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Annotatsiya
Dilatatsion kardiomiopatiya (DKM) turli xil etiologiyali miokard kasalligi bo'lib,
miokardning diffuz shikastlanishi, chap gorincha (CHQ) bo'shlig'ining sezilarli
darajada kengayishi va gipertenziya, yurak ishemik kasalligi (YulK) va yurak
nugsonlari bo'Imaganda global gisqaruvchanlikning pasayishi bilan tavsiflanadi.
Progressiv yurak yetishmovchiligi, yurak aritmiyalari va o'tkazuvchanlik
buzilishi, tromboemboliya, to'satdan o'lim rivojlanishi bilan tavsiflanadi.
Epidemiologik baholashda qgo'llaniladigan ta'rifga garab, idiopatik DKM vyiliga
100 000 kattalar uchun 5 dan 8 tagacha sodir bo'ladi. Birog, ayrim bemorlarda
Klinik ko'rinish yo'qligi sababli, bu kasallikning targalishi, ehtimol, yuqgoriroqgdir.
Erkaklar ayollarga garaganda 2-3 marta tez-tez kasal bo'lishadi, aynigsa 30-50
yoshda. Ushbu kasallikning kechishida sezilarli irqiy farglar aniglandi. Qora
tanlilarda DKM rivojlanish xavfi uch baravar yugori va bu kasallikdan o'lim xavfi
ikki baravar yugori. Ayollar DKMdan kamroq aziyat chekishadi, biroq kasallik
paydo bo'lgandan so'ng, DKMning tabiati va prognozida sezilarli gender farglari
hozirgi kunga gadar aniglanmagan. Yurak yetishmovchiligining klinik belgilari
bo'lgan bemorlarda prognozi yomon. O'lim darajasi yiliga 25% dan 30% gacha.
Tashxisdan keyin 5 yil ichida DKM bilan kasallangan bemorlarning 60-75 foizi

vafot etadi.



Annotatsion

Dilated cardiomyopathy (DCM) is a myocardial disease of various etiologies,
with diffuse myocardial damage, significant expansion of the left ventricular (LV)
cavity, and a decrease in global contractility in the absence of hypertension,
ischemic heart disease (IHD), and heart defects. is described. It is characterized
by the development of progressive heart failure, cardiac arrhythmias and
conduction disturbances, thromboembolism, and sudden death. Depending on the
definition used in epidemiological evaluations, idiopathic DKM occurs between
5 and 8 per 100,000 adults per year. However, the prevalence of this disease is
probably higher because some patients do not have clinical manifestations. Men
are sick 2-3 times more often than women, especially at the age of 30-50.
Significant racial differences were found in the course of this disease. Blacks have
three times the risk of developing DKM and twice the risk of dying from the
disease. Women are less likely to suffer from DCM, but no significant gender
differences in the nature and prognosis of DCM after the onset of the disease have
been identified to date. Patients with clinical signs of heart failure have a poor
prognosis. The mortality rate is 25% to 30% per year. 60-75% of patients with
DCM die within 5 years after diagnosis.



AHHOTALUA
Hunatanimonnas kapauomuomnatus (JAKMII) — 3aboneBanue Muokapja
pa3IMYHON 3THONIOTUH, ¢ AU(PPY3HBIM MOPAKEHUEM MHOKApAA, 3HAUUTEIbHBIM
pacImmpeHueM MoyIocT JjeBoro >kemymouka (JDK), cHmwkeHwem riao0OambHOM
COKPaTUMOCTU TpPU OTCYTCTBUU apTepUATbHOM THUNEPTEH3UHU, HIIEMHYECKOU
ooneznn cepaua (MUBC) um cepaeyHoil HEAOCTATOYHOCTH. XapaKTepU3yeTcs
Pa3BUTHEM TNPOrPECCUPYIOUIEH CEpJIeYHON HENOCTATOYHOCTH, HAPYIICHUSIMU
CEPJIEYHOT0 PUTMA U TIPOBOJUMOCTH, TPOMOOIMOOIHUSIMHU, BHE3AITHON CMEPTHIO.
B 3aBuCMMOCTH OT ONpeIeseHUsl, HCIOIb3YEMOIO B SIMUIAEMHUOJIOIMYECKUX
onieHkax, uauonarudeckas JJKM Bcrpeuaerca ot 5 mo 8 ciaydaeB Ha 100 000
B3pOCIbIX B roa. OJIHAKO pacnpOCTPAHEHHOCTh 3TOTO 3a00JI€BaHUs, BEPOSATHO,
BBIIIIE, TTOCKOJIBKY Y YacTU OOJBHBIX OTCYTCTBYIOT KJIMHUYECKUE MPOSBIICHMUS.
My>xuuHbI 00JICIOT B 2-3 pa3a yaile, 4eM KeHIIUHbBI, 0COOeHHO B Bo3pacTe 30-50
net. B Tedenuu storo 3a0oeBanus ObUIM OOHAPYKEHBI 3HAUUTEIILHBIE PACOBBIC
paznuuusi. Y 4EpHOKOKHUX B TpHU pa3za Bble puck passutus JKM u B nBa pasa
BBIIIIE PUCK CMEPTH OT 3To O0se3Hu. JKeHuusl pexxe ctpanarot JKMIIL, ognako
JOCTOBEPHBIX TEHAEPHBIX pa3nuuuid B xapakrepe u mnporHosze [JKMII nocne
nebroTa 3a00JeBaHUs [0 HACTOSILETO0 BPEMEHU HE BbIABIEHO. [lanMeHTsl c
KJIMHAYECKUMHM  TPU3HAKAMH  CEpJICYHOM  HEIOCTATOYHOCTH  UMEIOT
HeOMaronpusITHHINA porHo3. CMepTHOCTH cocTaBisgeT oT 25% 10 30% B rox. 60-
75% mnanuentoB ¢ JIKMII ymuparoT B TeueHHE S5 JIET MOCIE YCTAHOBJICHUS

JIMarLosa.
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XCH - XPOHHUYICCKAA CCPACUHAA HCAOCTATOYHOCTD

UCC - yacToTa cepIeUHbIX COKpAIICHHI



BBEJAEHUE

AKTyaJIbHOCTb M 000CHOBaHMe Hay4YHOll PpadoTbl. JlumaranroHHas
KapIMIOMUOIIATHS OTIPEICTACTCS KaK CUCTOIMYECKAs TUCPYHKIMS U YBEIMUCHHE
JIEBOTO  JKENIyJouka. B KIMHHWYECKMX  MCCIEJOBAHUSAX  CEpPACYHOU
HEJI0OCTAaTOYHOCTH MAIUECHTHI KIACCUDUITUPYIOTCS KaK UMEIOIINE UIIEMUYECKYIO
WM HEUIIEMUYECKYI0 JUJIATallMOHHYIO KapJAHMOMHONATHIO, TIPUYEM IOCISTHSS
cocraBisieT ot 40% 1o 50% cioygaes (McNally EM, Mestroni L. Dilated, 2017).
Kinuandeckue npuuvHBl HEUIIEMUYECKOW JWJIATAIIMOHHOW KapuOMHOIATHU
BKJIIOYAIOT TOPOKM KJIAllaHOB, HJHIAOKPUHHBIE HAPYIICHUS, BO3JCUCTBUE
MUOKapAUAIbHBIX TOKCUHOB U JIPYyTU€ MPUYUHBI, HO Y OOJBIITNHCTBA MAIlUEHTOB
KIIMHUYECKash MIpUIMHA HE MOXKET OBbITh HJCHTHU(HUIIUpOBaHA. Takue MalueHTh
KJIacCCUULIMPYIOTCS  KaK HMMEIOIIME HJIUONATHYECKYI0  JUJIaTallMOHHYIO
kapauomuonaruro (JJKMII). Tounsie usmepenus pacnpoctpanenHoctu JKMIT
OCTalOTCA HEyJIOBUMBIMHU. B TO Bpems kak wucciaegoBanusi 1980-x rojioB
nokazanu, 4ro JIKMII BcTpewaercss penko, OoJiee TO3HUE OTYETHI
MpeIoaramT, 4To pacnpoctpaHeHHOCTh JIKMII moxer coctaBisate 1 k 250.

JKMII Ttakxke HakamivmBaeTCs B CEMbSX, YTO MPEAINOJIAracT T€HETUYECKYIO

npuunny(Hershberger RE, Hedges DJ, Morales A. 2013).

MHorue wuccineoBaHUs CTPEMWINCh  ONPENENIUTh  PACIPOCTPAHEHHOCTH
cemeitHoit JIKMII. Onenka B 23% Obl1a osyueHa B pe3ybTaTe MeTaaHaInu3a Ha
OCHOBE 23 WCCIEeI0BaHNM C MHIMBUIYaJbHBIMU OLIEHKAMHU B JHUana3oHe oT 2%
no 65%. OTo wucciegoBaHUE TaKXKe CTPEMHIIOCH OIMPEACNIUTh CEMEHUHYIO
pactipoctpaHeHHOCTh JIKMII y depHOKOXHMX U O€NbIX MalMeHTOB, MOCKOJIbKY
o110 moka3ano, uto JIKMII u mocnemytomias cepaednast HEA0CTaATOYHOCTH OoJiee
pacnpoCTpaHeHbl M CBsI3aHbI C 00JIe€ BHICOKUM PHUCKOM TOCHUTAIH3AIUN U
CMEPTH y YEPHOKOXKHX JIFOJICH U CBSI3aHbI K TUIIEPTOHUM WJIM HEOJIArOnmpUsTHHIM

coupaabHBIM aeTepMuHanTam 3g0poBbs (Bozkurt B, Colvin M, Cook J, et
al.2016.).



JAKMII sBisiercss onHOW W3 HauOoJiee 4YacThIX MPUYUH  CEPACHYHOM
HEJIOCTATOYHOCTH C MPEIoaraéMoil pacnpoCcTpaHEHHOCThIO mpumepHo 1:250-
400 u 10 1:2500 B ob6mieit nomyssuuu. 3adoneBaemoctsh JIKMII coctaBnser 5—7
conyyaeB Ha 100 000 wyemoBek B roa. B 1menom mnpaBwibHasg OLIEHKA
pacmpoCTPaHEHHOCTH JIOCTATOYHO ciokHa. CieoBaTebHO, 00a Yuciaa MOTYT
ObITh M3MEHEHBI, IMOCKOJIBKY PaclpOCTPAHEHHOCTh BBIIIE B CJIA00Pa3BUTHIX
CTpaHaX M3-3a HE3APETHCTPUPOBAHHBIX WM HEBBIABICHHBIX Cly4daeB. boiee
TOTO, HEMOJIHAS TMEHETPAHTHOCTh OO0JIE3HU WM TMO3/JHEE Hayajgo OoJie3HH
u3Menser 3ty mudpsi(Zhimin Wu, Xu Wang, Hao Liang, Fangfang Liu, 2023) .
®enotun JIKMII B OCHOBHOM XapaKTepHU3yeTCs AUIATALMEN JIEBOTO KEITyA0UKa
U COKpPAaTUTETHHON MUCHYHKIMEW NPU OTCYTCTBUM THIEPTEH3MH, KIIallaHHBIX
MTOPOKOB, BPOXJIECHHBIX TMOPOKOB CEpPJLA WIM 3HAYUTEIBHOIO MOPAKEHUA
kopoHapubeix aptepuii  (MBC). [lpuuunsr  JIKMII wMoxHO pasnenuTs Ha
F€HETUYECKUE W HETCHETUYECKHE, HO MEXIy OJOTUMH JABYMS TCpyHIaMH
CYILIECTBYIOT coBnaieHus. Hambonee pacnpocTpaHEHHbIE MATOJIOIMH JIEXKaT B
OCHOBE PEaKTHUBHBIX U3MEHEHUH, TAKUX KaK BOCHIAJICHUE (BUPYCHBIM MHUOKAPIUAT
WM ayTOMMMYHHOE 3a00JIeBaHUE), ATMMEHTAPHO-TOKCUYECKHE BO3JACUCTBUS
(ayKoroJIb, HapKOTHKHU, XEMOTOKCHHBI) u HapyLICHUS oOMeHa
BemecTB. ['enernueckn oOycnoBnenHas JIKMII, Bbi3BaHHass MyTHPOBaHHBIMH
reHaMU, KOJUPYIOIUIMMHU O€JIKM IUTOCKENeTa, CapKoMepa WU SACpPHOU
000J104KH, cocTaBisieT 0koio 35% Bcex ciydaeB JIKMII. Onpenenenue JJKMII
CHEUaIbHO MCKJIIOYAeT HIIeMUYecKylo Oone3Hb cepauna. OnHako 1pu
XPOHUYECKON MIIEMUYECKOM O0JIE3HU ceplia NOBPEKIAI0TCS HEMOCPEACTBEHHO
KapJIMOMHOIIUTHI. DTO  BBI3BIBAET KOATYJAIMOHHBIA HEKpo3 ©  (Gubpos
(pyOuieBanue), 4to MPUBOAUT K comnoctaBuMoMy denoruny JIKMII wu3-3a
APXUTEKTYPHOTO HMCKAXEHUS KapJUOMHUOIIMTAPHOTO CHUHIUTUA U OCHabIeHUs
COKpaTuTenbHOU cuibl. [Iporno3 xyxke, yem y mnamuentoB ¢ JKMII
Heumemuueckoir atuonoruu  (Caterina  Micolonghi, Marco Fabiani, Erika

Pagannone,2023).


https://onlinelibrary.wiley.com/doi/full/10.1111/joim.12944#joim12944-bib-0005

JIKMII npencraBnsier coboii TeTeporeHHoe 3a00eBaHne, XapaKTepU3yroIeecs
CUCTOJIMYECKONM W  JMACTOIMYECKOM AUCPYHKIMEWH, dYTO OOYCIOBICHO
HapylieHueM GYHKIUM OKEIyJAOYKOB, JWJIaTallue JIeBOTO JKEIyJloYKa M
NOBBIIIEHHEM  KOHEYHO-IMACTOJIMYECKOrOo  AaBieHUs  HamoiaHeHus. [Ipu
TUCTOJIOTUYECKOM  MCCIIEIOBAHUU  OOHAPYXUBAIOTCS  KapJIUOMHUOIMUTHL  C
BKparuieHUsIMHA HEKPOTUYECKHUX U bubpo3HBIX nsiteH. Hanbonee
pacupoCTpaHEHHbIE MATOJIOIMYECKUE MPUYUHBI JIEKAT B OCHOBE PEAKTUBHBIX
M3MEHEHHM, TAKMX KAK BOCHAJIEHUE, ATMMEHTAPHO-TOKCUYECKUE BO3ACHCTBUS U
Hapymienus oOMeHa BemiecTB. B 35% Bcex cmyuaeB JAKMII moryt OBITH
WICHTU(PHUIIMPOBaHKI TeHeTHueckue Mytanuu (Anna Maria Fratta Pasini, Chiara
Stranieri, Fabiana Busti, 2023). U3-3a (peHOTUIINYECKON T'eTEepOreHHOCTH TpPHU
3TOM 3a00JIeBaHUM Ba)KHA JeTanbHass JAuarHoctuka. [IporpeccupoBanue
3a00JIeBaHUs U MPOTHO3 O0YCIIOBJIEHBI OOPAaTHBIM PEMOJEINPOBAHUEM B CEPILIE,
4TO JeJacT HE3aMEHHMOW CBOEBPEMEHHYIO M YETKO OIIPENEIICHHYIO TEpaIuio
CEPACYHON HETOCTATOYHOCTH, BKIIFOUAs JIEKAPCTBA U YCTporcTBA. ONTUMHU3aLHAN
neuennss XCH y mamuentoB ¢ JAKMII saBnsercs Bemymieit mpobiemoil B
COBPEMEHHOW KapIHOJOTHH. Bce BhlllIe CKa3aHHOE ONMPEAEIWIIO aKTyaJbHOCTh

JTAHHOI'O MCCJIEI0BAHUS.
CreneHb U3Y4YeHHOCTH MPOOJIeMBbI.

B HeGompom (45 nmanueHToB) NOMYJISIIMOHHOM MCCIIEI0BAaHUH, IIPOBEIACHHOM B
Munnecore, CILA, onienounas yacrora uanonatnueckor JJKMII ¢ monpaskoi
Ha BOo3pacT U 1o B nepuo ¢ 1975 no 1984 rox cocrasuna 6 ciayyaes Ha 100 000
yenoBeko. PacnipoctpaneHnocTs uanonarudeckor JIKMII B aTom nccnenoBannu
mo cocrossHuio Ha 1985 r. onenuBanack B 36,5 Ha 100 000 genoBek. B 2013 r.
pacnpoctpaneHHocTh JIKMII oniennBanack kak >1 Ha 250 ye1oBek Ha OCHOBaHUU
HEJJABHUX KIMHUYECKUX UCIBITAHUA W COOTBETCTBYIOIIMX JAaHHBIX; 3TOT
pe3yJbTaT OCOOEHHO aKTyaJIeH, TIOCKOJIbKY HaJeXHbIe TMOMYJISIIUOHHBIC
HCCIICIOBAHUSI  PACIIPOCTPAHEHHOCTH THIEPTPOPHIECKON KapaIuOMHUOIATHH

MOKa3aJjy, 4TO OHa cocTaBsieT He MeHee | ciydas Ha 500 uenoBek, a B 0030pHOM
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cratbe ykaszaHo, yto JJKMII BcTpeuaercs B momynsiuuu HE MEHEE 4acTo, YeM
runeprpopuyeckas kapauomuomnatuss. B 2015 romy wuccnemoBanue Global
Burden of Disease omeHwio  roOajlbHYI0  paclpOCTPaHEHHOCTH

KapJIMIOMHUOIIATHH B 2,5 MUWUIMOHA cllydaeB — pocT Ha 27% Bcero 3a 10 net

(Merlo M, Cannata A, Gobbo M, Stolfo D, Elliott PM, Sinagra G, 2018.).

B 2010 r. nmpeamosiaraemasi CMEpPTHOCTb, CBSI3aHHAsl C KapJIUOMHONATHEM,
coctasisiia 5,9 va 100 000 HaceneHnus mupa, 4TO COOTBETCTBYET mpuMepHo 403
000 cmepreit — yBenuuenue ¢ 5,4 Ha 100 000 B 1990 r. Ha 5Th O1IeHKH MOKET
MOBJIMATh CUCTEMATHYECKas OIMMOKa W3-3a, CPEIW MPOUYEro, HENpPaBUILHOU
KJaccu(ukanMu M OTCYTCTBYIOIIMX WM HEMOJHBIX JaHHbIX. Kpome ToroO,
CYLIECTBYET MOTPEOHOCTh B  MEXAYHAPOJAHBIX  KOHCOpIUyMax st
rPYNIUPOBAHUS KOTOPT MAIMEHTOB, YTOOBI PEUIUTh MPOOJieMy HEOOJIBIIOrO

yrciaa coObITHH BO Bpems mnocienyromero Habmonenus (Ortiz-Genga MF,

Cuenca S, 2016.).

