. Breibop kputepusi ' KMII «tonmuna crenku JIDK >20 mm» mipu co-
nyTcTBytome A" o0ycioBieH TeM, uTo TpH neperpyske napieHuem (Al
aopTaJIbHBIN CTEHO3 WJIM UX COYeTaHuE) TojrHa Mmuokapaa JIK, kak mpa-
BWJIO, HE IIpeBbIAET 20 MM.

Bepostrocts  KMII y marimenToB ¢ Al mOBbIIIAETCS MPU HATUYUH CE-
MeitHoro anamue3a ['KMII wiim BCC B Mosio10M Bo3pacte y poJCTBEHHU-
KOB IIEPBOM JIMHUU POJICTBA.

Tonmuua muokapaa 15-20 MM mpeAcTaBisieT cO00I0 «Cepyro 30HYY,
BbIBOJ 0 Auarno3e ' KMII MoxkHO cienath TOJIbKO HA OCHOBAHUM TIIATENb-
HOT'0 aHajau3a OOoJbIIOro uKcia (GakTOpPOB: CEMEHHBIA aHAMHE3, JJIUTENb-
HOCTh Al’, ypOBEHb «HArpy3Ku JABICHUEM» (IMU30]IMUECKUE MOBBIIICHUS
A/l nnu ctabunbHO noBeiieHHOE AJl), TpUBEP)KEHHOCTh MallMeHTa Tepa-
nmun Al', Hanmuune usmeHenuit DKI/9xoKI' no pazsutus Al', nuHamuka

pa3MepoOB TOJOCTEH cepilla W yBEJIUYEeHHUs TOJIMMHBI cTeHok JIK mpu
2Ix0oKI'/MPT.

2.12. Indppepenunanbupliii auarno3 I'KMIT u T'VIK y cnopTcmeHoB

Huddepenumansubiii tuarno3 'KMIT u I'JIK y cnopTcMeHOB nipei-
cTaBisieT coOOM akKTyaJbHYIO 3a/audy, MOCKoJibKy maruentaM ¢ ['KMII,
HE3aBUCHUMO OT BO3pacTa, MoJja, pacOBOW MPUHAMJICKHOCTH, HaU4Yus 00-
crpykunu BTJDK, mpoBeneHHBIX paHee orneparuii (HanmpuMep, CenTaibHOU
MHAIKTOMUN) Wik umiiantaiuu MKJ]l npoTuBonokazaHo ydacTue B CHOp-
TUBHBIX COPEBHOBAHUSX U YIIPAXKHEHUSIX BEICOKOWM MHTEHCUBHOCTH.

CTOuT OTMETUTH, YTO CIOPTCMEHBI BBICOKOTO Kitacca ¢ ['JDK u Tonmu-
Ho¥ cteHku JIDK >13 Mm (13—15 MM) COCTaBISAIOT UL HEOOBIITYIO YaCTh
(1,5-1,7%) cnoptuBHOrOo cooOmecTa. Kak mpaBuio, 3T0 CIIOPTCMEHBI C
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OonpIIol Maccoi Tena. IMeHHo y 3To# Tpymimsl TpedyeTcs auddepeHim-
anbHbBIM quar"os ¢ I KMII.

B nonw3y mmarnoza I'KMII MoxkeT CBUAETEILCTBOBATH CEMEWHBIN
anamue3 ['KMII, xxencknit mon. Ha OKI' y marmenToB ¢ ' KMII BoisBIISIFOT
natrepHbl [ KMII (BonbTaxubie npuzHaku runeptpodun JDK, natonoruye-
ckue 3yO1iel Q, riy0okue oTpulaTesibHbie 3yO1ibl T pa3IuuHbIX JOKaIu3a-
WA, HApYIIEHUS cEpAeYHOro putMa u npopoaumoctr). Ha OKI" npu cnop-
tuBHOM ['JIDK BBISBISAIOT TOJIBKO BOJIBTAXKHBIE TPU3HAKHU ruriepTpoduu JIK,
HOPMAJIbHBIE TAPAMETPHI CEPACYHOIO PUTMA U MPOBOAUMOCTH. Brzyanusu-
pytomue Mmetoanl uccienoBanus (OxoKI', MPT cepana) B cinydyae I'KMII
MO3BOJIAIOT BBISIBUTH o0cTpykuuto BTJIK, nepenne-cucronuueckoe aBU-
KEHHUE CTBOPOK MUTPAIHHOTO KjalaHa, JUACTOJIUYECKYIO NUCHYHKIIUIO
MHOKAP/IA KEIYJOYKOB. Y CHOPTCMEHOB, KaK MPABUIIO, HET NEPEIHE-CHU-
CTOJIMYECKOTO JIBMKEHUS CTBOPOK MHUTPAIBHOTO KJIallaHa, XapaKTEpPHA CYy-
npaHopMalibHasi Auacroiudeckas GyHkuus. BaxxubsiM nquddepeHimaibHo-
OAATHOCTUYECKUM MPU3HAKOM sBisieTcs BbisiBiieHue [THI pu MPT ¢ koH-
TpacTUPOBAHUEM, 3TO cBHAETENbCTBYET B moib3y ['KMIIL. Cnycrts He-
CKOJIBKO MECSIIEB MOCJIE TPEKpAICHUs HAarpy3Ku HAOII0Jal0T YMEHBIIICHHUE
tonuuHbl cTeHOK JUK B cirywae cnoptuBHOM [ JIK, B TO Bpems Kak y manu-
eHToB ¢ [ KMII rommumnna crenok JIDK octaercs nmpexxHen.

Anamuzupyst crioptuBHyto ['JIK, HeoOxoauMo Takke MPUHUMATh B
pacuer cieayroume (akTopsl: BU CHOPTA U UHTEHCUBHOCTh TPEHUPOBOK,
non (y my>kuuH ['JIDK Gonblie), Bo3pacTt, Bec U pocT cnoprecMeHa. OkoHyva-
TelbHBIN BbIBOA O auarHo3e I'KMII y cnoprcMmena nenaercs Ha OCHOBE
KOMIUIEKCHOM OLIEHKH KaK MOKHO OOJIBIIEr0 YKCIIa MOKa3aTeNeu.

2.13. TakTuka Begenus 00abHbIX ' KMII

Jleuenne ' KMII HanpaBiieHO Ha YMEHBIIEHUE BBIPAXKEHHOCTH KIIMHHU-
YECKHUX MPOSBICHUN 3a00J€BaHMs, yIyUlIeHUE KauecTBA >KU3HU IMallUEeH-
TOB, npenynpexaenue cirydaeB BCC u nmporpeccupoBanuss XCH.

Peanuzanus 3TuX nener BKIOYAET MEAWKAMEHTO3HYIO TEpAIUI0, dH-
JNOBACKYJIIPHBIE BMEIIATENBCTBA, XUPYPTUUECKUE U HEXUPYPTUUECKUE ME-
TOAbI penykiuu runeprpodupoBannorn MKII, MexaHUYECKYIO TOIAEPKKY
KpOBOOOpaIleH!s, TPAHCIJIAHTALIUIO CEep/Lia.

OO01Me NPUHIUIIBI MEAMKAMEHTO3HOM Tepanuu

JlekapcTBeHHBIE Mpemnaparsl, npumeHseMmblie B Tepanuu [ KMII, mpen-
CTaBJIEHBl CPEACTBAMM C OTPHULIATEIIBHBIM HWHOTPOIHBIM JIEMCTBUEM U
HaIpaBJeHbl HA KyIUPOBaHWE WU O00JIErYeHUE CUMIITOMOB 3a00JICBAHMS.
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MennkaMeHTO3HYI0 TEPANUI0 HAYUHAIOT ¢ MUHUMAJIbHBIX JI03 C OCTOPOXK-
HBIM TUTPOBAHUEM B TEYEHHUE JIUTEIIBHOTO BPEMEHHU.

[Tatrtmentam ¢ ooctpyktuBHoi hopmoit 'KMII (¢ oocTpykuueit BTJIK
B TIOKOE W/WJIM NPY HArpy3Ke) 1Jis1 yMEHbIIIEHUSI CHMIITOMOB, CHIDKeHUS [ /]
B JDK B KauecTBe nepBOM JIMHUU TEPANTUU PEKOMEHI0BAHBI B-aapeH00.10-
KATOPBI C 10J00POM MaKCUMAIIbHON MTEPEHOCUMOM J03bI.

ITaruentam ¢ obctpykumeir BTJDK (mokos wim MHIyUHPYEMOM) C
HaJIMYMEM HEMEPEHOCUMOCTH [-aipeH00I0KaTOPOB JIMOO MPOTUBOIMOKA3A-
HUW K MX HA3HAYEHUIO PEKOMEHJ0BaH BepamaMWJ C M0J00pOM MaKCH-
MaJIbHOM TTIEPEHOCUMON JO3bI.

JAnarnazeM ¢ 1mog00poM MaKCHMaJIbHOM IMEPEHOCHMOM J103bI PEKO-
MEHJIOBaH CHMNTOMHBIM TanueHtam ¢ ooctpykuueit BTJDK (mokost wiau
WHJIYUIUPYEMOI), KOTOPbIE HE TIEPEHOCAT OeTa-apeHOOIOKATOPhI U Bepa-
MMaMUJI WA UMEIOT MMPOTUBOIOKA3aHNS K UX HA3HAYCHUIO.

[Tartmentam ¢ oo6ctpyktruBHOM 'KMIT u XCH II-1V ®K (NYHA) ¢ ®B
JDK >50% c uenbto ynyumenuss cumnroMoB XCH nHa3znawarotr [-anmpe-
HOOJIOKATOpPHI, BepanaMuJl. J[Jisi yMEHbIIEHHS BBIPAXKEHHOCTH OJIBIIIKY TIPU
Harpy3ke CUMOTOMHBIM namueHTaM ¢ oocrpykuueit BTJDK naznauator (c
OCTOPOKHOCTBIO) HU3KHUE JO3bI NETIEBBIX WA THA3UIHBIX JTUYPETUKOB.

[Tanmentam ¢ HeoObcTpykTuBHOU ['KMII 1 XCH ¢ ®B JIXK <50% pe-
KOMEHAYIOT $-aApeHO0JI0KaTOPHI B IOMOIHEHUE K MHTUOUTOPY aHTUOTEH-
suHnpeBpamaromero pepmenta (MAII®D) (unu aHTaroHUCTY aHTUOTEH3U-
Ha [I, eciiu manuenT He nepeHocut MAIID) niist ymMeHbIIEHUS CUMIITOMOB,
CHIKEHMS pucka rociiranu3anuii no nosoxy XCH u BCC. [{na ymensbuie-
HUS BBIPAXKCHHOCTH OJBIIIKHU IIPU HArpy3Ke CUMIITOMHBIM ITallUEHTaM C He-
ooctpyktuBHOUM ['KMII pekomMeH1yt0T Masbie 1036l METIECBBIX NN THA3UT-
HbIX AnypeTukoB. [Tarmentam ¢ HeoOcTpykTuBHOM ['KMII ¢ @B JIK <50%
u noctositHHbiMA cumnTomamu XCH II-IV ®K (NYHA), necmoTps Ha Jie-
yenrue MAII®D (unu antaronnctamu anruoreHsuna Il) u B-aagpeno6iaokaro-
paMH, PEKOMEHIYIOTCS albJOCTEPOHA AHTATOHUCTHI JJIsI CHH)KEHUS PUCKA
rocrimtanu3anuii mo nosoay XCH u BCC.

VY nanuenTtoB ¢ couetanuem ['KMII u @I ocHoBHBIC 11EM (hapmako-
Tepanuu HanpasieHbl Ha KynupoBaHue 3nu3070B DI, npodunaktuxy pe-
[IUIMBOB APUTMHUU U TPOMOOIMOOIMUECKUX OCTI0KHEHUI.

B cutyanun HegaBHO Bo3HuKIIEH (<48 4u) DI BoccTaHOBIEHHE CUHY-
COBOTO pUTMa BO3MOKHO MOCPEACTBOM MPSIMOM 3ieKTpuueckoit uimu dap-
MAaKOJOTUYECKON KapJIHOBEPCHU C BHYTPUBEHHBIM BBEJICHUEM aMHOJa-
pOHa.
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Crparerus BeeHHSI NALMEHTOB ONPENEISIETCS PE3yJbTaTaMu MPOBE-
nennoit YIT-Oxol'K (oTcyrcTtBuem wnu Hanumurem TpomOoB B JIIT u IIIT).
IIpoBeneHne paHHEH KapJAHOBEPCHUM C 00s3aTENIbHOM aHTHUKOATryJISHTHOM
nojaaep kot Bo3mosxkHo nocsie YII-OxoKI', He BbisiBUBIIEH TPOMOBI B 1O-
noctax npeacepauit. IIpu HeBo3moxkHOCTH mpoBeneHus UII-OxoKI' unwm
BbIsiBieHUU TpomMOOB B JIIT u I1IT mpu UIT-OxoKI mpoBoasAT MO3AHIO Kap-
IVMOBEPCHUIO TIOCIIE 3 HEAENb aHTUKOAryJSIHTHOM Tepanuu. BaxxHO oTme-
TUTb, YTO B CJIy4ae HAJIMUUsI TPOMOOB B MOJIOCTSIX MPEACEPAU MPU IEPBOM
00C/IeIOBaHUN KapJIMOBEPCHUS IPOBOJAUTCS TOociae KOHTpojbHOM UYII-
Ox0KT'.

[locne mpoBeneHHs IEKTPUUECKON KapAUOBEPCUU C IENbI0 MPOdu-
JAKTUKH peruauBoB DI npuMeHsI0T aMHOIapOH.

Y nanuenTtoB ¢ ' KMII ¢ nocrositnrOoMN nim nepeuctupyromen OII ns
KOHTPOJISI YaCTOThI COKPAIIEHUM JKEITyJOUYKOB HCIOIB3YIOT B-aapeHo010-
KaTop, BepanaMuI WIN JUITAAZEM.

[IpodunakTrika TpPOMOOIMOOTUIECKUX OCTOKHEHUHN C OLIEHKON prCKa
kpoBoTeueHur no mkaine HAS-BLED peanusyercs mocpeacTBoM aHTHKOA-
T'YJISHTOB: aHTaronucra ButamuHa K (Bapdapun, neiresoe MHO 2,0-3,0)
WiIu JaburaTpaHa dTEKCWiIaTa, WM puBapokcabaHa, wiM anukcabaHa. AH-
TUKOAryJISHTHl Ha3HadaroTcs He3aBucumo oT mkansl CHA2DS2-VASc
naxe mnocie ogHoro snu3ona @II. Beibop B mosib3y HOBBIX MEPOPaIbHBIX
AHTUKOATYJISHTOB (IaOWrarpaHa 3TEKCHUJIAT, PUBAPOKCA0AH WJIM aluKca-
0aH) noskeH ObITh cienad y nanueHToB 'KMII B couetanun ¢ @II, y ko-
TOPBIX HEBO3MOXXEH MPUEM TOJ00paHHOMN 103bl BapdapuHa M3-3a M000U-
HBIX JICMCTBUU WJIM HEBO3MOKHOCTH MOJIEPKUBATH TEPAINIEBTUUECKUMN YPO-
BeHb aHTukoaryssinuu (MHO 2,0-3,0), unu HeT BO3MOKHOCTH OCYILECTB-
1T MOHUTOpUHT MHO.

BaxHo noguepkHyTh, uTO BO Beex ciryyasx [ KMII, ocnoxuennon OII,
OpOBOJAUTCS TOXU3HEHHas Tepanus Bapdapunom (MHO 2,0-3,0) wunm
naburaTpaHa dTeKCUJIATOM, WM PUBApOKCA0aHOM, U alTMKcabaHOM Jaxe
€CJIM CUHYCOBBIM PUTM BOCCTAHOBJICH.

Xupypruueckue Mmetoabl jJedeHuss I'KMII

[lepBuunas u BropuuHas npoduiaktuka BBC mpu BBICOKOM puCKe
obecrnieunBaeTca UMIUIaHTalMEN KapanoBeprepa-aepuopumisitopa (MK/).

[Ipu orcyrctBum 3¢ dexra ot aktuBHOU (hapmaxoTepanuu XCH -1V
¢ynkuronansHoro kinacca (NYHA) ¢ Belpa)keHHOW aCUMMETPUYHOU TH-
neprpopueir MOXKII wunu BbicokuM cyOaoptaiibHbIM [/ B mOKOE
>50 MM pT. CT. TOKa3aHa cenraibHas MuIKTOMUS (CMD).
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2.14. IIporno3 3a00eBanus npu I'KMII

Iporuo3 nnpu 'KMII oTHOCHUTENBHO HEOJIATONIPUATHBIH, B IEPBBIN 0O
ymupatot 1% 3a0o0JieBIINX, Yalie OT BHE3AMHOW CEpICUHON CMEPTH.
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3. AMJTIATAIHMOHHASA KAPJIMOMMUOIIATHUA
3.1. Onpenenenne JKMII

Hunataunonnas kapauomuonartus (JIKMII) — 3To reneTnyeckoe wiu
npuoOpeTeHHOE 3a00JIEBaHNE MUOKaP/1a, XapaKTepHU3yIollleecs AunaTauei
Y CUCTOJIMYECKON AUCHYHKIMEHN JIEBOTO KeTy10uKa (M1 000UX KeIya04-
KOB), HE ABJISIONIEECS CIAEACTBUEM UIIIEMUYECKOM OOJIE3HU cep/lia, apTepu-
aJbHOM TUIEPTEH3UH, BPOKICHHBIX W MPUOOPETECHHBIX TOPOKOB Ceplia
WU COCTOSIHUM, MPUBOISIIMX K TMEPErpy3Ke MaBJICHUEM WJIH O00bEMOM

(puc. 7).

Puc. 1. Hacnaonoe cpagnenue HopmanbHo2o cepoya u cepoya ¢ OunamayuoHHouU
Kapouomuonamueu: A — cxemamuunoe uz0opadiceHue HopmanvHozo cepoya, B — cxe-
MamuuHoe uzobpasicerHue ounlamayuorHou kapouomuonamuu, C — nonepeunsvlii cpes
HOpMAbHO20 cepoya (anamomudeckuil npenapam); D — nonepeunwiii cpez cepoya c
OUNAMAYUOHHOU Kapouomuonamueu (AHamomMuyecKuil npenapant)

Kox mo MKB-10

142.0 nunatanMoHHas KapJauoMuoIaTus (3acToiHas KapJIuOoMHOIIa-
THS);
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[42.6 ankoroJyibHasi KapAMOMHUOIIATHUS;

[42.7 xapaumomuonaTusi, 00yCIOBJICHHAs BO3JCHCTBUEM JIEKapCTBEH-
HBIX CPEJICTB U JPYyTUX BHEIIHUX (PAKTOPOB;

142.8 - npyrue kapAMOMHOIIATHH;

[42.9 kapauomMuonarTysi HEYyTOYHEHHAS;

[43.0 xapauomuonaTus npu MHOEKIMOHHBIX U Mapa3uTapHbIX 001e3-
HSIX, KJIACCU(PUIIMPOBAHHBIX B IPYTUX PyOpUKaX;

[43.1 xkapauoMuonaTs IPU METAOOINYECKUX HAPYIICHUSX;

[43.2 kapauoMuonaTus Mpyu pacCTPONUCTBAX MMUTAHHUS;

[43.8 kapauomuonaTus Npy Ipyrux 00JIE3HAX, KIACCUPUITUPOBAHHBIX
B JIPYTUX pyOpHKax;

090.3 kaparoMuonaTs B MOCIEPOJOBOM IIEPUOJIE;

099.4 6o5e3Hn cUCTEMBI KPOBOOOpAIIICHHS, OCTIOKHSIONTHE OepeMeH-
HOCTb, POJbI U TTOCJIEPOIOBOU TIEPUOI.

3.2. Dnuaemuojorusa JKMII

JKMII npeacrapisier co0oi HauOojIee 4acTO BCTPEHAIOIIYIOCS Kap-
auomuonaTuio. PacnpocTpaHeHHOCTh, 3a0071€Ba€MOCTh U CMEPTHOCTh OT
JAKMII 4yeTko HE YCTAHOBJICHBI, & UMEIOIIMNECS JaHHbBIE CYIIECTBEHHO OT-
JIAYAIOTCA B 3aBUCUMOCTH OT METOJ0JIOTUU UCCIICIOBAHUA.

[To nanHbIM pa3HbIX aBTOpPOB 3aboneBaemocTh JIKMII ounenuBaetcs
Kak 5—7,5 caydaeB Ha 100 TbIC. HaceNEeHUA B IO, paCIPOCTPAHEHHOCTh Ma-
tojiorud — 13,1-36,5 na 100 TeIC. HaceleHuUs.

JIKMII Mo3keT ObITh AUAarHOCTUPOBAHA B JJHOOOM BO3pACTE, Y MY>KUMH
MaToJIOTUs BCTPEUAETCS B 2—5 pa3 yallle, 4eM y KEHIIUH.

Bo Bcem mupe JIKMII saBisiercst TpeTbeil Hanbosee 4acTol MpUYNHON
XCH u niepBo# MpUUMHOMN TPAHCIUIAHTALIUH CEPALA.

3.3. Otnogorusa JIKMII

JIKMII npencraBiser co6or HanboJiee 4acTo BCTPEUAROITYIOCS Kap-
JUOMHUOIIATUIO, ACCOUMUPOBAHHYIO C IUPOKUM CIIEKTPOM 3THOJIOTUYECKUX
(haxkTopOoB.

I'enemuueckue npuuunst. Mytanuu B 0osee yeM 98 reHax MOTyT IIpH-
BoJUTh K pazButhio JJIKMII. Cpenu reHeTuueckux pakTopoB Hauboee ya-
CTO BCTpeYaroTcs ykopauuparomiue mytanuu reHa TTN (TuTuHa) ¢ ayTo-
COMHO-JOMWHAHTHBIM THUIIOM HAaCJEA0BaHUS, KOTOPBIE BBIABISIOTCA B 25%
ciy4daeB ceMeilHbIX U 18% ciydaeB criopaguueckux GopM.
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Mytanus rena namuHa A/C (LMNA) obnapy»xkuBaetcst B 35—-60% ciy-
YyaeB coUeTaHUsl HapylIeHui npoBoAsieit cuctemsl cepana (CA nu AB-6:10-
kaael) 1 JIKMII. Myrtanus LMNA cBsizaHa ¢ HEOIaronpusaTHBIM MPOTHO-
30M, MOCKOJIBbKY 0K0JI0 50% nanuenTtoB ¢ JIKMII, accoununpoBaHHOM ¢ My-
tarued LMNA, niepeHocAT BHE3aMHYI0 CEPACUYHYIO CMEPT.

MyTarus reHa TsoKenbix 1eneit 6eta-muo3nHa (MYH7) ¢ ayrocomHo-
JOMUHAHTHBIM TUIIOM HAacl€JOBaHMs, COCTaBIAeT 4% Bcex HauomnaTuye-
ckux JJKMII. MaTepecHo otmeTuts, uTo mytanuu MY H7, 3arparusaromue
roJIOBKY Oenka Muo3uHa, NpuBOAAT K pazBututo I KMII, myranuu MYH?7,
HapylIarollfe MTPaBUIbHOE B3aUMOJICHCTBUE AKTUH-MUO3MHA, ACCOLUUPO-
Baubl ¢ pazButueMm JKMII, a mytariuu MYH7 (Alal766Thr, Asn1918Lys,
Leul793Pro) sBISIOTCS ITHOJOTUYECKUMH (haKTOpaMyd HEKOMITAKTHOTO
MHOKapJa JEBOro xeiysiouka. Takum o0pa3oM, pa3Hble MyTallMu Jaxe B
OJIHOM M TOM K€ «CapKOMEPHOM)» I'€HE MOTYT MPUBOAUTH K Pa3HbIM Kap-
JAOMUONIATUAM, a MauueHT ¢ sBHOW JIKMII MokeT uMeTh pOJICTBEHHUKA C
I'KMII B pe3ynbTaTe MyTalMii OAHOTO U TOTO JKE TEHA.

VY NanueHToB MOXKET BCTPEUAThCs KOMOMHALIMS HECKOJIBKUX MYyTallui,
YTO aCCOLMMPOBAHO C 00JIe€ TSKEJIBIM TEYEHHUEM IMaTOJIOTUU M HebJaro-
MPUATHBIM TPOTHO30M.

Pa3Butue renernuecku aerepmuHupoBanHoit JJKMII moxer ObITh B
paMKax HEMPOMBIIICUHBIX 3a00JI€BaHUM, HAPUMED, Y OOTBHBIX MBIIIICYHON
muctpodueit [Jromena (X-CUEIJICHHOE HACJIEIOBAHUE), MBIIICYHOW AUC-
Tpodueit bekkepa (X-cUemieHHOe HACIEIOBAHUE).

MuroxoHapuaabHble 3a00eBaHus (CKeJIeTHas MUOIATHUS) MOTYT CO-
MIPOBOKAATHCSI BOBJIICUEHUEM B ITATOJIOTHYECKUIN MTPOLECC CEPACYHO-COCY-
IUCTOU cucteMsbl ¢ pazsutuem JIKMII.

Anxozons. OnHol U3 HanbOosee 3HauuMbIX npuuuH JIKMII B Mupe siB-
JISIETCSl XPOHUYECKAsl AJIKOTOJIbHAs HHTOKCUKAIMS (y MYyX4rH — 8,9% ciy-
qaeB, Y KeHIUH — 2,9% ciyudaeB). OcTpoe U XpOHUUECKOE 3J10ynoTpedie-
HUE aJKOTOJIEM MOBPEKIACT TSXKEIIbIC IIEM MUO3WHA U CHHXKAET COKPATH-
MOCTh MHMOKapja B IeJioM. Anerajabaeruj (MeTadoJIuT 3TaHOoja) MOBpe-
XKIAeT MPOIECC OKUCTUTETBHOTO (hochopuinpoBaHus MUTOXOHAPHI Kap-
JTUOMHUOILIMUTOB, HAPYIIAET KICTOUHBIN MeTabOIM3M KaJblius, Maruus, (oc-
dopa.

Hapxomuueckue eeugecmea. 1lpuveHenre HapKOTUYECKUX BEILIECTB,
HampuMep, KOKanHa TakKe MOXKeT MpuBoJuTh K paszsutuio JJKMII u da-
TallbHBIX apUTMHUU. DTO CBA3aHO C TMOBBIINICHHBIM BBICBOOOXKICHUEM Ka-
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TEXO0JIAMUHOB, 00JIaJal0IIKUX MPSIMBIM TOKCUYECKUM JIEUCTBUEM B OTHOIIIE-
HAU KapAUOMHUOLIMTOB, MOBPEXKIECHHUEM MHUTOXOHIAPUN U MOCIEIYIOLINM
HEKPO30M KapAUOMHUOIUTOB.

Bocnanenue. B 30% cnyuaeB pazsutue JIKMII acconmupoBaHo ¢ no-
CJIEICTBUSIMU MH(EKIIMOHHOTO npolecca. Hanbosee mpoyuHasi B3aUMOCBSI3b
npocnexuBaetcs Mexay JJKMII u sHTepoBupycHoM nHpekimei, BKiatodas
Kokcaku Bupyc A u B. YV mnanuentoB ¢ JJKMII gacto oOHapyxuBaroT
napBo-, aJeHO-, TePIECBUPYCHL. JlaHHBIC YHAOMHOKAPAUAIBHOU OMOTICUU
CBUJICTEILCTBYIOT HE TOJIbKO O MPUCYTCTBUU B MHOKAPJI€ F€HETUYECKOTO
Marepuasa BUPYCOB, HO U 00 ux peruukanuu. [Ipu aTom uneHTudukanms
BUPYCHOTO F€HOMA MPHU HAOMHUOKAPAUAIBHOM OMOTICUHU aCCOIMUPOBAHA C
OoubIeit ckopocThio mporpeccuu JJKMIT u HeGmaronpusaTHHIM IIPOTrHO30M.

Aymoummynnvie 3a001e6anus. PeBMaTOUIHBIA apTPUT, CUCTEMHAs
KpacHasi BOJIYaHKA, CHUCTEMHAas CKJIEPOJICPMHUS SIBIAIOTCS MPUUYUHAMU
JKMII B 5-10% ciyuaes.

Ilpomueuonyxoneevie npenapamoi. JlekapCTBEHHBIE CpPEACTBA U3
TPYIIIBI AHTPALUKINHOB (JOKCOPYOUIIMH, dTUPYOUIINH, TaYHOPYOUIIH) U
MHTMOUTOPOB PELIENITOPOB dUAEPMaATIbHOrO (hakTopa pocTa (TpacTy3ymao,
nepTy3ymad) obnanaT KapauoToKcuueckuMu 3¢ dexkramu. MexaHu3Mbl
KapJAHMOTOKCUYECKOTO BO3/ICHCTBUSI MPOTUBOOMYXOJIEBBIX MPENapaToB pa3-
JUYHBI. AHTPALMKIIMHBI BHI3BIBAIOT HEOOPATUMOE MOBPEXKACHUE MUOKap/a
B OTJIMYME OT MOTEHINAIbHO OOPATUMBIX HEXKEJIaTeIIbHBIX PEAKIUi, pa3Bu-
BAIOIIMXCS B OTBET HAa MPUMEHEHUE TpacTy3ymaoa.

Ilpouue npuuunwvi. K pazsututo IKMII MoryT npuBoauTh neguuut
MUATATENbHBIX BEHIECTB (AeUIUT celeHa, THaMHUHa, [INHKA, MEJIH ); MaToJIO-
r'Usl SHAOKPUHHOW CUCTEMBI (TUIIO- U TUTIEPTUPEO03, (PEOXPOMOLIUTOMA, 1A~
0eT, akpoMerasus); IJIUTEIbHO CYIIECTBYIOIINE TaXUAPUTMHUH.

[TepunapransHas (ocnepoaonas) — 31o ¢popma JIKMII, ans koTopoit
XapaKTepHO pa3BUTHE MPU3HAKOB CEPJICUHON HEJOCTATOYHOCTH B TCUCHHUE
MOCJIEAHEr0 Mecsia 0epeMEHHOCTH WU MEPBBIX 5 MECSIIEB MOCIIE POJIOB, B
OTCYTCTBUE KaKUX-JIMOO IPYTUX NPUYUH CEPACYHON HEIOCTATOUYHOCTH.

3.4. IlaTorene3 AKMII

[IIupokunii CEKTp NPUYMH, YKAa3aHHBIX BBIIIE, NMPUBOJAT K MEPBUY-
HOMY TMOBPEXICHUIO KapAUOMHUOIIUTOB, PA3BUTHUIO 3aMECTUTEIIHLHOTO (Puo-
po3a ¥ AuiaTanyy MoJIOCTEN CepaLa.

Cxematnuno stuomnarorene3 JIKMII npenacrasieH Ha pucyHke 8.
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Puc. 8. Cxema smuonamoecenesza JIKMII

3.5. Knaccupukauus JJKMII

Otnonornyeckass kinaccupukanus JIKMII npencrasiena ciemgytro-
IIIUMU BapUaHTAMU:

e [enemuueckas:
— MyTaluM B TeHaX, Koaupyromnmx Oenku kapauomuorutoB (TTN,
LMNA, MYH17, RBM20, TNNI3, TNNT2 u npyrue);
—  MyTalUH B T€HAX, aCCOLMUPOBAHHBIX C Pa3BUTUEM HEHPOMBIIICYHBIX
3a00seBaHnil ¢ KapAuaibHBIM GeHoTurnoM (Muoauctpodus Hromena u be-
Kepa, MUOTOHUYECKas TUCTpodus);
—  MUTOXOHJpHaJbHbIE 00JIE3HU, BPOKICHHBIE HAPYIIEHUSI METa00IM3Ma
1 00JIE3HN HAKOIUICHUS;

® C8A3aHHASA C 8030€eliCmBUeM BHEUHUX PaKmopos:
—  TOKCHUHBI (aJIKOr0Jib, PTYTh, OJOBO, PKCTa3W, KaHHAOMOU]IbI, KOKAWH,
aHa0O0JIMYECKUE CTEPOUIBI);
—  TPOTUBOOITYXOJIEBBIE MTPEMAPATHI U APYTHUE JIEKAPCTBA (AaHTPALIUKIIMHBI,
TpacTy3yma0d, aHTUMETA0O0JIUThI, ATIKUIUPYIOIIUE areHThI);
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® nepunapmanvHas kapouomuonamus (KOMOMHAIMS T€HETUYECKUX U
BHEITHUX (PAaKTOPOB);

® C6A3aHHble C UHGDeKyuel ulu UH8A3Uel !
—  BHUPYCHI ceMElCTBa (aJ€HO-, KOPOHA-, YHTEPO-, HUTOMETAIIO-, 3XOBH-
pychl, DnmreitH—bappa, Bupycel nmpocToro repneca, napsosupyc B19, BUY
H 1p.);
—  Oaktepuu (B-remonutuueckue cTpenTokokku, Borrelia burgdorferi,
Brucella spp., Campylobacter jejuni, Clamidia spp. u ap.);
—  rpubsI (Actinomyces spp., Aspergillus spp., Candida spp. u ap.);
— mpocreiimue (Entamoeba histolytica, Leishmania spp., Plasmodium vi-
vax, Toxoplasma gondii u ap.);
—  TeIbMHHTHI (IIIMCTOCOMBI, TOKCOKAPHI, JICHTEIbI, SXUHOKOKKU, TPUXU-
HEJLJIb);

® CGA3AHHAS C CUCMEMHbIMU UMMYHOONOCPEO08AHHBIMU 3A00.1€6aHU-
AMU:
—  ayTOMMMYHHBIC (pPEBMATOWJIHBIM apTPHUT, CUCTEMHAs KpacHas BOJI-
YaHKa, CUCTEMHAas CKJICPOACPMHUS U JP.);
—  ayroBocnanuTenabHble (00se3Hb KpoHa, I3BE€HHBIN KOJUT U JIp.);

® C8A3AHHAS C IHOOKPUHHBIMU/MEMADOIUYECKUMU PACCMPOUCMBAMU.
—  (caxapubiii nuabert, akpomeranusi, (peoXpoMOIIMTOMA, THUPEOUTHAS
auchyHKIms, Tunogocdaremusi).

B psne ciyuaes atuonorundeckas kinaccuduxanus JJIKMII 3arpynnena,
MOCKOJIbKY TOYHOE YCTAHOBJICHHE CBSI3M C MPUYUHHBIM (DAKTOPOM HE BCE-
I'/1a BO3MOXHO, TEHETHYECKOE 00CIEIOBAHUE HE BCErAa IOCTYIHO, & POJb
TF€HETUYECKHUX (DAKTOPOB HE BCEI/1a OYEBH/IHA.