Uccnenosanne EuroHeart Failure Survey Il paccMoTpeno nanubie B pa3ouBKe
no noxy u oOHapyxwio, yto JKMII yame BO3HUKAaeT y MYy>XYHUH, YEM Yy
JKEHILMH. TeM He MeHee, B OOJIBIIMHCTBE AIUIEMHOJIOTMYECKUX UCCIETOBAHUM
JTAaHHBIC HE MTPE/ICTABIICHBI B pa30MBKE 110 TOJTY, a UCCIIEI0BAHUIM, CPABHUBAIOIIUX
MOJIOBBIE pa3nuuus B dbenorure, TSKECTU u ucxoae JJKMII,

HCOOCTATOYHO. HOHYHHI_II/IOHHOG SIMMUACMHNOJIOTHYICCKOC HCCICOO0OBAHUC

nauonatuyeckoit [JKMII B MunHecoTe nokasano, 4To COOTHOIIEHUE MY>KYUH U
)KeHIMH cocTtaBisier 3:1. B mHoromentpoBom  uccinegoBanuu IMAC
(BMemmaTenbCTBO MpU MHUOKApAUTE W OCTPOM KapAHMOMUOIATHH)-2 MY>KUUHBI C
dbpakiueit Beiopoca iesoro xenynouka (JOK) (OB JIK; nons oObema )KUJIKOCTH,
BBIOpAachIBAGMOW W3 JIEBOTO KEIyJOUKa TIPH KaXJOM COKpAIICHUH,
¢uznonornueckue 3HaueHus >50 %) <40%, NAIUTENBHOCTH CHUMIITOMOB
CEPJCYHON HEJIOCTATOYHOCTH <6 MECSIeB U MUOKApIUT (BOCIIaJIEHHEe MUOKap/1a)
unu octpoe Havano wuavonatudyeckod JKMII (uamonarmueckas JKMII ¢

MPOIOIKUTETLHOCTHIO CUMIITOMOB <6 MECSIIEB) UMEH XY/IIEE BbI3JOPOBICHUE
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https://www.ncbi.nlm.nih.gov/pmc/articles/PMC7096917/#CR18

(mo omenke New York Heart Association NYHA) u cHImkeHHE BBDKHBAEMOCTH
0€3 TpaHCIUIAHTAIIMU 10 CPABHEHMIO C KEHIIUHAMH, YTO CXOAHO C JIAHHBIMH O
HaIMeHTax ¢ cepAcuHoi HemocTarouHocThio B nieiaoM(Florwick A, Dharmaraj T,
Jurgens J, Valle D, 2017.).

B MHOrouentpoBom uccineaoBanuu, nposeaeHHoM B CHIA u Kanane, JIKMII
Obl1a HamOoJiee pacnpocTpaHeHHOW (opMON KapIMOMUONATHU CPEAM JeTel
(;mutra momoske 18 7et): y 66% Obuta manonaruyeckas JIKMII, Torna kak cpenu
aut ¢ JIKMII, BeI3BaHHON M3BECTHBIMU MpHUMHAMH, ¥ 46% ObUT MUOKApIUT U
26% wuMmenu HEpBHO-MbIIIEUHOE 3aboieBaHue. ExxerogHas 3a005eBaeMOCTb
JAKMII y nereit koneonercs ot 0,18 no 0,73 na 100 000 yenoreko. Exxeronnas
3a00J1eBa€MOCTh ObLJIa BHIIIEC Y MAJIBUYUKOB, YEM Y JIEBOUYEK, Y YUEPHOKOKHUX, YEM
y OenbIxX, U 'y MiageHleB (Maaame 1 roga), 4eM y AeTei crapiiero Bo3pacra. B
CeBepnont Amepuke y 34% nperen ¢ JKMII nporpeccupyer cepaeunas
HEJIOCTATOYHOCTh MJIM UM MPOBOJAT TPAHCIUIAHTALIMIO cepAla B TeueHue 1 roma
MocJjie MOCTAaHOBKU AWAarHo3a, u sta nudpa ysenununBaercs 10 49% depes 5 net
nocie nocranoBku auarnosa(Hilfiker-Kleiner D, Haghikia A, Berliner D, Vogel-
Claussen J, 2017.). ®akTtopbl pHCKa TMOBBIIICHHOTO PHCKA CMEPTH WK
TPAHCIUIAHTAIIMKU CEpAlla BKIIOUYAIOT 3aCTOMHYIO CEPACYHYIO HEIOCTATOYHOCT,
yBEJIMYECHHE KOHEYHO-cucTomueckoro pasmepa JIK z -score (mapamerp, 4acto
UCIIONIb3yeMblid 'y JeTeil B kauyecTBe cypporara @B JDK) mpu nocraHoBke
JIMarHo3a U MOXKUJI0M BO3pACT MPHU MOCTAHOBKE JIMarHo3a.

O0bekT W mpeaMer wuccienoBaHus VccinegoBaHue BBITIONHEHO y 58
OOJIHBIX TUIATAIMOHHOW KapJAuOMHUOIATHUEH, JICUUBIINXCS Ha 0a3e OTaeIeHU
KapJAuOpeaHUMalu, a Takke | U 2 3KCTPEHHBIX TEPANEeBTUUYECKUX OTACIECHUN
Camapkanackoro ¢unmana PHIIDMII ¢ 2020- rona mo 2023 r.

Bcem mnarmuenTtam mnpw TOCTYIUIGHMM B CTallMOHAp MPOBOJWIMCH 0O0IIee
KIIMHUYECKOE, MHCTPYMEHTAJILHOE U JTA00paTOPHBIE METO bl 00CICIOBAHMS, 1JIS
yctaHoBienust auarHoza JIKMII 6w mpoenén OxoKI, DKI' u apyrue

o0cJie10BaHus.
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Heab uccaenoBanus: OUEHUTH KIMHUYECKOE U TEMOJUHAMUYECKOE COCTOSHUS
muokapna y OombHbix ¢ JIKMII rocnutanusupoBanHbix B CaMapKaHICKOM
¢bunuane PecnyOIuMKaHCKOTO HAy4YHOrO IIEHTpa SKCTPEHHOW MEIUIIMHCKON
ITOMOIIIH.

3amauu:
OueHuTh 4acTOTy BCTpeuaeMOCTH W npuuuHbl pa3Butus JKMII y GonbHBIX,
rocnutam3upoBaHHbix B COPHIIDMIT,;
BreisiButh reneanmornueckue ocobeHHoct JIKMII y GonbHBIX MECTHOM
nonyJisiuu noctynusimux B COPHIIOMII;
N3yuuTh KIMHUYECKME OCOOCHHOCTH JWJIATAIIMOHHON KapJAHOMUONATHU Y
00JBHBIX rocnuTanu3npoBanHbix B COPHIDMII;
OneHuTh  pe3yiabTaThl  J1a0OPATOPHO-UHCTPYMEHTAIBHBIX — HCCIIEAOBAHMSIX
0onpHBIX JIKMII rocnuranusuposannbix B COPHIIOMIT;
[IpoBeCcTH  KJIMHUKO-DIIUJIEMUOJIOTHUYECKUN  AHAIU3  PACIPOCTPAHEHHOCTH
JKMIT;
Hayuass wnoBu3na: Pa3pabGortan nu3aiiH uccinegoBaHus (PYHKIIMOHAIBHOTO
COCTOSIHUSI ~ CEpJCYHO-COCYIUCTOM  cucteMbl y  OombHbIX  JIKMII
TOCIUTAIIN3UPOBAHHBIX B COPHIIDMII. OnpeneneHsl HanboJee
WH(POPMATHUBHBIE KPUTEPUHM OILCHKH TSKECTH COCTOSHHS manueHToB JIKMII,
TEUCHUSA 3a00J1eBaHUs " MPOTHO3A, CTaOuIN3aIuu COCTOSIHUS
WM TIPOTPECCUPOBAHUS U TMPEJUKTOPHl  €ro  HEOJarompusiTHOTO UCXOJa.
OtpaboTaHa cTparerust U TakTuka BeaeHus: 0oapHbIX JIKMIL.

Bnepsrie B COPHIIDMII Obiin u3ydeHbl KIMHUYECKUE TMPOSBICHUSA,
naboparopuble u3MeHeHus, naHHble OKIT u OxoKI' y Oonpubix JIKMIL
YcranoBneHo, uto y 6ompHbIX JIKMII rocnutammsupoanasix B8 COPHIIDOMII
KJIMHUAKA 3a00JIeBaHMUsI HWMeEEeT OoJiee TKEIOoe TeUeHUe. OTO TPOSBISETCS
MIPOTPECCUPYIONIUM CHUIKEHHEM COKPATUTENIbHOW CIOCOOHOCTH MHOKapa,
BBIPOKCHHOW NWJIATAIlMK TIOJIOCTEH cepla, yBEIHMYCHHEM Macchl cepiana (0e3

YTOJMICHHA CTCHOK )KGJ'IYIIO‘{KOB), pa3sBUTHEM OTHOCHUTEJIbHOU HEOJOCTAaTOYHOCTHU
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MUTPAIBHOTO M TPUKYCIHUIATBHOTO KJIAIIAHOB, HAPYIIEHUSIMHU CEPIEYHOTO pUTMa
¥ IIPOBOANMOCTH, 3aCTOEM KPOBH B MAJIOM U OOJIBIIIOM Kpyrax KpoBooOpalieHus,
OTHOCUTEIIFHOW  KOPOHAapHOH  HENOCTaTOYHOCTBIO, PA3BUTHEM  HWIIEMUU
CeplAe4YHON MbImIbl, audQy3Horo u ogaroBoro (¢udpo3a, HapylUIeHHEM
nepdy3un nepudepudeckux OpraHoB W TkaHeidl. Hawmbonee BakHOI
KIMHUYECKOW 0COOEHHOCTHIO 3a00JIeBaHuUs B HAILIEM PETUOHE SBIIAETCS ObICTpOe
U HEYKJIOHHOE IIporpeccupoBaHue 3a00JIeBaHUs U IPU3HAKOB JEKOMIIEHCAlUU U

pedpakTepHOCTh K TPAAUIIMOHHOMY JICYEHHUIO.

Hayynassi m mnpakruyeckass 3HAYUMOCTHb  Pe3yJbTATOB HMCCJIEI0BAHHUA.
AHaJIN3 NOJYYEHHBIX PE3YJIbTATOB UCCIEA0BAHUS JAJI BO3MOKHOCTD OIIPEIEIIUTD
nokasaTesid KadectBa u3HH O00bHBIX JIKMII, koTOphle MOTYT NMPUMEHSATHCS
IIPU KPUTEPUU OLIEHKH TSKECTU MX COCTOSIHHUS, pUCKa cTpaTU(UKanuu, BbIOOpa
Y MOHUTOPHMHIA PA3IMYHBIX METOJIOB JIEUEHUS U OLIEHKU uX 3¢ dekTuBHOCTU. B
3aBUCUMOCTH OT TSDKECTH COCTOSIHMS IAallUEHTOB OHM MOTYT  OBITh
JIOTIOJTHUTEJIbHOM WM OCHOBHOM IIENBIO JICUEHHST OOJBHBIX. BEIIBIIEHO, YTO
BBICOKHMH (DYHKIMOHAJIBHBIM KJIACC XPOHUYECKON CceplieyHON HETOCTaTOYHOCTH,
IIPOSIBISIETCSL  YBEJIMYEHUEM KOHEYHOIO JUACTOJIMYECKOr0 pa3Mepa JEBOrO
*Kenynouka (1mo gaHHbeiM ogHoMmepHoit DXoKI™ Gomnbiie 7,6 cM), yMEHBIIEHHEM
dbpakuuu BbIOpoca MeHbIie 35%, BO3HUKHOBEHHUEM OJIOKAIbl JEBOW HOXKKHU
nyuyka ['uca, MOSBIEHMEM BBICOKMX TIpajalluil >KEIyJOYKOBBIX ApPUTMHU H
HaJM4Me MOCTOSSHHOM (OpMBbI MEpUATEIbHOM apUTMHM Yy HAlIUX OOJIbHBIX
SBJIIOTCS IpeIUKTOpaMu HebnaronpusiTHoro ucxoaa JJKMII.

Peanuzanus pesyiabtatoB. Pe3ynbrarel paOOThl BHEAPEHBI B JIEYEOHYIO
npaktuky Camapkanjackoro ¢umana PHIIDMII. Marepuanbl uccinenoBaHuii
UCIIONB3YIOTCS. B y4eOHOM TIpolecce MpH YTEHHWU JIEKIMA M MPOBEICHUH
IIPAKTUYECKUX 3aHATHH.

AnpoGanuss padorbl. OCHOBHBIE TOJOXKEHHUS PabOTHl JOJIOKEHbI HAa 2-X
MEXIYHApOAHBIX W Ha 2-x PecnyOiamkaHCKUX  HAyYHO-TIPAKTUYECKUX

KOH(l)epCHLII/ISIX; IMOCTOSAAHHBIX I'OAOBBIX OTYECTHO-IIPAKTHYCCKUX KOH(i)GpCHL[I/IHX B
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Camapkanackom ¢ummane PHIDOMII, Caml'ocMU (2020-2023rr.); Ha
3aceqaHusAX Kadeapbl BHYTPEHHHX OoJiesHed u Kapauoiorun No2, YueHom

Cogere Caml'ocMY wu np.

Ony0auKkoBaHHOCTHL  pe3yiabraroB. [lo  marepumamam  gucceprauuu
OIMyOJIMKOBAaHO 8- paboT, W3 HUX — 3 KYpPHAJIbHBIX CTaTel U — D5 TE3UCOB

JIOKJIAJIOB.

O0beM u cTpyKTypa auccepranuu. J(uccepranus U3JIOKEHa HA _ CTpaHMIlAX
neuatHoro Tekcra (Microsoft Word), cocrout u3 BBeieHus, 3 T1aB, 00CYKACHUS
pPE3YyIbTAaTOB, BHIBOJIOB, MPAKTUYECKUX PEKOMEHAAIMMN, yKa3aTelsl JIUTEPATypHI,
Biumrovaroriero 100 ucrounuka. TekcT wwmtoctpupoBaH 2 Tabmuiamu, Nell
pucynkamu. Pabora BbimosHeHa Ha kadenpe BHyTpeHHux Oone3Held u
kapauosiorun Ne2 CamI'MY wu B 2-X TEpareBTUYECKUX OTJCIICHHUIX
COPHILIDMII. Bee nabopatopHble 1 MHCTPYMEHTAJIbHBIE METObI UCCIIEIOBAHUS

nposoavrcs B COPHIIDOMIL.
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I'JTABA 1. OB30P JIMTEPATYPBI

1.1.KapaumomuonaTum: 3BOJIONUSI KOHUENIMH MaToreHe3a
Kapauomuonaruu omnpeiensroTcss KaK MHUOKapJAHAIbHBIC HApYIICHUS, IIPH

KOTOPBIX MHOKapP] SIBISICTCS CTPYKTYPHO M (DYHKIIMOHATHHO aHOMAJBHBIM TIPH
OTCYTCTBUU OMPEICTICHHOTO 3a00JeBaHMs, CIIOCOOHOTO BBI3BATh
MHUOKapIHAIbHYIO NaTOJIOTHIO. Kapanomuonatuun TPAIULILOHHO
KIaccu(uIupyoT mo MOpQoJOTHUESCKUM U (DYHKIIMOHAIBHBIM KPUTEPHUSM Ha
YETBIPE KAaTerOpuu: JUIaTalOHHAs KapIHOMHOIIATHUS (AKMID),
runepTpopuueckas KapIUOMHOIIATHS (F'KMII), PECTPUKTUBHAS
kapauomuonarus (PKMII) wu apurmorennas mnpasoxenynoukoBas (IDK)
kapauomuonarust/muctnazus  (AJAIDK/IT).  JAKMII  sBnsercs  naubosee
pacrpocTpaHeHHON (popMoii 3a00JIeBaHUs CEPACUYHONU MBIIIIIbI, COCTABIISIONICH
npuMepHo 60% Bcex KapAUOMHONATUH M XapaKTEPU3YIOLIEHCS IuilaTalnueu
neBoro xkenynouka (JDK) m cucronmmueckor auchyHkmuein. umararmmoHHas
KapJIUOMUOIIATHSI YacTO PAcCMAaTPUBAETCA KakK OOIIMI MyTh HECKOJIbKHUX
CEpPACYHO-COCYAUCTHIX MAaTOJIOTUH.

Kapavomuonatuu kinacCUPUUUPYIOTCS KaK TMEPBUYHBIE U BTOPUYHBIE.
[lepBuuHbIC KapAMOMHOMATHU COCTOSIT M3 HAPYIICHUW, CHEUU(PUYECKH WIH
MPEUMYIIECTBEHHO OTPAaHUYEHHBIX CEPACYHOM MBIMIIEH, KOTOPbIE HMEIOT
Ir€HETUYECKUE, HETCHETUYECKUE WM MPUOOpPETEHHbIE NPUYUHBI. BTOpuYHBIC
KapJIMOMHUOIIATHN — 3TO HAPYLIECHHUS, IPU KOTOPBIX MPOUCXOJUT MOPAKECHHE
MHOKap/ia B pe3yIbTaTe CUCTEMHOTO WIIM TIOJIMOPTaHHOTO 3a0oieBanus [1]. Dtu
KapJIMOMHUOIIATUM MOTYT OBITh TMEPBUYHBIMH HAPYIICHUSIMH MHUOKap/a WIH
pa3BUBAThCS KaK BTOPUYHBIC MOCIEICTBUSI PA3JIMYHBIX COCTOSIHUM, BKJIIOYast
UIIIEMUIO MUOKap/ia, BocaieHUe, UH(EKIINIO, TOBBIIICHHOE JJaBJICHHE MUOKapaa

Wi 00bEMHYIO HArpy3Ky U TOKCUYECKUE areHTHI.