AxtyanbHoi knaccudukanuend JIKMII BeicTymaeT kinaccudukamms
kapaunomuonatuii «MOGE(s)». Ucnonb3oBanue 3T1oil KiaccuUKauu B
KJIMHAYECKOW paboTe MOXKET CIYKUTh IJIAHOM cOopa WHOOpMaIIUM, HEOO-
XOJMMOM JJIsI TOCTAHOBKH TOYHOTO JIMATHO34.

3.6. Kputepun auarnoctuxku JKMII

Huarno3 JIKMII ycraHnaBiuBaeTcss HA OCHOBAHUHU CJIEIYIOIIUX CTPYK-
TypHO-(DYHKIMOHAJIBHBIX W3MEHEHHMI cepJila, He OOYCIOBJIEHHBIX HIIIE-
MHEN MUOKAp/Ia, ApTEPUAIIBHOM TUIIEPTEH3UEN, TOPOKAMU CEpALIa:

- quiaTauus JEBOro WM OOOUX JKENMyJAO0YKOB cepaua (MHIEKC KOHEU-
HOro amacronuueckoro oovema (UKJO) JODK >74 mu/M? y MyX4MH U
> 61 Mi/M? y KEHIIMH;
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- 3HauuTeNbHOE (DB <40%) unu ymepennoe (OB — 41-49%) camxeHnune
¢dpakuuu Beiopoca JDK.

Takxe He0OXOIUMO YUUTHIBATH HAJTUUUE CIICAYIOIIUX KPUTEPUEB:
e muddysHoit runokunesun JIK;
e cuMnTOMOB u/miu npusHakoB XCH;
e oTHOcuTeNbHOUM ToNmUHBI cTeHoK JDK menee 0,3 (3a uckitoueHueM
IUIATAIMOHHON cTaauu 3a00JIEBaHUN C MCXOIHO THUIEPTPOPUPOBAHHBIM
MOPGODYHKIIMOHAIBHBIM (PEHOTUIIOM CEPJILIA);
e  BepuUIIMPOBAHHOW NMPUYUHBI JuiaTaiuu, xapakrepHoit mis JKMII
(reHeTHYecKui AE(DEKT, TOKCUYCCKHIN, METa0OINIECKU, YHIOKPUHHBIN,
ANUMEHTApHBIM, WMMYHHBIH, ayTOUMMYHHBIM, MNOCTUH(EKIIMOHHBIHI
dbakTop, OEPEeMEHHOCTD ).

3.7. Knuauka JKMII

JKMII xapaktepusyeTcs reTeporeHHbIMHA KJIMHUYECKUMU ITPOSIBICHHU-
amu. [TaliueHTsl TPEeabIBISIOT KaJI00bl Ha CJ1Ia00CTh, YTOMIISIEMOCTb, YCH-
JIEHHOE WIM Yy4allleHHOE cep/ilieOneHure, ouryieHue nepedoeB B pabdoTe
cepaua.

IIpy HaMUUMKU KIMHUYECKUX MPOSIBICHUN IEKOMIICHCAILIMH 110 MaJIOMY
u/unu  OOJIBIIIOMY KpyraM KpOBOOOpaIeHUsI TMAlMEeHTOB OEeCIOKOST
OJIBIIIIKA, OPTOITHO?, MAapOKCU3MaJibHAss HOYHAs OJIbIIIKA, CHH)KEHHUE TOJIe-
PAHTHOCTHU K (PU3HMYECKHUM Harpy3kam, nepudepudeckiue OTeKH.

B psne ciydaeB BO3MOXKHO pa3BUTHE 00JIEBOr0 CHHIpPOMA B IPYIHOU
KJIETKE, B TOM YMCJI€ 110 TUITy aHTHHO3HOTO.

B 15-30% cnyuaeB BoisBIs0T hubpususiiuto npeacepauii. Y 40-50%
OOJIbHBIX MOTYT PETUCTPUPOBATHCS JKEIIYJOYKOBBIC HAPYILICHHUS PUTMA
cep/ilia — PKCTPACUCTOJIUSA BBICOKMX Tpajialluii, TapOKCHU3MBbI JKEITyA0UYKO-
BOW TaXUKaApAUU.

JunaTanus kamep cep/ilia U HapyIIeHUs CEPACUHOTrO PUTMa IPUBOJISAT
K Pa3BUTHIO TPOMOOIMOOINYECKUX OCT0KHEHUH Y 1-6% OonbHbIX JIKMII.

Heo6x0a11M0 NOMHHUTE 0 BO3MOKHOCTH codeTanusi cuMiTomoB JIKMII
C CUMITOMaMHM TIOPaXEHHUS APYTUX OPTaHOB U CUCTEM, BIUIOTH JI0 MOJUOP-
TaHHOTO MOPaXKEHUSI.

Puck pa3BuTHs BHE3allHOW CEPACYHOW CMEpPTU cyiiecTByeT y 12%
oonpHBIX JIKMII.

VY nanuenTtoB co cnenududeckoit atuonoruert JIKMII B kimnHnyeckon
KapTHHE 3a00JIeBaHUsI MOTYT OOHAPYKUBATHCS TIPOSIBIICHUSI OCHOBHOTO 3a-
OoJieBaHUs.
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3.8. Coop anamHe3a u 00beKTUBHOE 00c1en0oBanue nanuenToB JJKMII

[Tpu cbope anamMHe3a HEOOXOAUMO YTOUHSITh HAJTUYUE PEBMATUYECKUX,
SHIOKPUHHBIX 3a00JIeBaHUM, BPEAHBIX MPHUBBIYEK (370ynoTpedIeHue
aJIKOTOJIEM, YMOTpEOJICHME KOKaWHa), XapakTep MUTaHUsA, MPUMEHEHHE
KapJMOTOKCHUYHBIX JIEKAPCTBEHHBIX CPEJICTB, HAJTUYUE XPOHOJIOTHUYECKOM
CBS3U C TIEPEHECEHHON MH(EKIIHNEH.

[Ipu cbope cemeiinoro anamuesza y 6onbnbix JIKMII cienyer obpa-
naTh BHUMaHue Ha uH@opmaimio o Hanuuuu JJKMII cpenu poacTBeHHU-
KOB 0OJILHOTO, CITy4aeB BHE3AIMHOU CEpJICYHON CMEPTH, CHHKOMAIbHBIX CO-
CTOSIHUM, UMIUTaHTalMuU 3JIeKTpokapauoctumylisitopa (OKC), uHCYynbTOB B
MOJIOJIOM Bo3pacTe (10 35 neT), CUCTEMHBIX 3a00JI€BaHUI Y POJICTBEHHUKOB
nanueHTa. CeMeiHbIi XxapakTep 3a001€BaHUsl YCTAaHABIMBAECTCS MPU HAIU-
YUU y OJTHOTO WJIM HECKOJBKUX POJICTBEHHHKOB IEPBOMl CTEIEHU POJCTBA
auarsoctupoBanHou JIKMII.

O0bexTuBHOE OOcienoBanue OonbHbIX ¢ JKMII oOnapyxuBaer
MIPU3HAKHU BOBJICUEHUS CEPJIEUHO-COCYIUCTON CUCTEMBI B MATOIOTMUECKUI
nporecc. Y 3TUX NMalMEHTOB BBISBIISIIOT PaCHIMPEHUE TPaHUIl CepACUYHOMN
TYIOCTH NPHU MEPKyCcCuH, npuriymenue | Tona cepaua, akueHt |l Tona Han
JIETOYHOM apTepuen. Bo3MOXHO BBICIYIIIMBAHUE CUCTOJIMYECKOTO LIIyMa HA
BEpPXYILIKE CepAua, YTO OOYCIOBIEHO TOSBJIEHUEM OTHOCUTEIbHOMN
HEJIOCTAaTOYHOCTA MUTPAJIBHOIO KJalaHa 3a CYeT JWIaTalluu JIEBOTO
KETyI0UKa.

Kpome ToOro, y maluMeHTOB MOTYT BBISIBISTBCS TMPU3HAKU
JEKOMIICHCAIIUM XPOHUYECKON CepAeYHON HEIOCTAaTOYHOCTH MO MaJoMy
W/WIKA OOJIBIIIOMY KpPyram KpOBOOOpAIIEHUS: BIIaKHbIE MEJIKOIY3bIpUYaThIE
XpUIbl HAJ HWKHUMHU OTAEIaMU OOOUX JIETKUX TPU ayCKYJbTallUuH;
HaOyxaHu€ INIEHHBIX BEH (OCOOCHHO B TOPU30HTAIBLHOM IOJIOKEHHH);
renatoMeranusi; nepuepuaeckre OTeKH.

3.9. JlaGopaTtopHble MeTObI HccaeaoBaHus Y 00abHBIX ¢ JJKMII

JlabopaTopHble ucCCIeAOBaHUSA AOJKHBI BKJIIOYATh OLIEHKY YpPOBHEH
AIEKTPOIUTOB, GyHKIMI OYEK, JIMITATHOTO CIIEKTpa,
Kapauocnenuduueckux (HepMEeHTOB, MapamMeTpoB oOOMeHa jKelesa,
GyHKIMH SHIOKPUHHOM CHUCTEMBI B 3aBUCHUMOCTH OT KIMHUYECKOU
curyauuu. Tak, BBICOKMHA YPOBEHb MO3TOBOIO HATPUHYPETUUECKOTO
NENTHAAa,  TUMNOHATPUEMHs,  TOBBILIEHHE  YPOBHS  KpEaTUHHUHA
CBHUJICTENLCTBYIOT O BBIPQKEHHBIX HAPYIICHHUSX TIE€MOJWHAMUKU H
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HeOJaronpusTHOM mporHoze. OTKIOHEHUS YPOBHS THUPEOTPOITHOTO
rOpMOHa OT HOPMAJIbHBIX 3HAYEHHN OOHAPYKUBAIOT TPH TATOJOTHHU
IIUTOBUJIHOW KEJIE€3bI UTO, B CBOKO 0YEPE/Ib, MOKET MPUBECTU K PA3BUTHUIO
u/unu nporpeccupoBanuto JKMII. TloBwiieHHBI YpOBEHb Keye3a,
dbepputrHa, CHUXKEHUE TpaHCPEepprUHA B KPOBU MOXKET CBUACTEIHLCTBOBATh
0 reMoxpomaro3se, kak npuurHe JJKMII.

B pamkax quarnoctuku JJIKMII BO3MOXKHO ITpOBEAEHNE KOMILUIEKCHOTO
CEPOJIOTUYECKOTO, MMMYHOJIOTHYECKOTO, BUPYCOJIOTHYECKOTO
HCCIICIOBAHUSI KPOBH, a TAaKXKE OINPEICIICHUEe HaIW4hsl MW THUTpa
KapAuaJIbHbIX AyTOAHTUTEI C LEJbI0 MCKIOUYEHUS OCTPOr0 MHOKAPAUTA
WHPEKIUMOHHOW U HEMH(MEKIMOHHOW MNpuponabl. Bpicokuii  TUTP
cenuprUUecKuXx  MUMMYHOIVIOOyaIMHOB M W ero  JuUHaMuKa
CBUJICTENILCTBYIOT B TMOJB3y HeaaBHeW wuHGEKIMU. Bpicokuii TUTp
ayTOAHTHUTEI MOXKET OBbITh BBISIBIICH Npu Muokapaute u JJIKMIL.

Metoapl  MOJIEKYJSIPHO-TEHETUYECKOM  JHUATHOCTHKHM  UMEIOT
OonpIIoe 3HAYEHWE KakK Uil ToATBepKaeHms auarHosza JIKMII,
ONPEJECIICHUS MPOTHO3a MAMEHTOB, TAK U JJISI ITOCIEAYIOIIETO KACKaIHOTO
CKpPUHUHTA YWICHOB CEMbBH TalueHTa (ImpoodaHa).

B xope uccienoBanus J0JKHO ObITH CKpUHUPOBAHO HE MeHee 15 TeHoB
¢ ooOssarenpHbiM BiIroueHueM LMNA, TTN, MYH7, RBM20, FLNC,
SCN5A, 1129 BAG3, DSP, VCL, TNNTZ2, TNNC1, TPM1, ACTC1, PLN,
NEXN. OneHka BkJajla KOHKPETHOIO T€HETUUECKOTO JiepeKTa B pa3BUTHE
JAKMII nomxHa DpPOBOAUTBCA B COOTBETCTBUM C PEKOMEHIALMUSAMU
AMepukaHCcKou kosuterur MmeauiinHckon reuetuku (ACMG) ot 2015 ropa,
OT€YECTBEHHBIMU PEKOMEHIAIINSIMHU, pa3pad0TaHHBIMU Ha UX OCHOBE.

Harpy3o4Hble HEMHCTPYMEHTAJIbHbIE TECTHI

st oneHKH (yHKIIMOHAIBLHOTO cTaryca, 3((EKTUBHOCTU JICUCHUS
OOJBHBIX U onpenesienus nporno3a npu JJKMII B pyTUHHON KIIMHUYECKOM
MPAKTUKE UCIIOJIB3YETCS TECT 6-MUHYTHOM XOIbOBI.

3.10. UncTpymMeHTAIBLHBIE MeTOABI HccaeaoBanus JKMII

NuctpymenTansHoe obcnenoBanuve mnanueHTtoB ¢ JIKMII Bkimrowaet
JVAarHOCTUYECKUE MEPONPUATHUSA, HAIPABICHHBIE HA [OUCK IPUYUH
paseutua JKMII, a Takxke Ha NOUCK M UCKIOUYEHUE JIPYTUX
[IATOJIOTUYECKUX IMPOLIECCOB, COMPOBOXKAAIOIINXCS AWIATALUEN T10JIOCTEN
cepllla M pPa3BUTHEM CEPACYHOM HEIOCTATOYHOCTH. TakuMm 00pa3om,
CIIEKTp IIPUMEHSEMBIX HWHCTPYMEHTAIBHBIX METOJOB MCCIIECIOBAHUS
IIPEJACTABIICH IIMPOKO OT PYTUHHBIX A0 BBICOKOTEXHOJOTUYHBIX.
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IKI' B 12 oTBeneHusax BbImoaHseTcs BceMm nmamuentam ¢ JJKMII ams
OILIEHKH PUTMa, YACTOThI CEPJCYHBIX COKPAILICHUI, HHTEPBAJIOB U AMIUIUTY I
sanemenToB ODKI', MO3BOJSIONIUMX JUAarHOCTUPOBATh HAPYUICHUS pUTMA U
MPOBOJMMOCTH, a TaKXe€ ISl BBIABICHUSA IOKa3aHUW K MPOBEIACHUIO
PECHUHXPOHU3UPYIOLIEH Tepanuu ninu umiuiantanuu DKC.

Hy»xHo yka3arh, 4TO KaKuX-I1u00 maTorHoMoHu4YHbIX DKI -kputepuen
JKMII ve cymecTByeT. Y NalMEHTOB BBISBISIOTCS TAKUE U3MEHEHUS KaK
(puc. 9):

e Hecnenuduuyeckue usMeHeHus cermenrta ST, 3yonoB T u P;

e  Hu3KoanNMIUTYAHbIE QRS-KOMILIEKCHI;

® HapyuieHHUs MNpoBOoAMMOCTH (OJioKaja JIeBOM HOXKKM myudka ['uca,
Hecrienuduyeckoe pacmupenue komiwiekca QRS,  yanuHenwue
uHTepBasa P-Q);

e pasnuyHble HapymeHus putMma  (GUOPWIISIUS — Tpeacepauid,
HAJ[KETy0UKOBasi U KEJIYJOYKOBasi IKCTPACUCTONMS, HEYCTOMYMBAs
KEJTyA0UKOBas TAXUKAP/IUS);

e  MEIJICHHOE HapacTaHue 3yOua R B rpyAHBIX OTBEACHUSIX;

®  [IpY HAJTUYUU BeIpaXKeHHOTO0 (hrbpo3a MoxeT hopmMupoBathes 3yoerr Q.

Puc. 9. Ilpumeper IKI' y nayuenmos c JKMII: A — OKI' nayuenmxu c
geposamubim namozeHuvim eapuanmom 2ena FLNC. OKI' 6 0senadyamu omeedeHusx
noxasvieaem Huzkoanmaumyouvle QRS-komnnexcol, B — K1 nayuenma c¢ JIKMII ¢
namonocuyeckumu  3yoyamu  Q  (cuHue Keaopamel) U  HCEAYOOUKOBLIMU
IKCMPACUCTONAMU
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XMOKI'  BBHINOJHAWT  NOpA  HaJWYMA  CHUHKONAJIBHBIX U
MPECUHKOMAJIBHBIX JMHU30/I0B C IEJbI0 HUJICHTU(PUKAIMU TMPEXOIAIINX
HapylIEHUW pUTMa W/WIA TPOBOJUMOCTU CEpAlA, a TaKXKe JJisi OICHKHU
s PexTUBHOCTH U 6€30MACHOCTH aHTUAPUTMUUYECKHUX MPETapaToB.

Ix0oKI' sBisieTrcs OCHOBHBIM METOAOM JMArHOCTUKW/MCKIIOYCHUS
JKMII. Haubonwiiee 3Hauenue B auarsoctuke JKMII umerot pacumupe-
HUE TMOJIOCTEH cepla, CHIKeHue cucronnueckoi Gpynkiuu JK u totans-
Has runokuHe3us creHok JIK (puc. 10).

IxoKT-kpumepuu /[KMII:
®  yBEIMYCHHE IMMOJIOCTHU JIEBOTO MIIM 000X KeaymaoukoB cepama: MKJIO

JDK >74 mn/m? y MykumH U >61 Mi1/M? y JKEHIIMH;

e cHmxkenue OB JDDK <40% nnu OB JIXK 41-49%:;
e Hanuuue nud¢y3Hoit runokunesun JIK;
e cHWXKeHHue oTHocuTeNnbHOM Tonmubl cTeHOK (OTC) JIK menee 0,30.

[To pesynbraram DxoKI' MOryT OBITH UCKIIIOUEHBI APYTUE BEPOSITHBIC
MIPUYUHBI CEPJICUHON HEJOCTATOYHOCTHY MPU HATMYUU AUIATAIUU TTOJIOCTEH
cepana (mocTuH(APKTHBIN KapIUOCKIEPO3, TOPOKH CEP/IIa), BHISBISIOTCS
MIPUCTEHOYHbIC TPOMOBI U OIIEHUBAETCS] PUCK PA3BUTHSI TPOMOOIMOOIHH.

~
.

Puc. 10. OxoKT cepoya nayuenma c npoepeccupyroueii JIKMII u
miswicenon ounamayueil JDK, cucmonuueckou oucghyukyuen JOK u
pemooenuposanuem JIK, npusooswum k cghepuueckoti ceomempuu JIK

42



Ox0oKI" mpoBoaUTCA ManeHTaM C yCTAaHOBJIECHHBIM JuarHo3omM JIKMII
JUISL OIICHKH CTPYKTYPHO-(YHKIIMOHAJIBHBIX TapaMeTPOB B JHHAMUKE,
COCTOSIHUS KJIAIlaHHOI'O armapara cepiana, QyHKIIUU KeJIyJI04YKOB cep/ria,
JABJICHUSI B JIETOYHOM apTepuM, a TakXKe Iepel MNPUMEHEHUEM
WHTEPBEHIIMOHHBIX METOJ0B KOPPEKIMUHU (KJIUIUPOBAHUE MUTPAIBLHOTO
KJlallaHa, pECUHXPOHU3UPYIOIIasl TEpaIus, UMIUIaHTallUsl KapJInoBepTepa-
nebuldpuIIITOpa, TPAHCIUTAHTAIUS CEPIA).

Pentrenorpadus/KT opranos rpyaHoi KjIeTKu

PentreHorpadgus opraHoB TpPyJHOM KIETKH IIO3BOJISET BBISBUTH
MPU3HAKHU KapIUOMETINH (KapuoTopakaibHbii unjaexc >50%) (puc. 11).
Kpowme Toro, mpu Habmoaennu manueHToB ¢ JIKMIT aToT MeTox yTouHseT
TUNl HApYLICHWUs] JIETOYHOW TIeMOJWHAMHUKK (BEHO3HAas/apTepuanibHas
JIETOYHAsl TUIIEPTEH3Us); ONpEEsieT HATUINe/OTCYTCTBUE OTEKA JIETKUX;
HAJIMYUE/OTCYTCTBUE BBHINIOTA B IUIEBPAIBHBIX MOJOCTSAX; IO3BOJISIET
OOHapYXUTh aJbTEPHATUBHBIC TPUYUHBI OIBIMIKK (OMYyXOJU JIETKHUX,
WHTEPCTUIMATIbHBIC 00JIE3HU JIETKHUX ).

Puc. 11. Penmeenonocuuecxoe uccareoosanue OI' K nayuenma c JJIKMIT

OcHOBHBIMHU peHTreHoJorndeckuMu npusnakamm JIKMII caexyer
CUHTATD:
®  yBEJIMYCHHE Pa3MepoB cepilia (TOTaJbHOE WM 3a CUET €ro JIeBBIX
OTJICJIOB);
® [IAPOBHUJHYIO (POpMY CEpICUHON TEHU;
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®  «(MUTPAIbHYIO» KOH(UTypaluio cepama TOpd  3HAYUTEIHHOM
YBEIIMYEHUH JIEBOTO MPEJICEPAUS;

e npeoOjagaHME BEHO3HOIO 3aCTOSl B MaJOM Kpyre KpOBOOOpaIlECHUs
100 MPU3HAKY JIETOYHOU apTepUaIbHON TUIIEPTEH3UU.

MPT cepaua U MarucTrpajbHbIX COCYA0B — BBICOKOTOYHBIA METO/I,
KOTOPBIN MO3BOJIAECT MOJYYUTh ACTaIbHYI0 HH(pOpMaALUO O MOp(dOJIOoruu
CepAlla, BHYTPUCEPACYHOM TreMoJuHAMUKE, (QYHKIUH JKEITyJA0YKOB,
CKOPOCTM M OOBEME KPOBOTOKAa IO KPYMHBIM COCYJaM, CTPYKType
muokapaa. B cinysae HeundopmaruBHor OxoKIT MTP cepana
npeAcTaBisieT co00i METOJ| BbIOOPA, MO3BOJISIOMIUN YTOUHUTH CTPYKTYPY
MUoOKapja ¥ GpyHkiuu cepana (puc. 12).

Puc. 12. Uzoopaxcenue MPT cepoya ¢ npoepeccupyroweti JIKMII, nonyuennoe
HA pAaMHUX CmMaousx nocle 68edeHuUsi KOHMpAcmd, Nnokazvleaem HeOOoIbULOU
BHYMPUIICENYOOUKOBLILL MPOMO 6 BUOe SUNOUHMEHCUBHOU (MeMHOU) 001acmu Ha
sepxyuike JIK

B  pamkax guddepeHnmanpHOro - aAMarHosa  HalMeHTaMm ¢
npeanonaraemon JIKMII wmoxer mnpoBoautecs MPT cepana ¢
KOHTPaCTUPOBAaHMEM TMPH  TOJO3PEHMM Ha HUHOWIHTPATUBHBIE U
BOCHAJIUTENIbHBIE 3a00JICBaHUS CEpAlla, a TakKe OO0JIe3HH HAKOIUICHUS
(capkon03, aMWJIOW103, MUOKAPJIUT, TEMOXPOMATO3) C LIEJIbI0 YTOUHEHHUS
JIHUarHo3a.
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OrpannuenusiMu B npuMeHeHnd MPT gBisitoTCS Hanmyue y nanueHTa
MMIUIAHTUPOBaHHBIX MPT-HECOBMECTUMBIX YCTPOMCTB, METAJUIMYECKUX
KOHCTPYKIIUI/3JIEMEHTOB Ha COCYy/AaX TOJIOBHOTO MO3ra, HAJIMYKME MeTajlia
B riasHunax (abCooTHBIE NPOTHUBOMOKA3aHMs), a TaKkKe psil
OTHOCUTEJIbHBIX  NPOTUBOIIOKa3aHUM  (HEBO3MOXHOCTb  COXPaHATH
HETOJIBUKHOCTh BO BPEMS UCCJIEA0BaHUS, KIaycTpodoOus, TunepTepmust).

IOMB npexactaBisier coboil mporeaypy MOpQOJIOrHYeCKUid OLICHKU
CEepACYHON TKaHW [l JUArHOCTUKU KapAUOMHUOIATUH, MHUOKAPJHUTOB,
JICKApCTBEHHOM TOKCUYHOCTU. CToUT OTMETUTh, 4T0 OMb MoOXker
MPOBOJUTHCS TOJIBKO IMOCJIE JIETAIBHON OLUEHKU KIMHUYECKON KapTUHBI U
Ipd  HAJIWYAM  BO3MOXKHOIO  JMArHo3a, 4YTO  OrPAHUYUBAET
MOP(}OTOTUYECKUI TTOMCK BO3MOXKHBIX 3a00JICBaHMIA.

OMb npu JKMII He paer cnenuduyeckyro IUarHOCTHYECKYIO
KapTUHY W OOBIYHO BBISBIISET TUNEPTPOPHUIO M BAKYOJIH B CapKOILIa3Me
KapJAMOMHUOIIUTOB, U3MEHEUs UX SIAEP, MUKPOPYOILIbI, HHTEPCTULIMATBHBIN
¢Guodpo3 u HecnenupUIECKUE TUCTOJIOTHYECKUE H3MeHeH s (puc. 13).

Puc. 13. DMFB nayuenma c JIKMII: A — ppaemenm muokapoa nayuenma c JIKMII;
B — cucmonocuueckuii npenapam muoxapoa JDK
(okpacka cemamokcunun-303ut, y8. *400), 0630pHbIlI CHUMOK

UccnenoBanne OMDB TpebyeT crneunanbHON mpodecCuoHaIbHON
MOJTOTOBKH, UCIIOJB30BAHUSI ~ TOYHOU 00paboTKu 00pasIioB,
TPAIUIIMOHHOTO THUCTOJOTUYECKOTO MCCIEIOBAHUS C THUCTOXMMHUYECKUM,
MMMYHOTUCTOXMMUYECKUM METOJaMU MOJICKYJISIPHBIX M YJIBTPACTPYK-
TypHBIX TecTOB. [laToyiory mo/bKHaA OBITH MPEAOCTaBlICHA KIMHUYECKAs
uHpopMalus U NPEANOYTUTEILHO CEMb, HO HE MEHEE ISITH (parMEeHTOB
Muokapaa -2 MM, HOATOTOBJIEHHBIX COTIACHO TEKYIIIMM PEKOMEHIAIIHSIM.
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PaiuoHyKINIHAS JUATHOCTUKA

OnHodoTOHHAS SMUCCUOHHAS KOMITbIOTEpHAs ToMorpadus Muokapaa
pekoMenaoBana nanueHtam ¢ JAKMII nmg uckimroyeHus: conyTCTBYOMIEH
umemMud Muokapaa. Cuunturpadust muokapaa ¢ texueuuem (99mTc-nu-
podocharom) pekomenaoana namueHtam ¢ JJKMII mis naentudukamum
TPAaHCTUPETUHOBOTO AMWJIOWI03a CEPAllAa KAK MNPUYMHBI JAUIaTaluu
IIOJIOCTEN CEPALA NMPHU HATTUYNH KIMHUKO-UHCTPYMEHTAIBHBIX CTUTM 3TOTO
3a00J1eBaHuUs.

MyabTHcnupagabHass kKomnbTepHas Tomorpagpusa (MCKT)
cepAla U KOPOHAPHBIX COCYAOB IPEICTABIACT cO00M MH(DOPMATUBHBIMI
HEWHBA3WBHBIM METOJ OLEHKH ITPOXOAMMOCTH KOPOHAPHBIX apTEpUH,
KOTOPBIM MO3BOJISIET UCKI04aTh auarHo3 MbC y manueHTOB ¢ HU3KHUM
W/WITY TTPOMEKYTOUYHBIM PUCKOM OOJIC3HHU.

KAI' pekomennoBana mamuentam ¢ JIKMII ¢ nenpto uckmrodeHus

UIIEMUAYECKON 00JIE3HU cep/ilia MPU BBICOKOW MPEATECTOBOM BEPOSTHOCTH
NbBC.

3.11. Indpepenunanbuas quarnoctuka [JKMII u muokapaura

Huddepenimanpias aUarHOCTUKA HMEET oco0oe 3HA4YeHHE TIIpH
noao3penuun Ha JKMII, mockosibky B OOJBIIMHCTBE CIy4aeB JUArHo3
YCTAHABJIMBAECTCA IMYTEM UCKIIOUEHHUS Apyrux 3adoneBanuil. JIKMII
HeoOxoaumo audepeHIupoBaTh ¢ BOCHAIUTEIBLHBIMU 3a00JICBAHUSIMU
Muokapaa. KimHudeckas KapTMHa MHOKapAUTa MOXET MEHSThCA B
3aBUCHUMOCTHU OT CTENEHU TSHKECTH U OCTPOTHI PA3BUTHS MMATOJIOTHYECKOTO
mpolriecca, 4To 3aTpyAHSET MpoBeAcHHE NU(P(EPEHIHATBHOIO AUArHo3a.
[Ipu cOope anamHe3a cieayeT oOpaillaTh BHUMAHUE Ha HAJIMYKUE OYaroBOM
MH(EKIUU, KOTopas MOXKeT BcTpeuarbcsi y 60-82% OONbHBIX C
muokapauToM. Ilarmentsl ¢ pynpMuHanTHRIM (B 100% citydyaeB) v oCTpbIM
MuokapautTomM (B 21-23% ciyuyaeB) MOTYT ONHCHIBaThH MEPEHECEHHOE B
TE€YEHUE MOCHeNHNX 2—4 Heneb 3a00J€BaHNe C KIMHUKOW PECTMPATOPHOU
WIM KETyI0YHO-KUIIEeYHON uHpeknuu. Creayer THIATENIbHO COOMpPATH
aHaMHE3 B OTHOUICHWW BaKIMHALMUMA, TIpUEMa JICKAPCTBEHHBIX W
TOKCHYECKUX IMPENapaToB, BBISBIATH CUMIITOMBI IMOPAXEHUS CYCTaBOB,
HaJIM4YMEe W3MEHEHHOIO0 MOYEBOTO 0cajka, CcyO(eOpUIUTET U UHBIC
NPU3HAKH, KOTOPhIE MOTYT OBITh aCCOLIMMPOBAHBI C PEBMATOJOTHUECKOMN
natoysiorueii. B cBA3M ¢ OTCyTCTBHEM CHEUU(PUUECKUX KIMHHUYECKUX
NPOSIBJICHUM, XapaKTEePHBIX IJII MHUOKapJuTa, OOJIbIIOE BHUMAHUE IIPU
npoBeeHUU U (GEepeHINATBHOrO  JUarHo3a OTBOAUTCS  HHCTPY-
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MEHTaJIbHBIM METOJIaM HUCCIICIOBAHMUS.
Bcem 00nbHBIM C MOJ03pEHUEM HAa MHUOKApIUT BHIMOJHAIOT IX0KI,
TEM HE MEHee OOJIBIIMHCTBO CTPYKTYPHO-(DYHKIIMOHAIBHBIX HAPYIICHUM,
BeIsIBIIIEMBIX pu DXOKI' HocaT Hecnenupuueckuit xapakrep. Ha octpsiit
MHOKapAUT MOXET YKa3blBaThb COYETAHUE HW30JMPOBAHHON JHAJIATAIUU
JIEBOTO YKEJTYJI0UKA U/UJIU €ro CUCTOJIMYECKONU TUCPYHKIIUHU C YTOJICHUEM
CTEHOK MHOKap/ia 3a CUET OTeKa MpU HelaBHEM Je010Te 3a00IeBaHMS.

['emonHaMuYeCcKu CTaOUIIBHBIM TALMEHTaM, UMEIOIIUM JUJIaTaIlUIO
MOJIOCTEN cepAlla W TMOJO3PEHHE Ha MHUOKApAUT, PEKOMEHIOBAHO
BBIIOJIHATE MPT cepauma ¢  KOHTPAaCTHBIM — YCHIIEHHEM C  LIEJBIO
muddepeHimanbHoil TMarHocTUku. Vcnonb3oBaHWe METOMOB MMO3JIHETO
koHTpacTHoro ycwienus (late gadolinium enhancement, LGE), pannero
KoHTpacTtHOro ycuieHusi (early gadolinium enhancement, EGE) u T2
B3BeIICHHBIX H300paxkeHuit (T2-weigted imaging, T2-WI), mosBosser
BBIIBUTE MPT-kpumepuu (Lake Louise Consensus Criteria) muoxapouma:
OTEK; TUTIEPEMUIO; HEKPO3/hruOpo3 MUOKapa.

IIpu stom Hamuume 2 w3 3 MPT-kpurepueB [OemarOT OHArHO3
MUOKapAuTa Haubojiee BEpOSITHBIM. Bbicokas 4dyBCTBUTENIBHOCTH MPT
cepAla B OCHOBHOM XapaKTepHa JJisi ocTpbIx popm Muokapauta (85%), npu
XPOHUYECKUX MUOKApPAUTAX OHA COCTABISAET UL 63%, YTO HE MO3BOJISIET
muddepenmponath ux ¢ JJKMIL.

JI71s1 TMarHOCTUKH XPOHUYECKOTO MUOKAPIUTA BO3MOXHO BBITIOJIHEHUE
OMBb (puc. 14).

['ucTonoruueckre KpUTEPUU MUOKAPIUTA BKIIOYAIOT:

» KadecTBeHHble KpuTepuu Jlammaca (Haauyue BOCHAIUTEIBHBIX
MHQUILTPATOB B MHOKAapJE, CBA3AHHBIX C JIET€HEpaluel MHOLMTOB U
HEKPO30M HEUIIIEMUYECKON MPUPO/IbI);

> HMMMYHOTMCTOXMMHYECKHE KPUTEPHHU — 14 TeHKOLHUTOB/MM?;

» UMMYHO(EHOTUIIMPOBAHUE (kmactepHas muddepeHpoBka
crielnpUUeCKUX BOCIAIUTENIbHBIX KJIETOK, MPU 3TOM BOCIAJIEHUE MOXKET
OBITH KOHKPETHO AMarHoctupoBaHo mo >7,0 CD3+ nmmdonmTam/mm?
w/umi >53,0 CD11b makpodaram /mm?).

Hns nuddepenimanbHoro nuardo3a muokapauta u JJIKMII npoBoasr
OIIEHKY MAapKEpOB OCTpPOTO BOCHAJICHUS W TOBPEKJICHUS MHUOKapia,
BBISIBJISIIOT ~ ITUPKYJUPYIOIMIME  ayTOaHTUTENa W UACHTUPHUIIUPYIOT
MH(PEKIIMOHHBIX BO30yauTeneit 3abonieBanus. OTCYTCTBHE MapKepoOB
BOCIAJICHUS] HE UCKJIIOYAET ANMarHo3 MUOKAPJIUTA, a HAJIMYMEe 3HAUUTEIIHHO
MOBBIIIIEHHOTO YpOBHS C-peakTUBHOTO Oelka ciaeayeT audPpepeHnpoBaTh
C YUYE€TOM HaJIWYHs y TAllMEHTa HHOTO BOCIAIMTEIBLHOTO MpolIiecca.
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Puc. 14. Jlugpgepenyuanvnoiti  ouacrnoz  muokapouma u  JIKMII:
A — eucmonocuueckuii npenapam muokapoa JDK npu muokapoume (oxpacka
eemamoxcunun-303un, y8. x400), npucymcmeyiom evipasiceHuvie numoyumapHvie
ungurompamol; B — eucmonoeuueckuii npenapam muoxapoa JDK npu JIKMII
(okpacka cemamoxcunun-so3un, y6. *x400), nokazana eunepmpogusa muoyumos c
VBENUYECHHbIMU —~ 2UNEPXPOMAMUYECKUMU  SI0paAMY, CMeuwlanHas ¢ ampoguet u
pacmsxceHuem  MUOYUmos. Kpome  moeo, Habarooaemcs 0Yazo8biti
UHmMepCMUYUAIbHbIU PudPo3

3.12. Ocobennoctu otaeabHbIX popm JKMII

3.12.1. AaxkorojbHasi kapauomuonatus (AaKMII)

JnutenbHoe ynoTrpeOieHrue H30BITOUYHBIX 103 aJKOIOoJiA SIBIIAETCS
OJIHOM U3 HauOosiee yacThixX MpuuuH pa3sutusa JKMII Bo MHOrUX cTpaHax
mupa. Pactipoctpanennocts AnKMII cpenn narnmeHToB ¢ quiiaTaluOHHON
KapauoMuonatuen Bapbupyer or 23 mo 47%. KinHuuyecknii AuarHos
AnKMII moxer ObITh YCTaHOBJIEH MPU HAJIUYUHU JUjIaTalyy JIEBOTO WU
000MX JKENyJAOYKOB C HApPYIIEHUEM CHUCTOJIMYECKON (YHKIMU Ha (oHe
JUIUTEJIBHOTO YNOTPEOJEHNs aJKOroJii B 3HAYMUTEIBHBIX KOJMYECTBAX U
IIPU  OTCYTCTBUHM JAPYTMX M3BECTHBIX MPHUYMH, BKJIIOYAS HAINYHE
otsirouieHHoro no JAKMII cemeitnoro anamuesa (puc. 15). Puck passurus
AnKMII cBs3aH ¢ KOJIMYECTBOM YIOTPEOISIEMOTO AJKOTOJIS, MPOJOJIKU-
TEJIBHOCTBIO €ro yMnoTpeOdeHus, HHAUBUIYAIbHBIMU OCOOCHHOCTSIMU
MalKWeHTa, BKIIOYAas TEHETUYECKYI0 NPEAPACIONOKEHHOCTh, HAIUYUE
TaxuapuTMUM, a TAKXKeE (PAKTOPOB CEPAECUHO-COCYAUCTOrO PUCKA, TAKUX KaK
apTepualibHasl TUIEPTEH3Us, HEAOCTATOYHOCTh MUTaHUs. YTNOTpeOJieHHue
sraHona Oosiee 80 r/IeHHL B TEUEHUE S5 JET NPEACTaBIsieT CO0O0M
He3aBUCUMBIA (akTop pucka paszsutus KMIL. AnKMII yame Bcero
BO3HUKAET y MYK4MH B Bo3pacte oT 30 no 55 ner. Oxono 14% cimydaes
AKMII pas3BuBaercst y JvI *KEHCKOIO IIOJa, MPU 3TOM Yy KEHIIWH OHA
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pa3BUBAETCS MIPU MEHBIIIEM KOJIMYECTBE YIOTPEOISIEMOTO allKOT0JIsl, YEM Y
MY>KYHH.

Puc. 15. Mionxenckoe nuenoe cepoye cmano nepevim ONUcCaHuem
ANIKO20NbHOU Kapouomuonamuu. B cepoye oonapysicusaemces 3navumenbHwlll
@dubpos, scuposas deceHepayusi

AJIKOTOJIb U €ro MeTa0OJINThI, B TMEPBYIO OYEpeab alleTallbJACTHI,
OKa3bIBAIOT MPSIMOE€ TOKCHYECKOE JCUCTBHUE HA KapJAUOMHUOIIUTHI,
MOBPEKJIAIOT TSKENbIe 1LeNu aib(a-MHUO3MHA, HAPYIIAIOT COMPSKEHUE
MEXK]1y BO30YXJICHHUEM M COKpAIIICHUEM MUOKAP/la, BHI3BIBAIOT HAPYIIICHHUE
MPOHUIIAEMOCTH MeMOpaH Jii HOHOB, CTUMYJIUPYIOT CUMIIATHYECKYIO
HEPBHYIO CHUCTEMY, MPUBOJAT K >KUPOBON AUCTPO(UH KapIUOMHOILIMTOB,
YCUJICHHIO alloNTo3a KAapJIHUOMHOILIMTOB, PAa3BUTHUIO KapIHOCKIEPO3a.
Onpenenennoe 3HaueHue B pazButun ANKMII umeer renermueckas
MPEIPACTIONOKEHHOCTD, B YaCTHOCTH, nonuMophusm T€HOB
ankoronpaeruaporedassl  (ADH), anpaermaaeruaporenassl (ALDH),
uutoxpoma CYP2EL.

Knununueckue nposisiaenuss AnKMIIT vecnienuduyHbl ¥ aHATOTHUYHBI
takoBbIM nipu JIKMII. Knuanueckas cuMnroMaTruka mpeacTaBieHa MposiB-
nenusimu CH u paznnuHbIiMu HapylIeHUs MU puTMa (Hanooliee yacto — OIT).
YacTo oTMeYaeTcss MOpaKe€HUe APYTruX OPraHoB M CUCTEM (MEYEHb, ICH-
TpajbHas U nepudepudeckas HepBHas CUCTEMa, CKEJIETHBIC MBIIIIIIbI, TTO/I-
KETyIOUHAs JKeJe3a U KEeTyI0YHO-KUIIIEYHBIN TPaKT), YTO CBSI3aHO C CH-
CTEMHBIM JIEUCTBUEM ATAHOJIA.
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[TareHTHl 9acToO OTPHUIIAIOT 3JI0YIOTpeOIeHNEe aakoroiaeM. B cBs3u ¢
ATUM Ba)XHO 00pallaTh BHUMaHWE Ha JIPyTHe KIMHUYECKUE MPOSBICHUS,
CBSI3aHHBIE C U30BITOUHBIM YIOTPEOJICHUEM AJIKOTOJISI: 0COOCHHOCTH MOBE-
JIeHUs, OCOOCHHOCTH aHaMHe3a, JTaHHbIE 0OBEKTHBHOTO, JTa0OPaTOPHOTO,
MHCTPYMEHTaJIbHOTO 00cienoBanusi. K 0cCOOGHHOCTAM MOBEIEHUS MOKHO
OTHECTU HEMOTUBUPOBAHHYIO arPECCUBHOCTD, CBSI3AHHYIO C a0CTUHEHIIUEH.
JlaHHBIE aHAMHE3a MOTYT COAEPKATh CBEICHUA O DIIU301aX TPAH3UTOPHOTO
noBbIieHus: AJl, 00yCIOBIEHHBIX aJTKOTOJIBHBIMU DKCIIECCAMU, AIU30/1aX
OCTPOTr0 MaHKpeaTUTa, COMPOBOKIAIOIIETOCS O0JIEBBIM CUHJIPOMOM, CUH-
JAPOMOM SK30KPHHHON HEJOCTATOYHOCTH (ManbaObcopOuus, quapesi, moxy-
JIEHUE), CUHAPOMOM SHJOKPHUHHOM HEIOCTATOYHOCTH (HApYIICHUS YrJje-
BOJTHOI'O OOMEHA BIUIOTH JI0 pa3BUTHS MMaHKPEATONEHHOTO caxapHOro Jua-
oeta). [Ipu npoBeaeHnn 0ObEKTUBHOTO 00CIIEIOBAHUS MOKHO OOHAPYKHUTh
CTUTMbl XPOHUYECKOM aJIKOTOJIbHOM MHTOKCUKALWMHU: YBEIUYEHHUE OKOJIO-
YIIHBIX JKEJIE3, TUIIEPEMUI0 BOPOTHUKOBOM 30HBI, MaJIbMapHYIO 3PUTEMY,
KOHTpakTypy JiomonuTpeHa, THHEKOMACTHIO, IPU3HAKU TepUepruIecKoin
HEUPONaTUM C YyBCTBUTEJIBHBIMU W JIBUTATEIBHBIMH PACCTPOVCTBAMH.
XpoHUYeCKas aJKOTroJIbHAss MHTOKCUKAIWS COMPOBOXKAAETCS N3MEHECHUAMU
7a00paTOPHBIX MOKa3zaTesnel (MakpoOIUMTO3 SPUTPOLUTOB, MOBBIIICHUE B
KPOBHM COJIEpKaHUS Y-TIyTaMIJITPAHCIIENTUAA3bl, CHUXEHHE KO3hPuiu-
enta ge Putuca). [Ipu 9xoKI" y yactu 001pHBIX B Ha4yasie 3a00I€BaHUS MO-
KET HAOII01aThCsl TEHICHITUS K TutiepTpodun Mmuokapa. B octansHoM 00-
cinepoBanue namnueHToB ¢ AnKMII He umeeT cnenupuueckux OTINYUNA OT
peKoMeHI0BaHHOTO 00cieaoBanus pu JIKMII.

3.12.2. Kapauomuonartus, CBI3aHHAS C KOKAHMHOM,
MeTaMm(peTaMUHAMMY U IPYTMMH CTUMYJIMPYOIIMMHU NPenapaTaMu

YacTto 37m0ynmoTpeOiieHHe KOKaWHOM  TPUBOJUT K  OCTPOMY
KOPOHApHOMY CHHAPOMY Y IMOBPEXKICHUIO MUOKapaa. OQHAKO JIUTEIIBHOE
yroTpeOjieHue KokamHa MokeT Takke npuBectd k JIKMII Bcieactue
OpPSIMOTO TOKCHYECKOTO JEWCTBHSI KOKAaMHA HA MHUOKapJ, MOJTYyYUBIICH
Ha3BAHUE «KOKAaWH-WHIYLUPOBaHHAA KapAuoMuomaTtus». KokamH Moxer
BbI3bIBaTh JucPyHkimio JIXK uepe3 mpsiMoe TOKCHYECKOE BO3/ICUCTBUE HA
MHUOKap/, BBI3bIBas CHIDKEHHWE OOpAaTHOrO 3axBaTa KaTeXOJaMHUHOB,
npoBoupys cnasM KA M TaxucHCTOIWIO. DTH Ba30aKTUBHBIC 3()(PEKThI
KOKaWHa  OCJIOXKHSIIOTCS  TOBBIIICHHEM  arperaiud  TPOMOOIIMTOB,
00pa30oBaHUEM aHTUTEI K KapIUOIUIIUHY U BBICBOOOKICHUEM SHIOTEIHUEM
MOIIHBIX Ba30KOHCTPUKTOPOB, TaKuxX Kak 3HAoTenuH 1. Ilox perictBuem
KOKarWHAa MOBBINIAETCS aKTUBHOCTh MHTMOMTOPA aKTUBATOPA IIIA3MUHOTE€HA,
pa3BUBaETCSA HECOCTOATEIHLHOCTD SHJOTEHHOTO budprHoOIM3a,
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MOBBIIIAETCS arperanys TPOMOOLMTOB, YTO CIOCOOCTBYET Pa3BUTHUIO
BHYTPHUCOCYJIUCTOTO TPOMOO03a, B TOM YHCJIE€ KOPOHAPHOTO.
MeramperaMruH U aHAJIOTUYHBIE €My BEILIECTBA B HACTOAIIEE BpEeMs
ABJISIFOTCS. OJJTHUMH W3 CaMbIX PACHPOCTPAHEHHBIX HAPKOTHKOB BO BCEM
mupe. B mocnennee aecstuneTue 3710ynoTpediieHue meTamdeTaMuHOM
CBSI3aHO C YBEJIMYCHUEM KOJIMYECTBA COOOIICHUN O pa3BUTHUU HH(apKTa
MHOKapJa, OTeKa JIETKuX, pacciaoenuss aoptel, JJKIIM, BHe3anHoU
cepaeuHoit cmepTtu. Jlokazana poib amderamMrHa B 3HAYUTEIHHOM
KOJINYECTBE CIy4aeB KapAUOMHUOIIATHUH, OCOOCHHO Cpeau MallueHTOB
Mosioxke 45 net. Y norpedbuteneit Meramderamuna puck pazputus JKMIIT
B 4 pa3a BbIIE NO CPAaBHEHUIO C TEMH, KTO €ro HE HNPUHUMAET.
[Taronmoruyeckue 3hdexkTsl MeTaMpeTaMrHa OMOCPEAYIOTCS  uepes
AKTUBALMIO CUMIIATUYECKOW HEpBHOM cucTemsl. [IpoBenenne MPT cepana
C TaJIOJIMHUEM MOKET OBITh TIOJIE3HBIM JIJIs1 OTIPEIeSICHUsI cTenieHu puopo3a
Y BEPOSITHOCTH BBI3JIOPOBJICHUSA B CIydasX KapAMOMHUOTIATHH, CBSI3aHHOM C
MeTaMm$peTaMUuHOM. JI[pyrue CTUMyISTOPHI, HAapUMeEp, dKCTasu (3,4-MeTHII-
eaauokcu-N-metrnnamperamua unu  MJIMA), «Conu nns BaHH» C
aM(peTaMHUHOBBIMU/KOKAaWHOIIOJJOOHBIMI ~ CBOMCTBaMH,  TaKuWe  Kak
MedeapoH, METHIICHIUOKCUTTUPOBATIEPOH OKa3bIBAIOT KapAMOTOKCUYECKOE
JICHUCTBUE H  CHOCOOCTBYIOT  pa3BUTHIO  HWH(papkTa  MHOKap/a,
KapJAMOMHUOTIATUH, HAPYILIEHUH PUTMA, OCTAaHOBKH CEP/IIa.

3.12.3 InaaTanuoHHAasi cTaaus 3a00J1eBaHUii ¢ MCXOTHO
runeprpopuyeckum MoppoPpyHKIMOHAIBHBIM (PEHOTHIIOM Cepaua

JKMII MoxeT pa3BUTbCS TpPH HACIEACTBEHHOW IMMATOJIOTHU U
CEpPACYHO-COCYIUCTBIX 3a00J€BaHUSIX, COIIPOBOXKAAIOIINXCS
runeprpodueit JOK. Onucansl ciydan Takod TpaHCcPopMalMu Mpu
runieprpopuueckor kapauomuonaruu (I'’KMII) (nunaranumonnas ¢asa
['KMII-0one3nu capkomMepa), HEKOTOPBhIX OoJe3HsX HakomieHus. I[lo
JAHHBIM BU3YAIM3UPYIOMMX METOAOB TojmuHa creHok JDDK u MOKII B
TaKMX CIy4asX MOXET COOTBETCTBOBATH pPE(YEPEHCHBIM 3HAYCHUSIM.
N3menenne  MopdodyHKIMOHANBHOTO  (DEHOTUIA, Kak  MPaBUIO,
npeaecTByeT nporpeccupoBanuto cumnromatuku XCH, pazsuturo @II n
BCC. 3anono3puth pazputhe aunarauruoHHor craauu ['KMII Ha srtame
YMEHBILIEHUs TOJIIMHBI CTEHOK, yBeJIWYeHHs pazMmepa mnojoctu JDK,
cumwkenuss @B JIK u ycyrybOneHus: 1uacToandeckon TUCHYHKIIMU MOXKET
OMOYb OlleHKa oTHocuTeNbHOM ToamuHbl cTeHoK (OTC) JDK, xotopyto
paccuutbiBaroT 1o popmyne: OTC JIK = (TMXII(x) + T3C JIK(x)) / KIP
JDK, rane OTC JIDK — oTHOCUTENBHAS TONIIMHA CTEHOK JIEBOTO KEIYyA0UKa,
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TMXKII(1) — TonmmHa MEXOKETyJOYKOBOM MEPErOpoOJIKA B JUACTOIIY,
T3C(n) — TommmHa 3anHeit creHku B nuactoiy, KJP JIDK — xoHeuHO-
IUACTOJIMYECKUH pa3Mep JIEBOTO KeTy10UKa.

[Ipu «xkmaccuueckomM» AWIATAIMOHHOM MOPGOGYHKIIMOHAIBHOM
¢denoTune BeIABIAIOT ToHKHE cTeHkH JIK npu yBenuuennoit nonoctu JIK
u camxennu OB. [Ipu 3Ttom, kak npasuno, OTC JIK <0,3.

OTC JIK >0,35 B G0JBIIMHCTBE CIy4aeB CBUACTEILCTBYET O (DEHOTUIIE
JAKMII ¢ otHOCHTENBHO TOJNCTBIMU cTeHKamu JIJK, KOTOpBIA MOXKET
BKJItOUaTh AuiatanronHyto ¢azy 'KMII-6one3nu capkomepa (al KMIT) u
aunataiuonHyo ¢asy denokonuit 'KMII (atakcus @puapeiixa, 60j1e3Hb
®abpu u ap.).

Beanunna OTC JDK B mpeaenax 0,30-0,35 mpencraBisieT coOoi
«CEPYIO 30HY», KOTJIa 3THOJIOTUS KapAUONAaTUX MOXKET ObITh Pa3IMYHON, HO
qamie 9TO HMCXoa B awinaranuio mpu runeprpodun JIK BenenctBue
JUTUTEJIBHO CYIIECTBYIOIIEH M HEKOHTponupyemoil Al B codeTtaHuu ¢
oXXupeHuem c/0e3 caxapHoro nauabera 2 Tuna. ®akTopamu, acco-
MUUPYIOMMMHUCS C pa3BUTHEM auiaaTtanioHHoro ¢genoruna mnpu [JDK,
cBsi3aHHOM ¢ Al, sBisroTCs Oojiee cTapuidii BO3pacT, JUIMTEIBHOCTh U
creneHb KOHTpoJs Al', 6onee Beicokue nudpsr A/l

C uenpro mpoBeneHus auddEpeHIInaIbHOTO AUarHo3a «Kjiaccuye-
ckoi» JJKMII ¢ nunatauuonnoit ¢azoit ' KMII/denokonuit 'KMII Heo6-
XOJIMMO YYWUTBIBATh THUII HACJIeIOBaHUs (ayTOCOMHO-TOMHHAHTHBINA/ayTO-
COMHO-PELECCUBHBIN), CEMEHHBIN/HECEMEMHBIN XapakTep 3a00JieBaHMs,
TUHAMHUKY (Ha TPOTSKEHUM HECKOJIBKHUX JIET, ACCATWICTUIN) MOoKazaTeaei
MoppoyHKIMOHABHOTO (heHoTumna (pasmep nosnoctu JIK, Tonumny cre-
Hok JIOK, @B JI)K, oTHOCHTENBHYIO TOJIIIMHY CTEHOK).

3.12.4. IlepunaprajbHas KAPAUOMHONIATHS

[lepunapransuas kapauomuonatus (IIKMII) sBuseTcs peakou
dopmoit KMII, koTopass pa3BuUBacTCS B TEUCHUE TMOCJIEIHUX MECSIIECB
OEpEeMEHHOCTH WJIM TIEPBBIX 5 MECSIIEB MOCIE POJOB (B OTCYTCTBUE KAKUX-
aU00 NPYTuX NPUYUH CEPACYHOM HEIOCTATOYHOCTH) W mposiBisieTcs CH
BCJICJICTBUE PA3BUTHUS UIMOMATUYECKON cucTonndeckon qucynkumu JIZK
(OB o0bryHO <45%), TIpU 3TOM JIEBBIM KEIYAOUYEK MOXKET OBITh HE
pacIIMpEH.

Jnarno3 [IKMII siBaseTcst 1MarHo30M UCKIHOYECHUS.

Otnonoruss  [IKMII  sBasiercss  MHOro(akTOpHOM,  BO3MOXHA
KOMOWHAIMsI TEeHETHYEeCKMX U BHemHHUX (akrtopo. dDakropamu,
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aCCOLIMMPOBAHHBIMHU C TTOBBILIEHUEM PUCKA €€ PA3BUTHS, ABJISFOTCS BO3PACT
Marepu (TOAPOCTKOBbIA winM crapme 30 7er), HerpoujHas paca,
Ir€HETUYECKasl TMPEeIPACIONOKEHHOCTh (OMHUCAaHbl CEMEWHBIE Clydyau
3a0ojeBaHusi), TOBTOPHAs, MHOTOIUIOJHAS OEPEeMEHHOCTh, AaHaMHE3
MPEIKIAMIICHH/IKIIAMIICHH, KYpEHHE, ynotpeOeHue KOKaunHa,
HEJIOCTaTOYHOE MHTaHWe, JJUTEJbHOE JICUCHUE aroHuctamu [-azape-
HopeuenTopoB. OnucaH BKJIAJ B MNATOJOTHYECKHAM HWMMYHHBIA OTBET
(deHoMeHa xumepusma (MPOHUKHOBEHHE KIIETOK IUI0Aa B OPraHU3M MaTepu
yepes IIaleHTapHbIN 0apbep).

Knunnueckas kapruna [IKMII npossusercs CH Ha done
cuctonmueckoit nuchynkuun JOK. Knuanueckue cMMITOMBI U IPU3HAKU:
yCTaJI0CTh, OJIBIIIKA, OIYIIEHHE cepedneHus, oreku ctomn. Yacto [TKMIT
MaHU(ECTUPYET OCTpOM CH, GudpumIsunen IpeICepInH,
KEJITYTIOYKOBBIMU HapYIICHUSIMU PUTMA, B TOM YHCIe (DaTabHBIMU, W/UITU
OCTAaHOBKOW  cepjlla, MOXET HaONI0JaTbCs  CHUCTEMHasl/JIerouHas
TpoMO0IMOO0THSI.

Heo6xoauMo mpoBOIuTh TIIATENIbHBIN COOp aHaMHE3a, ((U3NKAITBHOE U
71a00paTOPHO-UHCTPYMEHTAIILHOE 00CIIeIOBaHUE NI UCKIIFOUEHUS JPYTUX
3abosieBanui, conpooxaatronmxcsi CH u camxennem @B JIK.

Bcem mnanuentam c¢ mnopo3penuem Ha [IKMII pomksbl  OBITH
BbInoJiHEHbI JKI', OxoKI' u Bce uccienoBanusi, BXOAAIIME B CTAHAAPTHI
15t 0osbHBIX CHH®B, Brittouas B oTaenbHbIX cirydasx MPT. ¥V nauueHTox
¢ nomo3penneM Ha I[IKMII moka3aHO Te€HETHYECKOE TECTUPOBAHUE U
KOHCYJbTUPOBaHUE ISl WUCKIIOYEHUS T'€HETUYECKU-00YCIOBICHHBIX
ciaydaeB JJKMII.

Juacnos IIKMII ocnosvieaemcea na mpex Kpumepusx:

1) pa3BuTHE CepICUYHON HETOCTATOUHOCTH B KOHIIC OEPEMEHHOCTH HJIU B

TEUECHUE HECKOJIBKUX MECSIIEB ITOCIIE POJIOB,

2) otcyrcTBHUe apyrou nmpuanHbl CH,
3) HalIMYUME CHCTOJMYECKOM JHCPYHKIMU JICBOTO JKEIyaouka (Kak
npasuiio, ¢ @B JDK <45%).

ITIporno3 npu IIKMII omnpenensercss 3THUUECKOW NPUHAIIEKHOCTBIO,
reorpauueckuM peruoHOM, CBOEBPEMEHHOCTHIO JUATHOCTUKH U JICUCHMUS,
BapbUpys OT IOJHOIO BOCCTAHOBJIEHUA (PyHKIMU 10 pa3zputus XCH.
Yeemnuenue @B JDK 10 >50% B OCHOBHOM NPOUCXOIUT B TEUEHUE IEPBBIX
6 MecsIEeB IOcCJe MOCTAaHOBKU JUAarHo3a. PHUCK cMepTH y UYEPHOKOXKHUX
MKCHIIMH B HECKOJbKO pPa3 BBIIIE MO CPAaBHEHHIO C KCHIIWHAMH
eBpornieoniHOM packl. [IpuumHoit cmeptu oObiyHO sBasiercs BCC unm
nporpeccupyromast CH.

53



3.13. llpunuuns! Tepanuu 60abHbIX JJKMII

[enu Tepanuu 6onabHbIX JIKMII HanpaBieHbl Ha yJIy4IlIEeHUE KauecTBa
’KU3HU U MPOTHO3a U BKITFOYAIOT:

®  MEIUKaMEHTO3HOE JICYEHUE XPOHUYECKOU CEepACUYHOM
HEJIOCTaTOYHOCTH;

® TPOBEACHHUE COBPEMEHHOU 00Je3Hb-MOANMUIIUPYIOIIEH TepaInu;

® ONTUMAIbHYIO TPOPUIAKTUKY KUZHEYIPOKAOUIUX HaAPYIICHUN
CEpPAECYHOr0 PUTMA Y BHE3AITHOU CEPJACUYHOU CMEPTH;

e  NpOoHUIAKTUKY TPOMOOIMOOIMUYECKUX OCI0KHECHUI;

®  BBIABJICHUE U KOPPEKIHIO BHEKAPIUAIBHOW MAaTOJOTUU, KOTOpas
crocoocTByeT mnporpeccupoBanuto auchyskiuu JOK - (TUpeougHbie
IUChYHKITUU, aHEMUH U JKeTe30/Ie(PUITUTHIE COCTOSHMUS, NIETPECCHS U JIp.);

® TICPUOJUYECKUN CKPUHUHT JJIsI BBISBJICHUS MPOTPECCUPOBAHUS
aTEPOCKIIEPOTUYECKUX CEPACYHO-COCYIUCTHIX 3a00JIEBaHUM, CaXapHOIO
muadeta (CIl) y aun ¢ HamuyueM oueBHAHBIX (akTtopoB pucka CC3 ¢
MOCJIEAYIOIIEN UX KOPPEKLIUEH;

®  HampapJICHUE HA TPAHCIUIAHTALMIO CEP/la U MAJJIMATUBHBIE MEPHI
10 TTOKA3aHUSIM.

MenukaMeHTO3HOE JIeYeHue XPOHUYECKOH cepae4yHomn
HeI0CTATOYHOCTH Yy mauueHToB ¢ [AKMII

TakTrka nekapcTBeHHOM Tepanuu naueHToB ¢ JJIKMII ve otnmuuaercs
OT TAKTHKH JICUEHUS MTALIUEHTOB C CEPACYHON HEAOCTATOYHOCTBIO C HU3KOM
bpakiuei BBIOpOCa (CHaOB), 00yCIIOBJICHHOM IPYyTUMU
ATUOJOTUYECKUMU (haKTOPaMHU.

Bcem maruentam ¢ CH (®K 11-1V) u Huskoi ppakuueit Beiopoca JIK
<40% Ha3HA4YalOT MHTMOUTOPHI AHTMOTEH3MHIIPEBpaIIaonero GepMeHTa
(MAII®D)/Bancapran+cakyouTpui, 0eTa-apeHO0I0KATOPHI (bb),
anbJOCTEPOHA  AHTArOHUCTHI, UHTUOUTOPHl  HATPUM-TIIFOKO3HOTO
kotpancnoprepa 2 tuna (MHI'JIT2) (mnanarnudgno3un, sMnarau@io3uH) B
COCTaBe KOMOWMHUPOBAHHOW KBaApOTEpANUU JJIsi CHUKEHUSI pHUCKA
rocnutanuszanuu u3-3a CH u cmeprn.

Bancaprant+cakyoutpun  pekomeHjgoBaH  BMecto  MAIID/APA
namuentam ¢ JIKMII u CHH®B npu coxpassromuxca cumnromax CH,
HecMOTpsl Ha onTuMalibHylo Tepanuio UAIID/APA, Bb u anpnocrepona
AHTArOHUCTAMU, JJISI CHUXEHHS pHUCKa rocnutaiu3anuii u3z-3a CH wu
CMEPTH.

s neuennst nauuenToB ¢ JIKMII u CH ¢ ymepenHo camxennon ®B
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JDK (CHyc®B), B Tom uucne u npu BoccranoBiaeHnn @B JIK, kotopas
M3HaYaJIbHO peructpupoBaiack Huxe 40%, cieayer pykoBOJICTBOBATHCS
TEMU K€ peKOMEHIausamu, 4to U Jisa nanueHToB ¢ CHH®B, Tak kak
CIIELIMAJIBHBIX MCCIEIOBAHUM TIO JICYEHUKD TAaKHUX I[MALUEHTOB HE
IIPOBOJUIIOCK.

B cnydae Henepenocumoct MAII® wnm BasncapraHa+cakyOuTpuiia
(mpu  3TOM TALMEHTHl JOJDKHBI NOpuHUMATh bb wu  anbaocrepona
AHTArOHUCTBI) JJII CHUKEHHSI pUcKa rocnuranuzauuii mo nosoay CH wu
CEpICUHO-COCYJIUCTOM  CMEPTH  Ha3HAYalOT capTaHbl  (BajcapTaH,
KaHJiecapTaH, JJ03apTaH).

[Ipumenenne  uHrubutopa  If-kaHamoB  uBaOpaguHa  MOXET
paccMaTpUBaThCs y MAIMEHTOB ¢ CUHYCOBBIM puT™MoM, ®B <35%, I1-1V
®K CH u ypoaemM YUCC >70 B 1 MuH, HaxoAsImMUXCS HAa MOAOOpaHHOMN
Tepanu PEKOMEHI0BAHHBIMU (MJIM MAKCUMAJIbHO NEPEHOCUMBIMU ) T03aAMU
bb, NATID/APA/ BaJicapTaHa+CcaKyOuTpuIa, aJbJOCTEpOHA
antaronuctamu u WHIJIT2 (manarnmudumosus, sMmnarauduio3uH) s
CHIDKEHHUS pUCKa rocriuranu3annil no npuunde CH u cmepru.

[losiBieHre wnM ycyryOJieHHE CUMIITOMOB U MPU3HAKOB 3a/IEPKKU
xunkoctn npu CH sBmgeTrca npsMbIM ITOKa3aHUEM K HA3HAYECHUIO
auypeTudeckoil Tepanuu. KoMmOWHaUMs JUYypPEeTUUYECKUX MPEnapaToB
ONPEACISIETCA  BBIPAXKEHHOCTBIO CUMNTOMOB 3actod mnpu XCH wu
OCHOBBIBAETCSI HA OCOOEHHOCTSIX MEXaHU3Ma JEUCTBUS KXKI0TO U3 HUX JJISI
JOCTUXKEHUS] CHHEPTUYeCcKoro 3PdekTa.

Hasnauenue gurokcuna (0,125-0,25 wMr/cyTku) MOXeET OBIThH
paccmotpeno namuentam ¢ XCH II-IV ©K, ®B JIK <40%, cuHyCcOBBIM
pUTMOM TIpu coxpansawomuxcs cumnromax CH, HecMOTps Ha Tepamnuro
NATID/APA/Bancapranom+cakyoutpuioM, bb, anbpocrepona anrtaro-
Huctamu u UHIJIT2, nnga cHuwxkenus pucka rocnutanuzauui uz-za CH.
BaxHO NOMHHTH, 4YTO 0OpH JJIUTEIBHOM NPUMEHECHUU JIUTOKCHHA
HEOOXOJUM KOHTPOJb KOHIIGHTpAIlMU TIpernapara B KpPOBH, a IIpHU
OTCYTCTBUHA TAaKOW BO3MOXHOCTM — TMEPUOAUYECKAs OIEHKA TaHHBIX
cyTo4HOr0o MoHUTOpHUpoBaHusi DKI' 171 BBISBICHUS] TPOTPECCUPYIONIETO
HapylieHus AB-NPOBOAUMOCTH WM  MOJUMOP(PHON, MOJUTOIMHOM
KEIYJOYKOBOM JKCTPACUCTOJIMHA W WHBIX NPU3HAKOB NEPEIO3UPOBKHU
JTUTOKCUHA.

JleyeHue HapyuieHuii purma cepaua y namuenros ¢ JJIKMII

JKMII xapaktepusyeTrcs IEpBUYHBIM TOBPEKICHUEM CEPACYHOU
MBIIIIBI U BBICOKUM PHCKOM pa3BUTHS HapylieHuid putma cepana (HPC),
OCOOCHHO JKENyJAOYKOBBIX apUTMHUN M BHE3AIHOM CEpPJIEYHON CMEpTH
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(BCC), uro cBsa3ano ¢ pudpo3oM MUOKap/ia U pEMOICTUPOBAHUEM HOHHBIX
KaHaJIOB,  BIUAIONIMX  HAa  3JEKTPO(U3UOJIOTHYECKHE  CBOMCTBA
KapAuOMHOITUTOB. TakuM 00pa3om, peMojieIMpoBaHue 1 (uopo3 Muokapaa
KEIYJOYKOB MPHUBOAAT K OCTPOM DSIIEKTPUYECKOM WIM MEXAHUYECKOMN
HEJIOCTAaTOYHOCTU. B cBsizu ¢ 3tuM ocHoBo# mpoduinaktuku BCC mpu
JKMII  crtaHoBsITCS ~ JIGKapCTBEHHBIE  IIpemapaThl,  oO0JiaJaromme
aHTUpemMojaenupyomuM U aHtuguopo3HeiM  3ddekramu (BB,
aJbJ0CTEPOHA AHTArOHUCTHI, BaJICApTaH+CaKyOUTPHUII), a TAKKE CepAcHHAs
pecunxponusupytomas tepanus (CPT).

B psane wuccienoBaHuid MpOAEMOCTPUPOBAHBI AHTHAPUTMUUYECKHUE
adpdexter UHIJIT2, cBs3aHHBIE CO CHOCOOHOCTBHIO TIpEnapaToB OSTOM
rpynmnbl (Hanarau@io3uH, SMIaran@io3uH) 3aMe s Th MPOrPECCUPOBAHUE
XCH u pemonenupoBaHHE KaMep cep/illa, a TakKe CO CHOCOOHOCTBHIO
BOCCTAHABJIMBATh OalaHC CUMITATUYECKUX U MAPACUMITIATUYECKUX BIUSHUN
Ha cep/ilie ¥ HOpMaJIN30BaTh BapuabEIbHOCTh PUTMa CEpAIIa.