B knaccudukanuu BcecemupHoil opranuzauuu 3apaBooxpaHenHus (BO3)

1980 roma kapaumoMHoOmnaTUX OBUIM KJIACCH(PUIIMPOBAHBI KakK «3a00JeBaHUs
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CepJCYHON MBI HEU3BECTHON 3TUOJIOTHMN», YTO OTPAXKAET OOIIIee OTCYTCTBHE
THOJOTHYECKUX  (PAaKTOpPOB, KOTOpPbIE MOTYT  BBI3BIBATH  CEPACUYHYIO
HenocTaTouHOCTh. Crenyromas kinaccudukanus BO3, onyonukoBanHas B 1995
r., TIpearaga «3a00JieBaHHs  MHOKapJa, CBS3aHHbIE C  CEpIECYHOU
nuchyHkuei» u Bnepsoie Bkaouana AJII1B/]1, a taxke nepsuanyro PKM [2, 3].

bonee nmo3nnee onpenenenue U KiaccupuUKaius KapJIMOMUONATHI ObLIU
peIIoKeHbl [ pynnoi HayqHbIX 3as4BICHUN AMEPUKaHCKOW KapIUOJIOTHYECKOM
acconmanuu (AKA), koTopast IeTUT KapJUOMHOINATUU CIETYIOIMIMM 00pa3oM:
«KapauoMuonaTuu npeAcTaBisioT co00il FeTepOreHHyI0 IpyIny 3ab0JeBaHul
MUOKapa, CBA3AaHHBIX C MEXaHUYECKOM W DSIEKTPUUYECKON UChYHKIHEH,
KOTOpBIE OOBIYHO (HO HE BCETJ1a) MPOSBISIOT HEAJAEKBATHYIO TUIIEPTPODUIO UITU
JUIIATALMIO JKETYTI0UKOB U3-3a PAa3JIMYHBIX 3TUOJOTUH, KOTOPHIE YACTO SBIISIOTCS
renernyeckumu. Kapauomuonatun 1ub0 orpaHUUYEHbl CEpALIEM, JIUOO SBIISIOTCS
YacThI0 TEHEPAJIU30BAaHHBIX CHCTEMHBIX 3a00JI€BaHUN M YacTO NPUBOAAT K
CEpJIEYHO-COCYIUCTOM  CMEPTH WM MPOrPECCUPYIONIEH  MHBAJIUIHOCTH,
CBSI3aHHOW ¢  cepieyHOM  HemoctaTodHOoCThio»  [12,16].  ITockosbky
KJaccu(ukanus KapAuOMUONATHI 3aTpy/IHEHA HU3-3a TOTO, YTO STUOJIOTHS WIH
naTo(hU3MOJIOTUS HE BCET/1a BBISICHEHBI, B OOBIYHONW KIMHUYECKON MPAaKTUKE HET
€eIMHOTO MHEHHS O TMOoAXoJax K Kiaccupukauuu. Jias mnpoaBuxeHUs
CTaHJAAPTHOM HOMEHKJATyphl MOCIEAHUE 3HAaHHUS OO0 OCHOBHBIX MPUYMHAX U
naTopU3MOJOTUN  KapAUOMHONATUH  ObUIM  pealu30BaHbl B CUCTEME
Kiaccuukanuu Kapauomuonatuii kak oT uMeHn AKA, Tak U OT HMEHH

EBpomnetickoro o6miectsa kapauosoros (ESC) [4,21,36] .

AKA nenut xapauoMHONAaTUU HA ABE OCHOBHbBIE TPYMIIbI B 3aBUCUMOCTH
OT MPEUMYIIECTBEHHOIO MOpa)XX€HUs1 OpraHoB. llepBUYHBIE KapAMOMHOIIATHU
(reHeTHYEeCKHE, HEreHETUYECKHe WM MNPUOOPETEHHBIE) OrpaHUYUBAIOTCA
UCKIIIOUUTEIFHO WA MPEUMYIIECTBEHHO CEPJCYHOW MBIIIIEH M BCTPEUYaIOTCS

OTHOCUTEIIBHO  pexe. BropuuHble  KapIMOMUONATHM  JEMOHCTPUPYIOT
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MMaTOJIOTUICCKOC ITOPAKCHUC MHUOKApAA KaK 4acCTbhb pAda CHCTCMHBIX MaTOJIOTUM

[5, 22, 31].

B 2013 romy Bcemupnas enmepamus cepama  IpeasioKIIIA
knaccupukanmo  MOGE(S) mn1s  QeHOTUN-TeHOTUITHOW — HOMEHKJIATYpPhI
kapauomuomnarnii[16,23,54]. Dta kmaccudukamus mpeiaracT HO30JI0THIO,
VYUTHIBAIOIIYIO TIATh XaPAKTEPUCTHK KapPJAHMOMUONATHYCCKUX HAPYIICHHIA:
MopdodyHkimoHaibHoe  coctostHue (M), mopaxkenue opranoB  (O),
reHeruueckoe HaciegoBanue ((G), sthosoruueckyro anHotauuio (E) wu
dbynkunoHaigbHoe coctosiHue (S) B coorBeTcTBUM co cTaaueit AKK/AT'A u Heto-
ﬁopKCKaﬂ kapauosornueckas accomuanust (NYHA) [-IV  dyskimonanbHbiit
knacc. OmnmcaHWe TMATH XapaKTepPUCTUK OOECIEeYrBaeT KiIacCU(DUKAIMIO 10
ob6o3nauenuto MOGE(S). Knaccudukanus MOGE(S) umeet psa npeumyiiects
B OTHOIIEHUH OJHOBPEMEHHOTO MaKCHMAaJIbHOTO OINHUCAaHUs 3a00JeBaHHS C
KJIIMHAYECKOM M T€HETHYEeCKOW Touek 3peHus. OqHako 3Ta kiaccuukanus He
COOTBETCTBYET JMAarHOCTMUYECKHUM KPUTEPHUSM KapAUOMUONATUH B psne
KIIMHAYECKUX CHUTYalluid M HE BCETra MOXXET MPUMEHSTHCA B KIMHUYCCKOU
MPaKTUKE H3-32 OTCYTCTBUS TEHETHYECKOTrO TECTHPOBAHUS BO MHOTHUX
KIIMHAYeCKnX IeHTpax. C apyroil CTOPOHBI, KiaccH(HKaIvs, OCHOBaHHAs Ha
CUCTEMATHYCCKOM TEHETHYECKOM TECTUPOBAaHMM ¥ MOHHUTOPHHIE, MOXKET
MPUBECTU K THIEPIUATHOCTUYECKUM COCTOSIHUSIM 0€3 KIIMHUYECKH OYEBHJIHBIX
MPU3HAKOB KAPJUOMHOMATHM MW OTCYTCTBHS KIMHHYECKOTO (HEHOTHIA.
HeoOxoaumbl  manmpHEWIIMEe TEHETUYECKHWE WCCIENOBAaHUS ©  pa3paboTka
MHOTOIIEHTPOBBIX PETUCTPOB, UTOOBI MPOSICHUTH KIMHUIECKHE TPEUMYIIECTBA U

caenaTh 0oJiee mpakTUUHOU Kkinaccudukanuio kapauomuonatuiit MOGE(S).

JOKMII  npencraBiasier  coboii  Haumbosiee  pacnpoOCTpPaHEHHYIO
KapJMOMHOIIATUIO BO BCEM MHpE. OTO 3a00JICBaHUE CEPICYHOW MBIIIIIHI,

OoIIpCACIIACMOC HAJIMYKUCM PACIIMPCHHBIX M ILIOXO (bYHI(LII/IOHI/Ipy}OIHI/IX JICBBIX
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Wi 06oux KeaygouykoB. OH MOXeT ObITh NEepBUYHBIM (TE€HETUYECKUM,
CMEIIaHHBIM WM TPEUMYIIECTBEHHO CEMEHHBIM HETCHETHYECKUM WA
NpPUOOPETEHHBIM) WM BTOPUYHBIM (BOCHAIUTENHHBIM, ayTOMMMYHHBIM WA
TUPEOTOKCHYECKHUM). DTO 3a00JIEBaHHE MOKET OBITh TUATHOCTUPOBAHO B CBSI3H C
BBISIBICHHBIM ~ CEPJIEYHO-COCYAMCTHIM  3a00JIeBaHUEM;  OJIHAKO,  YTOOBI
kBanuipoBarbes kak JJKMII, crenens AUCHYHKIMH MUOKApJa HE MOMKET
ObITh OOBSICHEHA WCKIIOYUTEIIBHO aHOMAJIBHBIMU YCIOBHSIMHU  HArpy3Kd
(runepTeH3us WK 3a00JIeBaHKE KJlanaHa) WIK UIIeMUYEeCKO 00JIe3HbI0 ceplia
[4,7,20,28,]. BonbIioe KOJIMYECTBO CEPACUHBIX H CHCTEMHBIX 3a00JICBaHHI MOTYT
BBI3BIBATh CHCTOJIUYECKYIO quchyHKIuIo 1 auiaTaruio JDK, Ho B GonbmMHCTBE
CllydaeB OMpeNeJieHHass TMpUYMHA HE BBIIBISETCS. OJTO TMPUBEIO K
pacmpoCTpaHEHUIO TEPMHUHOJIOTHH UUOTIaTHIeCKas TUIaTalMOHHAS

kapauomuonarus (MK).

PacmipocTpaneHHOCTh B OOIIEH MOMYJISIIIMM OCTAE€TCsS HEOIpeneICHHOM.
OTO0 paccTpoiCTBO pa3BUBAeTCs B JIFOOOM BO3pacTe, y JitoOOTo MoJsa U 'y JroAei
JH000T0 ATHUYECKOTO TTpoucxokaeHus [8,9,25,38,54]. V B3pocasix JIKMIT vamie
BO3HHMKAET y MYXKYUH, YeM Y JKEHIIUH. Y JeTeil exeroaHas 3a00JIeBacMOCTb
coctrassier 0,57 cnydas Ha 100 000, HO y MaTbYMKOB OHA BBIIIE, YEM Y JE€BOUYCK
(0,66 potuB 0,47 cnyqas Ha 100 000, P < 0,006). Cuuraercsi, 4To ABE TPETH
JIeTel cTpadalT uauonaTtuyeckuM 3aboneBaHuem|[4,45,58,64]. YV B3pocibix
pacnpocTpaHeHHOCTh cocTaBisieT 1 Ha 2500 yenoBek, ¢ wactoror 7 Ha 100 000 B
roJi (HO 3TO MOXET OBITh HEIOAMArHOCTUPOBaHO). Pactipoctpanennocts JIKMII
B CIHIIA (¢ mnompaBkoili Ha Bo3pacT) cocraBmsier 36 nHa 100 000
Hacenenns[84,90,97]. DrTuosorus BKIIOYACT TEHETHUECKYHO Tmepenady (1o
OLICHKaM, 30-40%), UACHTU(PUIHUPYIOILYIO CEMENHYIO JIKMII,
IIUTOTOKCUYECKUE  arcHThl  (HampuMep, TPOU3BOJHBIC  aHTPAIMKINHA),
HeJloelanre (HarpuMmep, AepUIuT 0enka), MUOKapAUT (BUPYCHOM 3THOJIOTUN) U

ayTOMMMYHHOe 3a0oyieBaHre. Bo MHOruX ciydasx 3aboseBaHHe TEepeaaeTcs Mo
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HACJIEACTBY M Ha3bIBAETCS CEMEHHOM JWIATAMOHHOM KapAMOMHUOIIATHEU
(CKMII). Cemeitnbiii Tun Moxet coctaBiasate 20-48% Bcex ciywaes[10].
3ameTHBIM TIporpecc ObLI JOCTUTHYT B uccienoBaHusx reHetuku JJKMIIL.
bonpIIMHCTBO T€HOB, BOBIIEUEHHBIX B pazButue JJKMII, konupyroT CTpyKTypHBIE
AJIIEMEHTHl KapAMOMHOLIUTOB, OCOOCHHO AacCOLMUPOBAHHBIA C JauUCTpodueit
TJIMKONTPOTEUHOBBIN KOMIUIEKC WM KOMIOHEHTHI CApPKOMEPHOTO KOMILIEKCA.
['eHeTMyeckas MNpPeapacionoKEHHOCTh MOXET WIPaTh pELIAIONIYI0 pOJb B
pa3BuTuu nepBuuHoil U BropuuHoi JIKMII. B HacTosiiiiee Bpemsi moka3aHo, 4To
6onee 30 ayTocoMHBIX U 2-X-CLEIUIEHHBIX T€HOB npeapacnoiaratotr kK JIKMII, u
YHUCJIO 3TUX F'€HOB OYyJeT NMpOoJ0JDKaTh yBeIUUHUBaThCs. MIMeroTcs noctatouHbie
JAHHBIE O TOM, YTO IPU BOEPBbIE yCTaHOBIEHHOM auarnode MK kinnHndeckunii
CKPUHUHI 4YJIEHOB CEMbHM IE€PBOM CTENEHH POJICTBA BBIBUT CEMEWHYIO
(renetnueckyro) JIKMII y 20-35% stux uneHoB cembr. HemaBHue pykoBo/icTBA
PEKOMEHIYIOT ITPOBOJUTH I€HETUYECKOE TECTUPOBAHUE B CEMBSAX, B KOTOPBIX
nopospesaercs cemennas JJKMII, nis panHel AMarHOCTUKHA Kap IMOMHUOIIATHH Y
usieHOB ceMbH[56,78,82].

Hwnarno3 CKMII craBurcsa, korma HWMKMII nmmarHoctupyercs y IBYX
OJIM3KOPOACTBEHHBIX WICHOB ceMbH. Okono 20-48% caydaeB JAKMII HocsaT
CEMEMHBIA XapakTep, XOTS M C HEMOJHOW NEHETPAHTHOCTHIO, 3aBUCAIIECU OT
BO3pacTa, U CBSI3aHBI C pazHOOOpa3HOM rpynmnoil u3 6osee yem 20 JOKYCOB U
reHoB [10,23,67]. XoTs TreHETHUYECKH TeTEPOTCHHBIM, MPeOoOIaIaroluid THII
HacienoBanus g JAKMII daBnsiercss ayTOCOMHO-JOMHUHAHTHBIM, € X-
CIEIUICHHBIM ayTOCOMHO-PELIECCUBHBIM U MUTOXOHIPUAIbHBIM HACJIEOBAHHUEM,
BCTpevaronmmcs pexe. Takum oOpa3zom, pu cOOpe CeMEeHOro aHaMHe3a 0co00e
BHUMAaHHE CJEeAyeT YACNSITh aHaAMHE3y MBIIIEYHON AUCTpOodUU, 0COOCHHOCTAM
MUTOXOHJPHAILHOTO 3a00jieBaHusl (Hampumep, CEeMEWHBbIN nualer, TIIyXoTa,
AIUJIETICUSI UJTU HACJIEICTBEHHOCTh M0 MATEPUHCKOM JIMHUHN ), a TAK)KE TPU3HAKAM
¥ CUMIITOMAaM JPYTHX HACJICJCTBEHHBIX MeTa0oJaMuecKux 3abosieBanuii [13,

45,51]. HeckoabKO MYTaHTHBIX T'€HOB, CBA3aHHBIX C ayTOCOMHO-JIOMUHAHTHBIM
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DCM, KomupyrOT T€ € COKPAaTUTEIhHBIE CApKOMEpPHBIE OCJIKH, KOTOPHIC
orBeTcTBeHHbl 3a HCM, BKimodas o-cepAeyHblid aKTHH; O-TPONOMHO3HH;
cepaeunbiii TponionnH T, I u C; Tspkenble nenu - U o-MHUO3UHA; U MHO3MH-
ces3eBatonuit  6emoxk C. T'eHpl, Koampylomme O€loK Z-AucKa, BKIIOYAs
MbIeYHBIH  Oenmok  LIM, o-aktunmH-2, ZASP w TuTHH, Takxke OBLIN
unentuunuponansl. JIKMII Takxke BbI3BIBA€TCS PAIOM MyTallMii B JIPYrux
reHaX, KOOUPYIOIMHX OCJIKH ITUTOCKEIEeTa/CapKOJEMMBI, SICPHON OO0OJIOYKH,
capkoMepa U TPAHCKPUIIMOHHBIX KOAaKTUBATOPOB. Haubonee
pacrnpoCcTpaHEHHBIM W3 HUX, BEPOSITHO, SBIAETCS TeH jamuHa A/C, Takxke
CBSI3aHHBIN C 3a00JI€BAHUEM IMPOBOMASAIIEH CUCTEMbI, KOTOPBIA KOJAUPYET OEIOK
MIPOMEKYTOUHOTO (prstlaMeHTa sijiepHOM 000JI04KK. MyTaluu B ’TOM I'eHe TaKkxKe
BBI3BIBAIOT MBIIIEUHYI0 AucTpoduio Dmepu- pelidyca. [Ipyrue rensr JKMII
ATOTO THUIMA BKIIOYAIOT JECMHUH, KABEOJIMH U - U 0-CAPKOIJIMKAH, a TaKXKe I'eH
MUTOXOHApHabHOM JabixaTenpHOM 1enn [90,94]. X-cuemnennsiii  JIKMII
BBI3BIBAETCA T'€HOM MbIIeyHON auctpoduu iomieHHa (auctpoduHoM), Toraa
kak G4.5 (tadaz3uH), MUTOXOHAPUATBEHBIN OEJOK C HEU3BECTHON (yHKIIHEH,
BBI3BIBAET CHUHIpPOM bapra, KOTOpbHIA MpeACcTaBiseT Cco00N X-CIEIUICHHYIO
KapanockeneTHyro muonatuto [97,98] .