Ycunenne apuTMHUYECKOTO pPHCKA — O3TO CEPbhE3HbIE MOOOYHBIC
addexTsr aHTHapuTMHUEeCKUX TmpemnapatoB (AAII). B cBau ¢ 3tum
HazHaueHne Takux AAIl kak oHKauHUA, GQICKauHUA, MOPUIIU3HUH,
d-coranon, apoHeaapoH He peKoMeHaoBaHo marueHtam ¢ JKMII ¢
HaJIMYUEM DJICKTPUIECKON HECTAOMIIBHOCTH MUOKap/Ia.

IIpu pedpakTepHOCTH apUTMUU K MEAMKAMEHTO3HOM Tepamuu
nanreHtam ¢ JJKMIT u XCH moxeT ObITh pacCMOTpPEHA paiio4acTOTHAS
katerepHas abnauust (PHYA) nims nydiiero KOHTPOJIS HaJl KEJTyJ0YKOBbIMU
TaxXUKapaAUSIMH.

Hpopunakruka BCC

[Tamentam ¢ JKMII 1 CHHOB u %&enyqo4KOBBIMH HapyIIEHUSIM
putMa pekomeHaoBaHa ontumuzanus 103 HAIID (wmm APA wmm
BajcapTaHat+cakyoutpwia), bb, aapgocTepoHa aHTaroHUCTOB C IEJIBIO
cHmkeHus pucka BCC.

s npodunaktuku BCC y nmanmentoB ¢ JIKMII B kauecTBe OCHOBBI
AHTUAPUTMUYECKOU Tepanuu CIenyeT paccMaTpuBaTh bb,
pekomenioBanHbie Tipu CHH®B (O0ucomposion, MeTonposoia CyKIMHAT,
KapBEAWJI0J, HEOMBOJION), B TO BpeMs KaK TMPUMEHEHHE JPYTruX
AHTUAPUTMHUYECKHUX MTPENAPATOB HE PEKOMEHIOBAHO.

[Tammentam ¢ JIKMII u CH ¢ ®B JDK <35%, Haxopsgmumcs Ha
ONTUMAJIBHOW  MEIUKAMEHTO3HOW  TE€paluu, C  OpEeanojiaracMou
MPOJOJKUTEIBHOCTBIO KU3HU KaK MUHUMYM | roJ1 B y1OBJIETBOPUTEIHHOM
(GyHKIMOHAJIBHOM cTaTyce pekoMeHaoBaHa ycrtaHoBka MKJI wau CPT-
neduodpunaropa (CPT-I) ¢ nensto npodunaktuku BCC.
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Ocob0ennoctu Jieyenuss nmanueHToB ¢ JIKMII u dudpurasuueit
npeacepaui

[Tanmentam ¢ JKMII npu napoxcusmansHoil hopme PII B ciydae
HedpdexTuBHOCTH Tepanuu bb 1Jist KOHTPOJISI CHMIITOMOB PEKOMEHOBAHO
IIPUMEHEHUE AMUOIapOHA.

st manpentoB ¢ JJKMII, XCH I-III ®K u nocrosiuaoi ¢popmoii OII
HazHaueHue bb peKOMEHI0BaHO B Kay€CTBE MEPBOM JIMHUM TEPANUU IS
KOHTPOJII 4acToThl cokpamieHus xkenygoukoB (UCK). Ilpu sTom
ontuMainbHbIi KOHTpOJb YCXK npu nocrosiuuoi popme GII y narueHToB ¢
CHH®B noapasymeBaeTt 4yacToTy mmokos B auarnazone 70-90 ya./muH. B Tex
ciayuasx, korga YCXK ocraeTcsa BBICOKOW, HECMOTPS Ha mpuMeHeHue bb,
WJIY ITPY HEBO3MOKHOCTH HazHaueHus bb mis kontponsa UHCK HazHavaercs
IUrokcuH. CTOUT ynoMsiHyTh, 4yTO nanuentam ¢ CHH®B nisa ynydimenus
BBDKMBA€MOCTH M CHIDKEHHUSI 4aCTOTHI rocrdranu3zauui no npuundHe CH
npoBoaAUTCA Takke adbnanus OII.

Hpopunakruka TpoM003IMO0IMUecKUX Oca0kHeHuH (TI0)

Tepanusi opadbHBIMM aHTUKOATYJISHTaMU i npodumaktuku TOO
pekoMenaoBana naureHTam ¢ JJKMII nmpu Hamrnunm napokCu3MalibHOU WA
nepcUcTUpyromien uinm noctossHaon popmsl @I, Tpom603a TITYOOKMX BEH
unu TpomMOo3MbOosuu JerouHoit aprepun (TIJIA) B cooTBETCTBUU C
pexkoMmeHmauusMu  Poccuiickoro KapIMOJIOTrH4ECKOr0O oO11ecTBa,
EBpomneiickoro obmectBa kapauosioroB, KoHceHCycoM AMepHKaHCKOM
Acconuanuu cepana npyu OTCyTCTBUU MPOTUBOIMOKA3aHUM.

Anrtaronuctel ButamuHa K (MHO 2—3) nazHayaroT nauueHTaM C
JIKMII, BHyTpHCEepIeUHBIMU TPOMOAMHU U CUHYCOBBIM PUTMOM.

NHTepBeHINOHHOE U XUPYPrUYeCKoe JieUeHe HAPYIIEeHNl puT™Ma
cepaua y nanuenron ¢ JIKMII

OCHOBHBIE TIOKa3aHUSI K HWHTEPBECHIMOHHOMY W XUPYPIrUYECKOMY
neyenuto y nanueHtoB ¢ JIKMII, B Tom uncie Ha ¢pone JIKMII, uznoxeHsl
B COOTBETCTBYIOIIMX KIMHUYECKUX PEKOMEHIAIUAX, YTBEPKICHHBIX
MunHucTEpCTBOM 3ApaBOOXpaHEHUS Poccutickoi denepanun
(«KenmymoukoBeie HapylieHus putma. JKemyJoukoBble TaXUKaAPIUU WU
BHe3amHas cepiaedHas cMepTh» 2020 r; «PuOpriUianus U TpereTaHue
npencepaunii» 2020 r.; «HamxenynoukoBsie Taxukapaun» 2020 r.

3.13.1 Jleuenue oraeabnbix popm JKMII

3.13.1.1. Ocobennocmu nevenus anko20abHOU KAPOUOMUONAMUU
Jleuenne manueHToB ¢ AnKMII nomkHO Ha4YMHATLCA C ITOJHOIO
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BO3JICpKAHUS OT NpPUEMA AJKOTOJA B JIONOJHEHHE K TPAJULHMOHHOMY
neyenuto CH. TlanueHTbl ¢ XpOHMYECKUM aJKOTOJIU3MOM MOTYT OBITh
MPEPaACIONOXKEeHbl K JIePUIUTY THAMHUHA, YTO MOXET MNPUBOAUTH K
KapJIMOMHUOIATHUH WK CITIOCOOCTBOBATH €€ Pa3BUTHIO, B CBSI3H C 3TUM TaKUM
nalydeHTaM Ha3HA4arT J00aBKH THAMHUHA U (POJIMEBOM KHUCIOTHI.

B MHoOrouucieHHbIX  HaOJIIOACHHMSAX  OTMEUEHAa  0OpPaTHMOCTh
HapymenHou ¢ynkuuu JIDK mocne npekpaiienus: ynotpeOaeHus alKoros
BILJIOTH JIO TIOJIHOT'O €€ BOCCTAHOBJICHUSI MPU paHHEH abcTuHeHnu. Jlaxe
eciu cHwkeHHasa Qynkius JDK He HopMan3yeTcst MOJHOCThIO, CUMIITOMBI
u npusHaku CH yMeHbIIa0TCs Mociie 0TKa3a OT yNoTpeOIeHuUsT aJIKOToJIsl.
Ecnu manueHT He OTKa3bIBAaeTCA OT aJKOroJig, OOLIMNA MPOTHO3 OCTAEeTCs
IJIOXUM U YpoBeHb cMepTHOCTHU focturaet 40—-50% B Teuenue 3—6 ner.

3.13.1.2. Jleuenue xapouomuonamuu, 8b136aHHOU KOKAUHOM

O neueHuu cepAedHON TUCHYHKIIUH, BHI3BAHHOW KOKAaWMHOM, KPOME
HEOOXOJMMOCTH  OTKa3a OT KOKamHa, OYEeHb Majo HM3BECTHO.
[IpeanoututenbHBIMA ~ TIpeNapaTaMyd  SBISIOTCS  OCH30/1MA3€IHHBI,
MOCKOJIBKY OHHM TIPOTHUBOACHCTBYIOT aJapeHEepruvyeckuM dddexram,
HaOII0JaeMbIM TIPU  YIIOTpeOJieHnH KokanHa. HutTpaTel U OGiokaTopbl
KaJIbLIUEBbIX KaHAJIOB PEKOMEHIYIOTCS B KayeCTBE IMpenapaTroB BTOPOIO
psna.

JleyeHre ManMEHTOB C KOKAMHOBOW KapJUOMHOIATHUENW MOKET OBITh
paccMoTpeHoO B Bue ctanAapTHOM Tepanuu CH nipu yciioBuu Bo3aepKaHus
OT KOKaunHa.

[TanimeHTam, SBIASIOMMMCS aKTyaJbHBIMUA TOTPEOUTENISIMU KOKaWHa
WIM UMEIONIMM HHYIO HApKOTUYECKYIO 3aBUCHUMOCTb, MPOTHBOMOKa3aHa
TPaHCIUIAHTAIUS CEeP/IIA.

VY ManureHToB ¢ pUCKOM PELHINBa 3JI0yNOTPeOIeHNsI KOKAMHOM MOKET
ObITh paccMoTpeHo Jseuenne XCH al-, Bl-, P2-appenoGnokaTopamu
(KapBEAHUIION) C IEJIbI0 TTOTCHIIMATLHOM 3alTUThI OT 0l-arOHMU3Ma KOKanHa.

3.13.1.3. Jleuenue xapouomuonamuu, accoyuupo8aHHol ¢

Memamhemamunom u OpysuMu CIMUMYIUPYIOWUMU NPenapamamu

Kapnuomuonarus, accouuMpoBaHHass ¢ MeTaM(PETaMHUHOM, MOXKET
ObITH OOpaTUMa MPHU YCIOBUM OTKa3a OT MIPUEMa HAPKOTUYECKOTO BEIECTBA
U MPOBEJICHUS TEPANKUKU B COOTBETCTBUU C PEKOMEHAAIUSAMHU JIJIs JICUCHUS
CHu®B. VYcnemHoe HUCHNOIb30BaHUE B TAaKUX CIydasX apUIUIIPa30Ja,
YaCTUYHOTO aroHucTa 10(aMHUHOBBIX U CEPOTOHMHOBBIX PEIENTOPOB, IMO-
BUJMMOMY, CBSI3aHO C OCJa0JICHHEM HEKOTOPbIX CTHUMYJIUPYIOIIUX
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addekToB MeTampeTaMrHa KaK Ha IIEHTPAITHHYIO HEPBHYIO CUCTEMY, TaK U
Ha CEPACYHO-COCYJUCTYIO CUCTEMY.

Jleuenue Ipu KapJAMOMUOIIATUH, aCCOLIUUPOBAHHOMN c
aHA0OJIMYECKUMHU CTEPOMJIaMH, BKJIOYAET MpEKpalleHue HUX Mpuema,
UCKIIIOYeHHUE apyrux oopatumeix npuurd CH u mpoBegeHue cTaniapTHON
tepanuu XCH.

[TammenTaM ¢ KapAMOMHUOIIATHEH, CBSI3aHHON CO 3JI0YIOTpEOICHUEM
IICUXOAKTUBHBIX BEIIECTB WM WX NEPEIO3UPOBKON, PEKOMEHIOBAH
MIOJIHBIA OTKAa3 OT KapAUOTOKCUYHBIX CPEJICTB U JICKAPCTB.

3.13.1.4. Jleuenue IIKMII

[Tpunuuner tepanun [IKMIIT ananoruunsl sneyenuto CH, BbI3BaHHOU
cuctonmueckoit auchyukmuern JOK nHa done apyrux 3abosneBaHuii, u
JOJKHO MPOBOAUTHCS MYJIbTUIUCIUATUIMHAPHOW KOMAHIOW CITEIUAIIUCTOB.
JIOTIOTHUTENBLHO JICYEHUE MOKET BKJIOYATh AHTUAPUTMUYECKYI0 U
AHTUKOATYJIIHTHYIO TEPAIHIO.

Opnako neuenue [IKMII mmeer psim ocoOEHHOCTEH, CBSI3AHHBIX C
HEOOXOJAMMOCTBIO OOecrieueHus: 0€30MacHOCTH MaTepu M IUIojda WU
HOBOPOXKJICHHOT0. BaXHO NOMHUTB O TOM, YTO HEKOTOPBIE KIIACCHI
JieKapcTB HeOe30macHbl Kak MpU OEPEeMEHHOCTH, TaK M MPU TPYTHOM
BCKapMJIMBaHUU. AOCOIIOTHO MPOTUBOMIOKA3aHbl BO BpeMs OEPEMEHHOCTH
HNAITI®, APA, APHU, uHI'JIT2 u3-3a 3HQUUTENBHOTO pUCKA IS TJIOAA.
Ucnonb3zoBanue bbb Bo BpeMss OEpeMEHHOCTM MOXKET TMOBIUATH Ha
pactymui o, 3ame st YCC minona, cHUXkasi ypOBEHb caxapa B KPOBU U
apTepUAIbHOE JABIICHUE IUIOAA, B CBSI3M C 4YE€M NOpU NpuUMEeHEHHH bb
pexkoMenaoBaH MOHUTOPUHT HCC u pocta nioaa. /g neuenus neperpysku
00bEMOM TIOKa3aHO HA3HAUCHHUE METJIEBBIX JUYPETHUKOB, HO MX CIEAYET
HCIIOJIb30BaTh C OCTOPOKHOCTBIO, UTOOBI M30€KaTh CHUYKEHUSI MATOYHO-
MJIAIEHTAPHOTO KPOBOTOKA. AHTAaroHUCTHI aJIbJIOCTEPOHA HE CIEAYET
OPUMEHSITh BO BpeMs OEpeMEHHOCTH, TaK KaK ONBIT NPUMEHECHUS
CIIUPOHOJIAKTOHA BO BpeMsi OEpEMEHHOCTHM HEIOCTATOYEH, JaHHBIE 00
MCIIO0JIb30BAaHUM SIIJIEPEHOHA OTCYTCTBYIOT. B mociaepooBoM niepuoie npu
IPYJHOM BCKapMJIMBaHHU MOKHO MPUMEHATH CIUPOHOJAKTOH. C I1I€JIbIO
CHIDKEHHUS IOCTHATPY3KHU MOTYT IMTPUMEHSTHCS THAPAIA3UH U HUTPATHI. J1J1st
WHOTPOIMHON TMOJJIEPKKH HUCIOJIB3YIOT JIOMAMUH W JICBOCUMEH]IaH,
MPUMEHECHUE KOTOPBIX BO3MOKHO TOJIBKO B CiIydasix, KOorja OKujaaeMas
MoJb3a TEPANHUU JJISI MAaT€pHU MPEBOCXOJUT IMOTCHUUAIBHBIA PUCK IS
mioaa. [Ipu HeoOX0AMMOCTH TEpAIIUM B MIEPUO/T JTAKTAITUN CIEAYET PEIIUTh
BOIIPOC O MPEKPAIICHUU ITPYJHOTO BCKAPMIIMBAHUSI.
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C yderoM BO3MOXHOW ponau mnpojaktuHa B paszputun [IKMII
npeajiaraeTcs BKIIOYEHHME B CXEMy Tepaluu HWHTHOUTOpa CHHTE3a
npojakThHa (OpOMOKpHUIITHHA) B 03¢ 2,5 Mr 2 pa3a B JICHb B TCUCHHUE
2 Hemenb, a 3areM 2,5 Mr/cyTku B TeueHue 6 Henenb. Tepamus
OpOMOKPHUIITUHOM O KHA COIIPOBOXKIATHCA Ha3HAYCHUEM
antukoaryJssHToB (HOI' unu HMI-3HOKCUTIapUH) B CBSI3U C BBICOKUM
puckom TOO Ha poHe nmpuema mpenapara (BKIOUYas UHCYJIbT U UHPAPKT
MHOKapAa).

Kenmnam ¢ BeipaxkeHHoit CH M HecTaOMIBbHON TreMOIWHAMUKOMN
ITOKA3aHO HEOTIIOKHOE POJOPA3PEIICHNE HE3ABUCUMO OT CPOKA FECTALUH.

3.14. TIporuo3 3a6oseBanus npu JKMII

[Iporno3 manuentoB ¢ JJKMII oTHOcUTENnbHO HEOIATONMPUATHBIN, HO
MOXET yiyuliatbcsi Ha (oHe Tepanuu. [IpuMepHO msTass 4acTh BCEX
OOJBHBIX YMHUpaAIOT B TedeHue mepBoro roga. Ot 40 go 50% Bcex cirydyaes
CMEpPTU — BHE3alHbIE, B PE3YyJIbTAaTE 3J0KAYECTBEHHOW apUTMHUU WIIH
MO0,
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4. PECTPUKTUBHASN KAPAUOMHUOIIATHSI
4.1. Onpenenenue PKMII

PectpuktuBnas kapauomuonarus (PKMII) — undunsrpatuBHoe umu
(buOpo3HOE MOpaKEHUE MUOKAP/1a, KOTOPOE XapaKTePU3yeTCsl PUTHUTHBIMU,
HENOJATIMBBIMUA CTEHKAMM KEIyJOYKOB, YMEHBUICHUEM HAIIOJHEHUA M
CHUXEHHEM HACTOJINYECKOr0 00beMa OJTHOTO WM 000X KEITyJA0YKOB C
HOPMAJIbHOM WJIM MOYTH HEM3MEHEHHOM CUCTOJINYECKOU (DYHKIIMEH U TOJI-
IIIUHOMN CTEHOK.

Kox mo MKB-10

142.3 — DupoMuokapauaibHas (303uHO(UILHAS) O0JIC3HB;
142.4 — DupokapauanbHbIi GUOPOIIACTO3;

142.5 — [Ipyras pecTpuKTHUBHASA KapAHOMHOIIATHS.

4.2. Inuaemuoaorua PKMII

PKMII saBnsercs camoi peakor pasHoBUIHOCTbI0O KMII u cocrasisier
okoJio 5% ciydaeB cpeau Bcex TunoB KMII.

4.3. Druoaorusa PKMII

Cpenu nneHTU(GUUUPOBAHHBIX T€HOB, 3THOJOTMUYECKH ACCOLIMUPOBAH-
Hbix ¢ PKMII, 3apeructpupoBanbl reHbl, KOAUPYKOILHE CAPKOMEPHbIE
oeaxu (TNNI3 (tpormonun 1), TNNT2 (tpomonun T), MYH7 (6eta-mMno3un
Tsokenbix neneit), ACTCL (anbda-cepaeunsiii aktun), TPM1 (anbda-Tpo-
nomuo3uH), MYL3 (Muo3un nerkux uemneit), MYL2 (MUO3UH peryasiTOPHBIX
merknx  uemne#), TTN  (TuTHH)); TeHbI, KoAMpYylomHMe OeaKH
Z-nucka (MYPN (muonamnanun), BAG3 (BCL2-acconunpoBaHHbIi aTaHO-
I'€H); TeH TPOMEXKyTOUHBIX punameHToB DES (necmun). P uccnenoBanuii
MOKa3aJIM 3THOINATOreHETUYECKYI0 TpudacTHOCTh TeHOB FLNC (prmamun
C), TNNC1 (tpononun C) u MYBPC3 (Muo3us-cBs3biBatoiiuii mpoteut C)
K pazsuturo PKMIL.

s cemeitnbix ¢popm PKMII xapakTepHO ayTOCOMHO-AOMUHAHTHOE
HacJeJ0BaHue, Kak U JJisi OOJBIIMHCTBA JPYTUX T€HETUYECKU JIETePMUHU-
poBanHbIXx KMII, pexe BcTpeyaeTcss ayTOCOMHO-PELECCUBHBIN TUIT U MyTa-
1 de novo 0e3 MpeIecTBYIOIEeH CeMEHHOM UCTOPHUH.
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Herenetnueckuit matopuznonornueckuii penorun PKMII, accornum-
POBaHHBIN ¢ MUOKapIUalbHBIM (HOPO30M, HAOTIOIAE€TCSI TIPU BHIPAYKEHHOU
nuactoauyeckoit nucynkuuu JIK y JuI MOXKUIOTO U CTapYECKOTO BO3-
pacTa, a TaK)Ke y MalMeHTOB, CTPAJAAIONIUX CKIEPOICPMHUECH.

PecTpuKTUBHBIN T TEMOJUHAMUKYN Pa3BUBACTCS IPU UHPUIHTPATUB-
HOM MOpaXeHUH MHOKap/a (aMHJIOU03, IECMUHOMATHUS, CAPKOHUI03, AJIa-
CTOMa, METa0OJIMYECKUN CUHIPOM, OIyX0JIEBO€ METACTa3UPOBAHKUE B MUO-
Kapn).

[Tpuunnoit PKMII sBisitoTcst Takke 3HAOMUOKApAHAIbHBIE 00JIE3HU
(TpOonmUYECKU SHIOMUOKAPAUATBHBIA (UOPO3, TUNEPIO3ZUHOPUIHHBIN
CUHPOM, KapIIMHOU, PAIUAIMOHHBIC TTOPAKECHHUS).

K pa3ButHIO peCTpUKTHUBHOTO (hPeHOTHUIIA MPUBOAT O0JIE3HH HAKOILIe-
HUs (reMoxpomaros, 6osie3np ®abpu, rinukoreHo3sl [lommne u [Nomre), me-
KapCTBEHHBIE CpeNCTBA (AaHTPAIMKIMHOBAS HMHTOKCUKAIWA, BO3JICUCTBUE
METHJICETPH/Ia, SPrOTaMHHA, PTYTHCOACPIKAIINX BEIIECCTR).

Taxkum ob6pazom, PKMII xapaktepusyeTcsi 3STUOJIOTUYECKON TeTepo-
I'eHHOCTBIO (puc. 16).

Puc. 16. Tkanb muoxapoa npu paznuunvix popmax PKMII: A — uouonamuueckas
pecmpukmusHas kapouomuonamusi (okpacka trichrome, ys. x400); B — amunouoos
cepoya (oxpacka cemamoxcunun-303un, y8. x400); C — 6ones3ns [anona (oxpacka ce-
mamokcunun-s03ut, y6. x400); D — sudomuoxapouanvusiii pubpos (okpacka ee-
mamokcunun-303un, ye. x400); E — cunepsozunogpunvnoiii cunopom (oxpacka ee-
mamoxcunun-503un, y8. x400); F — anuxoeenos (LLIUK-peaxyus, ys. x400); G — 6o-
ne31b Anoepcona—Dabpu (¢ TUNUOHBIMU OMLOHCEHUAMU, HADTIIOOAEMbIMU C NOMOULIO
asiekmponHou muxkpockonuu, y8. x3800)

62



4.4. ITatorene3s PKMII

Penakcanmonneie M3MEHEHUST MUOKapnaa, XapaktepHeie misi PKMII,
MPOSIBIISIIOTCS B BUJIE HAPYIICHUS TUACTOJIUYECKOTO pacciiabiIeHus PUTH/I-
HBIX CTEHOK JKEJIYJIOUYKOB BCJIEJICTBUE PACIPOCTPAHEHHOTO MUOKAPAUAIIb-
HOro uopo3a win UHGUIBTPALIMU CTEHOK KETyJA0UYKOB Pa3IMUYHbIMU T1a-
TOJIOTUYECKUMHU CYOCTaHIIMAMU (aMUJIOU]I, TEMOCUACPHUH, TECMUH, SIUTE-
JUOUIHBIC TpaHyJeMbl U Ap.). JedexT auacTosibl NPUBOIUT K PA3BUTHIO
JTUACTOINYECKON AUCHYHKIUM CepJilla, B PE3yJbTAaTe€ 3TOr0 MOBBIIMIACTCS
KOHEeuHO-uactonndeckoe aasienue (K//) B kemymoukax, mOBBIIIAETCS
JaBJIECHUA B MPEACEPANSIX U BEHAX MAJIOr0 U 0OJIBIIIOTO KPYTroB KpOBOOOpa-
HICHUSI, Pa3BUBACTCS JUACTOJIMYECKAs CepledyHas HEJOCTATOYHOCTh

(puc. 17).

Puc. 17. Cxemamuunoe uzobpasicenue HopmanibHo2o cepoya (A),
cepouya npu PKMII (B), 1— pueuounsiii muokapo, 2 — ounamayust 1e6020 npeocepoust

[TopaxkeHue sHI0KAp/Ia MOKET COMPOBOXKIATHCS TUCHYHKIIMEH MUT-
PaJIBbHOIO WIM TPUKYCIHUAAIBHOTO KJIANAHOB C PA3BUTHUEM HEIOCTATOYHO-
CTH.

[TopaxkeHue MpoBOJAIIECH CUCTEMBI CEpJlla MPOSBISETCS HAPYUICHU-
SIMU PUTMa U MIPOBOIUMOCTH.
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4.5. Knaccupukanusa PKMII

PKMII npeacraBiaseT co0oi reTeporeHHyI0 rpyIiny 3a00JieBaHu, Xa-
PaKTEpU3YIOIIUXCSl PECTPUKTUBHON marodusuonorueit. Hapymenus, mpo-
apisitonuecs B Bune PKMII, moryT ObITh KiTaccuUIIMPOBAHBI B COOTBET-
CTBUU C YETHIPbMS OCHOBHBIMU MEXAHU3MaMH PA3BUTHSL:
1) wHTepCTUIMAIBHBIN (UOPO3 W BHYTPCHHSS AUCOYHKIHMS MHO-
KapJa;

2) WHQUIBTPAIKS BHEKICTOYHBIX IIPOCTPAHCTB,;

3) HaKOIUICHHWE MATOJOTHYECKOro CyOCTpara BHYTPH KapIUOMHOIIH-
TOB;

4) >HIOMHOKapAHAIbHBIN (HHUOPO3.

B 2022 r. rpynmnoi uTaabIHCKUX YYEHBIX TPEI0KEHA KIaCCU(PUKALUS
PKMII, B KOTOpOW YYUTHIBAJICS HE TOJBKO MAaTO()HU3NOIOTUUECKUI MeXa-
HU3M Pa3BUTHUSI, HO U TAKUE ACTIEKThI KAK CEMEUHBIN/TEHETUUECKUM 1 HECe-
MEWHBI/HETEHETHUYECKUI XapaKTep MaToJOTHH, PE3YIbTaThl THCTOIOTHY €-
CKOT'O MCCIIEIOBAHUSI MUOKAP/IA, & TAKKE JIIUTEIbHOCTDh U CTOUKOCTH BBISIB-
JeHHbIX u3MeHeHud. Krnaccuduxanus omyOJIMKOoBaHA B aBTOPUTETHOM
xypHasie EBponieiickoro o6iiecTsa kapauonoros (tadi. 3).
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Tabnuia 3

Knaccugurxayus PKMIIT (2022 2.)

Hugunempamuensie
3abo1e6anun

TeHeTHYeCKHe

HereHeTHYeCKHe

‘ boneznu naxonnenus
|

reHeTHYeCKHe

PecTpukTHBHAS
KapAHOMHONATHSA

(PKMII)

- «IctnrEAs PKMII

- Mnoxap;manbnme 3a0071eBaHIA
C PECTPHKTHUBHBIM I
CMEIIaHHBIM (i)eHOTIIl'IOM

Humepcmunyuansusiii puopos u ouchynkyus
MuoKkapoa

TeHeTHYeCKHe

HereHeTHYECKHe

IHOOMuUOKApOUansHsie 3a001e6aHURA

HereHeTHYECKHe



4.6. Imarnoctuueckne kpurepuu PKMII

Knunuueckue kpumepuu:
e  HAJIWYHE KIMHUYECKOU CUMIITOMATUKHU CEPACYHON HEAOCTATOYHOCTH C
MPEUMYIIECTBEHHBIM NMPE00IIaIaHeM TTPABOKETYJOUKOBOM;
e  HOpPMAaJIbHBIC MPaBas U JIE€Basi TPAHUIIBI OTHOCUTEJILHOM TYIOCTH U pas-
Mep MOIEePEYHHKA CEP/ILIA;
*  HCKJIIOYEH JIMAarHo3 KOHCTPUKTUBHOI'O NEPUKAPAUTA.
Hucmpymenmanvuvie Kpumepuu:
e  OTCYTCTBHUE YBEIIMYECHUS Pa3MEpPOB U JUJIATALIMU KETYyJO0UYKOB CEp/IIa,
HOPMAaJIbHBIM WJIU J1a)K€ YMEHBIIIEHHBIN 00bEM MOJOCTEHN KeTyA0UKOB (110
JTAHHBIM peHTTeHorpaduu, sxokapauorpabun, BEHTPUKYJIorpadun);
e  OTCYTCTBHE THUNEPTPOPHUHU KEITYTOUYKOB (IO JAHHBIM IXOKapaUOTpa-
¢uu, BeHTpuKyaorpadumn), TeM HE MEHee, CTOUT yKa3aTh, YTO IPU UHPUIIb-
TPaTUBHBIX OOJIE3HSAX MHOKAP/A, JU30COMAIBHBIX OOJIE3HSIX HAKOILUICHMUS,
SHJOMHUOKAPANATbLHON OOJIE3HH TOJIIMHA CTEHKH KETYI0YKOB YBEINUYECHA;
e rTunNepTpodus MUOKApJA W AuiaTanus npeacepaui (o JaHHBIM 3XO-
Kapauorpadun);
e  HaApYIICHHWE TUACTOJIUYECKON (YHKIIMHU JIEBOTO JKelyaouka (1o JaH-
HBIM JIOTIUIepIXOKapArnorpadun);
e  KpHBas MACTOJIMYECKOrO JIaBJICHHUS B JKEJIYJOYKaX B BHUAEC CHUMBOJIA
«KBaAPATHOTO KOPHSI»;
e  HOpPMaJIbHAsl CUCTOJIMYECKAs (PYHKIIMS JIEBOTO KETyA0UKa (M0 TaHHBIM
JTONIIIEPIXOKapAuOTpadu U BEHTPUKYJIOrpaduu), 4To MPOSBISETCS HOP-
MaJIbHOM (hpakiuei BriOpoca.

4.7. Knuauka PKMII

IIpy BOBIEUEHHM B MATOJOTHUYECKHUM IPOLECC MPABOTO KEIYyA0UYKa
JTAATHOCTUPYIOT NPOSBICHUS IPABOXKEIYIOUYKOBOW HEIOCTATOYHOCTH:
MOBBIIIICHUE BEHO3HOTO JABJICHUS, HA0yXaHUE SIPEMHBIX BEH, YBEIUUYCHUE
MEYEHU, BBIPAKEHHBIE TMepudepruyeckue OTEKH, acluT. BBIABIAIOT
CUCTOJIMYECKMKA IIyM HEJOCTATOYHOCTH TPEXCTBOPYATOTO KJIAIlaHA,
TPEXWICHHBIN PUTM (PUTM rajomna).

I[Ipy TOpakeHWM JIEBOrO  KEIYJOYKA  BBISABISIIOT  NPU3HAKHU
JICBOKEIYJIOUKOBOW HENOCTATOYHOCTH, MUTPAIBHYIO HEIOCTATOYHOCTD,
YBEJIMYECHUE PA3MEPOB JIEBOT'O MPEACEPAUS, 3ACTOMN B JIETKUX, TUIIEPTEH3UIO
MaJjIoTo Kpyra KpoBOOOpaIieHusl.

ITopaxkeHnue 000MX  JKEJIYJIOYKOB  COIPOBOXKIACTCS  KIMHUKOM
TOTAIBHOW CEPJIEYHON HEOCTATOYHOCTH.
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Y mauuentoB ¢ PKMII peructpupyroT TsKenble HapyLICHUS pUTMA
(pubpunnsuust u TpeneTaHue Npeacep/Iuid, SKTOMUYECKUE apUTMUH),
TPOMOOIMOOIMYECKUE OCJIOKHEHUSI (MIPEUMYIIIECTBEHHO I1€peOpOBaCKY-
JISIPHBIE).

Cemeitnpie  gopmbl  PKMII  MoryT ObITH acCOUMUPOBAaHBI  CO
CKEJICTHBIMU MHOTIATUSMHU.

4.8. JIabopaTopHble uccjaenoBanus y namueHToB ¢ PKMII

JlabopaTopHbie UCCIIEIOBAHKS HE UMEIOT TUarHOCTUYECKONU [IEHHOCTH
y OombHBIX, cTpagaromux PKMII, tem He MeHee, MOXHO BBHISIBHUTb,
Hafpumep, DHO3UMHOPUIIUIO B KIMHUYECKOM aHajiuW3e KpPOBU WU
UAPKYJIUPYIOIIME  HWMMYHHBIE  KOMIUIEKCBI B COOTBETCTBYKOLIMX
MMMYHOJIOTUYECKHAX PEAKIUAX, YTO MO3BOJIUT MPEANOIOKNATH ITHOIOTHUIO
MaTOJIOTUYECKOT O MpoIecca.

Meauko-reHeTu4ecKoe KOHCYJIbTUPOBAHME IPOBOJAUTCA MTAIUCHTAM
¢ PKMII ¢ nenpto BbIABICHUA OpUYMHHOW MyTamuu. OleHKa BKJIaaa
KOHKPETHOTO T€HETUYECKOr0 BapUaHTa IMPOBOJIUTCA B COOTBETCTBUU C
pEeKOMEHAAUUSIMH AMEpPHUKAHCKOM KOJUIETMA MEIULIHUHCKOU TIE€HETHUKU
(American College of Medical Genetics and Genomics — ACMG) or
2015 ., OTEYeCTBEHHBIMU PEKOMEHIAIUSIMH, pa3padOTaHHBIMU Ha WX
OCHOBe. POJCTBEHHUMKaM IIEpBOM CTEIEHU POJCTBA MNALMEHTOB C SIBHOM
[MIATOT€HHOM  MyTalUHWed pPEKOMEHIOBAH KACKaJHbIA TEHETUYECKUU
CKPUHUHT.

4.9. UHcTpyMeHTAJIbHBIE THATHOCTHYECKHUE HCCIeT0BAHNS
y nauueHToB ¢ PKMII

IOKI' B 12 oTBeneHUSIX MPOBOAUTCS MPU MEPBUYHOM OOCIEIOBAHUU
naueHToB ¢ noxo3penueM Ha PKMII u B mponecce auHaMuyeckoro
HAOII0ICHUSL.

N3menenus OKI' mpu PKMIT necnieunduyns (puc. 18):

CHIKEHHME aMIUTATY 16l KoMmIuiekca QRS;

IPU3HAKYU TIeperpy3ku npeacepamii: P-pulmonale, P-mitrale;
nenpeccus cermenta ST;

uHBepcus 3youa T;

HapyUICHUsT PUTMa M MPOBOJUMOCTH: (DUOPHMIIIALMSA Tpeacepani,
AB-0okanb! 1 T.1.
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Puc. 18. KTy 6oavnoco PKMIT

XMOKI' npoBOAsAT ¢ LENbIO BBISBICHUS HAapyLWIEHUM CEPICYHOTO
puTMa M TpoBOAMMOCTH, mia cTpatudukanuu pucka BCC u orbopa
KaHAUJATOB JJI1 MMILIaHTauu Kapauoseprep-aedudpumistopa (MK).
OnrumanbHas npogoskuTebHOCT XMOKI' coctaBnser 48—72 u.

Ix0KI' — BU3yanu3upyromuil METO]l UCCIECNOBaHUS, MO3BOJISIONINAM
BBIIBUTH ClIeyIOIIUE n3MeHeHus (puc. 19):

¢  PECTPUKTUBHBIN THUIl JHACTOJIMYECKON AUCHYHKIHHU (OCHOBHOMU
KpUTEPUIN JUATHOCTUKH );

e cucTtoinueckas (QyHKIHUS KEeTyTO0UYKOB HE HapyllleHa (Ha MO3JHUX
craquax XCH cucronuueckas (QyHKUIUS KEITYJOUYKOB MOXKET ObITh
CHIDKEHA);

e  BBIPAXCHHOE YBEIMYEHUE PA3MEPOB MPEACEPIANN;

e  YMEHBUIEHHUE MOJOCTU MOPAKEHHOTO KETYI0YKa;

e (yHKUMOHaNBHAA  MUTpAIbHASA W/ WIM  TPUKyCHUIATbHAS
perypruTanus;

e  MPU3HAKU JIETOYHOMW TMIEPTEH3MUH;

e TOJII[MHA CTEHOK cepAla OObIYHO HE yBeiauveHa (OJHAKO MpH
aMHUJION03€ OHA, HA000OPOT, MOKET OBITh 3HAUMTEIILHO YBEINUCHA).

PentreHorpauss rpyaHod KJIETKH II03BOJISIET BBIIBUTH 3aCTOU
KPOBH B MAJIOM Kpyre KpOBOOOpAIICHHUS: YCUJICHHBIN JIETOYHBIN PHUCYHOK,
paclIMpeHne KOPHEW JIETKHX 3a CUET COCYJIHMCTOTO KOMIIOHEHTA. Takxke
MO>KHO OIIEHUTH pa3Mephl U KoHpurypamuto cepana — npu PKMII pazmepst
cepAua B HOPME WA HE3HAYHUTEIbHO YBEIWYEHBI, HMEET MECTO
pacipeHue npeacepauu.
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MPT cepaua npumensiercsa g yrouHeHus: 3tuosiornu PKMII,
MOCKOJIBKY  MPENCTABISIET CcO0OM  BaXHBIM  METOJ  JIMArHOCTUKHU
aMUJION103a, SHI0KapAUAJIbHOTO (pudpo3a.

Puc. 19. Oxoxapouoepagus npu PKMII: A — nebonbuuoti pazmep noiocmu 1e802o
JHceny0ouKa npu BbIPANHCEHHOT ounamayuu 71€8020 npeocepousi;
B — svipasicennasn ounamayus npedcepouii npu 0mcymcmeuu 1e204Hol 2unepmeH3uu

Puc. 20. MPT cepoya c¢ uouonamuueckoti PKMII y pebenxa mpex nem
demoncmpupyem Heboavuol pasmep npasozo (RV) u nesoco (LV) ocenyoouxos c
ounamayuei npasoco (RA) u nesoco (LA) npedcepouti. [lpusnaxu ymoauwjeHust
nepuxapoa omcymcmeyom, Ymo UCKIoudaent KOHCMpUKMUGHbIU NepuKapoum
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MPT cepauna sBigercss S(QQPEKTUBHBIM METOJOM  HMCKIIOUYEHUS
NaTOJOTUM TepHuKapja (KOHCTPUKTHUBHOIO MEPUKAPIUTA), IOCKOJIbKY
MO3BOJISIET OLIEHUTh COCTOSIHUE JINCTKOB MEPUKAP/IA U HATTMYHE KAJIbIIMHO3a
(puc. 20).

KT cepaua mnpoBoauTcs mNauuMeHTaM, Y KOTOPBIX ITOJIYYEHBI
npotuBopeunBbie pe3ynbTathl IXoKI' 1 MPT cepana, a Takke 00JbHBIM
IPY HAJTUYMHA NPOTUBONOKA3aHUM K nTpoBeacHno MPT.

IOMB mno3BosisieT B OOJBIIMHCTBE CIy4aeB MOATBEPAUTH JUATHO3,
yTOUHUTH 3THOoNoTHI0 PKMII npu HEBO3MOXKXHOCTH CJI€JIaTh 3TO HEUHBA-
3UBHBIMU METOJAMHM.

4.10. IndPepenunanbubiii guarno3 PKMII

Huddepenmanpupiii quarno3 PKMIT npoBoaaT ¢ KOHCTPUKTUBHBIM
nepukapauTom, apyrumu sugamu KMIL.

4.11. llpunuunbl Beaenus 00abHbIX PKMII

Ha cerogusimiauii N1€Hb OTCYTCTBYIOT CHEIU(UUECKUE METOIbI
JeYeHUsT wuauonatudeckux u cemedHbix (Gopm PKMIIL. JleueOunie
MEpPONPUSATHS BO3MOXHBI TOJIBKO B OTHOIICHUU HEKOTOPBIX BTOPUYHBIX
BapuantoB PKMII (nmpu amunougose, capkowao3e, reMoxXpoMaro3e Hu
JIPYTHX).

Jleuenne PKMII HanpaBieHO Ha yMEHBIIEHHUE BBIPAKECHHOCTHU
KIIMHUYECKUX TPOSIBIICHUI 3a00JieBaHUs, YIy4YIlIEHUE KauyecTBa KWU3HU
MaIMEHTOB, npenynpexacHue cnydaeB BCC u nporpeccupoBanuss XCH.

JledeHne 3aCTOMHOM CEPACYHOM HEIOCTATOYHOCTH TMPOBOIAT B
COOTBETCTBUU C JEUCTBYIOIIMMH KIMHAYECKUMH pekoMeHaauusmu. C
LHEIbI0  YJIYYIIEHUS  JUACTOJIMYECKOTO  HAIOJHEHUS  JKEJYJIOYKOB
OPUMEHSIOT JIEKAPCTBEHHbIE CPEACTBA, OOECMEUUBAIOIMEe KOHTPOJIb
YaCTOThI CEPACUHBIX COKpanieHui (3-aipeH00I0KaTOPkI, BEpariamMmui).

JuypeTukyn Ha3HA4aloT C OCTOPOXKHOCTBHIO H3-32 UX CHOCOOHOCTH
CHIDKaTh NPEIHArpy3Ky, C IOMOIIBIO KOTOPOW PHUTHUIHBIE KEIYJI0YKH
MOJAJIEPKUBAIOT CEPACUHBINA BBIOPOC.

bonpmmmucTBO mamuentoB ¢ PKMII nHyxpnaroTrcss B Ha3HaueHUU
AHTUKOATyJISTHTOB. AHTHKOAryJISTHTBI Ha3HAYaI0TCs OOJIbHBIM,
crpagatomiumM PKMII B coueranuu ¢ @Il (puck TpoMOO3IMOOIMYECKUX
ocloxHeHui orieHuBaroT 1o mkaie CHA2DS2-VASc, puck kpoBoTeUeHU !

— o mkaine HAS-BLED).
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Xupyprudeckue Mmeroanl jJeuenuss PKMII

[lepuunas u BropuuHas npoduiaktuka BCC mpu BBICOKOM pHCKE
obecrnieynBaeTCs UMIUIaHTAIMEN KapanoBepTepa-aeudpuisTopa.

B pspe ciaydaeB mpoBOIAT PE3EKUUIO YTOJNIIEHHOTO JSHIOKapAa ¢
MMPOTE3UPOBAHUEM WJIM IUIACTUKOM MHUTPAIBHOIO M TPEXCTBOPYATOTO
KJIAIIaHOB.

EnuHCcTBEHHBIM paaukaibHbIM MeToaoM JjedeHus PKMII saBmsercs
TPaHCIUJIAHTALXS CEPIALA.

4.12. IIporuo3 3a6o0eBanus npu PKMII
[Iporno3 3abosieBanust HeOmaronpusTHeii (10 70%  cimydaes
JIETaJbHOTO UCXOJIa B TEUEHUE S JIET) U B 3HAUUTEJILHOM CTENIEHHU 3aBUCHUT

OoT OCHOBHOM mpuuuHbl pa3Butusi PKMII. ¥V OonpmiMHCTBa BBIKMBIINX
OTMEYAIOT BBIPAXKEHHYIO CEPACUHYIO HEIOCTATOYHOCTb.
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5. APUTMOTI'EHHASA KAPIMOMHUOIIATHUA

5.1. Onpenesienne

AputmorenHas kapauomuonatus (AKMII) — nacnenctBeHHoe 3ab07e-
BaHUE MUOKap/1a, XapaKTePU3YIOIIeecs MPOTrpecCupy oM Guopo3HO-Ku-
poBbIM 3ametenrem DK w/unu JIK, koTopoe MoOKeT BhICTyIaTh B Kaue-
CTBe cyOcTpara s xeaynoukoBbix apurmuii 1 BCC.

B 1982 r. yuensie Marcus F. u Fontaine G. BnepBbie IPUMEHUIH TEP-
MHUH «apUTMOTEHHAs TUCIUIa3usi MpaBoro xemyaouka» (AQI1K), onuceiBas
KJIMHUYeCKuW (peHomeH, couderaronui npaBoxenynoukoByto XT ¢ mauc-
bynkiueit [DK u ¢ubpo3Ho-KUpOBBIM 3aMelieHueM Muokapaa. anbHeit-
1Iee HMCCIIEIOBAHUE JO0KAa3aJ0 «IEPBUYHOCTH» MPOTPECCUPYIOLIEH aTpo-
bun/Tudbenn KapJAUOMHOIIMTOB BCJIECACTBUE MYTalldid B T'€HaX, KOJIUPYIO-
IIUX, B IEPBYIO OUEpe/lb, OCIKH IECMOCOM. ITO MOCTY>KHUIO0 OCHOBAHUEM K
Moau(UKAIIMKA TEPMUHA HA «apPUTMOTCHHAs TTPABOKEITYI0YKOBAs KapIUo-
muomnatus» (AIDKK).

Puc. 21. Apummocennas kapouomuonamus: A — HopmanvHoe cepoye, CmpeKou
YKazau npaswiii dxcenyoouex; B — AKMII, cmpenxoii ykazano 3ameujerue mMuokapoa
Ha OubPO3HO-HCUPOBYIO MKAHD

Pe3ynbTaThl aHanM3a KIMHUYECKUX U TPAHCISLIMOHHBIX UCCIIEI0BAHUI
MOCJEIHUX JIE€T 3HAYUTEIBHO PaCIIUPUIN (PEHOTUIUYECKUN CIEKTP
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AITKK, mockosbKy BBISBICHBI TpU3HAKK BOBJIIeueHus JIK paznuuHoi cre-
neHu BoipaxkeHHOCTU. B 2019 r. sxcnepthr O01IeCTBa CEpCYHOTO PUTMA
(HRS) npussiin oOmuii TEPMUH «apUTMOTCHHAS KapJIAOMHUOIIATHS JUISI
0003Ha4YEeHUS CIIEKTPa apUTMOTEHHBIX T€HETUYECKUX 3a00JIeBaHUI C BOBJIE-
YEeHUEM OJHOTO WJIM 000X KeTya04yKoB (puc. 21).

Kox mo MKB-10
142.8 — npyrue kapAMOMHUOIIATHH.

5.2. Dnupemuosoruga AKMII

Yacrora Bctpeuaemoctu AKMII Bapsupyer ot 1:1000 mo 1:5000 nHace-
nenus. Tem He MeHee B psiie cpeanzeMmHoMopckux crpan (Mranus (Bene-
nusi), I'perusa (0. Hakcoc)) pacnpocTpaHEHHOCTh MATOJIOTUU JOCTUTAET
44:10000 nacenenus. Tak, B Beneunn (Urtanus) AKMII onpenenena kax
npuurHa BCC B 20% ciyuyaeB ¢daTtanbHON apUTMHH Y JIUI], yMEPIINX BHE-
3aMHo B BO3pacTe 10 35 Jier.

5.3. Otnoaorusa AKMII

AKMII — 310 rpynma kapIuOMUOIIATUH, TOJTYYUBIINX Ha3BAHUE «Kap-
JUOMHUOIIATUU MEKKJIETOUHBIX KOHTAKTOBY», OCKOJIbKY B OCHOBE IMATOJIO-
TUH JISKAT MyTallid T€HOB, KOJUPYIOMIUX OCJTKU MEXKJICTOUHBIX B3aUMO-
nercTBuid. /JJlanHbie O€IKHA OTBEYAIOT 3a IIIOTHOCTh MEXKKIIETOYHBIX COEU-
HEHUI U KpeIJIeHHe JEeCMOCOM K muouuty. Becero maentudunupoBaHo 6
Ir€HOB U 9 HE3aBHCHUMBIX JIOKYCOB, OTBETCTBEHHBIX 3a pa3zputue AKMIIL.
MyTaHTHBIE T€HbI, accolUUpOoBaHHbIE ¢ pazBuTueM AKMII, oObenrHeHb! B
3 rpymnmbl: TeHbl, KOJUPYIONIKEe pUuaHoAMHOBEIE perienTopsl (RYR2); rewsl,
koaupyrome daktop pocra (TGF-beta 3); rensl, kogupyromuye MPOTEHHBI
MEXKJIeTOUHOTO coenuHeHus (makorinooun (JUP), necmoriakuu (DSP),
mwiakopmwmme-2 (PKP-2), necmoraenn-2 (DSG-2) um  1ecMOKOJUIMH-2
(DSC-2)).

MyTtamuu RyR2, nabmogarorcest B 28% cimyqaeB AKMII, BbI3bIBatoT MH-
OYIUPYEMYIO Harpy3KoH moTMMOPGHYIO KETYI0YKOBYIO TaXUKapIUIO, T.€.
KEJTyT0UYKOBBIE HAPYIICHHUS] PUTMa MOTYT MPOBOIUPOBATHCA (HU3NUECKOM
Harpyskou ¢ HCC okono 100 ynapoB B MUHYTY.

Myraruu rera TGF-beta 3 onucanbl B HEOOIBITIOM YUCIIE CITydaeB OT
oOmrero yucna 6onbHbIX AKMIT (4%) 1 accounnpoBaHbl ¢ pa3BUTHEM MUO-
KapauajabHOro puopo3a.
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Bapuanter AKMII, oOycrnoBieHHbIE aHOMANIUSMH T€HOB, KOJIUPYIO-
X MTPOTEUHBI MEKKJIETOUYHOTO COSAMHEHUSI, BCTPEUat0TCsl Hanboee ya-
cto (41-68%). IIpu sTtom myTtanuu resoB DSP, PKP-2, DSG-2 u DSC-2, B
OCHOBHOM, CBSI3aHBbI C ayTOCOMHO-AOMHUHAaHTHbIMUA TunamMu AKMII, a my-
tauust JUP uMmeer perieccuBHbIi BapuaHT HacienoBaHus. CTOUT yKa3aTh,
yto kinHndeckuit penorun JUP-acconmupoBannoit AKMII cBsizan Takxke
C MOPaKEHHUEM KO>KHM M BOJIOCSHOTO MOKpoBa (puc. 22 — 6osne3nb Naxos). ¥V
TaKuX OOJIbHBIX UMEETCS XapaKTEPHBIN (PEHOTHUII: JTaJOHHO-CTOIHBIN Kepa-
TO3 MO TUMY NEeM(PUTOUIa, IIEPCTUCTHIC» BOJOCHI, BHICOKA BEPOATHOCTh
Pa3BUTHS 3]T0KAYECTBEHHBIX JKEIIYJOYKOBBIX apUTMHI. AHAJIN3 BbIKHBAE-
MOCTH noka3biBal, 4To 50% MykuuH ¢ 3TuM Bapuantom AJIIIDK ymuparot
B Bo3pacte okoJio 40 Jer.

Puc. 22. bonesznb Naxos: A — ¢gpenomen «uepcmucmuixy 8010c¢;
B — nanomapnsiii kepamos; C — nianmapmwiii kepamo3s

5.4. IlaTorenes u naromopgoaorus AKMII

MyTanuu yka3aHHbBIX TPy FT€HOB aCCOIUMPOBAHBI C PA3BUTHEM IATO-
F€HETUYECKUX MEXaHU3MOB, MPUBOAIIUX K aTpoduu MUOKapna, TuOeIu
KapAUOMHOIIUTOB, POTPECCUPYIOLIEMY 3aMEIICHUIO MUOKapAa ) KUPOBOU 1
COCJIMHUTEIIbHON TKaHbIO (puC. 23). DTH HU3MEHEHUS COMPOBOXKIAKOTCS
nucyHKIMENR MUOKAp/ia C Pa3BUTUEM TSKEJIBIX HAPYIICHUN pUTMa Cepa.
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AKMII BcTpeyaeTcst B ABYX BapUaHTaX: KUPOBOU U COEAUHUTEIIBHOT-
KaHHOW MH(UIbTpaluu. B mepBoM ciydae »upoBasi TKaHb JOCTUTAET HH-
nokapaa (TpaHcMypajbHas MHPUIbTpAIUs), IPU 3TOM TOJIIMHA CTCHKH
MOET OBITh HOPMAJIBHOW WJIM YBEJIMUEHHOU («IiceBaorunepTpodusi»). Bo
BTOPOM CJIyyae CT€HKa MHOKapJa HCTOHYAeTCsS ¢ (POpMUpPOBAHHEM aHe-
BpU3M.

[TomMmumMo 3amenieHuss MHOKapaa >KUPOBOM U (HUOPO3HOM TKAHBIO B
cyOsnukapananbHoit oomactu B 60—70% ciiydaeB BCTpeyaroTcsl MPU3HAKU
BOCTIAVIUTENBbHON HH(puUAbTpauuu. ClienoBaTeIbHO, HENIb3s MCKIIOYUTH
TOro, 4ro B psae ciaydaeB AKMII sBnsercs ciaeacTBuemM NepeHEeCEHHOTO
MuokapauTa. Takum o0pa3om, BUPYCHBIA MUOKAPJUT MOXKET SIBJIATHCS KaK
HEMOCPE/ICTBEHHOW MPUYUHON MOBPEXKICHUS KapJIUOMHUOIIUTOB, PA3BUTHS
amonTo3a, 3aMmeniaromiero Guoposa u dpopmupoanus AKMII, tak u cro-
coOCTBOBATh €€ (POPMUPOBAHHUIO.

Puc. 23. Apummocennasn 3o0na npasoeo sucenyoouxa. Kuposas ungpurompayus
unmepcmuyust (OKpACKa 2eMamoKCUuIUHoM u 303unom, ye. x400)

5.5. Knaccupurkanusa AKMII

Knunuueckue Gpopmer:
1) ene3annas apummuueckas cmepmp KaK ¢TMHCTBEHHOE KIMHUYC-
CKO€ MPOSIBJICHUE;
2) J1ameHmHbLL APUMMUYECKUT 6APUAHM .
®  H30JIMPOBAHHAS MPABOXKETYA0UKOBAS IKCTPACUCTOJIHS;
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®  TIPaBOXKEIYJOUYKOBAs IKCTPACUCTOJHUSA C MPOOEKKAMU HEYyCTOMUUBOM
KT;

® HEYCTOMYHMBAS KEIYJOYKOBasg SKTOMUSA NPU HAJIUYUHU COMYTCTBYIO-
IEr0 MUOKapIUTa
3) paszeepuymolii apummuyecKuii 6apuanm:

e ycroiuuas XT/DXK;

e ycroiuuBas XT/®X B coueranuu ¢ mpaBOKEIyJOUYKOBOW HEIOCTa-
TOYHOCTBIO;

o ycroiuuBas XT/DX npu HaIMUUM COMYTCTBYIOIIETO MUOKAPIUTA
4) eapuanm c npeobdradanuem cepoeuHoil HedoCMAmMOUHOCHU '

® [PEUMYIIECTBEHHO MPABOKEIYI0YKOBASI HEIOCTATOYHOCTb;

e  OMBEHTPUKYJIApHAS CepJeyHast HEIOCTATOYHOCTb;

e  OUBEHTPHUKYJISIpHAs Cep/eUHasi HEJOCTATOYHOCTh MPH HAIMYUH MHO-
KapJIUTa
5) couemanus AKMII ¢ nekomnaxkmuvim muoxapoom JLK:

e apurmuyeckas popma 0e3 nposinenuit XCH;

e  OMBEHTPHUKYJIApHAS CepJeuHast HEIOCTATOYHOCTD;

e coueranue AKMII, HKM u muokapaura
6) neapummuueckasn popma AKMII:

®  C CONMYTCTBYIOIIUM MUOKapAUTOM;

e (0e3 MUOKapauTa.

5.6. luarnoctudyeckue kpurepuu AKMII

B 2020 r. rpynmna yuensix u3 ropoja [lanys chopmynupoBaina oOHOB-
nenHble kputepun AKMII. Cnenumanuctel u3 Mtanuu 061a1ar0T HaMOOJb-
M onibIToM B o0nactu AKMII, nockonbky [anys sBisieTcs HAEMUYHBIM
PETMOHOM 10 JaHHOW KapAUOMHUOIIAaTHH. B OCHOBE NayaHCKUX KPUTEPHUEB
AKMII nexat Mop(popyHKIIMOHATBHBIE U CTPYKTYPHBIE U3MEHEHUS, HAPY-
MIEHUS PENOJSPU3ALNY, JETOJAPU3ALNH, KEITYIOUYKOBbIE APUTMUU U CE-
MCHHBIN aHAMHE3 B COYCTAHUH C TCHETHICCKUMHU JTaHHBIMH (TabI1. 4).

CorylacHO OOHOBJIEHHBIM KPUTEPHUSM JOCTOBEPHBIM JUArHO3 MOKET
OBITH BBICTABJICH MTPU HAIMYUU 2 OOJBIIUX KpUTEpHUEB WK 1 O0ab1I0rO0 + 2
MaJibIX KpUTEPUEB (U3 Pa3IMUHBIX KATETOPUI), Uiid 4 MaJIbIX KpUTEpHUEB (13
PA3JIMYHBIX KATErOpUil); BEPOSITHBINA JUATHO3 BBICTABJISETCS MPU HATUYUU
1 6onpIoro kpuTepus + 1 Mamoro KpuTepuss Wi 3 Maiabix KpUTepueB (U3
PA3JIMYHBIX KATETOPUiA); BO3SMOXHBINA JUAarHo3: 1 OOJIbIION KpUTEPUH U 2
MaJibIX KpuTepus (U3 pa3IMuHbIX KaTErOpHil).
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Tabmnura 4

Hoevie kpumepuu 015 OuQ2HOCMUKU APUMMO2EHHOU KAPOUOMUONRAMUU
(I1aoys, 2020 2.)

Kare-
ropuu

AKMII TIK (oOHOBNIEHHBIE KpHUTE-
puu ITF-2010)

AKMII JIX (aoBsie [Tanyanckue aua-
THOCTHYECKHE KPUTEPUH)

I[. MopdodyHKITMOHATBHBIC N3MEHEHUS KEITYOUYKOB

ITo mannbim IOxoKI, MPT
WM aHTHOTpaduu:

boabmue kpurepuu
* Pernonapnas axunesus 1DK, nuc-
KUHE3US WM aHEBpU3MA TUIIOC OJMH
U3 CJIEAYIOIINX:
— robaneHas awaranus [DK (yBe-
nuuenue KJIO IDK B coorBeTcTBUM
C MHJIEKCAIlMEn 11 BO3pacTa, Imoja
u I[1IIT) no maHHBIM BU3yaTU3UPYIO-
IIEr0 UCCIEOBAHUS TIPU COMOCTAB-
JIEHWH C HOMOTPaMMOU
— 1JI00aJIbHAsI COKpATUTEIbHAS JUC-
¢yukuua IDK (ymenpmenue OB
IDK B COOTBETCTBUM C HOMOTpPaM-
MO JJIs1 BO3pacTa 1 110J1a)

MaJiblii KpuTEpuit
* Pernonapnas axunesus [DK, nuc-
KUHE3UsI WK aHeBpHU3Ma CBOOOIHOM
crenku [ DK

ITo nanubpiM IxoKI', MPT uan
aHruorpaum:

boabmon kpurepui
* ['moGanpHasi coKpaTUTENbHAs AKC-
bynukmus (camkenne @B JIK no nan-
HbIM OX0KI" unm cHmxkenue riodanb-
HOM TpononbHON Aehopmanuu JIK
IIpU COMOCTABJIEHUH C HOMOTPaMMOM
no Bo3pacty, oy u I1I1T), ¢ unu Oe3
nunatauuu JDK (yBenmuuenue KJIO
JDK, MHIEKCHPOBAHHOTO K BO3pacTy,
nosy u [1I1T) mo gaHHBIM BU3yaIU3U-
pyromiero uccienoBanus — IXoKI
ni MPT

MaJiblii KpuTepui
* PernonapHasi TMHIOKUHE3US WU AKU-

He3usa cBobonHou crenku JDK w/umm
MOKTI

II. CTpyKkTypHBIE U3BMEHEHUS MHUO-

Kapjaa

MPT xkpurepmuii:

BoJubmoit kpurepui
* TpancmypansHoe LGE (marrepn
nosoc) B >1 odnactu [DK (BxomHOM,
BBIXOJTHOM TpaKThl W BEpXYLIKa B
2 OPTOrOHAIBHBIX MPOCKIIMSIX )

IOMB (orpaHu4YeHHble NMOKA-
3aHHUA):

boabuioi kpurepuii
* (hubpo3HOE 3aMeIeHne MHUOKapIa
B >1 oOpasie, ¢ KUPOBOU TKAHBIO
nuim 6e3 Hee

MPT xkpurepuii:

bouaboit kpurepui
* LGE B JIX (marrepn mosioc) B >1
cerMeHTe («ObI4mii riia3» B 2 opToro-
HaJbHBIX TPOEKIMIX) CBOOOJHOM
CTEHKH (CyOsnuKapIMasbHO WM WH-
TpaMUOKapAUAIbHO) W/WUIM TEpero-
pOIKM (KpOME€ TOYEK COEOUHEHUS
MIKII ¢ xenyqouKamu)
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IIpooonsicenue mabnuyot 4

III. Hapymenus penoisipu3anuu

boJuabioi kpurepui
* mHBepcus 3yOmoB T B mpaBbIX
rpyasbix otBeneHusx (V1-V3) umm
nanpine y aui ctapiie 14 et (B oT-
cyTcTBUe mojHo# 6mokaasl [THIIT)

MauJblie KpuTepun
* uHBepcust 3y01oB T B OTBeIEHUAX
V1-V2 y nmun crapuie 14 ner (B ot1-
cyTcTBUE noaHo# 6okaasl [THIIT)
* uHBepcus 3youoB T B OoTBeAEHUSAX
V1-V4 y nun crapuie 14 ner npu
Hajnunu noiaHou onokansl ITHIIT

Maabiii KpuTepun
» uaBepcus 3yonoB T B JIEBBIX Tpy/i-
HbIX OTBeleHHSIX V4-V6 (B OTCyT-
cTBHE nojiHoM Ookaasr JIHTILY)

IV. Hapyienus nenonspusanuu

Manble KpuTepUn

* DJICHUJIOH-BOJIHA (BOCHPOU3BO/IU-
MBI HU3KOAMIUIMTYAHBIA CHUTHAJI
MEXJIy OKOHYAaHHEM KOMIUIEKca
QRS u nauanom 3y61a T) B paBbIx
rpyaHbIx oTBeeHusaX (V1-V3)

* IPOIOJKUTEIbHOCTh KOHEYHOM aK-
tuBamu QRS >55 Mc (0T BepimHbI
3y6na S 1o koHma QRS, Bxirouas R’
B oTBeAeHusX V1, V2 unu V3 npu

OTCYTCTBUM  TIOJIHOM  OJIOKaJbI
[THIIT)

Maublii
* HU3KHH BOJbTaX KoMIuiekca QRS
(<0,5 MB) B oTBEIeHHSIX OT KOHEYHO-
cTelt (Ipu OTCYTCTBUU OKUPEHHUSI, IM-
(dbu3emMbl WK BBIIIOTA B MOJIOTh MEPHU-
Kap/a)

V. XKeny10uKoBbIe HAPYIICHHS

pUTMAa

BoJuabioit kpurepui
* yactas XKOC (>500/cyT.), HEyCTOM-
yuBas u/unu ycroitunsas KT ¢ mop-
donorueir 6mokaasl JIHIIT (kpome

KOC u KT u3 BbIHOCAILETO TPaKTa
1K)

MauJiblii KpuTEpuit
* gacras XKOC (>500/cyrt.), HEYyCTOM-
yuBas u/unu ycrouusas JKT u3 BbI-
Hocsiero Tpakta [DK (Mopdonorus
osnokaael JIHTIT, HUKHSIS OCB)

Maunblii KpuTepui
* yacrtasa JKOC (>500/cyt.), HeycTOM-
ynBas u/umm ycroituusas KT ¢ mop-
donorueir Onokaasl I[THIIT (3a wuc-
KJIIOYeHHEeM (PAaCUMKYJISIPHOM Taxu-
Kap/I1n)
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Oxkonuanue mabauyol 4

BoJsbuiue kpurepuu
* AKMII y poCTBEHHHMKOB MEPBOM CTENEHU POJICTBA (COINIACHO KpHTE-
pHUSM IMarHo3a)
* AKMII, noareepkaeHHass MOP(HOIOTHYECKH, Y POJICTBEHHUKOB MEPBOM
CTEIIEHU POJICTBA
* UaeHTU(DUKAIUS Y CAMOT0 MaI[MeHTa MaTOreHHBIX MYyTallUuid ¢ I0Ka3aH-
HOM WJIK BEpOSITHOU CBA3bI0 ¢ AKMII

(V)

Manblie KpuTepun
* AKMII y poCTBEHHHUKOB IIEPBOM CTENEHU POACTBA (KOTAa HEBO3MOKHO
ONPENEIUTh, YAOBIETBOPSIOT JIU WICHBI CEMbU KPUTEPHSIM JHATHO32)
* BHE3aIIHas CepJieuHas CMepTh (B BO3pacTe 10 35 JIeT) BCIECACTBUE NPE-
nonaraemot AKMII y poacTBEHHUKOB IEPBOM CTENEHU POJICTBA
* AKMII, nonreepxaeHHass MOP(OIOTUYECKH UM COTJIACHO KPUTEPHUSIM
JIMarHo3a y poJCTBEHHUKOB BTOPOM CTEIIEHU POJICTBA

WHBIM aHAaMHE3 U I'CHETHUKA

(v

VI. Ceme

***%k

Ilpumeuanus: AKMII — apurmorennas kapauomuonatus, KT — xenynoukoBas
taxukapausi, XKIC — xxenynoukoBas sxcrpacuctonusi, KO — koHeuHo-auactonue-
ckuit oovem, JDK — neBsrit xxenynouek, JIHIIT — nepas Hokka myuka ['mca, MPT —
MarHuTHo-pe3oHaHcHas Tomorpacdus, [DK — npassiii sxenynouek, [THIII — npaBas
Hokka mydka ['uca, [T — mmomanas nosepxHoctu Tena, ®B — dpakius BeIOpoca,
OMBb — sHaoMuoKkapauaibHas Ouoricus mpaBoro xenynouka, IxoKI™ — sxokapauo-
rpadus, LGE — otrcpouenHoe HakorieHue ragoqunus (late gadolinium
enhancement).

5.7. Knuaunka AKMII

Knuanueckue npuzHaku AKMII 00bIYHO MOSIBIISIIOTCS B MOJPOCTKO-
BOM WJIM IOHOIIIECKOM Bo3pacte. [laimeHTsl mpeabsBISIIOT )KaloObl HA To-
JIOBOKPYKEHHE, MPECUHKOMAIBHBIE U CUHKOIAJIIBHBIE COCTOSIHUS, Y4allCH-
HOE cepiieOueHue, rnepedou B padoTe cepila, MOBBIIMICHHYIO YTOMIIsIE-
MOCTb. [IpecuHkonanbHOE COCTOSIHUE WM OOMOPOKH MOTYT BO3ZHUKATh W3-
3a KPAaTKOBPEMEHHOW WJIM YCTOMYMBOM KenyAouKoBor Taxukapauu. BCC
MOYET BO3HUKATh KaK CJI€JICTBUE JKEITYTI0UYKOBOUW TaXUKAPAUHU, KOTOpas Me-
pexoaut B ¢ubpuwsinuio xenynoukoB. BCC npu AKMII npumepHo B
3-10% cydaeB BO3HHMKAET Yy JIMI] B BO3pacTe A0 65 mer. OHa MOXKET CTaTh
NEepPBBHIM U €IMHCTBEHHBIM MPOSIBICHHEM 3TOro 3adosieBanus. Ho mHorma
3a00JIeBaHKE MPOTEKAET OECCUMIITTOMHO U BBISIBIIIETCS] TOJIBKO C MOMOIIBIO
anexTpokapanorpapun (IKI).
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5.8. JIabopaTopHble ncciaeaoBanus y nauueHToB ¢ AKMII

VY 6onbabIX ¢ AKMII nnpoBoAsT cTaHaapTHOE 1abopaTopHOE 00CiIe/10-
BaHUE, BKJIIOYAIOIIEE KITMHUYECKUM aHaTu3 KPOBU, OMOXUMUYECKUI aHAIN3
kpoBu (ACT, AJIT, moueBHHa, KpeaTHHUH, TJIFOKO3a, OMIUPYOHH, KaIuH,
HATpUM, TUMUIHBIN CIIEKTp), OO aHAIU3 MOYH, UCCJICIOBAHNUE CBEPTHI-
BAIONIEN CUCTEMBI KPOBH.