1.2. DnuaeMuoI0rnYecKue aCNeKThl JUIATANNOHHON KapAUOMHONIATHH

Junarauvonnas kapauomuonatus (JAKMII) xapakrepusyercss aunaranueit
JIEBOTO JKEITy104Ka U, KaK CJIEJICTBUE, COKPATUTENIbHOM nuchyHkiueit. [Tpuunnbl
JKMII paznoo6paszubl. JIKMII wacto BoO3HUKAaeT B pe3ysbTaTe MHOKApIWTa,
BO3JICUCTBHS QJIKOTOJIS, HAPKOTUKOB WJIM JIPYTUX TOKCHMHOB, METa0OIMYECKUX
WJIM DHAOKPUHHBIX HapyueHui. [IpumepHo y 35% manueHToB MOKHO BBISIBUTH
IeHETUYECKUE MYTAIUH, KOTOPbIE OOBIUHO 3aTParuBaoT I'eHbl, OTBETCTBEHHBIE 32
OCeJNKM  LMTOCKesdeTa, capkoMepa U siiepHoM  oOosouku. M3-3a  ero
HEOJHOPOJIHOCTH HeoOXoauma JeTalbHas JUAarHOCTUYeCKas paboTa, YTOOBI
ONPEJENIUTh KOHKPETHYIO OCHOBHYIO IIPUUMHY U UCKIIOYUTH JIPYTUE COCTOSTHUS

¢ epekpbIBarouMcs peHoTurnoM. Y 60sbHbBIX JIKMII nposiBisioTCS TUITMYHBIE
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CUMITOMBI CHCTOJIMYECKOM CEpPACYHOM HEAOCTATOYHOCTH, HO TI0 MeEpe
MIPOTPECCUPOBAHUS 3a00JI€BAHUS TIOSBISICTCS U AUACTONMYecKast AuchyHKIus. B
3aBUCUMOCTH OT OCHOBHOW matosiorun Yy mnamueHToB ¢ JKMII Ttakke
MPOSIBISIIOTCS.  APUTMHH, TPOMOOAIMOOTNYECKHE SBICHUS WM KapAUOTECHHBIN
mok. [IporpeccupoBanue 3a0oeBaHUsI U MPOTHO3 B OCHOBHOM OMIPEACIISIIOTCS
TSOKECTHIO 3a00J1€BaHMS U 00paTHBIM PEMOJICIIMPOBaHUEM B ceptie. Hanxy it
MIPOTHO3 HAOIOJAETCS y MAIMEHTOB ¢ caMOW HU3KOW (pakield BRIOpoca win
TSOKEJIOW  JUACTOJIMYECKON AUChYHKIMEH, MPUBOJAIICH K TEpMHUHAILHON
CEpJICYHON HEJOCTATOYHOCTHU C MOCIEAYIOEeH HEOOXOUMOCThIO UMILTAHTAI[UN
BCIIOMOTATENIbHOIO yCTPOMCTBA JIEBOTO JKEIYyAOUYKAa WJIM TpaHCIIAaHTAlUU
cepaua. JlekapcTtBa OT cep/IeUHOM HEJOCTATOYHOCTHU M almapaTHasi Tepanus Ha
OCHOBE PEKOMEHJAIMA CHUXKAIOT 4YacTOTy TOCHUTAIU3AUN 1O TOBOAY
CEepJCYHOM HEJOCTATOYHOCTU M YIYYIIAIOT BBIKHWBAEMOCTh. YTO TMPUBOJUT K
TEPMUHAIBHOM CEPACYHON HEIOCTATOYHOCTH C MTOCISAYIOIIEH HE0OXO0JMMOCTHIO
MMIUIAHTAIlUM  BCIIOMOTATEJIBHOTO  YCTPOMCTBA JIEBOTO  KEIYJ0YKa WM
TpaHCIUIAaHTAallMK  cepjia. JIekapcTBa OT CEepAEUYHOM HEIOCTaTOYHOCTH U
ammapartHasi Tepanusi Ha OCHOBE PEKOMEHJAlUM CHIDKAIOT — YacTOTy
FOCHUTAIM3AIMN TI0 TOBOJY CEPACYHOM HEJOCTATOYHOCTH U  YIy4IlIaroT
BBDKMBAEMOCTb. YTO MPUBOJAUT K TEPMUHAIBLHOM CEpACYHON HETOCTATOYHOCTH C
nocJeaAyriei He00X0IUMOCThHIO UMITJIAHTALIMKM BCTIOMOTaTEILHOIO YCTPONCTBA
JIEBOTO KETyJAOYKa WM TpaHCIUIAaHTAlMU cepiua. JIekapcTtBa OT cepaeyHOn
HEJIOCTATOYHOCTH W ammnapaTHas Tepanus Ha OCHOBE PEKOMEHJAIMN CHUXAIOT
4acTOTY FOCIUTAIU3AIMHN TTO0 TTOBOIY CEPACYHON HEOCTATOYHOCTH U yIIy4IIIatoT

BbDKHMBaeMoCTh[23,44,58].

Kapauomuonaruu npeacTaBisitoT cOOON KIMHUYECKHM T€TEPOTreHHYIO TpYIIIY,
KOTOpasi BKJIIOYAET CTPYKTYPHbIE U (PYHKIIMOHAIbHBIE U3MEHEHUSI B CEPJIEUHOM
MBIIIIE, O0YCIOBIECHHBIE MHOYKECTBOM pPAa3JIMYHBIX OCHOBHBIX MPUYHH, JHOO
OTPaHUYEHHBIX CEPALIEM, JMOO YacThl0 TEHEPATU30BAHHBIX CHUCTEMHBIX

3aboneBanuii. B 2006 romy MapoH u coaém . mpensioxuil KiacCU(pUKAIUIO
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KapJIUOMHUOIATHI, B KOTOPOM YUYUTHIBAIIUCH 3HAHUS O MOJIEKYJISIPHO-
TEHETUYECKUX OCHOBAX HEKOTOPBIX pPAHEE W3BECTHBIX HO30JIOTUN. ABTOPBI
NPUHITUITHATBHO paznuyaror NEepPBUYHbBIC u BTOPHUYHbIE
KapauoMuonatuu. [lepBuuHble  KapJUOMUONATAM  HUMEIOT  T'€HETUYECKHE,
cMellaHHble (TeHEeTMYECKHE W  HEreHeTHMYECKUE) WJIM HETeHETUYECKUe
(mpuoOpeTeHHbIE) MPUYUHBI u OTPaHUYUBAIOTCS UCKITIOUUTETLHO
cepauem. Junararmonnas kapauomuonarus (JIKMII) oTHocuTcs K mepBUYHBIM
U CMEIIAHHBIM KapJUOMHONATUSIM. BTOpUYHbIE KapJUOMHUOMATHH TOPAKAIOT
ceplilie KaK YacTb CHUCTEMHOro 3a0oJyieBaHMs (HampuMep, aMHIOUA03,
reMOXpOMAaTO3 WM CapKOUI03), HO TSDKECTh KapJUaJIbHOTO TMOPaKCHUS

SHAYUTCIIBHO PAa3JIN49acTCA MCKIY 9THUMHU COCTOSAHUAMM.

JAKMII sBisiercss oaHOM u3 HamboJiee 4YaCThIX MPUYMH  CEPJICUYHOU
HEJIOCTATOYHOCTH C MPEAIOIAraeMoO pacupoCTPaHEHHOCThIO TpuMepHO 1:250-
400 u mo 1:2500 B obmeii momymsuuu[12,34,67] . 3aboneBaemocts JIKMII
coctaisieT 5S—7 cirydaeB Ha 100 000 yenoBek B roa. B nienom npaBuiibHas OlLIEHKA
PacIpOCTPAaHEHHOCTH JIOCTATOYHO ciokHa. CienoBaTenbHO, 00a YKcia MOTYT
ObITh W3MEHEHBI, TMOCKOJBKY PpPaCIpOCTPAHEHHOCTh BHIIIE B CJIa00pPa3BUTHIX
CTpaHaxX u3-3a HE3apPErMCTPUPOBAHHBIX WJIM HEBBIABICHHBIX cliiydaeB. boiee

TOTO, HCIIOJHAA IICHCTPAHTHOCTD 00JIC3HU WU IIO3JHCC HaydaJlo Oone3Hu

usaMensiet 3t b poi[23,45].

®enotun JIKMII B 0CHOBHOM XapaKTepU3yeTCs AUIaTalluen JIEBOTO KEITyJ0UKa
U COKpaTUTEIbHON JUCHYHKIIMEH MpH OTCYTCTBUU THIEPTEH3UH, KJIaraHHBIX
MIOPOKOB, BPOXKJEHHBIX IIOPOKOB Cepjilla WM 3HAYUTEIBHOTO TOpPaKEHUS
kopoHapubeix aptepuid (MBC). [lpuuuner  JIKMII wMoxkHO pasznenuTs Ha
F€HETUYECKUE W HEreHETUYECKHEe, HO MEXIy OTUMH JABYyMS TCpyHIaMH
CYIIIECTBYIOT coBmajeHus. Hambomee pacmpocTpaHeHHBIE MATOJIOTHH JIEKaT B
OCHOBE PEAKTHUBHBIX U3MEHEHUM, TAKUX KaK BOCTIAJICHUE (BUPYCHBIN MUOKAPIUT

WIM ayTOMMMYyHHOE 3a00JIeBaHUE), AJIMMEHTApPHO-TOKCHUUYECKHUE BO3JIECHCTBUS
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(ayIKOrOJIB, HAapKOTHKHU, XEMOTOKCHHBI) U HapyLIECHUs oOMeHa
BemecTB. ['enernuecku oOycnoBnenHas JIKMII, BbI3BaHHass MyTUPOBaHHBIMH
reHaM{, KOJUPYIOUIMMHM O€JIKM ILMTOCKEJEeTa, CapKoMepa WU SICpHOM
000J104KH, cocTaBisieT okojo 35% Beex ciydaeB JJKMII. Onpenenenune JJKMIIT
CHELMAJIBHO  MCKIIIOYAeT MIIEMHUYECKyl0 ©0oje3Hb cepaua. OnHako mpu
XPOHUYECKOHN MIIEMUYECKOM 00JIE3HH cep/lia MOBPEKIAIOTCS HEMOCPEICTBEHHO
KapJAMOMHUOILIUTHL. DTO  BBI3bIBACT KOATyJSLMOHHBIA HEKpo3 ©  (Puodpo3
(pyOueBanue), 4to MPUBOAUT K comoctaBuMoMy denotuny JIKMII wu3-3a
APXUTEKTYPHOIO HMCKAXEHUs KapJAUOMHUOLMTAPHOIO CHUHLUTUA U OcCHabIeHus
COKpaTuTenbHOU cuibl. [Iporno3 xyxke, yem y mamuentoB ¢ JKMII

HEHUIIIeMHUYCCKOM aTnomorun[46,57,71].

Kimnanueckoe teuenne nanmeHtoB ¢ JIKMII ynuBuTENbHO reTeporeHHo, 4ro B
OCHOBHOM CBSI3aHO C IIUPOKUM CIHEKTPOM TE€HETUYECKUX W HETCHETUYECKHUX
tpurrepos[11,24,67]. Y OOJbIIMHCTBA TAIIMEHTOB CHMIITOMBI TOSBISIOTCS B
Bo3pacte oT 20 mo 60 ner, HO Takke MOryT ObITh 3aTpoHYThl AetH (JKMII
coctaBisier 10 60% nerckux kapauomuonatuii). OcoOeHHO TpU CeMEHHON U
uauonatuyecko JIKMII mamueHTsl MOTYT OBITh OECCUMIITOMHBIMU B T€UCHUE
JUTUTEILHOTO BPEMEHM WM JIaXKe Ha MPOTSHKEHUU BCEU KU3HHU, B TO BpeMsl Kak
OTUYETJIMBBIC NpU3HAKKU HacneacTBeHHoN JIKMIT (nunaramnust kamepsbl, CHUKEHHE

dbpakuuu BeIOpoca Wi GuOpPo3) Morau ObITh OOHAPYKEHBI Ha Oojee paHHEn

craanu[98,100].

OO6b1unO y marenToB ¢ JIKMIT Habmomar0TCsi THMWYHBIC PU3HAKK CEPIACTHON
HEJIOCTATOYHOCTH (MPOTPECCUPYIOINIAsT OJIBIIIKA, OTEK JIOABDKEK, OPTOIHO),
CHIIKEHHE TOJICPAHTHOCTH K (PU3MYECKON HArpy3Ke) WM apUTMUM [OCOOCHHO B
ciyqae mytauuii ramuna A/C (LMNA) |, mpombosmbonuueckue ociodxcHeHus u
6He3anHas cepoeuHass cmepmo. be3 nedeHus 1-JMeTHsSST  BBDKMBAEMOCTH
cocraBisieT 70-75%, a 5-neTHssS BBDKMBAEMOCTh cocTaBisier Bcero 50%. /e

TPETU MOPAKCHHBIX IMAIMCHTOB YMHPAIOT H3-3a OTKa3a IIOMIIbI, ITIOCJIC 4Y€T0 B
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OJIHOM TpEeTH CllydyaeB HACTylaeT BHe3alHas cepiaedyHas cMepTb. CMEepTHOCTH
MOBBIIIAETCA C YBEJIMYEHUEM CTEIIEHH IOPAKEHUs CepALd, YCUIECHHUEM
COKpPATUTEIbHOW  HEJOCTATOYHOCTH, BO3HUKHOBEHUEM  JUACTOJINYECKOU
TUCHYHKIIMM C TIOBBIIICHHBIM JaBJICHUEM HAMOJHEHUs, (YyHKIIMOHATHLHOM
peryprutanmeii mutpanbHoro kiamnana (®MP), aucdyskiumeir mpaBoro
wenynouka (IDK) unu cepieyHbIMH apUTMHSIMU — BCE 9TO SIBJISIETCS SIBHBIMU
IpU3HAKaMU MPOTPECCUPYIOMIETO cepaeuHbIN (rudpo3. Y 25% Bcex ManueHToB ¢
octpeiM Hauasom JIKMII naGnrogaercs ynydienue ppakiuu BeIOpoca JIeBOro
xenynouka (OBJDK) B o0CHOBHOM B pe3ysibTaTe 0OpAaTHOIO PEMOJIETUPOBAHMS,
BBI3BAaHHOTI'O TEPANMEN, HO y MAUEHTOB ¢ OoJsiee JINTEIbHBIMU CUMIITOMaMu (>
3 MecdlleB) W M3HAYAIBHO TSKEIOW CEeplIeYyHOM IuCyHKIMEH Bpsia JH
BBI3IOPOBEET. [[pyruM mapaMeTpoM, BIHSIOIIMM HA IPOTHO3 NALHUEHTOB C
JAKMII, sBasercs AWHAMHYECKHUW MPOLECC, Ha3bIBa€MbI  0OpaTHBIM
peMozenupoBanueM Jyeoro xkenynouka (PJDK), koTopbiit MokeT JIUTHCS 10 2
net.PJDK onpenensiercs kak ynyumenne @B JDK u ymensmieHune pasmepoB
JEeBOro kemynouka, yto npoucxonut y 40% Bcex mnanuentoB ¢ JIKMII u
neMmoHcTpupyeT, uto JIKMII He 00s3aTenbHO SBISETCS TOJBKO HEOOPATUMBIM
IpOrpeccUupyronuM 3abojieBaHueM Muokapnaa. Kpome Toro, u3BecTHO, 4TO
nuchyHKIMs IpaBoro xenynouka, DMP, 6i1okana neBoit HOXXKH Iydka [ 'nca niam
bulOpuIIsIIUs TpeACepAnil y4acTBYIOT B MPOrPECCUPOBAHUYN 3a00JI€BaHUS U —
B jgononHeHne k PJIDK — paccmarpuBaroTcsi Kak «KOMIUIEKCHOE OOpaTHOE
peMojieTupoBaHue cep/ia». Bee 3T yKka3zaHHbBIE TapaMeTPbl TAKKE MOTYT OBITh
HCIIOJB30BaHbl B KauecTBE Mepbl A(PGEKTUBHOCTH Tepanuu, HampuMmep,
ONTUMAaIbHOU MEIMKAMEHTO3HOU Tepanuen WIIA CEepACYHOM
pecunxponmupyomeit  teparmedi  (CPT). Ho  gaxke  mammeHTsl ¢
BOCCTAHOBJICHHOM  CEepJCYHON  (YHKIMEH HyXIalTCd B  PETYISIPHOM
KIMHAYECKOM  HaOMIOACHWHM W TPAaBWIBHOM  JICYCHUH  CEPIICUHOU
HEJI0OCTATOYHOCTH, MOCKOJIBbKY MOJaBIIAIONIee OONBIIMHCTBO TAKUX MAIlMEHTOB

TIOJIBEPIKEHBI BBICOKOMY PHCKY TIOBTOpPHOM JAekomMieHcanuu[87,89,94].
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1.3. MoJiekyJ/JisipHble OCHOBbI BOSHUKHOBCHUSA TWIATAIMOHHOM
KAPAMOMHONIATHM B 3aBUCHMOCTH OT ITHOJIOTHYECKHUX (PAKTOPOB
MonekyasipHBIMH OCHOBaMHU HENPaBUJIBHOW apXUTEKTYphl Ceplla MpHU

JAKMII SIBIISIFOTCSA U3MCHCHUSA CTPYKTYPBbI 151 cocraBa
KapIUOMHOLUTOB. MI3MEeHEHN MOTYT HOCUTh PEaKTUBHBIN WIIM HACIEACTBEHHBIN
XapakTep W MPHBOIUTH K peMoJIeIpoBaHuio Muokapaa[l2, 23]. DTo BeI3bIBacT
XOpOILIO  M3BECTHBI  (PEHOTUIl JIOCKYTHOTO JIEBOTO  JKEIyJ0uYKa, TJe
KapJIMOMHUOLIUTHI YEPEAYIOTCA C HEKPOTUYECKUMHU U (UOPO3HBIMU TMSTHAMU U
NEePUOANYECKUMHU  KaIbIIU(UKAIUSIMU. DTH  MEXaHU3MBl  YBEJIUYUBAIOT
JAACTOJIMYECKOE JaBJICHUE U JWJATAlHUI0 JKEIyAO4YKa, YTO IMPUBOJIUT K
camwkennto ®B JDK, yXyAllleHHIO [MACTONMYECKOW AUCPYHKIUH U, Kak
CJIEACTBUE, K KIMHUYECKUM cumnTomaM. Heipo-rymopanbHas akTuBauus Opu
CHIW)KEHHOM (Ppakimu cepJeyHoro BbIOpoca [cekpelus KaTeXOJIaMHHOB,
CHIPKEHHME aKTUBHOCTHU OJTY>KJArOLIEro HEpBa, aKTUBAIMs PEHUH-aHTUOTEH3UH-
anpaoctepoHoBoii cucrembl (PAAC)] mOmOTHUTENBHO CIOCOOCTBYET CTpEcCy
creHkn skenymouka[l9,20]. Jlexamiyue B OCHOBE MOJIEKYJIIPHBIC MEXaHU3MBI
PEMOJEIUPOBAHUS AEMOHCTPUPYIOT CIIOKHYIO CE€Th KIIETOYHBIX CHUTHAJIbHBIX
IyTEH, KOTOpBIE Ha CETrOHALIHUN JIEHb V3yYECHBI HE
noiHocThio. Tpancopmupytromuii pakrop pocta ( TGF- ) Gera siBiisieTcst olHUM
13 OCHOBHBIX (pakTopoB pa3Butus Gudposa Bo BceM opranuzme. PAAC saBnsercs
OCHOBHBIM PETYJISATOPOM apTEPUAIBHOTO AaBieHUs U akTuBupyercs npu JKMII
KaK KOMIICHCATOPHBIM MEXaHU3M. bbL10 moka3aHo, 4To aHTMOTEeH3UH I, KOTOpBIN
sBasiercs yacthio PAAC, aktuBupyer TGF-6era, a Tarke untepneiikun (IL-)
11; o6a Mapkepa , MO-BUIMMOMY BOBJICUCHBI B MATOJOTUYECKHUE MEXAHU3MBbI
peMojenupoBaHus Muokapja, Hadbmomaemeie pu JJKMII. TGF-6eta n IL-11
AKCOPECCUPYIOTCS HA OYEHb HHU3KUX YPOBHAX B 3JI0POBOM MHUOKApJE, HO
UHIYIUPYIOTCS B OOJIbHOM cepaiie. X skcrpeccusi cBS3aHa U MPEAIIECTBYET

9KCIIPECCHUHU HU3BCCTHBIX OeJIKOB BHCKJICTOYHOI'O MaTpHKCa, KOTOPLBIC

26


https://onlinelibrary.wiley.com/doi/full/10.1111/joim.12944#joim12944-bib-0024

YBEJIIMYUBAIOTCA BO BpeMs oOpa3oBanus ¢ubpo3a U peMOJETUPOBAHUS
muokapna[30,42]. Bo BpeMs peMoIenuMpoBaHUS — cepiala  MHAYIHPYETCS
nuddepeniupoBka MHOPUOPOOTIACTOB («aKTUBHOE» COCTOSIHUE CEPJICUHBIX
¢bubpobmactoB). Bce mm MuodgudpoOIacTsl SBISIIOTCS TPSIMBIMH TTOTOMKAMH
ceplieuHbix (¢GuOpodmacToB, ocraercs HescHbIM. Murubuposanue TGF-6eta
MOXET MMETh TeparneBTUuueckuil 3¢dexT npu psagae GuOpo3HBIX 3a00JEBaHUIMA
cepaua, Bkioudas [IKMIIL OnHako wW3-3a €ro CUCTEMHBIX M IUIEHOTPOITHBIX
byHKUMIA ~ Tpeanonaragoch — HalW4YMe  MHOTOYHUCIEHHBIX  MOOOYHBIX
apdexToB. Tem He meHee, nHruOMpoBanue [L-11 MoxkeT ObITh MEPCIEKTUBHBIM
aJIbTEPHATUBHBIM TTOIXOOM.