Meauko-reHeTu4ecKoe KOHCY/JIbTUPOBAHME PEKOMEHIOBAHO KAK J0-
MOJTHUTEIbHBI UHCTPYMEHT ISl MOATBEPKACHUSI T€HETUYECKOW 3THOJIO-
MU YyCTAaHOBJIEHHOTO 3a00JIeBaHUs U YIYUIICHUS CTpaTU(DUKALIMK PUCKA Y
MalKUEeHTOB (M UX POJACTBEHHHUKOB) ¢ cemerHo AKMII, nis kackaaHOro
CKpUHHUHTA YJIEHOB CEMbH ITpoOaHa, HO HE KaK HEOTheMJIeMasl 4YacTh JIha-
THOCTUYECKOTO TMOUCKA Yy MAIMEHTOB C MOJO3PEHHEM Ha 3a00JI€BaHUE.
Kpome Toro, oTpunaTenbHbIi TEHETUYECKUM TECT HE UCKIIOYAET BO3MOXK-
HocTu Toro, uto peHorun AKMII oOycinoBiaeH MyTamueir B HEU3BECTHOM
[I0Ka I'€HE, @ METOJNKA MOJIEKYJISIPHO-TEHETUYECKOTO CKPUHUHTA HE TT03BO-
JseT UACHTU(UIIUPOBATH BCE BAPUAHTHI, BHI3BIBAIOIINE 3a00JI€BAHNUS, B TOM
YUCJIC KPYITHBIC IEEIUN WIN TyTIMKALIY.

5.9. UHcTpyMeHTAJIbHbIE JUATHOCTHYECKHE HCCJIEI0OBAHUS
y naueHToB ¢ AKMII

IKI' oOHapyxxuBaer u3MeHeHusi Oosnee uem y 90% mnanueHToB C
AKMII (puc. 24).

VY G0JIbHBIX MOXKET BBISIBJISTHCS:
»  TIPOJOILKUTENIbHOCTh KoMIuiekca QRS B orBenenun V1 6osee 110 mc;
» HuU3kuih BoabTax koMiuiekca QRS (<0,5 mB) B oTBeneHUsSIX OT KOHEU-
HOCTEH (MPHU OTCYTCTBUM OKUPEHUS, 3M(PU3EMbI WIIU BBITIOTA B MOJIOThH I1€-
puKap/a);
»  BIICWIOH-BOJIHA B OTBeJIeHUU V -V 3, oTpaxaroias 3aMeIJICHHYIO Je-
MOJISIPU3AIMIO MPABOTO JKEJIYJ0UKa U MPEJICTABISAIONIas cO00H 3a3y0puny
Ha cermente ST (puc. 24);
» uHBepcus 3yO0uoB T B JIEBBIX IpyJIHBIX OTBeACHUSAX V4-V6 (B OTCYT-
ctBue nojaHou Osokaasl JIHIIT) npu BoBieYeHNH B MATOJIOTHYECKUM MPO-
necc JIK;
» uHBepcus 3yOuoB T B mpaBbIX TpyAHBIX oTBeAeHUsAX V1-V3 (B 0TCYT-
ctBue nojaHou omokaasl [THIID) mpu BoBIEeUEHUM B MATOJOTUYECKHI MPO-
necc 10K
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»  pa3iinyHble BAPUAHTHI SKTONMUYECKUX KEIYJTOYKOBBIX apPUTMHI (4a-
CTBI€ JKEIIYJJOUKOBBIE SKCTPACUCTOJbI, ycTOMUYUBbIE U HEYcTOMUUBbIE XKT) C
Mopdomnorueit 61okanbl JIHIIT npu okanu3aiuy maTojIOru4ecKkoro mnpo-
necca B IIDK u ¢ mopdonoruent 6mokaner [THII B caydae BoBieueHus B
naronornueckuu npouecc JOK. Tem He MeHee, mapoKCcU3MalbHas KeJTy104-
KOBasi TaxuKapAusi B OOJILIIMHCTBE CIy4yaeB BO3HUKAECT B MPABOM KEIy-
JIOYKE U JIETKO MHIYIUPYETCS MPHU IEKTPOPU3N0TOTHYECKOM HCCIEI0Ba-
HUU.

E7iVamudhrumnruis

—p] A A "",f
— } \ e
2 \\,/ '{{\/ V5
V3 | | V6

Puc. 24. Oncunon eonna na IKI'y 6orvnvix AKMII

XMOIKI' momoraer B IMarHOCTUKE 3MHU30/I0B KEIYJOUYKOBOM Taxua-
putmun. B 1 otBenenun nponomxuresnbHocTh QRS >120 Mc cBuaerens-
ctByer 0 Hammunu AKMII ¢ wyBctButensHocThio 100% u cnenuduyno-
cThi0 46%, IPU ITOM NOJIOKUTENbHAS IPOrHOCTUYECKAs LIEHHOCTh COCTAB-
nset 61%, a orpuiiatesnbHas nporaoctudeckas neHHocts 100%.

IxoKI BesaBisier Takue napamerpel AKMII kak pernonapnast aknHe-
3usl, TucKuHe3us uinu aneBpusma [DK B couetannu ¢ riobanbHOM AuiaTa-
el u/unu cokpatutensHoit nucdynkuueit [DK. B cnydae BoBiieueHus B
natonorudeckuit npouecc JODK MoxeT ObITh BBISBICHO HapYIIEHUE COKpa-
tutenbHor QyHkumu JIK (camxenne @B JIXK) ¢ unu 6e3 aunaranuu JOK.
Kpome Toro, BO3MOXHO BBISIBIICHUE PETHOHAPHOW TUIIOKWHE3UU WJIU aKH-
He3UU CBOOOHOM cTeHKHU JIDK u/uin Mexokeny104KOBOM MEPEropoaKH.
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MPT cepaua mpeacraBisieT cOO0M ONTUMaIbHBINA, WH(POPMATUBHBIN
MeToa auarHoctTuku AKMII, mocKoabKy SBIsS€TCS HEMHBA3UBHBIM MU 103-
BOJISIET YETKO Pa3rpaHUYUTh KUPOBYIO TKaHb U HOPMAJIbHYIO TKaHb MHO-
kapaa (puc. 25). MeToj Mo3BoJIsSeT JaTh KOJUYECTBEHHYIO OIICHKY (yHK-
MoHaIbHBIX mapamerpoB U paszmepoB [DK/JDK. MPT ¢ koHTpactupoBa-
HUEM (TaJ0JIMHUEBBIA KOHTPACT) MO3BOJISET BBIABUTH (PUOPO3HBIE U3MEHE-
HUS B MUOKapJe.

Puc. 25. MPT cepoya 6onbroco AKMII: ucmonuenue cmenox IDK ¢
ounamayueti e2o nojocmu, ounamayus 6vi600H020 mpaxkma IDK (noxazaro
MOHKOU CMPENKOLL), AHCUPOBOe nepeporcoeHue (HOKA3aHO WUPOKOU CMPETKOIL)

PeHTreHKOHTPACTHASI BEHTPUKYJIOTrPadus npeicraBisieT co00il uH-
dopmaTtuBHbIM MeTo pacniozHaBanusi AKMII. I1pu BeinosHeHnu nccieno-
BaHUSI BO3MOXXHO OOHApYy’)KEHHE HUJIaTalluK MMPABOrO W/WIM JIEBOTO KEIy-
JOYKOB B COYETAHUU C CETMEHTAPHBIMU HApPYLICHUSMU COKpAILEHUS CTe-
HOK, BBIMSTYMBAHUEM KOHTYpa B 007aCTH JUCILIA3UH, YBEIMYEHUEM Tpade-
KyssipHOCTH (pHc. 26).

IOMDb sBnsieTcsi BBICOKOYYBCTBUTEIBHBIM METOJIOM JUArHOCTUKH
AKMII. buonrar 0epyT u3 y4acTka TUCHYHKIUUA UM UCTOHYEHHUS 110 CBO-
oonuol crenke [10K. Kputepuem quarHoCTUKHU SIBASETCA HAIMYKE Y4acTKa
*KupoBoit (0osiee 3%) u hudbpos3Hoi Tkanu (0osee 40%) B ouonTare. [1pu
MOP(OJIOTHYECKOM HCCIIEIOBAHUN MUOKAP]l YaCTO UMEET MATHUCTBIA BUJL;
MaTOJIOTMYECKU U3MEHEHHBIE YYaCTKU MOTYT OBbITh OKPYEHBI 3JI0POBBIMU
Kapauomuonuramu (puc. 27).
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Puc. 26. Penmeenkonmpacmuas éenmpuxynoepagus y 6onvnoco AKMII:
svipasicennas mpabexynayus IDK

X Y\’_L’Q.ﬁ

-~

1 “-“A—‘,:l

Puc. 27. I'uicmonoeuueckoe uccnedosanue cepoya y nayuenma ¢ AKMII:
bonee 70% dHcu3HecnocooH020 MUOKAPOA 3AMEWEHO HCUPOM U COCOUHUMENbHOU
mranwvio (Okpacka cemamokcunun-303ut, 6. x400)

DJIEKTPOAHATOMHMYECKOE KAPTHPOBAHUE C UCIIOJIb30BAHUEM CH-
cteMbl CARTO XP no3BoisieT BBISBIATH 30HBI aTpodun MUOKapaa u ¢puo-
PO3HO-KUPOBOM MHPUIBTpAUU. MeTo/ AaeT BOZMOKHOCTb IMarHOCTUPO-
BaTh JIOKAJIN3ALMIO, CTENIEHb BBIPAXKEHHOCTH MATOJOTMUYECKUX U3MEHEHHI
MHUOKap/ia, UCIOJIb3Ys B KAUECTBE OCHOBHOTO KpUTEPHS TONMOTPa(uIO 30H €
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HU3KUM TOTEHIIMAJIOM, TO €CTh AJIEKTPOAaHATOMUYECKHE MPU3HAKU pyOIa

(puc. 28).

-~

) [om——
_1

154 661 1.43 13!

LR e R

Puc. 28. Unesazusnoe snekmpoghuzuonocuuecxoe ucciedosarnue cepoya
¢ ucnoavzosanuem cucmemovi CARTO XP.
Cmpenxoii ykazauna ooracmo 3¢hghexmusnoli paououacmomuou abiayuu

5.10. IndpepenunanbHblii AUATHO3

ITomo3penne Ha TOT MM MHOW KiMHWYecKknii BapuanT AKMII mo3Bo-
JISIeT OYEPTUTH CIIEKTP 3a00JI€BaHUM, C KOTOPBIMU CJICAYET IPOBOIUTD AU(-
dbepeHManbHbIi TUarHo3. Tak, JIATEHTHYIO apuUTMHUUYECKylo GopMy, B
MEPBYIO0 ouepenb, cieayer nuddepeHpoBaTh ¢ UANONATHIECKON KelTy-
JI04YKOBOM 3KcTpacucronueit (JKJ), pa3BepHyTyI0 apUTMUYECKYIO POpMYy —
¢ UbC, nnnonatuueckoil xkenygoukoBoit Taxukapaueit (JKT) u kananomna-
tusiMmu, AKMII ¢ npeodnagannem XCH, a Taxke couetanne AKMII ¢ He-
koMmnakTHeIM Muokapaom JIK — ¢ JIKIIM. Bo Bcex ciaydasx HEOOXOAUMO
NpoBOAUTh TU(PdepeHIInaIbHblid JUarHo3 ¢ WM30JMPOBAHHBIM AKTUBHBIM
MHOKAPJINTOM, a TAKXKE HCKIYaTh €ro NMPUCOCIANHECHUE MPHU HAIAYUHU
HecomHeHHOM AKMII.
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5.11. TakTuku Beaenus namueHTos ¢ AKMII

st neuenuss AKMIT npuMeHSIIOT METUKAMEHTO3HOE U XUPYPrUUECKOE
neyeHre. OCHOBY MEIUKAMEHTO3HOIO JICUEHUSI COCTABIISIET TPOTUBOAPUT-
MHYECKas TEpPAIUs KUZHEYTPOKAOIIUX TaxuaputMuil. Cpeau cpeacTB aH-
TUAPUTMUYECKON Tepanuu 3HAaUYUMOE MECTO 3aHumaroT mnpenapatsl |C
kiacca (stanusuH, paekanaun), |l kiracca (oucomnposon, meromposon) u ||
Kjacca (aMuogapoH, coTanoi). B 3aBUCUMOCTH OT KIMHUYECKOU (DOpPMBI
BO3MOKHA KaK MOHOTEpaIus, Tak 1 KOMOMHUPOBAHHAsI aHTHAPUTMUYECKAsI
Tepanus. B TSxkeabIxX ciiydasx BO3MOXKHA KOMOWHAIIMS MTpenapaToB, HAMPH-
Mep, aMHOJIapoHa ¢ -aapeHo00KaTopaMy I aMUOAapoHa ¢ (prieKkanHu-
JIOM WJIM IPYyTUMU aHTUapuTMUYeckuMu npenapatamu 1C rpynmnel. B nep-
BOM CJIy4ae YUYWTBHIBACTCS IMOJOKUTEIbHOE (DapMaKOAMHAMUYECKOE, a BO
BTOPOM — (hapMaKOKMHETUYECKOE B3aMMOJICUCTBUE KOMOWHUPYEMBIX Jie-
KapCTBEHHBIX cpeacTB. [Ipu HemoctaTouHOM d(PHEKTUBHOCTH, OICHUBAC-
MOH C UCIOJIb30BAHUEM JAHHBIX XOITEPOBCKOro MoHUTOpUpoBanusi KT,
noaA00p aHTHAPUTMUYECKON TEpaIuu 1eJ1eco00pa3HO MPOBOIUTH C TOMO-
B0 JIEKTPODUZUOIOTUIECKOTO UCCIICIOBAHUS.

JleyeHne 3aCTOMHOM CEPACYHOUW HEIOCTATOYHOCTH IPOBOJST B COOT-
BETCTBUH C JICUCTBYIOIIMMHU KIMHUYECKUMHU PEKOMEHAAIUSIMU.

[Ipu Gpagukapanu, B TOM YUCIE U UHAYLHPOBAHHONW aHTHApUTMUYE-
CKOM Tepanuen, peKOMEHYETC YCTAHOBKA JIEKTPOKAPIUOCTUMYJISITOPA.

B cnydasx pepakTepHOCTH K Tepanuvu U MPU BHICOKOM PUCKE Pa3BU-
THS CUHJpPOMa BHE3AITHOM CEPJICUHOM CMEpPTHU MPHUOEraroT K WHBa3WBHBIM
METOJlaM JICUCHUS: MMIUIAaHTAUUKU KapJuoBepTepa-aehuOpuiisaiTopa Uiu
PaMOYaCTOTHOM a0JISIIIUM.

5.12. IIporuo3 3a60seBanus npu AKMII

[IporHo3 HeompeneNeHHbI MO MPUYUHE BBICOKOW BapuaOEIbHOCTH
nposiBiieanit AKMII. ®OuOpunmisiuus KeayJouKkoB C JETaTbHBIM UCXOI0M
MOXXET Pa3BUTHCS B JIFOOOM MOMEHT, OCOOCHHO MPU OTCYTCTBUU JICUCHHUS.
IIpu perynsapHOM aHTHAPUTMHUYECKOM TEpaUU PUCK JIETAIBHOIO MCXOAa
CHMJKAeTCs MPUMEPHO Ha TpeTh. Hanmydime pe3ynbraThl HOKAa3bIBaeT CO-
YeTaHUue KApAUOCTUMYJISITOPOB M MEAMKAMEHTO3HOW TEpamuu, KOTOpOe
CHUAET PUCK BOSHUKHOBEHUS JIETAIbHOW (PUOPHILIALIMY TPAKTUUECKH 10
Hyns. [Ipu pasBuTun cepaeyHor HEAOCTATOYHOCTH IPOTHO3, KaK IIPaBuUilo,
HEeOJIaronpusITHHIN.
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6. HEKOMITAKTHBIM MUOKAP/I
JIEBOT'O KEJIYJOUYKA

6.1. Onpenesienune

HexoMmmnakthbslidi Muokapa jesoro xenyaouka (HKM JIK) cuuraercs
TEHETUYECKU TE€TEPOreHHOW IMEPBUYHOM KApAMOMMOIIATUEHN, KOTOpas Xa-
PAKTEPU3YETCSI UHTCHCUBHO Pa3BUTHIMU JKEJTYJIOUYKOBBIMU TpaOEKyJiaMHu B
COUYETAHMHU C ITyOOKHUMU BBICTJIAHHBIMU DHI0KAPI0M JIaKyHaMH, HE CBS3aH-
HBIMU C KOPOHAPHBIM KPOBOTOKOM U TIpeapacroararomumMu K TpoM0000-
Pa30BaAHUIO.

CTOoUT OTMETHUTB, YTO JTaHHAsE 0OCOOEHHOCTh CTPOCHUSI MUOKAp]1a BCTPE-
YaeTCs U CPEIU 3J0POBBIX JOMCH: JHUIl appUKAHCKOTO MPOUCXOXKICHHUS,
CIIOPTCMEHOB, O€PEMEHHBIX JKCHIIUH, TTO3TOMY PsJi aBTOPOB CUUTAIOT 0O-
JIe€ IPAaBOMEPHBIM MCIIOJIb30BaTh ONMMCATENbHBIA TEPMUH «HEKOMIAKTHBIN
MHOKAP/I JIEBOT'O KEITYI0UKa», HEXKEIU «HEKOMITAKTHASA KapIUOMUOIIATHUSD).

Kox mo MKB-10
142.8 — JIpyrue kapAMOMUOTNIATUH;
142.9 — Kapanomuonarusi HEyTOUHEHHAS.

6.2. Dnuaemuosorua HKM JIK

HKM JIK saBnsercs penkou narosioruer. MictuHHas pacnpocTpaHeH-
HocTh HKM JIDK HeusBeCcTHA U 3aBUCHUT OT METOJia UCCIIEIOBAHUS, TIPUME-
HAEMBbIX KPUTEPUEB JUATHOCTUKHU U THUIMA KOTOPTHI (Cpey MallueHTOB, KO-
TopbIM BhINoJHEeHa IXx0KI™ o mro60it mpuunne — 0,014%, cpenn 00nbHBIX
XCH - 2,7%, cpenm nereit — 2,6%, cpenu mamuentoB ¢ JJKMIT — 24%).
Pacnpoctpanennocts HKM JDK B o0mied momyisiiiuyd OllEHUBAETCS Ha
yposue 0,05-0,25%.

Baxuno ormeTuth, yto y HKM 00HapyX)uBaroT U y 3J0pOBBIX JIHOJICH,
BKJIIOUYAs CHOPTCMEHOB, O€PEMEHHBIX KEHIIMH, JUIl aPUKAHCKOTO MTPOUC-
XOXJICHUS, B CBSA3U C 4eM, HEKOTOpbIe nccienoarenu cuurator HKM JDK
HE MaTOJOTUYECKUM MPOIECCOM, a PU3NOJIIOTHYECKOM afanTaiuei.
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6.3. Itnoaorusa HKM JIK

Otuonorus HKM JDK neusBecTHa. CyliecTBYIOT AMOpHUOHANIbHAS U
HeAaMOpHoHabHas (BTopuuHbIN/proopereHHsii HKM) runoress npowuc-
xoxkneanss HKM.

Cornacno amOpuoHanbpHoM runorese, HKM JIXK sBiseTcs cienctBueM
HapYIICHUs] KOMIIAKTU3allMd MUOKapa B Mepuo]i SMOPHOHATBLHOTO Pa3BU-
TUA. B monb3y 3T0o# rUnoTe3sl CBUAETEILCTBYIOT HECKOIBKO (hakToB. B ma-
tonornyeckuii nponecc npu HKM JDK Bcerga BoBiekaeTcsi BEpXyIlKa
CepAla, a UMEHHO HAa BEPXYLIKE CEPALA 3aKAHUYUBAETCA MPOLECC KOMITAK-
Th3anuyu MUoKapaa. CioM HEKOMIIAKTHOIO MHOKapZa BCErja pacriojara-
€TCS SHJIOMHOKApAUAIbHO, YTO COOTBETCTBYET HAITPABICHUIO KOMITAKTH3a-
UMM MHUOKapJla B TNEPUOJ BHYTPUYTPOOHOTO PaA3BUTHUS «CHAPYXKHU
BOBHYTpb». [lannble 0 BbisiBIIeHMM HKM JIK y mio10B 1 HOBOPOKIEHHBIX
HE MO3BOJIAIOT Ipeanonoxurts pazsutue HKM JIDK BeneacrBue AnurenbHO
TEKYLIEW KapIMOMHUOIIATHUH.

HesmOpuonansHas runore3a paccmarpuBaeT HKM JIDK kak miposiie-
HUe (YHKIIMOHAJIBLHOM Je3aJanTalii, BO3MOXKHBIM 3Tall B pa3BUTUU Kap-
IUOMHUOTIATHHU. JTa THUNOTe3a noakperuisieTcs paktamu quarHoctuku HKM
JDK y B3pOcCIbIX TAMEHTOB, Y KOTOPBIX npeasiaymue IXoKI' He BeIsABISLIIN
CTPYKTYPHBIX aHOMAJIMM MHOKapja. Tak, MOBBIIICHHAS TPAOEKYJISIPHOCTh
MHOKapAa IUarHocTupyercst 6osnee yeM y 25% nepBOpOISAIINX KEHITUH C
MOCJIEAYIOIIUM BOCCTAHOBICHHEM HOPMAIbHON MOP(OJIOTHH JIEBOTO KEITY-
nouka y 81,2% oOcnenoBaHHbIX, UTO NO3BOJIsAET paccMarpuBath HKM JDK
KaK BapUaHT (PU3MOJIOTMYECKUN aJanTalli K YBEJIWYEHHOW Harpy3ke Ha
JIEBBIN JKEIIyJJ0UYEK. Y CIOPTCMEHOB MOBBIIIEHHAs TPAOEKYIISPHOCTH B BEP-
XYILKE JIEBOT0 KEITYJ0UKa, KaK TOKa3aIu UCCIEOBAHHUS, CIIOCOOCTBYET I1e-
pepacupeieICHUI0 HaINpsoKEHUsT W co3JaeT 0osiee BBICOKMM yaapHBIN
o0beM. [loBeimennas tpabekynsipaocts 1 HKM JDK BbigBisIIOTCS cpeaut
MalMEHTOB C CEPIIOBUIHO-KIIETOYHON aHeMuel u OeTa-TasacceMuei.

HKM JIK o6Hapy:kuBaeTCs Ipu BPOKICHHBIX 3a00JI€BAHUSIX Pa3JINy-
HOM T€HETUYECKOW MPUPOJIbl; MOHOTEHHBIX CHHApOMax (cu"apom HyHaw,
CUHJIPOM AJIBIIOPTA), XPOMOCOMHBIX HApPYIIEHUSX (CUHIPOM JAEICHHUU
1p36, mo3zauuHoi ¢opme TpucomMuu 22), ONpU BPONKICHHBIX MOPOKAX
cepaua, guctpopunonatuax (muoauctpodus romena, bekkepa), Muorto-
HU4eckon auctpoduu 2 tuna, 6osesnu llapko-Mapu-TyT, 1aMuHONIATHSX.

Bo MHOrux uccienoBaHusIX OTMEYAETCS BBICOKAS JOJISI HACIEACTBEH-
HeIX ciaydyaeB HKM JIK (y 44% oOGcnenoBaHHBIX HAOMIOANICA CEMEMHBIM
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XapakTep MaToJOruu), MPH 3TOM ayTOCOMHO-IOMHUHAHTHBIA THII HACJIEIO-
BaHUs omucaH kak HauOosee yactbii mpu HKM JDK (mo 70% ciydaes).
Bropol mo 4actore TUN HacileNOBaHUsS — X-CLUEIUIEHHBIM PELECCUBHBIN
(cungpom bapta), pexe BCTpedaroTcs ciiydau ayTOCOMHO-PELIECCUBHOTO U
MUTOXOH/IPUATILHOTO HACIIEIOBAHUSI.

I'ensl (n3BecTHO HEe MeHee 40 reHOB), MyTallii B KOTOPBIX OOHAPYKU-
Batorcs y manueHTtoB ¢ HKM JDK, koaupyroT KOMIIOHEHTBI CapKOMEDA,
Z-nucKa, IUTOCKeneTa, MUTOXOHIpuid. Hanbomnee yacto oOHapy KUBAIOTCS
MyTallMi B T€HaX, OTBETCTBEHHBIX 3a Pa3BUTHE PA3TUYHBIX TUIIOB KapUO-
muonatuii — MYH7, MYBPC3, ACTC1, LMNA, TTNTZ2, TNNI3, TPM1,
PLN, CASQ2, LDB3, TAZ (ren TAZ pacnonoxeH Ha X-XpoMocome, KOJIH-
pyeT 6enok TaddazuH, ydacTByrwIMid B MeTadboimu3Me hochoaumnuaon),
DNTA (ren anbha-aucToOpeBruHa). DTO CBUAETEIBCTBYET B MOJIB3Y ITHO-
JIOTUYECKOM OOITHOCTH MEepBUYHBIX Kapauomuonatuii 1 HKM JIK.

Takum o6pazom, GeHOMEH HEKOMITAKTHOCTH MHUOKapaa MOXKET Mpei-
CTaBJISITh COOOM BapUaHT YHUBEPCAIBHOI'O OTBETA HA PAcCOTIaCOBAHUE MO-
JEKYJSPHBIX CUTHAJIOB B SMOpHOreHe3e, pacCTpocTBa MeTaboJn3Ma,
(GYHKITMOHATIBHYIO TIEPErPY3KY UIIH HECOCTOSITEILHOCTh CAPKOMEPHBIX HIIH
CTPYKTYPHBIX O€JIKOB MUOKap/Ia.

6.4. IlaTtopusnonaorus HKM JIK

HKM JIXK npencraBnsier coboit ctpykrypHytro anomanuto JDK. Takoi
MHUOKApJl COCTOUT W3 ABYX CJIOEB: HEKOMIAKTHOrO (Ty04aToro) sHAoKap-
IUATBHOTO U KOMITAKTHOTO (IUIOTHOTO) MUKAPAHAIBHOTO, IIPU 3TOM KOM-
MAKTHBIN CJIOU TOHBILE HEKOMIIAKTHOTO. B maTonorudeckuit mpouecc mnpu
HKM JIDK 4ame Bcero BOBJIEKAIOTCS BEpPXYIIKA CEpJla, JaTepajabHas
CTEHKA U, PEXKE, MEXIKEITyJ0UKOBAs IEPErOPOJIKa, OMMCAHbI U OUBEHTPUKY-
asipHbie popmbl. Tpabexynbl, MeXTpaOeKyIsIpHbIE JAKyHbl (DOPMUPYIOT
IIUPOKUI HEKOMIIAKTHBIN ryOuateiii cioit muokapaa JIJK, B To Bpemsi Kak
KOMIAKTHBIN CJION, CIOCOOHBIN K COKPAILIEHUIO, OCTAETCS IOCTATOYHO TOH-
KUM, YTO MPUBOIUT K YXYAIICHUIO COKPATUTEIbHOW CIOCOOHOCTH MUO-
kapaa (puc. 29).

Cucmonuueckas ouc@ynkyus MOXeT ObITh 00YCIIOBIIEHA HAPYIIIEHUEM
IPOLIECCOB MUKPOLIMPKYJISILIUA B HEKOMITAKTHOM CJIO€, YTO IPUBOJUT K pa3-
BUTHIO XPOHUYECKOW UIIEMUU MUOKapAa. [JaHHbIE psijia UCCIIEAOBAHUM JE-
MOHCTPHUPYIOT HapyleHus nepy3un HEKOMIAKTHOTO CJOsA: CyOsHI0Kap-
muanbHbie nedextsl nepdys3un npu HKM JIK BeisiBiensl mpu MPT cepaa,
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Pa3IMYHBIX METOJIaX PAIUOHYKJIUIHON IHarHoCTUKU Muokapzaa (puc. 30),
TUCTOJIOTUYECKHUX UCCIIEAOBAHUSX TPU AyTOICHUH.

_JIK
Tpaberyani
IHoaocre

Hexomnaxkrubiii - KoMnakT-

caA0M . " &
Ko.wnayr HBbIH HexoMnakTHBIH CJI0H

CJIOH

HBIH CJ10H

Puc. 29. Hexomnaxmuwiii Muoxkapo 1eeo2o iHcenyoouxa:
A — cxemamuuHnoe uzobpasicenue, B — mpancmypanvhwiii cucmonocuieckutl
cpes3 1e8020 Juceny0ouka (OKpacka eemamoxcunun-303uH, y8. x400)

"1 L PRSI
N-13 ammonia s

Puc. 30. Ilozumponno-smuccuonnas momoepagpus 10-1emne2o manvuuxa ¢ uzo-
JIUPOBAHHBIM HEKOMNAKMHBIM MUOKAPOOM 8020 HCENYOOUKOM (U300PANHCEHUSA 1€6020
JHceny0ouKa no onunHotu ocu): Al, A2 — nokazamo cHudxceHue nep@yzuu nepeoneboKo-
BbIX CE2MEeHMO8 (CMpeKU) 18020 AHcery00uKa 6 cocmosnuu nokos, Bl, B2 — ycyayo-
JleHue Hapyulenus nepghy3uu npu Hazpyske OURUPUOAMOIOM

[ToBbiienHas TpabekyiasipHocTh JIDK MpUBOIUT K pa3sBUTHIO Ouacmo-
JUYEeCKoU OUCHYHKYUU, HAPYUIEHUIO NPOYECCO8 paccaabienus u 3anome-
nus JDK. B HexoTopeix ciydasx cuaapoma HKM JDK nHabmromarot upes-
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MepHOE 00pa30BaHUE COCIMHUTEIILHOTKAHHBIX BOJIOKOH B dHAOKapJe, I'u-
CTOJIOTMYECKH HamomuHarolmiee (GpudposrnacTo3, 4To TaKKE COMPOBOXKIA-
€TCA YXYAIICHUEM IUACTOJIMYECKOU PYyHKIIMU MUOKapAa.

6.5. Knaccnpuxanua HKM JIK

Knaccudukarus Amepukanckoi acconuanuu cepaua (2006 r.) oTHo-
cut HKM JIK k camocTosaTenbHON (popMe reHeTUYeCKH AeTePMUHUPOBAH-
HbIX KMII.

CornacHo knaccudukanuu EBponeiickoro Kkapauoioraaeckoro ooe-
ctBa oT 2008 r. HKM JIXK — a0 «nexnaccuduuponannas» KMII ¢ mocne-
AYIOIIUM JEJICHUEM HA «CEMEUHYIO» U «HECEMENHYI0» ()OPMBI.

Knunuueckue noomunvet HKM JIZK
—  m3omupoBanHbeii HKM JIXK (6eccuMnToOMHBIN BapuaHT ¢ HOpMaJIbHOU

bynkuueit JIK);

—  usosmpoBanHbii HKM JIXK ¢ aputmusimuy;

—  JWIaTalMOHHAas, TUNepTpoduueckas, CMEIIaHHas, PECTPUKTUBHAS
dbopmer HKM JIK;

—  HKM JDX B coyetannu ¢ BpOXJICHHBIMU ITOPOKAMH CEPALIA;

—  TPaBOXKETYA0YKOBBIM WK OuBeHTpUKyIsspHbId HKM.

B 2019 r. oreuectBennsie uccinenonarenu (IlaBnenko E.B. u coaBT.)
OPEIVIOKWIA CBOW BapUAHT KAuHu4eckou xknaccugpuxauyuu HKM JIK y
63POCIBIX.

e beccumnmomHwlll 8apuanm.

o  /301uposantblll apumMuU4ecKuil 6apuanm (¢ MUOKapoumom u 6e3
He20):

— W30JIMPOBAaHHAs MepliaTeIbHast ApUTMUSI;

— XEeTyA0UKOBas 3KcTpacucTosusi/ueycrounBas JKT;

— ycrovuuBas KT/dubpuimsaius xeny109KoB/BHE3aMHas cepeyuHast
CMEpTh;

— COUYETAHUE JKEITYTOUYKOBBIX U HAIKEITYJOUYKOBBIX apPUTMUM;

— COUeTaHWE HApYyIICHUUW pUTMa U MPOBOAUMOCTH (OJIOKAIBI HOXKEK,
AB-610kana).

o Jwemuueckui apuanm:

— MUKPOBACKYJISIpHAs CTEHOKAP WS (C MUOKApIUTOM M O€3 HETo);

— uH(apkT MHOKapja (3MOOIMYECKUH, BCIAEACTBUE MUOKApAUTA, aTe-
POCKJIEPO3a);

— COUeTaHNEe MUKPOBACKYJISIPHOW CTEHOKAP MU U MH(DAPKTAa MUOKapP/a;
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— umemudeckue npossieHus npu couetannu HKM JDK u xoponap-
HOT'O aTepOCKIIEPO3a.

o  TpombosmboIUYeCcKUll BAPUAHM.

o  Ocmpublii/nodocmpwvliic. MUOKAPOUM Y OOJbHLIX ¢ HEKOMHAKMHBIM
MUOKAPOOM.

o  Cunopom JIKMII («nexomnaxmuas KapouomMuonamusiy):

— C MUOKapIUTOM;

— 0e3 MUOKapIuTa.

o  Hexomnakmmuwlii MUOKAPO 6 COYEMAHUU ¢ Op. KApOUOMUONAMU-
AMU/NOpoKaAMU CepaLIa;

— ¢ TunepTpodUIecKoi KapaAruoMHuonaTien (1 ee GeHOKOMUIMM);

— C PECTPUKTUBHOU KapuoMHonaTuen (MepBUYHON U BTOPUYHOMN);

— ¢ AKMII;

— C CUCTEeMHBIMH MUOJIUCTPODUSIMU;

— C KaHasonatusiMu (CUHIpoM yainHeHHoro untepsaia QT, bpyraaa
M TIp.);

— ¢ BpoxkaeHHbIMU nopokamu cepaua (IAMIITI, JIMIKII, cteno3s nerou-
HOM apTepuu U mp.).

Imuonozuueckue sapuanmaol cunopoma HKM JIZK:
1. IlepBuuHBI (T€HETUYECKU JIETEPMUHUPOBAHHBIN):
— F€HETUYECKU BEPUPUIIMPOBAHHBIM,
— T€HETUYECKU HE BEPUPUITUPOBAHHBIM.
2. BropuuHblii (BCIEICTBUE TAKEIONW TUCPYHKIIUA MUOKAP/IA).