W anonaTtudeckoe-BOCIaTUTENIBHOE, BUPYCHOE WIn ayTOMMMYHHOE
OIOCPETOBAHHOE paspylieHue KapJMOMHUOLIUTOB OMOCPEA0BAHO
HEIOCPE/ICTBEHHO uepe3 Buponatudeckue 3P ekt (ocTpas dasza) Uik KOCBEHHO
yepe3  LMUTOTOKCHUYHOCTb,  ONOCpEeAOBaHHyr  T-kierkamu  (mogoctpast
¢daza). XpOHMUECKUN BOCHAIUTEIbHBIA OTBET MPUBOJUT K BOCHAIUTEIBHOU
nunatanronnoy kapaunomuonatuu (BK), moaruny nepBuyHOM MpruoOpeTeHHOM
JIKMII. OcHOBHBIE MATOJOTUU (HAIIPUMEP, BUPYChl) U U3MEHEHUSI B CEPJIEUHOM
MBIIIIE MOTYT OBITh TOJATBEPKIAEHbl TUCTOJIOTUYECKH C  IOMOUIbIO
SHIOMHOKapauanbHoi ononcun[87, 91].

BaxxHOM npUUMHON NpPUOOPETEHHOM NEPBUYHOM KAPAMOMHOIATUU SIBIISAETCA
MUOKapIuT. Ba)kHO KOHCTaTHpPOBaTh, YTO HE TOJIBKO KapAHWOTPOIHBIE BUPYCHI,
HO TaKkKe TpHOKH, Mapa3uThl U XEMOTOKCHHBI MOTYT BBI3bIBAaTh BOCTAJICHUE W,
TakuM 00pa3oM, BpeAHbIE TOCIEICTBUS B BUIEC OTEKa, HEKpoO3a U
py6ueBanus. Kapnuorponssie BUPYCHI MpE/ICTaBJICHbI B OCHOBHOM
suTepoBupycamu  (Kokcaku B2 1o 50% cioydaeB), aJeHOBUpYycamH,
napoBupycoM B19, repnecBupycamu, BupycoMm OmiureiHa-bapp u penko
BUpycamu remnarura . bonee Bbicokas uyactora JIKMII y BHWY-no3utuBHBIX
nalueHToB Obuia cBsizaHa ¢ mpucyrcrBueM BUY B Tkanm mwuokapna[82]. B

HCKOTOPBIX CCMBAX Ha6n}oz[aeTc;1 MpcaApaCIIONIOKCHHOCTL K AaYTOMMMYHHO-
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ONOCPEAOBAHHON  JECTPYKUMHU  KApJAUOMHUOUMUTOB. PONCTBEHHUKH  TI€pBOMU
CTENEHU PpOACTBA 3THUX MAIMEHTOB HMEIHU 00Jiee BBICOKYIHO YacTOTY
ayTOMMMYHHBIX 3a00JIeBaHUM, BKJIIOYasi IOBEHUJIbHBIN TUA0ET, peBMAaTOUIHBIN
apTPUT, TUPEOUAMT, ICOPUA3 U ACTMY, YTO YKa3bIBAET HAa BO3MOYKHYIO POJIb
nomumopduzma MHC class II DQ B stux 3HaKoMbIx dopmMax ayTOUMMYHHO-
onocpegoBanHoro MJIKMII [39, 57].

AJKOroJib 0cnabiiieT COKPATUTENbHYIO CIIOCOOHOCTh CEplla U OJTHOBPEMEHHO
MOBBIIIAET JIMACTOJIMYECKOE JaBJICHHE. XOTS OSTO YBEJIWYMBAET YaCTOTY
CEPACYHBIX COKpAllEeHWA W MPUBOIUT K Ba30AWJIATAllMM, MHOKapAUalbHas
nepdy3us 3HaUnTENbHO yxyamaercs. B 3anagnom mupe 10 36% cinydae JIKMII
CBSI3aHBI CO 3J10ynoTpeOsieHueM ankoroieM. CUMIaTOMUMETHKN (KOKauH,
MeTaM(eTaMuH) JIEUCTBYIOT MPOTPOMOOTHYECKH, YBEIUYMBAIOT MOTPEOHOCTH
MHOKap/1a B KUCJIOPOJE U NPUBOAAT K KOPOHAPHBIM Ba30CIa3MaM, YTO MPUBOIUT
K MHKPOMIIEMUU MHUOKapJa. TepaneBTUUECKUE TIpenapaThl, TaKUE Kak
AHTPALMKJIMHBI, BBI3BIBAIOT OKUCIUTENBHBIN CTPECC, BOSHUKAIOLIMI B PE3YIIbTATE
M3MEHEHHS byHKIUN MUTOXOHIPUIA u OKHUCJIUTEIBHOIO
dhochopunupoBanusi. XeMOTOKCUUECKUH (T.e. WHTyIITUPOBaHHbBIN
tepaneBTudeckumu mipenaparamu) JKMII moxer pa3Butbcst aub0 BO Bpems
JedeHus, MO0 cIycTsl rojpl mocne Hero. [lepunapranbHas KapAHOMHOIATUS
BCTpPEYAETCs PEJIKO U OOBIYHO BO3HUKAET B 3- ™ TpuMecTpe OEpEMEHHOCTH WIH B
IepBble 5  MecAleB  IOcle  pOJOB M, KAk  IOJIararT,  IIMPOKO
HenooleHuBaercs. llepunapranpHas KapAMOMHONATHS TAaKKE  IMOKa3bIBAET
pacIIMPEHHBIN KEIYJ0UEK C COMyTCTBYIONIECH CUCTOMMYeCcKor nucdyHkiueit. B
OCHOBHOM IIOPa)aeT TY4YHBIX, MOBTOPHOPOIAIIMX eHUMH crapuie 30
JIET; TIOYTH B TOJOBUHE CIy4acB IMAaLMEHTHI MOJHOCTHIO BBI3IOPABIMBAIOT, HO
MOTYT UMETh MECTO U HEOJArOonpUsITHBIE UCXO/bI (CepAeyHasi HeIOCTATOYHOCTb,
TpaHCIUTaHTaIus, cMepTh)[49, 58, 62].

[Tomumo peaktuBHBIX TpuunH JJKMII, 1o 35% nanmeHTOB NMEIOT FT€HETUYECKHE

U3MEHEHHUs, KOTOpbIE CIOCOOCTBYIOT WJIM MOTYT OBITh  NPUYHHOMN
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HacnenctsenHo JIKMIIL. B mocnennue roasl Obutd mpeAnpuHSATH OONBIINE
HayYHbIE YCWIWA [UJI1 pPAcA(PPOBKH MOJEKYISPHBIX MEXAaHU3MOB JTHUX
U3MEHEHUH U UACHTUPUKAIMM JekKallUX B HMX OCHOBE TE€HETHYECKUX
monudukanmii. beuto MoKa3aHo, YTO OONBIIMHCTBO MYTallUA TPOUCXOAMUT B
reHax, KOJUPYIOIIMX CTPYKTYpHbIE O€JIIKM IIUTOCKENEeTa, CapKOMEpHI
KapJAMOMHUOIINTOB U Oenku saepHoil oOojouku [45,46]. BOoabIIMHCTBO 3THX
TEHETUYECKUX HM3MEHEHUW HaCIeQylTCsl MO0 ayTOCOMHO-AOMHUHAHTHOMY
THUITy; HACJIeIOBaHWE 10 X-CHEIJICHHOMY, ayTOCOMHO-PEIIECCUBHOMY WJIU
MUTOXOHAPUAIBHOMY THUITY BCTpedaeTcsl pesiko. [loMmuMo 4eTko ompeieeHHbIX
MyTalni OJHOTO TeHa, KoTopble mpuBoAT K JIKMII, cama JIKMII moxer Takxke
OBITh YACTHIO TEHETUYECKOTO CUHJIPOMA, KOTOPBIN MEpBOHAYATIBHO MPOSBIISETCA
KaK CHCTeMHOe 3a00JIeBaHNEe WM B JPyTHUX opranax [48,52].

o 25% cinygaeB JIKMII cBsizansl ¢ mytanusimMu B rere T TN, ¢ 60j1ee BBICOKO#
pacrpoCTPaHEHHOCTHIO Y ManMeHToB crapiie 40 jeT. DTOT TeH pachoJIOKEH Ha
xpoMocome 2 (2q31.2) u konupyet Oesok titin, KOTOPbIA UMEET MOJIEKYISIPHYIO
Maccy 4 MerajajgbTOHA U, TAKUM 00pa3oM, MIPEACTABISIET COOOM caMBblil OOJIBIION
oenok y moaeil. Tutun oOpazyeT MONMNENTUIHYIO IENb JUIMHOM 1 MKM U
nrameTpoM 3—4 HM. CoeuHssl aKTHHOBBIC U MHO3UHOBBIC (DUJIAMEHTBI TIPOYHO,
HO DJJIaCTMYHO, N-KOHEL TaWTHMHA 3aKpeIuisieTcs B Z-IUCKE CapKoMepa u
MPEACTaBIIET COOOMl OCHOBHOM CTPYKTYpHBIA 3JIEMEHT CAapKOMEpPOB KakK B
IIafKUX, TaK ¥ B TMOMEPEYHONOI0caThIX Mblmax [54, 71]. Tak Ha3siBaemas I-
MoJIoca TaWTHHA OTBEYAET 3a DJIACTUUYECKHUE CBOMCTBA O€JIKa, TaK KaK MAaCCUBHO
pacTsSruBaeTcs BO BpeMsl AMACTOJIbI, a 3aTe€M BO3BPAIACTCS B HMCXOJIHOE
coctosiHue. TUTHH SBISIETCS OETKOM-MHUIIIEHBI0O MHOXKECTBA BHYTPHUKIIETOUHBIX
CUTHAJIbHBIX KaCKaJl0B, KOTOPhIE MOTYT BBIMOJIHIATE PETyJUPYIOIIKe (PYHKIIUU B
OTHOIIEHUH MBIIIICYHON aKTUBHOCTH; 00JIee TOTO, OH UTPAET POJIb B KIIETOYHOM
JEJICHUU, TAE€ OH pEeryjJupyeT OCEBOM JHaMEeTp XpPOMOCOM BO BpeMms
Muto3a. OgHako 00ibIIMHCTBO MyTalnuil reHa T TN jmokanu3oBaHo B objactu A-

JUana3oHa. TOT JIOMEH SIBIIIETCS KPUTUYECKUM [l GyHKIUU titin B KauecTBe
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OMOMOJIEKYJISIDHOTO KapKaca U OIOCPEIyeT MHOXECTBEHHbIE OEKOBbIC
B3aumozeiicteus titin. TTH _myTtamum MoOryT BO3HHUKAaTh Kak HOHCEHC WIIU
MyTallMd CO CIABUIOM pPaMKH CUMTBHIBAHUSA, BAapUAHThl CIUIAWCUHTA WIH
BCTaBKU. [laToreHHple BapuaHTbl B OOJIBIIMHCTBE CIy4yaeB MPUBOMAT K
yKopoueHuto Oenka. lHTepecHo, 4To MyTaluu B reHax, KOJAUPYIOIIMX OelKu-
napTHEPhl B3aUMOJICUCTBUS TUTHHA, TaKXKe ObUIM OOHAPYXKEHBI y MAIIMEHTOB C
npuBblyHON JIKMII (MuomesuH, cepoeunsiii 6e10K anKupuHoswvix noemopos 1
(ANKRD-1), FHL252 u TenneMOHUH). TO MOXET YKa3bIBaTh Ha TO, YTO CJIOXKHAS
ceTb OEJIKOB, OpraHuW3OBaHHAasi BOKPYr ULEHTPAJBHOIO KapKaca TalTHHA,
HeoOxonuma. Hakonen, ObUIO MOKa3aHO, 4TO BpeAHbIA 3((PEKT MpHUCYTCTBUS
YKOPOYEHHBIX BapUaHTOB TaWTHHA 3HAYUTEIBHO YCYTYOJSE€TCS UYpe3MEpHbBIM
3JI0yNOTpeOJEHUEM AJIKOTOJIEM WJIM BUPYCHBIMHM MH(pekuusamu. boiee Toro, 3t
BApDUAHTBI MOTYT JCHCTBOBaTh KakK JIpaiBEpbl MpU  IEpHUHATAIbHBIX
KApAMOMMOIIATHSAX, YKa3plBas Ha BO3MOXKHOE B3aUMOJCHCTBUE  MEXKIY
FEHETUYECKUMHU (MU JaXKe JBYMSI T€HETUYECKUMU (akTopamu) U (pakTopaMu
pHUCKa OKpY’Karolel cpeibl MyTeM HajlokeHus crpecca B pazsutuu JJKMIIL. 3to
emie 0oyiee MHTEPECHO, YUUTHIBASI TOT (DAKT, YTO YKOpOUEHHbIEe BapuaHThl TTN
HaOmomarotcs y 1% Hacenenus B neniom npu orcytctBuu JJKMII. M3BectHO, uTO
Ipyrue pakTopbl pUCKa OKPY’KaroIlel cpeibl, TAKUE KaK XMMHOTEParIeBTUYECKUE
areHTbl (HampuMep, aHTPAMKIWHBI) WM aAHTUPETPOBUPYCHASl Tepamus,
BbI3bIBalOT JIKMII, HO Taxke coolIanock, 4To Apyrue (HeMpOJICeNTUKY, JTUTHH,
aHTUACTPECCAHTBI, PETUHOMJIBI, TJIOKOKOPTUKOUIBI) BIMSIIOT Ha Hayajo
3aboneBanus [56,57]. D10 reHETHKO-CPEIOBOEC B3aMMOJCHCTBHE MOXKET TaKKe
OOBSICHUTH HETIOJHYIO IEHETPAHTHOCTH OOJIBIIMHCTBA MyTallui U TOT (PAKT, 4TO
OOJBIIMHCTBO MYTAlMi MPOSBIIAIOT CBOE BIUSHUE HAa O0Jee MO3JHUX CTaIUSIX
YKU3HH.

[Iars mpounenToB ciydaeB JKMII ceszanbl ¢ mytanusamu reHa LMNA na
KOpOTKOM Tutede xpomocombl 1 (1q21.2—021.3.29). LMNA xoxupyet lamins A u

C ¢ w3opopMaMu, BO3HUKAMOIIMMH B PE3yNbTaTe aJIbTEPHATUBHOTO
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cruaiicuara. JIJaMMHBI TPEACTaBISAIOT COOOM MPOMEKYTOUHBIE (PUIAMEHTHI C
MOJIEKYyJIsIpHOT Maccort ot 67 (tamma B/C) mo 70 kuiomansToH (JlamuH A),
KOTOpbIE COOUPAIOTCS B T€TEPO- U TETPATUMEPHI, TAKUM 00pa30M CTaOMIH3UPYS
BHYTPEHHIOIO SIICPHYIO IUIAaCTHUHKY. KpoMe TOro, OoHM AEUCTBYIOT Kak TOYKU
NpUBS3KU siiepHoro xpomatuHa. Myranuu B LMNA BcTpedaroTcsi He TOJIBKO Y
nanueHToB ¢ JIKMII, HO Takke OBUIM ONHUCAHBI y TMAIlUEHTOB C MBIIMICUHON
muctpodueit Imepu-/peiidyca (EDMD), koHEUHOCTHO-TIOSAICHOM AuCTpOodueH,
akcoHaJbHOU HeBpomaTtuen 2 tumna llapko-Mapu-TyTa u U3BECTHOM YaCTUYHOU
munoguctpoduei. Myranuu, cBsizanHble ¢ DCM,  Jokanu3oBaHbl B
BBICOKOKOHCEPBATUBHOM JIoMeHe cmeporcHa B LMNA . B pesynbrate 0eiok
lamin MOXeT ObITh YKOPOYEH WJIM MOXKET UMETh UCKXKEHHYIO anb(a-crupaib,
npudyeM 00a U3MEHEHHUS HECOBMECTUMBI C MOCIEAYIOIIEH MYJIbTUMEpHU3ALHei
Oenka W crabuiu3aleil BHYTpEHHEH siepHOM IIacTUHKUA. B To BpeMsi kak
oonpmHCTBO MyTanuii LMNA sIBIsStOTCS MHAWBUAYaIbHBIMUA U OBUIM OIKCAHBI
TOJBKO B €IMHUYHBIX CIydasX (TaKk Ha3bIBa€MbIE private MyTalliu), MyTalllH
G1130A, G746A u CI1357T Moryr OBITb HOATBEPKIECHBI BO MHOXECTBE
HE3aBUCUMBIX CIIy4aeB WJIM CEMEH, TAKUM 00pa3oM MpeACTaBIss MyTallMOHHBIE
"ropstune Touku". Jlenenus R14del nnm myranus R9C B hocdonambane ( PLN)
OBLJT ONTUCAH B HEKOTOPBIX PETMOHAX MHPA C BHICOKOW PacipoCTPaHEHHOCTHIO U
BapuabenbHbIM PeHoTunoM. besio  mokazano, uro wmyrtauuu B PHK-
cBs3biBatonieM Oenke RBM20 cBsizanbl ¢ TsokenbiM (penotuniom JIKMII ¢
pacnpoctpaneHHOCTBIO 1-5% y Bcex maruentoB ¢ JIKMII[66,68]. ®unamun C
( FLNC) siBisiercst 6€71KOM, CIIMBAIOIIUM aKTHH, U TIO3TOMY SIBJIIETCS YaCThIO
CTPYKTYpbl capkomepa. Panee uzBectHo, uTo FLNC BBI3BIBalOT B OCHOBHOM
MUODUOPWIIIIIPHBIE  CKEJIETHbIE  MMOIMATHH, MW  BCE  OOJbIIE JaHHBIX
noareepxkaaiot yuactue FLNC B DCM B Bujie yKOpoUeHHBIX BapuaHTOB B 1-5%
Bcex ciydaeB. Kak m y mnammentoB ¢ wmyrauusmu LMNA | y mnanueHTOB
c FLNCmytanmn  oOHapyXuBalOT  apuUTMOT€HHBbIA  (DEHOTHN,  BKJIIOYas

eIy T0YKOBBIC apUTMHH U BHE3AIMHYIO cepaeunyro cmepth[70].
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JanpHeime MyTaluu ¢ notepent GpyHkiuu, cesizannbie ¢ JJIKM, Obutn onucanbl
B TeHax, komupyroomux muctpopun ( DMD), cepaeunsiii axtun ( ACTC),
necmud ( DES ), cepaeunsie n3ohopMbl TsbKesIo e 0era-muo3una ( MYH7 ),
tportorrH T ( TNNT2 ) u nenpra-capkormukan ( SGCD ). Mymayuu DMD Ttaxxe
MOT'YT MpOSBIATh X-clerieHHoe HacnenoBanue (X-cuemtennsli FDC), a
MyTalMy TPOIIOHWHA MOTYT HACJEA0BAThCS 10 AyTOCOMHO-PEIIECCUBHOMY THUITY
[73].