Knaccugpuxkauyuna no cmenenu 6vlparx@ceHHOCHU HEKOMHAKMHOZO0
cnos:

1. IToBeImieHHAs TPAOSKYIAPHOCTH MUOKap1a (cooTHOIIeHUE OT 1:1, HO
MeHee 1:2).

2. HexomnakTHBIN MUOKapa (cooTHOLIEHHE OT 1:2 u Oosnee).

6.6. Kpurepun quarnoza HKM JI2K

B knmHuueckod mpakTthke HambOosiee yacto npuMensitorcs IXoKI -

kpurepun Jenni R. (2001 r.):

1) npu Hammuuy npuzHakoB HKM JIK oTcyTCTBYIOT CONMyTCTBYIOIINE T1a-
TOJIOTUM CEepLa;

2) MHOKapJ COCTOUT U3 IBYX CJIIOEB: TOHKOTO KOMIIAKTHOTO SITHKAP THAITh-
HOTO CJIOSL ¥ YTOJIIIEHHOT'O HEKOMIIAKTHOTO SHIOKAPAUAIBHOTO CJIOS C
BBIPAXKEHHBIMU TPAOEKyJIaMH U TMOJOCTSIMU;
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3) COOTHOIIEHHE HEKOMIIAKTHOI'O M YIUIOTHEHHOr0 MHUOKapzia Oojee 2:1;
U3MEPEHUS TPOBOJATCA B KOHIIE CUCTOJIBI U3 KOPOTKOW MapacTEPHAIb-
HOW TIPOCKIINM;

4) perucrtpaiysi KpOBOTOKA B IITyOOKHX MEKTPaOEKyJISIPHBIX MPOCTPaH-
CTBaX MPHU BETHOU JOMIIIepOrpaduu.

6.7. Knnmauka HKM JIK

Knunnueckue nposisiaenust HKM JIK pa3znoo6pa3zssl. [1aTonorust Mo-
KET MPOTEKaTh OECCUMIITOMHO, HO Yallle BCEro JUArHOCTUPYETCS IPH TO-
ABJICHUU CUMIITOMOB WJI PAa3BUTHUHU OCIIO)KHEHUW. BBIIEISIOT, TaK HAa3bIBa-
eMyto, «kiaccuueckyro» tpuany HKM JIDK — XCH, aputmus, Tpom603M-
6omus. HKM JIK knunnyeckun MoxxkeT MaHu(peCTUpOBaTh O00JIBIO 3a TPYAH-
HOM, cepiednueHrnemM, OAbIIIKONW, CHUKEHUEM TOJIPAaHTHOCTU K (hu3nye-
CKOM Harpyske, 0OMOpoKamu, OTEKaMu HOT, MH()APKTOM MHOKapja, apTe-
puanbHbIMU dMOoIUsIMH, cuHApoMoM BCC.

Cepoeunas nedoocmamounocms pazpuBaetcs y 2/3 marmerToB ¢ HKM
JIK. Cpenu Bo3moxubix npuurH XCH paccmatpuBaroT cyOdH10KapAralb-
HYIO TUNONEp(Py3Ut0, HECMOTPSI HA HEU3MEHEHHBIE KOPOHAPHBIE apTEPHH,
npeobnaganre (QyHKIIMOHATHHO HECOCTOSATEILHOIO HEKOMIAKTHOTO CIIOS
HaJl KOMIIAKTHBIM, YTO CONPOBOXIACTCA CHHXXEHHEM COKPATUTEIbHOMN
(GYyHKIIMA MUOKap/Ia.

Hapywenusa pumma u npogooumocmu. Hanbonee yacTbIMU HapyILLIEHU-
amu putMma y nauueHToB ¢ HKM JDK aBisroTes xKenya04KOBbIE apUTMUU C
yactorou 18—47% cpenn B3pocibix u 0-38% cpenu aerei. [Ipu HKM onu-
CaHbI TAKKE KETYT0UYKOBBIE ApDUTMUU KaK KenyaoukoBas Taxukapaus (JKT)
JIEBO- U MpPaBOXKETyn0uKoBoW Mopdonoruii, pacuukynspuas XT, nByHa-
npasnienHas JKT, nonumopdnas KT, pudbpumisiius xxenynoukos. Hapye-
HUS TIPOBOIAIIEH CUCTEMBI Cep/illa MOTYT ObITh 00YCIIOBIICHBI MEXaHU3MOM
re-entry, MOCKOJIBKY CYIIECTBOBAaHUE TIIYOOKUX UHTPATPAOCKYJISIPHBIX Ja-
KYH MOXET IpeJipacnoyiaraTe K pa3BUTHIO IOBTOPHOTIO BXOAAa BOJHBI BO3-
oyxaenusi. Kpome Toro, HapyiieHus: putMa M MPpOBOJUMOCTH MOTYT OBITh
0OyCJIOBJICHBI JJIEKTPUYECKON HEOJTHOPOJHOCTBIO MHOKapAa BCIIEICTBHE
CHIKEeHUS niepy3un u pa3BuTus Puopo3a B CyOsHI0KapANATBLHOM CIIOE.

UccnenoBanusa mnokazanu, yto ycronunBas KT sBisieTCca HE3aBUCH-
MBIM (paKTOPOM PHCKA CEPACTHO-COCYAUCTON CMEPTH WUJTM TPAHCIIJIAHTAIIIU
cepaua y 6onbHbIXx ¢ HKM. Yactora BCC cocrasiser 1o 18% cpeau 60J1b-
HBIX ¢ nuaraozom HKM JIK.
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Cpenu cynpaBeHTpUKYJsipHBIX aputmuid ipy HKM naubonee vacto
BcTpevaeTcss puopwsanus npeacepauit (ot 5 1o 26% ciaydaeB), pexe —
cunapom Bonbda-Ilapkuncona-VYaiira (10 3% ciydaes).

briokaasl HOkek myuka ['uca Bctpeuatores y 26—56% B3pocibix HKM
JDK ny 15-25% nereit ¢ HKM.

PazButne mpombosmboIuUeckux OCN0JCHEeHUl PETUCTPUPYIOT Y
13-24% B3pocibix nanueHToB ¢ quarHoctupoBaHHbiM HKM JIK. TpomObI
MOTyT 00pa3oBbIBaThCs B mojioctu JIDK B cimydasix TsokEMon CHCTOMNYECKON
TUCPYHKIMHU, OCOOEHHO B INTYOOKHX MEKTPAOCKYJISIPHBIX JaKyHaX, a TAKKe
B TMOJIOCTH JIEBOTO MIPEACEPAMsS y MAIIMEHTOB ¢ GUOPMILISAIIMEH Tpecepanil.
TpoMO0osIMO0IMUECKUE OCIIOKHEHNS MOTYT MPOSIBUTHCS B BUJIE TPAH3UTOP-
HOM umemundeckou araku (THUA), octporo HapyuieHus: MO3rOBOr0 KPOBO-
obpamenus (OHMK), undapkra muokapaa, cene3€Hky, MOYKH, OpbbKeeU-
HOTO MH(papKTa BCIACACTBHUE TPOMO0OIMOOINN B ME3EHTEpUATILHBIE apTEPHUH.
Puck tpomMOOOOpa3zoBaHus C MOCIEAYIOMIEH TPoMOOIMOOIHMEN TOMOTHU-
TEJIbHO MOBBIIIAETCA Y NAIMEHTOB CO CHUKEHHOMW JIBUTATEIbHOW aKTUBHO-
CThIO, HAIIPUMEP, Ha (DOHE COMYTCTBYIOIIMX HEHPOMBIIIEYHBIX 3a00JIeBa-
HHUH, aCCOIMALIMA C KOTOPbIMHU XapakTtepHa st HKM.

6.8. JlabopaTopHblie ucciaenoBanus y naumentos ¢ HKM JI2K

Y Oonpubix ¢ HKM JDK npoBoasT nabopaTopHOoe o0OciienoBaHue,
BKJIIOYAIOIIEE KIMHUYECKUM aHAJIU3 KPOBH, OMOXMMHUYECKHUN aHAINU3 KPOBH
(ACT, AJIT, MoueBMHA, KpEaTUHWH, TJIFOK03a, OMIUPYOUH, Kalluii, HATPUH,
JUTIHAIHBIA CTIEKTp), OO aHAJIN3 MOYH, OLIEHUBAIOT YPOBEHb N-TEpMU-
HAJBHOTO IMPOMO3TOBOTr0 HaTpuityperndeckoro nentuma (NT-proBNP),

Menuko-reHeTHYeCKO€e KOHCYJIbTHUPOBaHMeE TIperioaraeT o0cie10-
BaHHE HE TOJILKO MalMeHTa ¢ KiIuHudeckuMm auarto3zoM HKM JIK, Ho u
poactBeHHUKOB | u |l crenenu poactra. MccenenoBanue HanpaBieHO Ha 1MO-
uck mytanuii B renax MYH7, MYBPC3, ACTC1, LMNA, TTNT2, TNNI3,
TPM1, PLN, CASQ2, LDB3, DNTA.

6.9. UHcTpyMeHTA/IbHBbIE TUATHOCTHYECKHE UCCIIeT0BAHUSA
y namuenToB ¢ HKM JIK

IKI B 12 orBeneHusx He sgBagercs meTtonoM BeisiBiaeHus HKM JIK,
HO HE00XO0AMMa IIPY IEPBUYHOM 00CIIEIOBAHUHU MTAIIUEHTOB C M10JI03PEHUEM
Ha HKM JIK u B nporecce nuHaMuueckoro HaomoaeHus (puc. 31).
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Iapokcnsmul enyaouxonofi Taxukapams (10 sap 11:50:04)
479 1012 | B02 486 514 510

Puc. 31. OKT y 6onvnoco HKM JDK (ppacmenm ¢ napoxcuszmanbHo
HEYyCmou4u8ou NOJUMOPOHOL HcelyO00UKOB8OU MAXUKapouetl)

XMOKI' npoBOAsAT ¢ LENBIO BBISBICHUS HApPYLUIEHUM CEPICYHOTO
pUTMA U IPOBOJIUMOCTH, 17151 cTpaTudukaiuu pucka BCC u oT6opa kaH11-
JaTOB JIJIl MMIUIaHTAMU KapauoBeptep-aeduopmuiaropa (MKMI). Onru-
MajibHask NpoA0LKUTEILHOCTh XMOKI' cocraBisier 4872 .

IxoKI'. B Hacrosiiee Bpemsi B KITMHUYECKOU MTPAKTUKE NIPUMEHSFOTCS
Ox0oKTI -xpurepun, npemioxennsie B 2001 1. Jenni R. (puc. 32, 33).

.7.

Puc. 32. Upecnuwesoonas IxoKI' (cpeonenuwesoonas 4-kamepuasn no3uyus): 30Hsl
HEKOMNAKMHO20 MUOKAPOA 8 00IaCmU 8ePXYUIKU 18020 HCENYOOUKA C Nepexo0oM Ha
O0K08YI0 CMEHKY (YKA3AHO CMpeiKami)
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1)

2)

3)

4)

Puc. 33. Oxol K nayuenma ¢ HKM JDK 6 anuxanvrou nozuyuu.
A — HeKoMnakmHuwlll c10U MUoKapoa, B — komnakxmuslil C10t MuoKapoa

OxoKI -kpurepun:

nipu Hasmuuu npusHakoB HKM JIDK oTcyTcTBYIOT comyTCTBYrOIIME TTa-
TOJIOTUM CEepLa;

MHOKapPJ COCTOUT U3 JIBYX CIIOEB: TOHKOTO KOMITAKTHOT'O AIIUKAPAAAITb-
HOT'O CJIOSI ¥ YTOJIIIEHHOTO HEKOMIIAKTHOTO SHAOKAPAUAIBLHOTO CJIOS C
BBIPAKEHHBIMH TPaOEKyJIaMH U TIOJIOCTSIMU;

COOTHOIIIEHUE HEKOMIIAKTHOTO M YIIOTHEHHOTO MUOKapaa 6oiee 2:1;
M3MEPEHUS POBOIATCS B KOHLIE CUCTOJIBI U3 KOPOTKOW MapacTepHAIb-
HOUW MPOEKIINH;

perucTpanus KpOBOTOKa B TIIYOOKHUX MEXTPAOEKYJISIPHBIX MPOCTPaH-
CTBaX MPHU LIBETHOU JlonIuieporpadum.

N3 HOBBIX XOKapaAuorpadudecKux METOA0B, KOTOPBIE MOTYT OBITH TI0-

Je3Hbl B moctanoBke quardo3a HKM JIK, crout ykaszate speckle tracking
Ix0KI', uccnenoBanue mo3BosIET BHISIBUTh (PEHOMEH aHOMAJILHOTO CKPY-
yuBaHus muokapna (rigid body rotation). Ilpumenenue speckle tracking
Ox0KI" mo3BoisieT BBISIBUTh OTCYTCTBUE (PM3HOJIOTMUYECKOTO CKPYUUBAHUS
BOJIOKOH MHOKap/ia JIEBOTO JKellyJouka (B HOpME CKpyYHMBAaHUE HA OCHOBA-
HUHU CEPAIA U BEPXYIIKE NPOUCXOUT pa3HOHANpaBieHHO), a mpu HKM JIK
BpalieHue 0a3albHbIX U aAlMKaJIbHBIX CErMEHTOB MPOUCXOIUT B OJHOM
HampaBJieHUH (4yBCTBUTEILHOCTE — 88%, criennduaHocTh — 78%).
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MPT cepama MOXET NMPUMEHATHCS U1 YTOUHEHUS JIMArHo3a IOCie
nposeaeHus IxoKI', kpome Toro, MPT cepana mo3BoJisieT THarHoCTUPO-
Batb HKM JDK B ciyuae 3aTpyiHEHUS BU3yaJIM3allMd BEPXYIUIKHA CEPJIA.
JIMarHOCTUYECKH 3HAYMMOW CUHMTAETCA MACCAa HEKOMITAKTHOIO MHOKap/a,
cocTtasJstomas >20% ot o01eit maccel MUOKap/a (puc. 34), Takke 1MarHo-
CTUYECKH 3HAYUMBIM CUMTAETCS OTHOIIEHHME HEKOMIIAKTHOT'O CJIOSI MHO-
KapJa K KOMIIAKTHOMY >2,3 B KOHIIE JUACTOJIbI (puc. 35).

Puc. 34. MPT cepoua nayuenma 23 rem ¢ HKM JDK.

A — coomHnowerue moauyuHvl KOMIAKMHO20 CLO0sL (2071Y0aAs TUHUSL) U HEKOMNAKMHO20
cnos (opamdicesas TuHUs) 8 KOHUe OuacmoJivl no OnIuHHoU ocu, B — uzobpasicerue no
KOpOMKOUL 0cU, 2071y0as TUHUS 0003HAYAem 3HOOKAPOUAIbHBIL KOHIMYD
MPAabeKyIAPHOLO CNOS, OPAHICEBASL — KOMINAKMHO20 ClLOSL, Oendst TUHUsS —
SNUKAPOUATLHBIN KOHMYD KOMAAKMHO20 CJ105

ul

Puc. 35. MPT cepoya nayuenma. Hzmepenue moawunol KOMnakmuoz2o (7 mm) u
Hekomnakmmuozo cioes muoxapoa (17 mm). Coomunowenue HKM/ KM 2,4
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HecmoTpst Ha BBICOKYIO TMAarHOCTUYECKYHO IIeHHOCTh MPT, y MeTona
€CTh OIpeJCTICHHbIE OTPAHUYEHUSI, B OCHOBHOM OOYCIIOBJICHHBIE HEBO3-
MO>KHOCTBIO BBITIOJTHEHUSI MCCIICIOBAHMS MAlMEHTaM C UMILIAHTUPOBAaH-
HBIMHU yCTPOMCTBaAMMU.

MCKT cepauna o0nagaeT XOpOIIMM MNPOCTPAHCTBEHHBIM pa3pellie-
HueM i auarHoctuku HKM, mo3BosseT BU3yalin3nupoBaTh KOPOHAPHBIE
apTepuu U KpynHble cocynbl. [Ipenmymectsa ucnons3oBanuss MCKT 3a-
KJIFOYAKOTCS B BO3MOYKHOCTH OLIEHUTHh HAJIWYME KaK KOPOHAPHOTO aTepo-
ckiepo3a, Tak 1 HKM JI)K y manuenTa ¢ 1e010ToM cepAeYHON He10CTaTOU-
HOCTHU ¥ HU3KOU BepoATHOCTHIO IBC, a Takke B BO3MOKHOCTH MPOBEAECHUS
MCCIIEJOBAHUS MMALIUEHTAM C BHYTPUCEPICUHBIMU YCTPOUCTBAMHU, KOTOPBIM
nporuBonokazana MPT.

MCKT-kputepuit nuarnoctukrn HKM — cooTHOLIEHME HEKOMITAKTHOTO
CJI0SI MMOKap/ia K KOMIIAKTHOMY, U3BMEPEHHOMY B KOHIIE JUACTOJIbI, O0JIbIIIE
2,2 no kpaiiHen Mepe B AByx cermeHTax JIDK. Orpannuenuem MmeToja siBiisi-
FOTCA BBICOKAas Jy4eBas HAarpy3ka M PUCK KOHTPACT-UHAYLIMPOBAHHOU
He(dpomnaruu.

6.10. IuddepenunaibHblii JUATHO3

HMuddepenumansupiii guarno3 HKM JDK npoBoasT ¢ anukaibHOU
dbopMoii runepTpohUUeCKOr KapAMOMUOTIATHH, IEKOMIIEHCUPOBAHHBIM '~
MEPTOHUYECKUM CEPIlIEM, aHOMaJIbHBIMU XOPAaMU, TPOMOO30M BEPXYIIKH
JDK, IKMII.

Kpome Toro, B xo0Jie¢ KJIMHMYECKOTO oOciienoBanus nanuedta ¢ HKM
JDK HeoO0XoauMMO HCKIII0YaTh CHUHIPOMAIBHYIO TATOJOTHI0, HEPBHOMBI-
IICYHBIE 1 MUTOXOHAPUATILHBIC 3a00JICBAHMUS.

6.11. TakTuka Begenus 0oabHbIX HKM JIK

PykoBOACTBO 1O TMHAMUYECKOMY HAOIIOJICHUIO U TEPAIIUU MTAIIUEHTOB
¢ HKM JIK ne pa3paboTaHO, TPOBEICHHBIC UCCIICIOBAHUS OXBATHIBAIOT
TOJIbKO OT/ICJIbHBIC aCTIEKThI TEpAIUM, TaKUE KaK Ha3HaYeHue OeTa-010Ka-
TOPOB, AHTUKOATYJISHTHON Tepanuu, UMIUIAaHTAlMKU KapauoBepTepa-aedu-
opwuistopa (MK]).

Cpenu naniueaToB ¢ HKM JDK HabmrogaeTcst BbICOKAs 4acTOTa pa3BU-
tust cepaeunon Henocrarounoctu (NYHA III-1V) u BCC, B cBsi3u ¢ 3TuM
6onbabIM ¢ HKM JIXK 1 cHmkennoit gpakuueit Beiopoca JIK pexomenio-
BAHO IPUMEHATH cTaHAApT JeueHus JKMIIL.

97



Borpockl Ha3zHaueHUsT aHTUKOATryJISIHTHOW TEpPANUU SIBISIOTCS YHU-
kanbHbIMU Jy11 HKM JIDK. C ydyeTom BBICOKOTO pucKa TpOMOO3IMOOIUH Y
nanuenToB ¢ HKM JIDK, B kauecTBe HHCTpYMEHTA MPU IPUHATUN PEIIECHUS
0 HA3HAYEHHWM AaHTUKOAryJISHTHOM Tepanuu y nanueaToB ¢ HKM JDK peko-
menoBana mkaina CHADS2 /CHA2DS2-VASc. Ipu nanuuuu tpom6ba JIDK
WU TOKYMEHTUPOBAaHHON (GUOPUILISALIMM MPEICEPAN aHTUKOATYIISTHTHYIO
Tepamnuio ciaeayeT Ha3HayaTh HE3aBUCUMO OT OajioB 1o mkame CHADS?2
/ICHA2DS2-VASc.

Pemenne 06 ummiantamuu K] npeacrapiaser coO0M CI0XKHBINA ac-
nekt tepanun HKM JDK. M3BectHO, uto onun n3 noaTunoB HKM JDK —
HeocnoxxHeHHbIM HKM JIK 6e3 HapymmeHnuil putma cepiiia xapakTepusy-
eTcs OJIaronpusiTHBIM MPOrHo3om, TeM He MeHee BCC MokeT ObITh EPBHIM
cumnTomMoM 3aboneBanusa. CiemoBaTenbHo, oneHky pucka BCC HeobOxo-
MO MPOBOJUTH Ja)e Y MalMeHTOB, 0€CCUMITOMHBIX HA MOMEHT OOHapy-
xenuss HKM JDK. CornacHo pekomenpanusM EBporeiickoro ooiiecTna
KapAuOJOTOB MO TEpanuu KETyAOYKOBBIX HAPYLIICHUA PUTMa CEpAlA U
npodunaktuke BCC, pemenue 06 ummnantanuu UKJ] y naruentoB ¢ HKM
JIXK ctout npyHUMATh Ha OCHOBAHUHU TSKECTU TUACTOIMYECKOU TUCHYHK-
AU WU HAUTMYUSA YCTOWYHBBIX JKEITYNOUYKOBBIX APUTMHUU C UCIIOJIb30BAHUEM
kputepues 11t JIKMIL. ¥V nanuenToB ¢ coxpannoit ppakiueit Beiopoca JIDK
pexkoMmeHoBaHO XM-OKI' ¢ 1enpro HMCKIIOYEHHUS IapOKCU3MAJIbHOU
(OpPMBI JKEITyJJOUYKOBOM TaxuKapAuu. Takke B KAUYECTBE IOMOJHUTEIbHBIX
(dakTOpOoB pucKka MOryT paccmarpuBaTbes ciiydyau BCC B cembe u/min
HaJIM4Yhe CUHKOIIC B aHAMHE3E.

Xupypruyeckue Mmetroanl jJeuenuss HKM JI/K

Xupypruueckas taktuka npu HKM JDK onpenensiercs TsxxecThro cep-
J€YHOW HEIOCTATOYHOCTH M HAIMYHUEM KU3HECYTPOKAIOIIUX HAPYIICHUI
pUTMa cepala.

[lepBuunas u BropuuHas npodunaktuka BCC npu BBICOKOM pHCKE
obecrnieynBaeTCs UMILIAaHTAIMEH KapauoBepTepa-aeudpuisTopa.

JInst ycTpaHeHUs KETyJOYKOBBIX HAPYIIEHUW pUTMA y TAIUEHTOB C
HKM MoXeT uCIoJIb30BaThbCsl KaTeTepHas adianus (apuTMUYECKUN CyO-
ctpatr y nauuentoB ¢ HKM u ycroitunBoit KT oObluHO BKIIOYAET Bep-
XYIIKY U CPEIHUE allUKAJIbHBIE CETMEHTHI).

VY 00JBHBIX CO CHUKEHUEM CUCTOJIMYECKOU (PYHKIIMEN U BBIPAXKEHHON
MEXOKETYTI0OUKOBOM JTUCCUHXPOHUEN MPUMEHSIIOT PECUHXPOHU3UPYIOUIYIO
tepanuto (umrutantamnus CRT).

[Tpu HeaddexkTuBHOCTH NekapcTBeHHOM Tepanuu XCH cnenyer pac-
CMOTPETh BO3MOKHOCTh TPaHCIJIaHTallUK cepjia. Ciaeayer uMeTh B BUIY,
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yto HKM JI)K wacto acconumpyercsi ¢ HEHPOMBIIICUHBIMU 3a00JI€BaHU-
AMHU, U HEOOXOAUMas IOCJE TPAHCIUIAHTALMU CEPALlAa UMMYHOCYIIPECCHS
MOYET OKa3bIBaTh MUOTOKCUYECKHI d(PHEKT U yXyAmaTh KIMHUYECKUA Ma-
HU(eCcTHOE WK CYOKIIMHUYECKOE HEMPOMBITIIEYHOE 3a00JIeBaHUE.

6.12. IIporuo3 3adoseBanus npu PKMII

[Iporno3 mpu HKM JIXK otHOcuTensHO HeOmaronpustHbid. CMepT-
HOCTh cocTaBiisieT OT 22—-80% B TeueHune 6—7 JET mociae MOCTAHOBKYU JA1a-
rHo3a. [Ipuunnsl cmeptu pu HKM JIK, kak mpaBuio, cBA3aHbI ¢ IPOrpec-
cupytoiet XCH, am0Oo0nusiMy, BHE3AIMHOW apUTMHUUECKON CMEPThIO. Y ma-
[UEHTOB C aCUMIITOMHBIM T€YEHUEM JaHHOM MATOJOTMU CTENEHb HEOIaro-
MPUSTHOCTH MPOTHO3a MOXKET MPONOPUUOHAIBHO 3aBUCETH OT IUIOIIAINA HE-
KOMITAKTHOCTH MUOKap/ia JIEBOT'0 KEIyJ0UKa.
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TECTOBBIE 3AJIAHUASA
Bovibepume 00un unu HeCKOaIbKO NPABULILHBIX OMEEmo8,

KIIACCUPUKAIIMOHHAS CUCTEMA KAPJUOMHOIIATHUN,
CO3JIAHHA S T10 AHAJIOTUU C KJIACCUDUKAIMEN 3JIOKA-
YECTBEHHBIX OITYXOJIEM TNM HA3BBIBAETCS

1) MOGE(s)

2) Geneva

3) HAS-BLED

4) CHA2DS2-VASc

HAUBOJIEE PACIIPOCTPAHEHHOU KAPJUOMMWOITIATUEN
SIBJISIETCS

1) runeprpodudeckas KapIuOMHUOIIATHS

2) JuIaTallMOHHAas KapIuoOMHONaTHA

3) pecTpUKTHBHAS KapIHOMHOIIATHS

4) apI/ITMOFeHHaSI KapI[I/IOMI/IOHaTI/IH

OPAKIA BBIGPOCA JIEBOI'O XEJIYJIOUKA ITIPA JIMJIATA-
L[HOHHOIZ KAPJIMOMUNOITATHIA

1) He3HAYMTEIHHO MOBBIIIACTCS

2) HE3HAYMTEIILHO CHMKAETCS

3) 3HAYMTENIBHO MOBBIIIACTCS

4) 3HAYUTCIHHO CHMXKACTCS

5) He usMeHseTCs

XAPAKTEPHBIMU TTPUBHAKAMU JUIIATAIITMOHHOM KAP-
JTMOMUOITATUN ABJIIAKOTCA

1) mumaranms nogoctu JIDK

2) rurnokuHe3 cTeHoK JIK

3) cHmKeHue riaodanbHOMN cokpatumoct JIK

4) 3HaYMMBIE CTCHO3bI KOPOHAPHBIX apTEPHiA

5) oTHOcWTENbHASI MUTpAIbHAS HEAOCTATOYHOCTh

100



5. JUIS JIEYEHUS JUIIATAIIMOHHON KAPJITMOMUOITATHM UC-
[MOJIB3VIOT
1) uarnouTOopnHr AIID
2) aHTarOHWCTHI KAJIbIUS
3) muypeTukH
4) cepacyUHbIC TITMKO3HUIbI
5) Geta-apeHOOIOKATOPHI

6. YKAXWTE KJIMHUYECKUE IIPU3HAKUN JUIIATAIIMOHHOU
KAPIMOMUOITIATUN TIPU PU3MKAJIIBHOM OBCJIEJOBA-
H1N

1) mrym MUTpaIbHOM pEerypruTaiy Ha BEpXYIIKe

2) KapJIuOMeTraus

3) wamuuwme III ToHa 1 puTMa rajona

4) CUCTOJIOAMACTOIMYCCKHUI IITyM HaJ JISTOYHOM apTepucii
5) aprepuaibHas TUNIEPTCH3HS

7. JUATHOCTUYECKMMM KPUTEPUSIMU JUIIATAIIMOHHOU
KAPJIMOMUOITATUUA ABJIAKOTCA

1) runeptpodus MEXIKETYI0UKOBOH MEPErOPOIKU

2) nuddy3Has TUIOKUHE3US JIEBOTO KEITyA04uKa

3) 3nauutenpHOe (DB <40%) mmu ymepennoe (OB <41-49%)
CHIKEeHME (DpaKK BHIOpOCA JIEBOTO KETyA0UKa

4) nunaranys JIEBOro WM oboux jkenymodkoB cepana (MKJIO
JDK >74 mM/m? y My»4uH 1 >61 Mi/M? y KEHIIMH)

5) oTHOCHUTENBbHAS TOJIIMHA CTCHOK JICBOTO JKeTyouka Mmeree 0,3

8. DXOKT-TIPUBHAKAMM OBCTPYKTMBHOW ®OPMBI T'MIIEP-
TPODUYECKOU KAPTMOMMOIIATUHU SABJISIOTCS

1) acummerpuuHas runeprpodus muokapaa JIK (TomammHa Mex-
KEITyJ0UYKOBOM Teperopoaku 0ojiee 15 MM npu HOpMaIbHOM
WJIY YBEJIMYEHHOM TOJIIMHE 3 IHEH CTECHKH)

2) obcTpykius BeiHOCsIIero tpakra JDK (rpagueHT naBieHus B
BbIXOIHOM TpakTe JIK 6osee 30 MM pT. CT.)

3) mepenHe-CUCTOINYECKOE JBHIKCHHE CTBOPOK MHUTPAIBLHOIO
kiamana (SAM-deHomen)

4) muddy3Has THTTOKWHE3HS JIEBOTO YKEITyI09Ka
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10.

11.

12,

13.

[IPU AYCKVJIBTAIIUU TIAITMEHTOB C OBCTPYKTHMBHOU
TUITEPTPO®UYECKON KAPJTMOMUOITATUEN XAPAKTEPHO
HAJIMYUE
1) cucTOoNMMUYECKOro mymMa Haj JCrOYHOM apTepuei
2) CHCTOJIMYECKOrO IIyMa C SMHIICHTPOM 3BYYaHHS B YCTBEPTOM
MeKpeOephbe clieBa OT IPYIHHbI
3) MO3HEro CHCTOJIMYECKOTO IIyMa Y OCHOBAHHS MEYCBHUJIHOTO
OTPOCTKA
4) IMaCTOIUYECKOTO IIIyMa Ha BEPXYIIKE

OCHOBHbLIMU ITIPEITAPATAMU JUJIA JIEUEHUWA T'UITEPTPO-
OUNYECKOU KAPJUOMUOIIATUN ABIAIOTCS

1) cepacuHbIC TTIUKO3HMIbI M AHTUKOAT'YJISTHTBI

2) Oera-aApeHOOIOKATOPBI U AHTArOHUCTHI KaJIbIUs

3) mepudepruyecKue Ba30aMIaTATOPI

4) cepaedHble IITMKO3U/IbI K HUTPATI

5) cepaedHble IIMKO3UIBI U JUYPETUKH

[MPUYUHON PA3BUTUS TUIEPTPOOUYECKOU KAPJIMO-
MUOITATUU ABJIAETCA

1) aprepuanbHas TUICPTCH3US

2) CTEHO3 YCThS aOPTHI;

3) aTepockiepo3 KOpOHAPHBIX apTepUit

4) BUPYCHI WM OAKTEPHH;

5) MyTanuu B reHaX, KOJUPYIOIINX CapKOMEPHBIC OCIIKH

K YACTBIM KIIMHUYECKUM ITPOABJIEHUAM I'MITEPTPODU-
YECKOU KAPJIMOMUOITATHN OTHOCAT

1) Gomu B rpyaHOMN KIIETKE

2) SKCIupaTopHas OJIbIIIKa

3) KeIyI0YKOBBIC apUTMHUU

4) CHHKOMAIbHBIE COCTOSHHUS

5) TpoMOOIMOOIMYECKHUE OCIOKHEHUS

HAWBOJIEE MTHO®OPMATHUBHBIM METOJIOM INATHOCTUKU
TUITEPTPO®MYECKON KAPIUOMHUOIIATUU ABJIIETCS

1) snexTpokapauorpadus

2) o030pHas peHTreHorpadus OpraHoB I'PYIHON KICTKH

3) axokapauorpadus
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14,

15.

16.

17,

18.