B coBOKkymHOCTM TOYTHM BCE€ MyTallUd WJIA TE€HETUYECKHE W3MEHEHMS,
uaeHTuguurpoBanHbie A0 cux nop npu JKMII, npoucxoasT B reHax, KOTOpbIE
KOOUPYIOT O€NKH, HMMEIOIIME LEHTPAIbHOE 3HAYEHUE Ui IEJOCTHOCTH
HUTOCKENleTa M OMOMEXaHMYECKOIO  COEIUHEHHMS]  3JacTHMUECKUX U
COKPATUTEJIbHBIX JJIEMEHTOB. DOTH HW3MEHEHHUS MPUBOAAT K HapyUICHUIO
COKpATUTENIbHOM CIIOCOOHOCTH cepAeuHOM MbIIbl. Kpome Toro, 31acTHUHOCTS
CTEHKH BO BpeMs JUACTOJINYECKOTO HaIlOJTHEHUS
cHmkaercs. HecOamancupoBaHHasi — MblIlI€YHass TUOEPTPOPUS  BMECTE C
HecOATAaHCUPOBAHHBIM PACTIPE/ICTICHUEM KHUCIIOpOJa U MUTATEIbHBIX BEIIECTB
IPUBOAUT K HEKPO3Y OTHAEIbHBIX KapJIMOMHUOLIMTOB, OdaraM pyOLEBaHHS H
JaNbHENIIEMY CHUKEHHUIO KaK COKPATUTEIbHON CIIOCOOHOCTH, TaK U JIOCTABKU
kucnopopa. [Tarmentst ¢ LMNA u FLNCmyTanmu mposiBAsIFOTCS  OTYETIMBBIM
KJIIMHAYECKUM (EHOTUIIOM, BKJIHOYAas JUCPYHKIUIO CHUHOATPUAIBHBIX M
aTPUOBEHTPUKYJISIPHBIX  y3710B,  (QUOpWIUISIIMIO  TIpeAcepaudl u  Ap.
HAJDKEITyZI0OYKOBBIE apUTMHUU. Y OTUX OOJBHBIX JWJaTalUsl >KEIyJI0YKOB,
KEITYJOUKOBBIE APUTMHUU, CepAeuYHas IUCYHKIMS W BHE3amHas cepAedHast
CMEPTh HaOMIOAaoTCAa Ha Ooyiee MO3JHUX CTaausx 3aboneBanus. MyTanuu B
reie DMD , nemoHctpupytomue X-CIEIUICHHOE HacjeJI0BaHUE, MOTYT ObITh
CBsI3aHBI C MBIIIIEYHOU AuCcTpoduer bekkepa; 3aTeM y MalueHToB HAOII0MaeTCs
rJI00aJIbHAsi MBIIIIEYHAsI CTA00CTh W TIOBBIIICHHBIN YPOBEHb KPEaTMHKUHA3BI B
ChIBOpOTKE. AyTocomHO-perieccuBHass  JIKMII  (u3-3a MyTanwii B TreHe

TPOTIOHWHA) MOET OBITh MPUYMHON CEPACYHON HETOCTATOYHOCTH y OYCHD
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MOJIOABIX TarueHToB (<10 7eT), 0ocCoOEHHO B OMPEAEICHHBIX ITHUYECCKUX

rpymnmnax.

1.4. Oco0eHHOCTH TMATHOCTHKMYECKOr0 00cae10BaHus U apMakoTepanuu
JAKMII

OCHOBHBIE NPUHLIMIBI JUATHOCTUYECKOM PabOThl MOAPOOHO OINMMCAHBI B
apyrom  Mmecte. HeoOxonuMo — Hajuiexaiiee 00CieoBaHUE —TMOPaKeHHBIX
NAlMEHTOB M3-3a TETEPOr€HHOCTH OCHOBHBIX MATOJIOTMYECKUX MPUYHH
[45,47]. Bkpatiie, peryjispHOe AMarHOCTHYECKOE OOC/CIOBaHUE IMAlMEeHTa C
HEJJaBHO TUMAarHOCTUPOBAHHOM CEPI€YHON HETOCTATOYHOCTBIO M TI0JI03PEHUEM Ha
JAKMII BriroyaeT HMHAMBUIAYaJbHBIM W CEMEWHBIM aHAMHE3, HaJICKAIEe
(duzuKanbHOE oOcrenoBaHue, nabopaTopHble UCCIIE0BAHMS,
ANEKTPOKAPIANOTPAMMY (OKI) U TPAHCTOPAKAIBHYIO
XoKapauorpammy. TpancropakanpHas — 3XOKapAuOrpaMMa  0OecleyuBaeT
HepBbIE HAJEKHbIE MPOTHOCTUYECKUE JaHHbIE U TIOMOTAeT MIACHTU(PUIMPOBATH
JOTIOJTHUTENbHBIE  CEPICYHbIE AHOMAJWHU, TAKUE KaK TIOPOKU KJalaHoOB
(manpumep, ®MP), 4TO TO3BOJISIET MHUIIMMPOBATH TEPBBIE TEPANICBTUUCCKUE
maru. Hekoropsie OonbHMIIBI BKITIOUaoT MPT cepatia B cBoil mepBOHAYaIbHbIN
JIMarHOCTUYECKUI aJIfOpUTM [IJIsi O0Jiee TOUYHOW OIICHKH JraMmeTpa/o0bema
KaMepbl cepAla, (@pakuuu BeIOpoca U XapaKTEPUCTUKU  CEpACHHOM
TKaHu. Mlcnonp3ysl raloNMHUi B KaueCTBE KOHTPACTHOTO KPACHUTENsS BO BpPEMs
MPT, no3nnee ycunenue ragoinunueM (LGE) momoraer uueHTUPUIIUPOBATH
OTeK CTeHKM uiau mnarTepHbl ¢udposa. HoBeie Meroasl T1-kapTupoBaHus
MHUOKapAa MO3BOJSAIOT 0O0HapyxkuBath nuddy3ubiii Gudpo3 muokapaa Ha T1-
KapTax, HaOJoaeMblii y maruentos ¢ JIKMII [67,70,81].

HoBbie wMeroabl TI1-kapTHpoBaHHUS MHOKap/Aa T[O3BOJIAIOT BBISBISATH
muddy3ubiii Gudpo3 muokapaa Ha T1-kaptax (D), HabmrogaeMblid y TAIIUEHTOB C
JIKMII. M3-3a Goisiee BBICOKOTO pHUCKa apuTMmui, cBs3aHHbIXx ¢ JIKMII (B
OCHOBHOM KEITyJ0UYKOBBIX apUTMHUIA, 0COOEHHO y MAalMEHTOB

¢ LMNA nnmu FLNCBapuaHTbl), XOJTEPOBCKOE MOHHUTOPUPOBAHHME  CITY>KUT
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MOJIE3HBIM UHCTPYMEHTOM JJIsl OLIEHKH KETY/I0YKOBBIX apUTMHUM y TTALIUEHTOB B
Hayaje MCCIENOBAaHMUs M BO BpeMs MOCIEAyIOIUX mocemennid. Kpome Toro,
pekomenayercs uckimouenne MbC, ecnu nanuent crapuie 35 JeT; y MalueHTOB
mousoxe 35 netr UBC crnenyeT nckio4ars TOJIBKO B TOM CIIy4ae, €Clv y NalueHTa
ecThb paktopsl pucka MbC wiu cemelinbiit anamues UbC. DunomuokapananbHast
ouoricus (rucrosiorusi, umMmyHorucronoruss wian IIP) ocrtaercs 3010THIM
CTaHJIaPTOM TpPH MHOKapAuTe ¢ oOHapykeHueM natoreHHou [IHK (mampumep,
KapJMOTPOIHBIX BUPYCOB) WIIM MPHU MOJAO3PEHUH Ha OOJE3HU HAKOTUICHUS WU
oOMeHa BemiecTB. Ho cienyer umeTh B BUAY, YTO MOTYT BO3HUKATh OIIMOKH
BBIOOpKH. B ciyyae Kakux-1u0OO NPU3HAKOB, YKa3bIBAIOIIMX HA CUCTEMHOE
3abonieBanue, pekomenayercss MPT cepana (ecinu oHa He MPOBOAMIIACH PaHEE),
HAOMHOKApIUaIbHas OMOINCHS U TeHETHYECKOE TeCcTUpoBaHue. [l BbISIBICHUS
JpPYTUX YJIEHOB CEMbH, MOpakeHHBIX reHeTnueckoi JKMII, Bcem manumeHTam
HEOOXOIMMO coOpaTh MOAPOOHBIM CEMEHHBINM aHaMHE3, OXBATHIBAIOIIUNA HE
MeHee 3 nokonenuii. Ho pacnpoctpanennocts cemerninon JJIKMII HenoctaTouno
XOpOILIO ONUCBHIBAETCS TOJIBKO CEMENHBIM aHaMHe30M. [IoaToMy pekoMeH1yeTcs
KJIMHUYECKUM CKPUHUHT POJACTBEHHUKOB TIEPBOM CTEMeHH pucka (Oosee
noApoOHO 00CYyKIaeTcsl HIKE). DTO BKIIOYAET cOOp aHamHe3a, (hU3HMKaIbHOE
oocnenoBanue, IKI', sxokapauorpammy (unu MPT, ecnu sxoxapauorpamMmbl
HeJocTaTouHo it onpeaenienus penoruna) 1 CK-MM (mpu nogo3peHun Ha
CHHIPOMAaJIbHOE WJIM HEPBHO-MbIIIeUHOE 3a0oeBanue)[5,13,76,80] .
be3ycnoBHO, reHHbIe MyTaunu, npuBogsamue k cemernnon JJKMII, no cux
Op HEAOCTATOYHO Hu3y4yeHbl. OHAKO WACHTHU(PUKALMS JEKAIUX B OCHOBE
reHeTH4eckux  abepparnuii  3aTpyJlHEHa  HEMOJHOW  TEHETPAHTHOCTHIO,
BapualOENbHOW JKCIpPEeCCUel U 3HAYUTEIBHOM JIOKYCHOM U aJUIeJIbHOM
rereporeHHocThi0[65]. ITockonbky 90% reHeTHueckux abeppariuii, Jexariux B
ocHoBe [IKMII, HacneayroTcss Mo ayTOCOMHO-IOMHUHAaHTHOMY Tuiy, 10 50%
MOTOMCTBA TAlUEHTOB € OJTUMH MYTallUsIMM  Takke MOTYT  OBITh

IMOPa’XCHBI. PanHee renernueckoe TCCTUPOBAHUC MOKCT 00eCcreYnuTh paHHEC
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TEpalieBTUYECKOE  BMEIIATENbCTBO  (HampuMmep,  J€YeHUE  CepJIeuHOM
HEJIOCTATOYHOCTH) Y 3TUX MAIIMEHTOB JI0 TOTO, KAK apXUTEKTYPHbIC U3BMEHEHUS B
CeplIeYHON MBbIlIIE CTaHyT HeoOpatumbiMu. boree 50 TeHOB MOryT OBITH
cBsa3anbl JIKMII. CexkBeHHMpOBaHWE HOBOI'O IMOKOJIEHHS MO3BOJSET MPOBOJMTH
MaHEJIbHOE TEHETUYECKOE TECTUPOBAHUE HACJIECTBEHHBIX
KapJIMOMHOIIATHIA; 3TO MMEET 0C000€ 3HAYeHHE [JIsi YETKO OIpPeAeICHHbIX
abeppauuii, Takux Kak onucaHHble myTauuu | TN. OgHako penkue u 4acTHbIE
MyTalliuu, Takue Kak 0oiabImuHCTBO MyTaruid B LMNA, MOXET yCKOIB3HYTh OT
oOHapyxeHus, eciu (Pokyc OyIeT HampaBlIeH Ha OINPEJCICHHbIC TOpsSYKe
ToukH [59]. Bo3MOXHOCTh OOHAPY)KCHHS PEIKUX MYTAIMA MOXKET 3aKJIF0UaThCS
B CEKBEHUPOBAHWU BCEro IN'€HOMA MPU HAIMYHUM JTOCTATOYHBIX KIMHUYECKHUX
JIOKA3aTeJIbCTB WJIM COOTBETCTBYIOLEIO CEMEHHOr0 aHaMmHe3a. BrieuaTisironuit
METOJOJIOTUYECKHI TPOrpecc B TEXHOJOTHH CEKBEHUPOBAHUS IMPUBEN K
3HAYUTEIBHOMY COKPAILICHUIO BPEMEHH U YKOHOMHUYECKUX PECYPCOB UJISL 3THX
aHaym3oB[81,82].

[Tanmentsr ¢ JIKMII n0mKHBI OPOMTH TOYHBIA CEMEWHBIA aHAMHE3 MPHU
MOCTYIUICHUH, KOTOPBIM B UJeaje OXBAThIBAET TPU TMOKOJEHUS WIH
Oonee. ['eneTnyeckoe TECTUPOBAHUE CIEAYET MPOBOJAUTH, B YACTHOCTH, Y
MAIMEHTOB C 3aMETHBIM CEMEHHBIM aHAMHE30M U Y MaIMEHTOB 00JIee MOJIOI0TO
BO3pacTa Jae NpH OTCYTCTBUM CEMEMHOro aHamMHe3a, BCErja Y4HUThIBAS
BKHOCTh OMPEJEICHHBIX KPACHBIX (DJIaYKKOB, YKA3bIBAIOIIUX HA TEHETUUECKHE
3a00JIeBaHMs, TaKUE KaK MBbIIICYHbIE HAPYIICHUS, AaTPUOBEHTPUKYIISIPHBIC
0siokaapl Wiau noBeIeHHBIN ypoBeHb KK. ITopaxkenue nByx win 0osiee 4jieHOB
ceMbU CBHIETENLCTBYET O cemeitHoir JIKMII, uto TpeOyeT reHeTnyeckoro
TECTUPOBAHUSl TIOPAKECHHBIX TALMEHTOB M Haubojiee SBHO MMOPaKEHHBIX
pPOJICTBEHHHUKOB. neHTHUKaKMsT TATOTEHHOW WJIM BEPOSTHO TMATOTEHHOM
MyTalllH MPEANOJIaraeT CKPUHUHT POJICTBEHHUKOB U3 FPYIIIbI PUCKA C TOMOUIBIO
KAaCKaJIHOTO TECTUPOBaHUs, CIEeUUPUUHOTO JJjIsi MyTanuu. PoICTBEHHUKH U3

rpynmnel  pucka O0e3 MaTOreHHOW MyTaluu He TpeOYIT KIMHUYECKOTO
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HAOJIOIEHUS, HO TOJKHBI MPOMTH 6a30BBIN CKpUHUHT (peHoTuna. PoacTBeHHUKH
C MaTOT€HHBIMU BapUAHTaAMU JOJKHBI HAXOJAUTHCS MO YaCThIM JIUCIAHCEPHBIM
HaOmoaeHueM, BriarovarouuM K[ u TpaHCTOpakalibHYIO 3XOKapauorpaduio
(kaxable 1-5 ner, B 3aBUCHUMOCTH OT BO3pPACTa), NOCKOJIbKY Y 3THX IMallMEHTOB
MMeEEeTCs OBBIIICHHbBIN MOKU3HEHHBIN PUCK (M3-32 HETIOJIHOW IEHETPAHTHOCTH U
BapHraleabHOI dKcIpeccun reHoB) pa3sutus JJKMIIT myramuu de novo. B ienom
TEHETUYECKOE KOHCYJIbTHPOBAaHUE peKOMeHayeTcs BceM nanuenTaM ¢ JJIKMII u
YJIEHAaM UX CEMEM.

Cumnromatnueckas tepanus [JKMII BxarouaeT kak HeMEAMKaMEHTO3HbIE
(oOyueHHE TalMEHTa, CHIDKEHHE IOTPEeOJEHUsT COJM M BOJbI, YMEPEHHbIE
dbusznueckue Harpy3ku), Tak U (apMaKoJIOTHYECKHUE MOIXO0Jbl (MHTHOUTOPHI
aHrrnoTeH3uHnpenpamaromero ¢epmenta (AIID-I)/aHTaroHUCTH pPELENTOPOB
anrnorensuHa (bPA), [B-0iokaTtopbl, aHTaroHUCThl MUHEPATOKOPTHUKOHUIOB
(MR)] [83]. B ocHoBHOM, maruenty ¢ cumnromamu JIKMIT win ciennpudnoi
IXOKapAUOTpaMMON Ha3HAYalOT  KOMOMHAIUIO nAIlD U oera-
omokaropa. Anraronuct MR nobGaBmisieTcsi, ecinu y MaiueHTa COXPaHSITCS
cumnToMel 1 @B JDK ocraercs <35% wuepe3 3 mecsna. Ecnu y mamueHra
COXPAHSAIOTCSI CUMIITOMBI, U OH mepeHocut Oosiee Bbicokue 1036l ACE-I umu
ARB, ©6onee noBbiii mpemapat (HoBaptuc, bazens, IlBeitniapus), KoTopbIit
COJIEP)KUT KOMOMHAIMIO cakyOuTpuia (MHCHOMTOpAa HENpWIM3WHA) U
BaJiCapTaHa. DTOT Ipenapar MoKa3aJl 3HAYUTEIbHO CHMXKEHHBI  PHUCK
CMEPTHOCTH M TOCHUTAIM3AlMU HU3-3a CEPACYHOM HEIOCTATOYHOCTH IIO
cpaBHeHHIO ¢ dHananpuiom[84,88]. HBa3uBHBIC METOBI JICUCHHUS BKIIOYAIOT
uMIIaHTaruio aehudpmwstopos, eciim @B JDK ocraercs <35%, HecMOTpst Ha
MEJIUMKAMEHTO3HOE JICUEHHUE CEpJECYHON HEIOCTAaTOYHOCTH B MAaKCHUMAaJbHO
nepeHocuMbix  go3ax. JKMII  wum  ee  mporpeccupoBaHuW€ — BBI3BIBAIOT
JUCCUHXPOHHOE CHUCTOJIMYECKOE COKpAIICHHUE >KEIIyJA0YKOB, YTO NPHUBOJIUT K
CHIDKEHHUIO COKPaTUTEIBLHON CIIOCOOHOCTH cepaua. CRT IIOMOTaeT

CUHXPOHU3HUPOBATL COKpAaICHUC JICBOI'O MW IIPABOTI0 JKCIIYOAOYKOB, CHMIKAA
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3a0oneBaeMocTh, cMepTHocTh U ynyumas OB JDK. B pykoBoactBax
pexomenayercs nmiantanus CPT y nanuenToB ¢ cunycoBeiM putMoM, @B JDK
<35%, O61okan0ii JeBOM HOXKKH ITyuka ['nca u nuTenbHOCThIO KoMITiekca QRS
>150 Mc, a TaKke ¢ y4eTOM HMMIUIAHTAIMA Yy TAIUEHTOB ¢ (ubOpuiuismmeit
npeacepaunil unm 3aBucuMocThio oT [DK ctumynsiuuu. Kpome toro, CPT moxer
OBITH JOTMOJIHEH JIEKTPOAOM AehUOpHIIATOpa JUIsl MAIIMEHTOB € MOKa3aHUsIMU K
uMIUIaHTauu aepudpuisitopa. Hannexamas npeuMIUIaHTallMOHHAsT OIIEHKA
COCTOSIHUSI ~TAlMEHTA, YCOBEPIICHCTBOBAHHAS METOAMKA MPOLEAYPHl C
ONTUMAJLHBIM Pa3MEIICHUEM 3JIEKTPOJIOB M TMOCIEayIolee HaOII0IeHUEe B
CIELUAIBHOM OTACJICHUU CEPJICYHON HEIOCTAaTOYHOCTH MOMOTAIOT YIYUYIIUTh
yactoTy oTBeTOB Ha CPT. K coxanennto, HeCMOTpsI Ha TOJIOKUTEIIbHbBIE TaHHBIE,
OCHOBHBIM MPEIATCTBUEM OCTACTCS HEIOCTaTOYHOE UcTob30oBanue DJIT[85,89].
Uto kacaercs Tepanuv TEPMHUHAIBHOW CTAaJUM CEPACYHON HEIOCTAaTOYHOCTH,
MMILIAHTAIUS BCIIOMOTATENbHBIX YCTPOMCTB JJIsl JIEBOTO KEITYT0YKA B KAYECTBE
«MOCTa K TpaHCIUIAHTAIlUW», «MOCTa K pEIICHHUIO» WIM «MOCTa K
TPAHCIUIAHTALIMWY  SIBJISIETCS  NPUEMJIEMBIM  BapUAaHTOM. JIOJITOCPOYHBIE
pe3yabTarhl. HecMOTpss Ha TIOCTOSIHHYIO HEXBATKY JIOHOPCKHUX OPTaHOB,
OPTOTONMMUYECKAS TPAHCIUJIAHTALIUS CEepJIlla OCTAETCA 30JI0TBIM CTaHAAPTOM IpU
TEPMUHAIBHOW CTaJMM CEPIEUYHONM HEIOCTATOYHOCTH Y MOJOJBIX MAllMEHTOB

6e3 nporuBonokaszanuii [100, 102].

JAKMII MPEACTABIISIET coboif FETEPOreHHOE 3a00J1eBaHME,
XapakTepU3yruieecss CUCTOINYECKOM W JAMACTOJIMYECKON IUCPYHKIHMEH, 4YTO
oOyCJIOBJIEHO HapylleHHueM (YHKIIMU KETyJOYKOB, JWJIaTaledl JIeBOTO
JKETylIouyka U TOBBIIIEHHEM  KOHEYHO-IUACTOJIUYECKOrO0  JIABJICHUS
HarojHeHus. [I[py  TUCTOJOTMYECKOM  HCCIIEIOBAHUM  OOHApYKUBAIOTCS
KapJUOMHOIIUTHl  C  BKPAIUICHUSIMH ~ HEKPOTHYECKMX HW  (PUOPO3HBIX
nsateH. Hanbonee pacmpocTpaHeHHBIC MMATOJOTHYECKHE MPUYMHBI JIEKAT B
OCHOBE pPEaKTUBHBIX W3MEHECHHMH, TaKMX KakK BOCIaJeHue, aluMEHTapHO-

TOKCHUYECKHE BO3JICHCTBUS U HapylIeHUs: oOMeHa BetecTB. B 35% Bcex cimyuyaeB
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JKMII wmoryt ObITh uACHTU(GUIMPOBAHBI TeHETWYECKHe MyTanuu. 13-3a
(EHOTUNMYECKON TETEePOreHHOCTH MPHU ATOM 3a00JICBAHUM BakKHA JeTajlbHas
nuarnoctrka [103]. [IporpeccupoBanrie 3a001€BaHKs M MPOTHO3 00YCIOBICHBI
oOpaTHBIM PEMOJCIUPOBAHUEM B CEPAILE, YTO JEJaeT HE3aMEHUMOMN
CBOEBPEMEHHYIO M YETKO  OINPEIEICHHYI0  TEpalui  CEPACYHOU
HEJIOCTaTOYHOCTH,  BKJIOYas  JiekKapcTBa u  ycTpoiicTBa. Cepaeunas
HEJIOCTATOYHOCTh B TEPMUHAIBHOM CTaauu jeuuTcs umiuanranuen JDK wnm

TpaHCHJIaHTaHI/Ieﬁ cepana.

I'JIABA 1l. MATEPUAJIbI U METO/Ibl UCCJIEJJOBAHUSA
2.1 KnuHuveckasi XapaKTepUCTUKA 00JIbHBIX
[Tonx waOmromeHweM  Haxomwiauch 58  OONBHBIX € JAWJIATAIMOHHOM
KapJIMOMHUOIIATUEH, TOCTIUTATU3UPOBAHHBIX B OT/CJICHUS KapIuOpEeaHUMAaIuu U
sKcTpeHHOM Tepanuu CamapkaHIcKoro ¢guiraia PecyOaMkaHCKOTO HAy4HOTO
IIEHTpa SKCTPEHHON MEIWIIMHCKOW IOMOINM W B OTICICHUH PEaOMIHTAINH
CamapkaHJICKOTO 00J1aCTHOTO dbunuana PecnyGnukanckoro
CHEIUATM3UPOBAHHOTO  HAYYHO-TIPAKTUYECKOTO  MEIUIIMHCKOTO  IIEHTpa
kapauonornn ¢ 2020 mo 2023 rr B Bo3pacte oT 18 no 54 nmer. [duarnos
3a00yieBaHusl ObLI YCTAHOBJIEH HAa OCHOBAHUM TIIATEIILHOTO HM3YyUYEHHUS >KaJI00
OONBHBIX, aHaMHe3a, KIMHUYECKUX JaHHBIX, JAHHBIX PEHTTEHOJIOTHYCCKUX
uccinenoBanuii, DKI' m DOxoKI. Cpemu Bcex o00CI€IOBaHHBIX KEHIIUHBI
cocraBuiu 17 (29,3%), myxxuunsl — 41 (70,7%). AKMII noctoBepHo yare Oblia
JTUArHOCTHPOBAHA Y JIMI[ MYXCKOTO TIOJIa, YeM Y JKCHCKOTO TI0jla, YTO

COOTBETCTBYET JaHHBIM JuTepatypsl (PucyHok 2.1.).
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Pucynok 2.1. Pacnpenenenue 60apHb1X ¢ JIKMII B 3aBHCHMOCTH OT mOJ1a

JIisi BBISIBJICHHSI Pa3HUIIBI B BO3PACTHOM AacCHEKTEe MBI XOTEIH PacHpeIeTuTh
O0onbHBIX cobmonas kinaccudukanuo BO3, HO HE0OX0auMo OBLIO B3STH BO
BHUMaHHE, YTO CPEAW JaHHBIX OOJBHBIX CaMbIil cTapimuid O0JIbHON OBLT B
BO3pacTe 54 JeT, B CBSA3M C OTHM paclpeneawin OOJbHBIX Ha 3 Tpynmsl: 10 20,
21-40 u ot 41 no 60 ner.

Tabmuma 2.1

Pacnpez[eneHI/Ie OOJBHBIX B 3aBUCHMOCTH OT 110J1a U BO3pacTa

1o 20 21-40 41-60
JKMII 58 2 32 24
MYK 41 - 22 19
JKeH 17 2 8 7

JIKMII naumbosiee 4acTo ObLI BBISIBJIEH Y JIMII MOJOJIOIO M CPEIHEro
BO3PACTOB.
Oo6cnenoBanue OONMBHBIX  TPOBOJMIIOCH C UCITOJIb30BAaHUEM

OOLENTPUHATHIX KIMHUYECKHUX, TAOOPATOPHBIX U UHCTPYMEHTAIbHBIX METO/OB.
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[Tpu mocTaHOBKE UarHo3a M OMpeeIeHUH TSKECTH 3a00JIeBaHNs, OLIEHUBAJIICh
CJIEIYIOLIME CUMIITOMBI, TAKHE KaK YCTAJIOCTh, OJIBIIIKA [IPU Harpy3Ke, OpTOIHOE,
NapoKCHU3MallbHash HOYHAs OJBIIIKA, OTEKHU. YAENsAJ0Ch BHUMaHUE Ha BO3pPAcCT
NalyeHTa, I0J, aHaMHe3 (apTepualbHas THUIEPTEH3Hs, aHTMHA, KOpPOHapHas
HEJO0CTaTOYHOCTh, aHEMUs, JUCPYHKIUS IIUTOBUIHOW JKEJIE€3bl U OIYXOJH
OpPraHOB IPYAHOMN KIJIETKH), IPUHUMAEMbIE MEAUKAMEHTHI U BPEIHBIE MPUBBIUKH
(kypeHue, amkorojusM, camojiedeHue). IIpoBomwics muddepeHTnanbHbINA
JMarHo3 ¢ aJKOTOJIM3MOM, XPOHHMUYECKOHM aHEeMHEeH, HeIO0CTaTOYHOCThIO
aopTaIbHOTO KJIaIaHa, aopTaJIbHBIM CTEHO30M, dHJIOKapAUTaMH,
UMMyHOAePUIMTHBIMA BUpycHbIMU HHexuusmu (CIIA[), runeptupeosom,
TUPEOTOKCUUYECKUM KPU30M, THIIOTUPEO30M U MUKCEAEMHON KOMOMH, HHPAPKTOM
MUOKapAa, MHUOKapJWTaMH, MHOIATHUAMH, T[EpUKAPIUTAMUA U TaMIIOHAJOU
ceplla, UHTOKCUKALMSMMU.

[Tpu 06BEKTUBHOM OCMOTpPE 0CO00€ BHUMaHUE ObUIO YEJIEHO MPU3HAKaM
CEpJIEYHOUN HETOCTATOYHOCTH U Meperpy3ku 00beMoM. Oco00 OLIEHUBAIKCH
CJIEIYIOLIME CUMITTOMBI:

- TaxumnHoe

- Taxukapaus

- AprepuanbHasi TUIIEPTEH3US

- ['unokcus

- HaOyxanwue sipeMHBIX BEH

- Ortek nerkux (Kpenurauus W/uiu JUCTAHTHBIE XPHUIIbI)

- Put™m ranona

- YBenuueHue nNe4eHy u/uin Mpu3Haky NOPTaIbHON TUIIEPTEH3UU
- [lepudepuueckrie oTeKH.

HNucTpymeHTalibHOE 00CieI0BaHNe, BKJIIOYABIIEE PEHTTEHOJIOTHYECKOTO
VCCJIEIOBAHNSI OPTaHOB I'PYAHON KJIETKH MMO3BOJIMJIO BBIIBUTH KapJIUOMETAIINIO,
NPU3HAKOB 3aCcTO B  JIETKUX W TUIEPTOHMM  JIETOYHOWM  apTepHH,

sxokapauorpadus — pacHIMPECHHbIE KaMephl C TOHKHMMH CTEHKaMH,
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ANEeKTpoKapauorpadusi — MPU3HAKOB HAPYIICHHUE PUTMA W TMPOBOJMMOCTH, a
Tak)Xe TUIePTPpOodUU OTACTIOB CEPIIA.

Y Bcex OONBHBIX MPOBOIWIOCH OOIIMI aHadM3 KPOBH W MOYH,
OTIPEETISUTUCH CepieuHble (hepMEHTHI — s Tud hepeHIMPOBAHMS UIIIEMUYECKOM
oonmesnn ot JKMII, Tectbl GYHKIMU IIUTOBUAHOM JKelIe3bl — TMPH
nuddepeHIanun 3a00JIeBaHUSMHU IIUTOBUTHOM KEIIe3bl.

VY 16 (27,5%) GonmbHBIX JaBHOCTH 3a00JIeBaHUS cocTaBwia A0 1 roma, y 36
(62,2 %) - 1-5 nern y 6 (10,3%) - cBbimIe 5 et (prc.2). B HAIMX HCCaeI0BaHUAX

pEeBAIUPOBAIIN OOJBHBIE C JABHOCTHIO 3a00€eBanud 1-5 ner.

BOJIbHbIE C AKMIN

mpolrogpa motlnoS ner cBbiwe 5 net

Pucynok 2.2. KommuectBo OompHbIXx JIKMII B 3aBUCHMOCTH  OT
MIPOIOJDKUTEILHOCTH 3a00J1€BaHNS

Bce oOcnenoBanHple 0OJIbHBIC OBLIM MECTHOM HalMOHAJIbHOCTH. Cpeau HHUX
xutenu ropoaa cocraBuian — 21 (36,2%) OonbHbIX, cena — 37(63,4%) G0JIBHBIX

(puc. 2.3).
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Pucynok 2.3. Pacnipenenenne 60IbHBIX B 3aBUCUMOCTH OT MECTa JKUTEIHCTBA

B uccnenosanue pximodanu 6oabHBIX ¢ JIKMIT ocnoxuennsix XCH 1-111 K
no NYHA. J[luarHo3 3a0osieBaHusi ObUIa YCTAaHOBJIIEHAa HA OCHOBAaHHUH
TIIATELHOTO H3yYEHHS >KaloO0 OOJbHBIX, aHAMHE3a, KIMHUYECKUX JIaHHBIX,
JIAaHHBIX peHTreHojiorundeckux ucciaenoBanuit, IKI' u OxoKI' ¢ orcyrcrBHEM
IPOTUBOIOKA3aHUM K  Ha3HaueHuto  uHruobutopoB  AllD.  Jluarnos
«IWJIaTallMOHHAS KapJIUOMHOIIATHS» OBLT paHee BBICTABICH OOJBHBIM C
JUJIaTaled  MOJIOCTEM  cepAla HEKOPOHAPOTEHHOTO  MPOUCXOXKICHUS,
yBenuueHHbIME pa3mepamu cepana (KAPJDK Gonee 6,0 cM) 6e3 mpu3HAKoB
KOPOHApPHOTO aTepockiepo3a (Ha OCHOBAHMHM aHAMHECTHUYCCKUX, KIMHUYECKHUX
naHHbIx, nokaszatessix DKI unu OxoKI'), cBUIETeNbCTBYIONIUX O TEPEHECEHHOM
nH(papKTe MUOKapJia W HAOMIOAATNCh TI0 MECTY KUTEIbCTBA, B PallOHHBIX,
TOPOJCKUX, 00JIACTHOW KOHCYJIbTATUBHO-AMArHOCTUYECKON MOJUKIMHUKAX. Y
MAIMEHTOB, COOTBETCTBYIOIIUX KPUTEPUSIM OTOOPA, TOCIIEC TOJTYyYEHHUS COTIIacUs
Ha y4acTHE B MCCIICIOBAHUYU JOOUBAIMCH CTAOMIIN3AIUNA COCTOSIHUS C TIOMOIIBIO
0a3MCHOM  Tepamuu  CEPACUYHBIMH  TJIMKO3UJAMH, JUYpPETUKAMH, IMpHU

HEO0OXOMMOCTH TTPOJIOHTUPOBAHHBIMU HUTPATAMHU.
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Y MHOrMX MaleHTOB YCTAHOBUTH UCTUHHYIO JIUTEIBHOCTh CYIIE€CTBOBAHMS
JTUATAllMOHHON KapIMOMHUOIIATUH TTPEACTABIISICT ONPEICIICHHbIEC TPYIHOCTH, TaK
Kak 3a0071€BaHUE JIOJITO€ BPEMsI TPOTEKAET OECCUMITOMHO UJIK B CTEPTOM (hopme.
[To HamuM HAOMIOACHUSM JOKJIMHUYECKUN (CKPBITHIN) MEPUO MOXKET JITUTHCA
ot 1 roga 1o 10 ner, u TOJBKO MpOrpeccUpyronas cepeyHas HeA0CTATOYHOCTh
3aCTaBIIsSIET OOJIBIIMHCTBO OOJBHBIX OOPATUTHCS 32 MEIUIIMHCKON TToMoIb0. B
aMOYyJIaTOPHBIX YCJIOBHSIX OOJIbHBIE TPEIBSIBISIN JKaTOOBl Ha OBICTPYIO
YTOMJIIEMOCTb, OJIBIIIKY TIPU (PU3UYECKOM HArpy3Ke, YCUICHHOM X0/1b0€e, HHOT/Ia
KpaTKOBpEMEHHbIE Tiepebon B paborte cepaua. B 8 ciydasx auarHo3 ObLI
YCTAaHOBJIEH  CIy4YyallHO, KaK «HaxoJKa» TMpU  OCMOTpax  OOJIbHBIX
rOCHUTAIN3UPOBAHHBIX C AuarHo3oM nHeBMoHusA, XOBJI, T.e. BHecepleuHas
narojorus. He Bcerma uMerommecs NpPU3HAKK — KapJIUOMETaluud |
Hecrnenuduueckue usmenenus Ha DKI' B Bujie runeptpoduu JIeBOro xKeryJ0uKa,
HEMOJIHOM W TIOJIHOM OJoKaabl TpaBOM HOXKM myuyka [uca, Hanu4due
GuOpWIIAUMU Tpeacepanid, CUHYCOBOM TaxXWUKapauu WM OpagukapAuu He
HAaBOJIMJIM Bpayell MEpPBHUYHOrO 3BEHA HA MbBICIb O IIOCTAHOBKE JUAarHo3a
JTUATallMHOW KapIUOMHOMATUU U TOJIbKO DXOKI' - oOcnemoBaHue MO3BOJIMIO
MOCTaBUTh OKOHYATEIbHBIM nuarHo3. 48 OonbHBIX (82,7%) oOpaTwiuch 3a
MEIUIIMHCKOW TIOMOIIBbI0 ¢  BblpakeHHoW kaptuHod XCH wu  Obuin
rOCHUTAIN3UPOBAHBI B CTALIMOHAP C IMArHO30M: OCTPBIM MUOKAPIUT, PEBMATU3M,
nepukapautr, UBC, mnporpeccupyroimieil cTreHoKapAuei, BIIEPBbIE BO3HUKILIEH
MeplAaTeIbHOW apUTMUEH, KITUHUKOU TPOMOOIMOOINY MEJIKUX BETBEH JIETOUHOM
aprepun. Ilocne craOunau3anuu COCTOSHUS OOJIbHBIM TMPOBOJUIIUCH BCE
HUKeonrcaHHble obcnenoBanus. [lpu ycinoBuM CTaOUIBHOCTH COCTOSIHHSI H
COOTBETCTBHM BCEM KPUTEPHUSIM OTOOpa OOJBHON BKIIIOYAJICS B UCCJICIOBAHUE.
BxroueHHbIC B MCClIeIOBaHUE TAITUEHTHI OBLTH Pa3fIeIeHbl HA TPYTIBI METOA0OM
IpOCTON  paHaoMu3aIuu. PaHgoMu3upoBaHHBICE OOJIBHBIC  HAOIIOJATHCH