4) MarHUTHO-PE30HAHCHAS U KOMIIbIOTepHAst ToMorpadus cepama
5) koponapoaHruorpadusi

OCHOBHbLIMU CHMHJAPOMAMMU B IMTATOI'EHE3E T'MIIEPTPO-
OUYECKOU KAPJUOMUOITATUN ABJISAIOTCS

1) mmemus Muokapaa

2) nuactonMueckas U cuctoiaundeckas quchynkuun JDK

3) XpoHHUYeCKas cepeyHasi HeOCTaATOYHOCTh

4) 0oOCTPYKIUS BBIHOCSIIEIO TPAKTa JICBOTO XKEIYJ0UKa

5) apuTMHYECKHI CHHAPOM

OBA3ATEJIBHBIE NCCJIEJOBAHNA BJIM3KMX POJCTBEHHI-
KOB ITAIIMEHTA C T'MIIEPTPO®NYECKON KAPJIMOMMUOIIA-
TUEUW - DTO

1) snekrpokapauorpadus

2) sxokapauorpadus

3) CBHIBOPOTOYHBIEC TPOIIOHHUHBI

4) KOHCYJIbTAIHUS FCHETHKA

5) BemosproMeTpus

CHUHAPOM CTEHOKAP/INN HAIIPSDKEHMSA HAMBOJIEE XA-
PAKTEPEH I1PUA

1) runeprpoduyecKoil KapAMOMHUOIIATHN

2) AWIATalMOHHOM KapAHUOMHONATHCH

3) pPECTPUKTUBHOM KapAUOMHUOIIATHH

4) anKOTOJBHOM KapIUOMHUOIIATHH

5) apUTMOTCHHOW MPaBOXKEITYI0YKOBOH

XAPAKTEPHBIMU TIPU3SHAKAMU PECTPUKTUBHOM KAP-
JNOMUOITATHUUA ABJIAIOTCA

1) runeprpodus MHOKap/a KeIyI09KOB

2) HapyIlIeHHE TUACTOMUECKONW (DYHKIIMK MHOKap/1a

3) CHWKCHHE CHCTOJIMYECKON (PYHKITUH JKEITyT0UKOB

4) yBeIWYCHHE MOJIOCTH JICBOTO JKEITyA0UKa

5) yBenuueHue TOJIOCTH JICBOTO TIPEIICEP s

HAWUBOJIEE O®OEKTHMBHBIM METOAOM JIEUHEHUA PE-
CTPUKTHMBHON KAPJIJMOMUOITATUUN SABJISETCS

1) Ha3HaYeHHNE HHOTPOIHBIX CPEJICTB

2) PECUHXPOHU3UPYIOIIAs TePaITHsI
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3) uMIUIaHTaIMs KaparnoBepTepa-aehuOpuisTopa
4) TpaHCILIaHTallUs Cep/la

19. TUCTOJIOTUYECKUE IIPUBHAKM PECTPUKTUBHOM KAP-
JNOMHUOITATHUN —

1) sHaoMHOKapauadbHbIA (HOPO3, HHTEPCTUIMATBHBIA (HHOPO3,
MHOUIbTpALIUS BHEKJIETOYHBIX MPOCTPAHCTB

2) w3MeHeHHe (POPMBI KIIETOUHBIX SCP C MePUHYKICAPHBIM HUM-
oom

3) BBIpaXCHHBII aTePOCKIIEPO3 KOPOHAPHBIX apTEPU

4) HeT XapaKTepHbIX 0COOCHHOCTECH

20. «<KKITACCUYECKVYIO» TPUAAY HEKOMIIAKTHOI'O MMHO-
KAPJIA JIEBOI'O XXEJIYJOUYKA COCTABJIAKOT
1) HapylleHHs CepAeYHOro puTMa
2) cepaeyHasi HEOCTaATOYHOCTh
3) TpoMOOIMOOIMUECKUI CHHAPOM
4) aprepuaiibHas THUIICPTCH3US
5) KOpOHApHBIN aTEPOCKICPO3

21. OXOKIT-KPUTEPUN JIUAT'HO3A HEKOMIIAKTHOI'O MMHO-
KAPJIA JIEBOI'O XEJIY JOUKA

1) mpu Haymuuyn npuszHakoB HKM JIDK oTCyTCTBYIOT COMyTCTBY-
IOIKE MATOJIOTUH CeEpALa

2) MHUOKapJ COCTOUT U3 JIBYX CIIOEB

3) COOTHOIIICHHE HEKOMITAKTHOTO M YIUIOTHEHHOT'O MUOKapa 00-
nee 2:1

4) perucrtpalysi KpOBOTOKA B TITyOOKHX MEXTPAOCKYIISIPHBIX MTPO-
CTpPaHCTBax MpH IIBETHOM AonIuieporpapuu

5) BBIpaXEHHBIN aTEPOCKIEPO3 KOPOHAPHBIX apTEPHIA

21. JJJI1 APUTMOI'EHHOU KAPJUOMUOITATHIN XAPAKTEPHBI
1) napymenue cokpatumocts [DK n/mm JIDK
2) GuOpPO3HO-KUPOBOE 3aMEIEHNE MUOKap/Ia
3) HapyIICHUS PUTMa M IIPOBOJIUMOCTH
4) Ttuneptpodus JIEBOTo KeIyI09Ka
5) BBICOKHI pHUCK BHE3AITHON CEPJICIHON CMEPTH B MOJIOZAOM
BO3pacTe
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CUTYALUOHHBIE 3ATAYAN

3agaua Ne 1. [Tanment, 48 net, TpakTopUcT, 0OpaTUICA K Bpauy-Tepa-
MEBTY YYaCTKOBOMY C jKajio0aMU Ha MEPUOIWYECKHU BOSHUKAIOIINUE JaBs-
mye 0onu 3a TrpyauHoN mnpu oObryHOM Xoapbe Ha 200-250 M, mpu
noabemMe Ha 1 »sTaxk mo JjectHuie, 00MM KYNHPYIOTCS B TIOKOE Yepe3
5-10 MMH, CONpPOBOXKIAIOTCSI CIA0OCTHIO, TOJOBOKpYyXeHHEeM. CumTaer
ceOs1 60IBHBIM O0KOJIO 3 JIeT. B TeueHue mocienHei Henenu craiu O0ecro-
KOWUTh 3MU30/IbI CEP/IIIeOUCHUS PU HE3HAYUTENbHOU (U3NUECKOI Harpy3Ke,
COMPOBOXKAAIONIUECS KPATKOBPEMEHHBIMU CUHKOIATBLHBIMU COCTOSHUSIMU.

N3 anamHe3a Xu3HM: OTell OOJBHOIO yMEp BHE3allHO B BO3pacTe
40 ner.

OOBEeKTUBHO: 00IIIee COCTOSHUE OTHOCHUTEIIBHO yAOBICTBOPUTEIHHOE.

Ko>kHbIe MOKPOBBI M BUAMMBIE CIU3UCTHIE OJICTHBIC, YUCTHIC, HOPMAJTb-
HOM BinaxxHoctu. OtexoB Het. llepudepudeckue numMdpoy3iabl HE yBeEU-
4yeHbl. ['pyaHas KJI€TKa paBHOMEPHO Yy4YacTBYET B JbIXxaHuH. [lepkyTopHO
HAJ JIETKMUMU SICHBIM JIETOYHBIM 3BYK. J[pIXaHHWE BE3UKYJISIPHOE, XPUIIOB
HeT. [lynbe purmuansni, 165 B munyty, AJl — 125/80 mm pt. ct. Bepxy-
IICYHBIA TOJUOK YCHWJIEH, ompezaensercs B V Mexpedeppe Ha 1 cMm
KHApyXu OT JICBOM CPEIHEKIIOUMYHON JIMHHUH. ['paHUIbIl OTHOCUTEIIbHON
cepaeuHor Tynoctd: mpaBas Ha 1,0 cM KHapy»u OT IPaBOTO Kpas rpy-
JIMHBI, BepxHsisl — HIkHUHN Kpail |1l pebpa, neBas — no cpeHEeKITIOUNYHON
JUHUU. AYCKyJNbTalusl cepjilla: PUTM MPaBWIbHBIA, | TOH Ha BepXylke
ociabnen, YCC — 120 ya./MuUH, CUCTOJIMYECKUN IIIYM B YETBEPTOM MEXK-
pebepbe cneBa OT rpyauHbl. CHCTONMYECKUN IIIYM YCHJIMBAETCS TIPHU TPO-
BeleHMHU npoObl BanbcanbBel. JKUBOT MsArkuid, 6e300se3HeHHbIN. [IedeHb
no Kparo pebGepHoit nyru. CUMIITOM MOKOJAYMBAHUS OTPUIIATEIBHBIN C
00enx CTOPOH, TTOYKH HE MATBITHUPYIOTCS.

12
B ananmuzax: remornooun — 138 r/n, sputpouuts — 4,8x10 /m, nei-

KOLIUTBI — 5,9><109/J1, 703uHOGUIB — 3%, MaJouKOsAepHbIE HEUTPODUIIBI
— 4%, cermenTosiiepHble HEUTpOohuibsl — 52%, mumdoruTsl — 35%, MOHO-
uTel — 6%, COD — 5 mMm/u.

bunupy6oun obmuit — 8,8 mxmons/, kpearuaud — 0,096 mmonb/1, riro-
ko3a — 4,3 MMoub/i1, OOWIMK XOJeCTepuH — 9,5 MMOJB/I, KaIuid —
3,8 MMOJIB/I.

OxoKT': TDK — 20 mm (HOpMa — 1o 23 mm), KJIP JIDK — 33 mm (HOpMa
1o 55 mm), KCP JIK — 26 mm (Hopma — 110 35 mm), JIIT — 41 MM (HOpMa 110
40 mm), MXKII — 21 mm (HOpMa — 110 11 Mm), 3CJDK — 13 mm (HOpMa — 10
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11 mm); @B — 70% (N — 60-70%); Ao — 35 mMm. Ilepennecucronnyeckoe
JIBUYKCHUE MEPEIHEN CTBOPKH MUTPAJIBHOIO KjlarnaHa U COIPUKOCHOBEHUE
ee B auacrosry ¢ MXII, cpennecucToanueckoe MpUKPBITUE CTBOPOK Kila-
maHa aopThl, TpaHcaopTanbHbI rpamgueHt — 8,0 (Hopma — 5,0). Tpwu-
KYCIUJIAJbHBIN KJalaH, KjianaH JEro4yHol apTepuu — 0€3 U3MEHEHMI.

1. Ilocmasumo ouacHo3.

2. Onpedenums makmuxy 00C1e008aHUsL U ICHEHUS.

TECTOBBIE 3AJTJAHUA K 3AZTAYE Ne 1
Buvibepume 00un unu HecKobKO NPAGUNIbLHBIX OMEEmos.

1. BBIJIEJIMTE OCHOBHBIE CHHIPOMBbI
1) uiemust Muokapaa
2) XpOHHMYECKasl cepeuHas HeJOCTaATOUHOCTh
3) 00CTPYKIIHMS BBIHOCSIIETO TPAKTa JICBOrO JKEIyI0UKa
4) apuTMHYECKHUI CUHAPOM
5) cuHKOIIE
6) MHTOKCHKAI[MOHHBINA CHHIPOM

2. COCTABBLTE JU®DPEPEHIIMAJILHO-JUATHOCTUYECKNIA
PAN
1) runeptpoduveckas KapIHOMUOTIATHS
2) umemudeckas 00J1e3Hb cepara
3) MUOKapIuT
4) T'JIX BcneacTBue apTepHabHON THITEPTCH3UH

3. HAWBOJIEE BEPOSITHBIN JIMATHO3
1) aTrepocKIEpOTHUYECKHI CTEHO3 a0PTAIBHOIO KilallaHa
2) rurnepTpoduyecKas KapIUOMHOTIATHS
3) umemuyeckas 00JC3Hb cepria
4) TurepToHNYecKas 00JIE3Hb

4. TIJIAH OBCJIIEJOBAHUWA ITAIIMEHTA BKJIFOYAET
1) ocreocuuHTUTpad IO
2) MEIMKO-TEeHETHYECKOE KOHCYJIbTUPOBAHUE
3) xosrepoBckoe MoHuTOpUpoBanue DKI
4) xopoHapoaHruorpaduio
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5. TAKTUKA BEJEHUS ITAIIMEHTA ITPEATITIOJIATAET HA3HA-
YEHUE
1) muyperuka
2) B-Omokatopa
3) UATID
4) uHIJIT2

3agaya Ne 2. bonpno#t H., 39 ner, BoauTens, oOpaTuics ¢ xairodaMu
Ha nepedou B padoTe cep/iia, OJIBIIIKY CMEIIaHHOTO XapaKTepa Ipu 00bId-
HOM (hU3MYECKON Harpys3Ke, IPUCTYIbI YAYIIbs B HOYHOE BpeMs, OOIIYIO
cnabocth. Panee uyBcTBOBa ceOs BIOJHE YJOBJIETBOPUTEIHLHO, AKTUBHO
3aHUMAaJIC criopToM (Typusm, Oer). boieHn B TeueHuwe 6 MecsieB, Korjia
MOSIBWJIMCh YyBCTBO HEXBATKH BO3JyXa MPH MoabeMe Ha 2—3 3TaX W MpHU
ObICTpOIi X0/160€, TTepedoH B cep/ilia U ceprecOneHue.

OOBEKTUBHO: COCTOSIHUE CPEIHEU CTENEHU TSHKECTH, MOJI0KEHUE B
MOCTENM BBIHYXIEHHOE C MPUIOJHATHIM I'OJOBHBIM KOHIIOM. Ko>XHBIE 1MO-
KpOBBI OJICAHBIC, aKpomuaHo3, InaHo3 Ty0. OTeKH 10 CpeaHer TpeTu
rosiened. Oppimika B mokoe (Y1 — 25 B Munyty). [Ipu aycKymbTarum Jerkux
BBICTYIIIMBAIOTCSA MEJKOIMY3bIpYaThI€ BIIAYKHBIE XPHUIIbI B HUKHUX OTENIAX
nerkux. OTMeuaeTcs myjibcalusg W HaOyxXxaHWe IIEWHBIX BeH. AJl —
100/70 mm prt. cr. JleBas rpaHuIla OTHOCHTEIBHOM CEPJICYHOM TYIIOCTH
CMEIEHA A0 MEpPeAHEeN MNOAMBIIICYHOM JIMHUU. TOHBI cepaua TIIyXHUe,
110 yn./mMuH, puTM HempaBWIbHBIN, akieHT || ToHa Haj JerodyHou aprte-
pHUeii; Ha BEpXYIIKE cep/lla BBICTYIIMBACTCS CHUCTOJMYECKUM IIyM Oe€3
MPOBEJICHUS], TAKKE CUCTOJIMYECKUIN IIyM BBICIYIIMBAETCS HAJl MEYEBU/I-
HbIM OTpOCTKOM. [leuenp Ha 4 cM HUXKE Kpas peOEpHOUl TyrH, MOBEPX-
HOCTh €€ pPOBHAas, TUIOTHas, CJerka OOJIe3HEHHAs MpH MaJblaluu, Kpai
3aKpYTJICH.

[1pu m1abopaTOpHBIX U UHCTPYMEHTAIBHBIX UCCIETOBAHUIX BBISIBJICHBI
CIIeAYIOIIMe TaHHbIC.

OO6mmit ananmu3 KpoBu: remoryooun — 102 1/m, spuTpouuThl —

3,0><1012/J1, JIEUKOIIUTHI — 4,6><109/n, 703uHOP MBI — 3%, MaTOYKOsIePHbIS
HerTpoduisl — 11%, cermenrosiaepusie HeUTpoduIb — 57%, TMMEPOIUTHI
— 32%, mouo1mTel — 1%; COD — 19 mm/u.

OO6mwmit aHanmu3 MOYM: kKejTasi, mpo3paunasi, pH menouHas, yaeabHbIi
Bec — 1011, 6enox — 0,033 r/m, caxap — HeT, neiikouutsl — 0-1 B mome
3pEHUs AMUTEINN, SPUTPOIUTHI, IUITUHAPHI, COJIA — HET.
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buoxumudeckuii aHamyM3 KpOBHM: TUIFOKO3a KpoBH — 95,1 MMOIb/1
(mHopma — 3,5-6,1), kanuii — 4,3 mmoune/n (Hopma — 3,4-5,3), o0muii Ou-
aupyoud — 21,0 mxmoss/n (Hopma — 8,5-20,5), kpeatunun — 0,13 MMoJb/1
(mopma — 0,014-0,44).

[TporpomOuHOBBIH uHACKC — 106%, dudbpuaoren — 4,0 v/ (2-4).
OxoKI': MXKII — 10 mm (Hopma — g0 11 mm), 3CJIK — 10 mm (Hopma — 10
11 mm), KJP JOK — 69 MM (HOpMa — 110 55 Mm), KCP JIXK — 55 mm (HOpMma
— 1o 35 mm), ®B 35% (mopma — 60-70%). IDK — 33 MM (HOpMa — 10
23 mMm), JIIT — 50 mm (Hopma — nmo 40 mwm). Juddys3Has runoxkuHesus
JDK. Aoprta — 36 mm. MK: ctBOpku He m3MeHeHbl, peryprutaius |11 cre-
nieHu. TK: cTBopku He u3MeHeHsl, peryprutanus I crenenu.

1. Ilocmasumo ouazros.

2. Onpedenums maxmuky 00C1e008aHUA U NEUEHUAL.

TECTOBBIE 3AJJAHUS K 3AJAYE Ne 2
Buvibepume 00un unu HeCKobKO NPAGUNILHBIX OMEEMOs.

1. BBIAEJIMTE OCHOBHBIE CHMH/IPOMbI
1) xpoHuYeckas cepjeyHas HeIOCTaTOYHOCTh
2) OpOHXOOOCTPYKTHBHBIA CHHIPOM
3) apUTMHYECKHIA CHHIPOM
4) aHEeMUYCCKUN CHHAPOM
5) MHTOKCHKAITMOHHBINA CHHIPOM

2. OLIEHUTE BBLIPAXXEHHOCTHL CHUHIPOMA XPOHUYECKOU
CEPJIEYHOM HEJOCTATOYHOCTH
1) XCH II-B, ®K IV
2) XCH Il-A, ®K III
3) XCH I, ®K II

3. HAMBOJIEE BEPOSTHBIN JUATHO3
1) xpoHHueckas peBMaTHyeckas 00JIe3Hb cep/ia ¢ GopMHUpPOBa-
HUEM MHTPAIBLHOTO MTOPOKa
2) nuiaTalMOHHAs KapIAOMHOIIATHS
3) umemuueckasi 00JIe3Hb cepara
4) MUOKapauT
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4. TIUIAH OBCJIIEAOBAHHMA ITAHMEHTA BKIIIOUAET
1) pentreHorpaduo OpraHoB I'PyIHOMN KIETKH
2) DKT
3) xousrepoBckoe MoHUTOpUpoBanue DKI
4) MPT cepana ¥ MarucTpajibHBIX COCYA0B (TI0 TTOKa3aHHUSM )
5) cnuporpaduro

5. TAKTHUKA BEJIAEHUAITALIMEHTA ITPEJITOJIATAET HASHAYE-
HUE
1) OpoHXOJIUTHKA
2) IUuypeThKa
3) anTHOMOTHKA
4) B-6soxaTopa
5) UATI®
6) aHTHUKOAryJsSHTa

3agaua Ne 3. Myxuuna, 32 neT, 00paTuics K y4aCTKOBOMY TE€pareBTy
C ’ano0aMM Ha 3MU30UYECKH BO3HUKAIOIINE AaBAIKEe 00U 3a TPYAUHOM,
IUTENbHOCTHIO 5—10 MuHyT 6€3 Uppaguanum, He CHUMAIOIIUECS PUEMOM
HUTPOTIUIEPUHA, TOSABIISIONIMECS KaK B IMOKOE, TaK U IIPU HArpy3Ke, roJio-
BOKPYKEHHE, IEPUOINYECKIE OOMOPOKH.

N3 anamHe3a: ykazaHHbIE CUMIITOMBI O€CIIOKOST OKOJIO T0/Ia.

HacnenctBennslii anaMHe3: OpaT U OTEll yMEpJU B MOJIOZAOM BO3pacTe
oT 3a00JIeBaHMs cepAla.

[Ipu ocmotpe: oOmiee COCTOSTHUE YIOBIETBOpUTENbHOE. Poct
172 cm, macca tena 72 kr. KoxxHble TOKpOBBI OOBIYHON OKpacku. B mer-
KUX JIbIXaHue Be3ukKyIsipHoe, xpumnoB HeT. YJIJ[ 17 yn./mun. Cepaie pac-
IIMPEHO BJIEBO Ha 2 CM, BEPXYIICYHBIM TOMYOK ycujeH. TOHBI cepiia
NPUTITYIICHBI, Ha BEPXYIIKE M Y JICBOTO Kpas TPyAUHBI TPYObIH CHCTOJIH-
YecKuil mym, Ha cocyabl men He mpoBomutcs. AJl — 130/93 mm pr. cT.
YCC - 85 ya./mMuH. )KuBoT Msarkuit, 6e30o0se3HeHHbII. OTEKOB HET.

OKI': put™ cuHycOBBIM 85 B MUHYTY, MpU3HAKH BBIPAKECHHOU THIIEP-
Tpoduu 1 meperpy3Ku JIEBOTO KeTy0uka, nHBepcHs 3yoma T.

1. Ilocmasumw ouazHo3.

2. Onpedenums makmuky o6C1e008aHUs U IeYEeHUsL.
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TECTOBBIE 3AJJAHUA K 3AJJAYE Ne 3
Buvibepume 00un unu HecKobKO NPAGUNILHBIX OMEEmos.

HAWBOJIEE BEPOSTHBIN TUATHO3
1) aTrepoCKIepOTHYECCKUI CTEHO3 a0PTAIBHOTO KiIalaHa
2) wuireMuueckas 00Ie3Hb cepala
3) rumneproHuyYeckas 00JIC3Hb
4) runeprpoduueckas KapIUOMHOIIATHS

DXOKT-TTPU3HAKU OBCTPYKTUBHOM ®OPMBI I'KMII
BKJIFOYAIOT
1) acummerpuyHas runepTpodus muokapaa JIK (tonmuHa Mex-
KETYyI0YKOBOM MEPEropoaku Ooziee 15 MM mpu HOpMaIbHOU
WM YBEJIMYCHHOM TOJIIIUHE 3aTHEN CTEHKH )
2) obOctpykius BeiHOCsmEro tpakta JIK (rpaaueHT AaBieHUS B
BbIX0JIHOM TpakTe JDK 6onee 30 MM pT. CT.)
3) mepeaHe-CUCTOINYCCKOS JIBDKCHHE CTBOPOK MHTPAJIbHOTO
kianana (SAM-deHomen)

OXOKI-KPUTEPUEM JIMATHO3A I'KMII ¥ B3POCJIbIX ABJIA-
ETCHA YBEJIMYEHUE TOJILIMHBI CTEHKHA JIK B O/ITHOM
NJIN BOJIEE CEI'MEHTAX BOJIEE

1)15m

2) 16 mm

3) 17 mm

4) 18 MM

5) 19 mm

6) 20 MM

I'EMOJMHAMUNYECKHUE ®OPMbI I'KMII
1) meoOcrpykruBHas ['KMIIT
2) oo6crpykTuBHas ['KMII
3) maTteHTHast OOCTPYKIIHSI

TAKTHUKA BEJEHM A BOJIBHOI'O BKJIFOUAET
1) ymeHbIIeHUE BRIPAKEHHOCTH KIMHIUUYECKUX MPOSBICHUH 3200-
JIEBAHUS
2) yiydIlleHUe Ka4eCTBa )KU3HU
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3) mpenymnpexaeane BCC
4) npenynpexaeHue nmporpeccupoBanus XCH

3agaya Ne 4. [lanment, 56 5er, HampaBlIeH BpadyoM-TEpPaneBTOM
YYaCTKOBBIM B KJIIMHHKY C ’Kaj00aMy Ha BBIPAYKEHHYIO OJIBIIIKY MpPU HE3HA-
YUTEIbHON (U3UUYECKON Harpy3Ke, MPUCTYIbI YAYIIbs MO0 HOYaM. YXYJI-
IIEHUE COCTOSIHUS HAOJI0/1aeTCs OKOJIO HEMIeNHU IO TOCTTUTAIA3AIIH.

N3 anamuesa: 6 et Ha3aa AMArHOCTUPOBAHA JAUJIATAlIMOHHAS KapaHo-
Muonatus. bollbHON MOCTOSHHO MOJyd4aa Mojo0paHHoOe JedeHue: [ 'umo-
trazug — 12,5 mr B cytku, ®o3unonpuin — 20 mr exxenneBHo, Kapseauion
— 12,5 mr 2 pasa B aenb. HaOmromamace ciabocte mpu (GU3UYECKOM
Harpy3ke. IlanueHT cooOuuia, 4To HECKOJIBKO JHEW Hazaj IMocie mnepe-
OXJIQXKJCHHUS TIOSBWICS Kalllellb, IOBBIIIANACh TEMIIepaTypa Tena J0
37,4 °C. BcnenctBue Hapactanusi ciaboctd, npekparun npueM Kapse-
JUJI0J1a, UCTIOJIb30Ball OOMIIBHOE MUTHE, BUTAMUHBI. COCTOSIHUE YXYIIIIN-
JIOCh.

OOBEKTUBHO: BeC — /5 KT, pocT — 165 cm. [IBeT KOXKHBIX TOKPOBOB I~
AHOTUYHBINA. AYCKYJIbTAIHS JISTKUX M CePIla: 3aCTOMHBIC XPHUIIBI B JIETKHX
C JIByX CTOPOH; TOHBI Cepla TIyXue, HEPUTMUYHBIC, MPOTOIUACTOTNYE-
ckuii putm raiomna. YCC — 115 ya./mun. AJl —90/60 mm pT. cT. CummeT-
pUYHBIC OTEKU HUKHUX KOHEYHOCTEH JI0 YPOBHS KOJIEH.

B ananmzax kposu: HaTpuii — 138 MMow/m, kanuii — 3,9 MMOJIB/II.
OKT': putm pudbpunnsiunn-tpeneranus npeacepauii, HCC 110 B munyTy,
OJi0Kaja JeBOM HOKKM MyuKa ['nca, ey 10ukoBbie 3kcTpacucTolibl. QRS
0,13 cek.

Ox0oKTI': nuddy3Has rTMHNOKUHE3UsI CTEHOK JIEBOTO Kely/104uka, (pak-
1us BeIOpoca — 36%, KOHEUYHBIN JAMACTOJIMYECKUM pa3sMep JICBOTO KEITy-
ouka — 69 mm.

1. Ilocmasumo ouazros.

2. Onpedenums makmuxy 00C1e008aHUsL U TIeHEHU.

TECTOBBIE 3AJTIAHUA K 3ATAYE Ne 4
Buvibepume 00un unu HeCcKoIbKO NPABUNILHBIX OMEEMO8.

1. TIPEAIIOJIOXWUTE HAMBOJIEE BEPOSITHBIN JIMATHO3
1) nwratanuoHHAs KapIUOMHOIIATHS
2) XpoHHWYeCKas peBMaTudeckas 00JIe3Hb cepia
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3) uieMuyeckas 00JIe3Hb cep/ra
4) MUOKapIuT

2. TSDKECTb COCTOSHUA MAIIMEHTA OBYCJIIOBJIEHA
1) cepneyHON HEIOCTATOYHOCTHIO
2) TIOYEYHOU HEA0CTaTOUYHOCTHIO
3) MHTOKCUKAIMOHHBIN CHHIPOM
4) npIxare’abHON HEIOCTATOUHOCTHIO

3. ®AKTOPAMH, CIIOCOBCTBYIOIIMMH JEKOMIIEHCAIIM
XCH, ABJISIFOTCA
1) BupycHas mMHGMEKIHS,
2) OOWJIBHBIA MPUEM YKUIKOCTH
3) oTMeHa JIeKapCTBEHHBIX IPerapaToB
4) dusnyeckas neperpysKa
5) sMoIMOHANTbHAS TIEperpy3Ka

4, TMAIMEHTY CIEAYET HASHAUUWTH CJIEAYIOUIUE I'PYIIIIbI
[TPETTAPATOB
1) marubutopsr AIID
2) celleKTHBHBIC $-0JI0KaTOPBI
3) muyperuku
4) cepaeuyHbIC TIUKO3H/IBI
5) aHTHKOAryJISSHTHI

5. C LOEJIbIO ITPOD®UIIAKTHUKHNU TS0 PEKOMEH/IOBAHA TEPA-
M
1) aHTHOMOTHKAMU
2) OpaJIbHBIMU aHTHUKOAryJISTHTAMH
3) aHTHarperaHTaMu

3amaya Ne 5. [Tanuent, 27 net, Ha TpUEME y KapIMOJI0Ta MPEIbIBISET
’Kaj100bl Ha AMU30/IbI TOTEPU CO3HAHUSA JI0 2—5 pa3 B MECHIII.

N3 anamuesa: B Bo3pacte 16 nmet npu ckpununrobom IKI -uccinenona-
HUW BIIEPBBIC BBISBICHBI YKEJIYJIOYKOBBIE 3KCTPACUCTOJIBI ACUMITOMHOTO
xapakrepa. CrpykrypHo-niarosiorndeckux IXoKI' m3MeHeHui u 3HI0KPUHHON
MaTOJIOTUH B TIOJIPOCTKOBOM BO3pacTe He oOHapy»keHo. Uepes 5—7 net y na-
[IMEHTA TOSIBWJIKCH MPHUCTYIbl YYAIIEHHOIO CEPALECOMEHUST U MPEeaoOoMo-
POYHBIE COCTOSIHUS, HO K KapJHOJIOTy OH OOpaTWiCSl TOJIBKO B BO3pacTe
277 neT, Korjaa 3MU30/1bl CHHKOIE YYaCTHIIUCH J10 2—5 pa3 B MECHIII.
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[To naHHBIM aHaMHE3a: BHE3AITHAs CEPJACYHAasi CMEpPTh OTLA, CTPaJaro-
mero JKOC, B Bo3pacte 43 ner.

[Ipy KOMIUIEKCHOM OOCJIEIOBAaHUM MallMeHTa ObUTM OOHAPYKEHBI Clie-
OYIOIIUE MPU3HAKU:

OKI': anomanbHast penoyisipu3anusi B BUae HHBEpCcUU T B OTBEAEHUAX
V1-V3; anomanbHasi ACNOJSIpU3alUsl B BUJIC YBEJIMYCHUS JUIUTEIBHOCTHU
komiuiekca QRS (Bkimrouas R' B V1-V3 npu orcyTcTBUM TTOJTHON OJI0KAIbI
MpaBOi HOXKKU Iyuka ['uca).

XMDOKI': BBISBICHBI JKEIYJOUYKOBBIC TaxXxUaAPUTMUHU (IIPaBOXKEIY-
I0YKOBasi IKCTpacucToaus oauHouyHas 2,5—6 teic. dKOC/ cyrt. u nmapHas
50-100 X32C/cyT., 21130/l yCTOMYMBOW U HEYCTONYUBOM JKEITYI0UYKOBOM
Taxukapauu ¢ Mop¢osIoruei MmoTHOM OJI0Ka bl JICBOM HOXKKH Myuka ['uca).

OxoKI': marosioruu JIeBbIX OTAEIOB HE BBISBICHO — KOHEYHO-IUACTO-
anueckuit quametp (K1) JDK 50 MM, KOHEUHO-CHUCTOIMYECKUM THUAMET]
(KCH) JDK 29 mm, KJO JDK 142 My, KOHEUHO-CUCTOIUYECKUN 00bEM
(KCO) JIXX 61 mn, dpakuus Beiopoca (OB) JDK 57%. BrisBiaeHsl J0Kaab-
HbI€ 30HBI TUTIOKMHE3WU U JTUCKUHE3UU TEepPeIHEOOKOBON CTEHKU U BEp-
xyuiku [T0K, aneBpusmatuueckue nzmenenus 0okoBou crenku 11K, quna-
tauus [DK (mauametp Boixognoro tpakta IDK mo nnunnoit ocu 36 mm; KJIO
— 244 mu1, KCO — 150 mu1) ¢ HapylIeHUEM COKPATUMOCTHU U CUCTOJIMYECKOMN
mucynkumeit [DK (OB 38%).

MPT cepaua: oOHapy’€HO CHUXKEHUE JOKAIBHOU U TJ100aJbHOM CO-
kpatumocTu [1K — pernonapHsie 30HbI TUCKUHE3UU 0a3aJILHBIX U CPE-
HUX CErMEHTOB OOKOBOW cTeHkM W Bepxywku [DK (nmpusznaku ane-
Bpu3MbI B BeIxojsiieM otaene DK ¢ BeiOyxanuem cBOOOTHON CTEHKHU B
cucrony), aunatauus IK, 30HBI Ccy0dHAO- W CyO’NMKApAUATIBLHOTO
HakoruieHus KoHTpacTtHoro BemectBa (LGE >50%) B HM)KHENl cTeHKe
ITK u B 6okoBbix cermenTax [10K. B auxxnedokoBoM cermente JIDK Bbi-
SBJICHBI 30HBI C JIOKaJIbHBIM HakorieHueM koHTpacta (LGE <25%) 0e3
HApYIIEHUS COKPATUTEIBHON U CUCTOJMYECKON (DYHKIIMU JIEBOTO KEIY-
nouka, 0e3 munatauuu JIK;

MorneKyIsIpHO-TEHETUYECKOE TECTUPOBAHUE: B PE3YIIHTATE CEKBEHUPOBA-
Hus 174 renoB tapretHoi na"enu (NGS+Sanger nmoarBepxaeHue) y na-
nueHTa BeIsiBJIeH BapuaHT NM 004572 B 11-M 3K30He reHa miiakopuiInHa
2 (PKP2)—p.L752P.

1. Ilocmasumw ouazHo3.

2. Onpedenums makmuxy 00c1e008aHUsL U TeHEHUS.
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TECTOBBIE 3AJJAHUSA K 3AZTAYE Ne 5
Buvibepume 00un unu HecKoIbKO NPABUNILHBIX OMEEMO8.

HAWBOJIEE BEPOSTHBIN JUATHO3
1) aTepoCKIEpOTHUYECKHIA CTEHO3 a0PTAIBHOIO KJIallaHa
2) apUTMOI'€HHAs KapIuOMHOIATHS
3) umemuueckas 00JIe3Hb cepia
4) runeproHuYeckas 00JIe3Hb

KJIMHUYECKUN JTMATHO3 ITAIIMEHTA B KITACCUOUKALIMN
MOGE(s)

1) Majarve-svT-1cD]OHGADEG- prpopp1 752011

2) M acmves]OHGADEG- bspp 1122251

3) M MpOn+mGN-DNEG-DN-LMNA[3 exon:p. Arg190Pro]SB-Ii

COCTABDBTE JTNODOEPEHIINAJIBHO-TUATHOCTUYECKUI
PSJI

1) mmemmueckas 601€3Hb cepara

2) IMUIIATAlMOHHAS KapIUOMHUOIIATHSI

3) mamomaTthyeckas KeIyJ0UKOBasi TaXUKaP AU

4) MUOKapIuT

5) runepToHHYecKas 00JIC3Hb

TAKTHUKA BEJEHUA ITALHUEHTA TTIPEAITIOJIATI'AET
1) Ha3HaUYeHHE aHTHAPUTMHKOB
2) HaszHadyeHHEe —OokaTopa
3) nasznauenue MAIID
4) nmmnanTanuo MK

IMAAYAHCKHUE JIUAT'HOCTHUYECKHUE KPUTEPUN AKMII
BKJIFOUAIOT CJIEAYIOIINE KATEI'OP1

1) MopdodhyHKIIMOHATLHBIE AHOMAJIHH JKEJIYI0TKOB

2) CTPYKTypHBIC aHOMAJIMH MUOKap1a

3) aHOMAJIMM ACTIOIAPU3ALIHH

4) aHOMAJUU PENoIIpU3aIuu

5) Keaya04KOBBIC apUTMHUU

6) ceMmecliHbIii aHAMHE3/TCHETHKA
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OTBETbBI HA TECTOBBIE 3A/IAHUSA
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OTBETbHI HA TECTOBBIE 3A/IAHUSA
K CUTYAIIUOHHBIM 3ATAYAM

Homep 3anava 3agaya | 3agauya | 3agauya | 3agaua
BOIPOCA 1 2 3 4 5
1 1,2,3,4,5| 1,3,4 4 1 2
2 1,2,4 1 1,2,3 1 1
3 2 2 1 1,2,3 | 1,2,3,4
4 2,3,4 1,2,3,4| 1,2,3 | 1,2,3, 4
4,5
5 2 2,4,5,6 1,2,3,4 2 1,2, 3,4,
5,6
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