aMOyJIaTopHO B TeueHue 12 mecsiies.
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HccnenoBanre Ha dTame oTOOpa BKIIOYANIO: KIMHUYECKOE OOCIeIOBaHME,
samrch DKI' B 12 cTaHAapTHBIX OTBEACHUSIX, OOMEKIMHUYECKANA (OIICHUBAIHCH
napameTpbl remorjo0uHa, TpomOoruToB, COD) U OMOXMMHUYECKHUE AHAIIU3BI
KpOBU (OMPENEISINCh AJICKTPOJUTHI, OOIIUii OENoK, TI0KO03a, OWIHpyOwH,
TpancamuHasbl, JI/{I', ModyeBuHA, KpeaTWHUH), OOmMH aHaiu3 Mouu, IXoKI -
rccienoBanue. B nccnenosanne He BKiIrodanu 60abHBIX ¢ JJKMII, ocioxHEHHOM
XCH IV ©K u co cii0)XKHbIMH HApYLIEHUSIMA PUTMA: MEPLATEIbHON apuTMHUEH,
MOJIMTOITHOM KETyJOYKOBOM 3KCTPACUCTONMEH, a Takke OOJbHBIE C HATUYUEM
MPOTUBOMOKA3aHUM K HA3HAUYCHHUIO HCCIECAYEeMbIX [MpEernaparoB WIH UX
HEMEPEHOCUMOCTH B aHaMHE3€ U OJKCHIIMHBI B JIETOPOJIHOM BO3paCTe.
KpurepusiMmu BTOPUYHOTO MCKIIIOYEHUSI B XOJI€ UCCIENOBaHUS ObLIN: Pa3BUTHE
CEpBhE3HBIX MOOOYHBIX 3P(HEKTOB, 0TKa3 OOJIBLHOTO OT JAJBHEHIIErO y4acTus B
UCCJICIOBAHUM,  HECOONIIOZICHHE  MPOTOKOJIa  HCCIEAOBaHUS,  BKIIIOYAS
HEaJICKBAaTHBI MIPUEM IMpPEenapaToB, IIOBBIIICHHE YPOBHS MOYEBUHBI H
KpeaTMHUHA B KpOBU 0oJiee yeM B 2 pasza OT UCXOJHOro 3HaueHus. Ha srame
NEePBUYHOTO OOCIEOBAaHUS HAMH BBISIBIIEHO 58 OOJBHBIX, COOTBETCTBYIOIIUX
KpuTepusiM otoopa. J{o BratodeHus B uccienoBanue 54 (93,1 %) u3 58 60apHBIX
pPETryJIIPHO TOJIy4Yaldu pa3judyHble JIEKAPCTBEHHbIC IIpEnapaTbl MO MOBOIY
HEIOCTaTOYHOCTH KpoBooOparmienus. Ilpu stom 19 (32,8%) npuauMamu
moueronnsie; 8 (13,9%) - cepacunbie rmko3unbl; 14 (25,9%), murpatsr; 12

(20,7%) GonbHBIX JeurauCh dnu3oauuecku (Puc 4).
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6onbHble c AKMIN

0 5 10 15 20 25 30 35
cepaeyHble ann3oamMyeckuii
MOYEroHHble HUTPATHI
TIMKO3U bl npuem npenapaTos
B 60/1bHble ¢ KM 32,8 13,9 25,9 20,7

Pucynox 2.4. Pacmnpenenenme OONBHBIX B 3aBUCUMOCTH OT TpUEMa
IIperapaTos.
boneubie JIKMII, BKIIFOUCHHBIC B HCCICAOBAHUE OBUIM PACTIPEICICHBI TI0

9THOJOTHUYCCKHUM IIpU3HAKaM Ha CIICAYIOIIUC TI'PYIIIIbL:

[ rpy1ma - 00JbHBIC UANOMATUYECKON AMIIATAlIMOHHON KapauoMuonaTtuei 14

(24,1%) GonbHBIX.

Il I'pynma - OonbHble aumataloHHOW — Kapauomuomnatuei 44 (75,8%)

oonpHBIX (Puc.5).

MauneHTtbl ¢ AKMI

1-rpynna.
Mavonatmnyeckan
KapanomunonaTums;
24%

2-rpynna.
AnnataumnmoHHan
KapavomunonaTtus;
76%

= 1-rpynna. Mavonatnyeckasa Kapguommonatus = 2-rpynna. nnatauMoHHan Kapamommonatna
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Pucynok 2.5. Pacmpenenenue OompHbix ¢ JKMII B 3aBucumoctu 0T
STUOJIOTHH.

M Tak, mox HaOIMIOACHUEM HaXOIWINCh 58 OOJIBHBIX AUIIATAI[MOHHOU
KapauoMHoraTue, B Bo3pacte ot 18 mo 54 ner; cpemumii Bo3pact 43,3 + 2,7
rojga) - €  HUIMONATHYECKOM  JUJIATAllMOHHOM  KapJHOMHOIIATHUEH,
MOATBEPKACHHOMN AX0KapauorpadhuuyecKuM METOIOM.

[Tpu nccnenoBaHNM KIMHUKO-IEMOTpapruaecKuxX mapamMeTpoB cpear OONMbHBIX C
JAKMII Hamu OBLIO BBISBJIEHO JOCTOBEPHO 4YacCThie Ciydae BCTPEYaEMOCTH
JTAHHOM MAaTOJIOTMH CPEAN MYKCKOro nojia. Cpely JaHHOW KaTeropuu OOJIbHBIX
YacTO BCTPEYAJMCh CIIyd4aW C HApPYIMICHHWEM PHUTMa, B YAaCTHOCTH JOCTOBEPHO
JacTo BcTpeuanach Guopmmsus npencepauid 39,7%. V 39,7% G0abHBIX ObLIH

MPU3HAKH 3aCTOs B JIETKUX U 'y 68,9% OonbHbIXx @B JDK Obuta HIke 40%.

Tabmuma 2.2.
Pacnpenenenue 6onpHbIx ¢ JJKMII o kimHMKO-1eMOTrpaduueckuM mapamMerpam
[Tpu3nak AbcomoTHOe %
3HAaYCHUE
My>K4UHBI/ KEHITTHBI 41/17 70,6/29,3
Bo3pacr, ner 43,4+3,1
[T ®K XCH 39 67,2
1l ®K XCH 19 32,7
Cpennsiga nponomxutenbHocTs [JKMII, net 3,3+0,7
CuHyCOBBII 15 25,8
XKenynoukoBasi SKCTPaCUCTOIIUS 20 34,4
OuOpMILIAIMS Npeacepanii 23 39,7

KJ'II/IHI/IKO'I/IHCTPYMGHTEUIBHBIC IIOKa3aTCIIun:

Oppliiika py HATPy3Ke 39 67,2
Oppiiika mpy Majeimen Gu3. akTUBHOCTH 20 37,9
CnabocTb, ObICTpast yTOMIIIEMOCTh 58 100
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OpTtonuod 22 37,9

XpHIIBI B JITKAX 20 34,5

I'emaTomeranus 14 24.1

Halyxanue meiHbIX BeH 21 36.2

OTeuHblil CUHAPOM 34 58,6

Huxkrtypus 9 15,5

YC>80 ya. B MUH 48 82,7

KIP>6,0 cm 58 100

Pentrenorpaduyeckue npru3HaKH 3aCTOS B 23 39,7
JIETKUX

DB<25% 40 68,9

2.2. Metoabl 00cjieoBaHus 00JIbHBIX
OO0mue KIMHAYECKUE METOIbI MCCIICIOBAHUS BKITFOYAN OICHKY KIMHUYECKOTO
COCTOSIHUS OOJIbHBIX B TMHAMHUKE Ye€pe3 J1Ba U MIECTh MECSIIEB C UCIIOIh30BAaHUEM
OOIIETIPUHATBIX METOJIOB  (OIpOC, OCMOTp, (HU3UUecKoe OO0Ce0BaHueE).
Pe3ynbTaThl 00CIE0BaHN 3aHOCUITUCH
B KJIMHMYECKYIO HCTOpui0 Oone3nu. Pa3znenenve OOJNBHBIX Ha CTaJuH
XPOHUYECKON CEPACYHOM HEIOCTATOYHOCTH MPOU3BOAWIM COrJIacHO Hrro-
Hopxckoit acconuaruu kapauonoros (NYHA).
| ®K XCH - 3aboseBanue cep/iiia, KOTOpOe HE OTpaHUYMUBACT (DU3UUCCKYIO
akTUBHOCTH. OObIYHas (Qu3nyeckass aKTHBHOCTh HE BBI3BIBACT YPE3MEPHOM
YCTAJIOCTH, CEPIIeONEHUH, OJTBIIIKH.
Il ®K XCH - 3aboseBanue cepiia, KOTOPOE BBI3BIBAET JIETKHE OTPaHUYECHUS
¢usznyeckoil akTUBHOCTH. B mokoe camouyBcTBHE Xopomiee. OOblyHas
dbu3ndecKas akTUBHOCTh MIPUBOJUT K YCTAJIOCTH, YYAIICHHBIM CEPAIICOUCHUSIM,
OJIBIIIIKE.
Il ®K XCH - 3aboneBaHue cep/ia, KOTOPOE BbI3bIBAET 3HAYUTEIIHHBIC

OorpaHu4eHusi (PU3NYECKOM AaKTUBHOCTU. B MOKOC caMO4yBCTBHE XOpOIIIEe.
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MunuManeHas (u3nYecKass akTUBHOCTh NMPHUBOJAUT K YCTAIOCTH, yYalIEHHOMY
CepALICONEHUIO, OJIBIIIIKE.

IV ®K XCH - 3aboneBanue cepaia, Npu KOTOPOM Jitobas Qu3udeckas
aKTUBHOCTH BBI3BIBACT OIMymeHne auckoMpopra. CHMOTOMBI CepACYHOU
HEJIOCTATOYHOCTH UMEIOTCS B ITOKOE.

O0s13aTeTBbHBIM TSI BCEX MAIMEHTOB ObLT TMHAMUYECKHI OJTUH pa3 B 4 HEJleT!
KOHTPOJIb 3a OOIIMM aHAJIM30M KPOBH M MOYH, a TaKKE OMOXUMHUYECKUMH
MOKa3aTeJsIMH TIJIa3Mbl (JICKTPOJIUTHI, KpeaTutiuH, moueBuHa, AcT, AnT, JIAT,
[JII0K03a, OMIMPYOUH, 00IIMI O€JIOK, X0JIECTEPUH).

§2.2.1. Dnexrpokapauorpaguieckoe uccjiaer0BaHne

DneKTpoKapAOrpapuIecKoe UCCIIEIOBAHUE (BKI) — 3TO
«CKPUHUHTOBOE» HHCTPYMEHTAJIBHOE HCCJIE0BAaHUE KOPOHAPHOM MAaTOJOTUH,
MO3BOJISIONIEE  TOJY4YUTh  HMHPOPMALUIO 00  AJIEKTPOYU3UOIOTHUECKUX
mpoIieccax B MHOKap/e, B XOJ€ KOTOPOrO MOTYT OBITh BBISBICHBI MPU3HAKU
UIIEMUH MUOKApJia, 3aperUCTPUPOBAHBI HAPYUICHUS PUTMA U MPOBOJUMOCTH,
OTMEYEHbl  TMPU3HAKM  apTEPUAIBHOW  TUINEPTEH3UM U CEPACYHOU
HEJIOCTATOYHOCTH.

OKI' uccnemoBaHne TPOBOAMIIOCH MO OOIMICIPUHATOM METOAMKE, T
3anuchiBaSIM B 12 cTaHAApTHBIX OTBEAEHUSAX Npu nomoiny anmnapata Fukuda FX-
7102, npowusBoactBO Kwutail. bbuin aHanmuM3upoBaHbl TaKUE JIAHHBIC, Kak
MPUCYTCTBHE MAaTOJOTHYECKOro 3yona Q, perpecc BoiaHbl R B oTBenenusax V-
V4, sneanus unu genpeccust cermenta ST, mHBepcus 3yboua T, HapylieHus
pUTMa ¥ MPOBOAMMOCTH, TIOJTHASI OJI0Kaa JIEBOM HOXKKM y4yka ['muca u T.1.

JIJisi TIOCTAaHOBKM TPaBUJILHOTO JHWAarHo3a, B YaCTHOCTH OOHApY)KEHHUE
apUTMUM, BBISBJICHUS AIH30/I0B 0€3 CUMIITOMHON HIIEMUU OINPEIesIoch MpU
nomon 24-yacoBoro MonutopupoBanue OKI' ¢ wucnonb3zoBannem OKI -
cuctembl Valenta Holter. Kputepuem wuiiemMun Muokapaa MOpU CYTOUHOM
MounutopupoBanuu OKI' Owuta penpeccuss cermenta ST Oonee 2 MM

MMpOoaAOJIZKUTCIIBHOCTBIO HC MCHCC 1 MUHYTHI.
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Peructpamus OKI' Obina 00s3aTenpHOM A BCEX MAIMEHTOB cpasy IMpH
NOCTYILJIEHUH, TIEpe] KOPOHAPHOU aHTHOTpaduel, epe BBIITUCKOM, a TAKKe IPH

HEOOXOIMMOCTH.

§2.2.2. Ixoxkapauorpaduueckoe uccjieqoBaHue

TunuyneiM npusHakoM y nanuenTa ¢ JJKMII na 9xoKI' aBnsiercs Hanmuuue
pa3nuuHbIX crenene cucromuueckoit qucynkiun JOK. Tommmua crenok JDK
OOBIYHO HOPMAJIBHBIX pa3MepoB WU yMeHblneHa. Macca muokapnaa JDK, kak
paBuiIo, HOpMaibHas uiu yBenudeHa. Yacro Ha OxoKI' ormeuaerca nuddysHas
runoknHe3nss creHok JDK. Moryr BeTpedaTrbCs JIOKAJIbHBIE HapYILICHHS
cokpatumoctu, ocoberHo nuckunezuss MXII y manuenToB ¢ Giokanoi JieBon
HOXKKHM Iydka ['uca. Tem HE MeHee CeayeT HOMHUTD, YTO JJIOKAJIbHOE HCTOHYECHHE
TUIOKUHETHYHOTro yyacTka muokapaa JIK nexapakrepro nis JIKMII u 6ombie
xapakrepHo st UBC.

MurtpanbHass W TPUKYCHUJAJIbHAsE PETYPrUTAUHA YacTO COMYTCTBYIOT
JAKMII. Tskenble CTENneHM perypruTauvd MOTYT HMETh MHUHUMAJIbHBIE
ayCKyJbTaTUBHBIE NpOsABIcHUA. OIHAKO HalW4yue CTPYKTYPHBIX W3MEHEHUU
KJIA[IaHOB M HAPYIICHUE CMBIKAHHS WX CTBOPOK OBIBAIOT CBS3aHBI C MEPBUYHBIM
nopaxeHueM kiamaHoB, a He JIKMII. JInactonuueckas dyukius npu JJKMII
MOXET BapbUPOBaTh OT HOPMAJbHOM [0 PECTPUKTHUBHOM. PecTpHKTHBHBIE
HapyIICHUs XapaKTepHBbI 71 IEperpy3Kku 00beMoM IpH ae-koMieHcanun XCH.

Onwu yacTo UCcUYe3aroT C HaYajIoM TCpallnu JINYPCTHUKAMU UKW Ba30AUJIaTaTOPaMHU.
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Pucynok 1. BelpaxkeHHOE CHUKEHHE COKPATUMOCTH MHOKap/1a JEBOr0

JKCIIy104YKa IIpU I[HHaTaHHOHHOﬁ KapaAnOMUOIIaTHUH

Pucynox 2. MurpanpHas peryprutanus y mnamnuedta ¢ JIKMII (mokaszana
CTpPENKOM)

Oxokapanorpadguueckoe HMCCIEOBAHUE CHCTOJIMYECKON M JAHACTONUYECKOM
GYHKIUU JEBOTO JKENyI0YKa BBIMOIHSIOCH BCEM OOJIBHBIM, HAXOSIITUMCS T10]T
HAONIOZICHUEM, HWCXOJMHO W B JWHAMUKE Ha (OHE pasIUYHBIX THIIOB
MEIUKaMEHTO3HOro  JjiedeHus.  CTpyKTypHBIE HW  T€MOJWHAMHYECKHEC
XapaKTEPUCTHKU CepJilla HM3ydaluCh METOJIOM 3XoKapauorpaduu, KoTopas
BBITIOJIHSJIACH B CTAaHAAPTHBIX TO3WIMSAX Ha YJITPa3BYKOBOM CHCTEME
"Sonoscape" (Kurait), ¢ ucnonb3oBanuem gatunka SC2, 4aCTOTON perucTpanuu
or 2,5 no 5 MHz. Busyanuzanus CTpyKTyp cep/lla NpPOU3BOAWIACH U3
NapacTePHAIBLHOTO U BEPXYIICYHOTO JTOCTYIIOB IO JUIMHHON W KOPOTKOH OCSIM B
MOJIOKEHUH TIAlIMeHTa Ha JIeBOM OOKy WiM ciuHe. B mporiecce uccnenoBanus
OTIPEACTSUI  CUCTOMUYECKYI0, AMACTONMUYECKYI0 (GYHKIUIO Cepiia, a TaKxkKe
pa3Mephl 1 00beMBI TIoJIOCTEH cepama. McenenoBanu dhpakiiuio BEIOpoca JEBOTO
KEITY0UKa, KOTOPYIO PACCUMTHIBAIM KOHEYHO-CUCTOJMYECKUN U KOHEYHO-

nucrtonnyeckuii o0beMbl JOK: [l KOppeKTHOCTH CTaTUCTHUYECKOW 00pabOTKU
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WCITOJIB30BAJIM MHJICKCHI Pa3MEpPOB U OOBEMOB, /IS YETO ITH MOKa3aTeau ObUIH
OTHECEHBI K TIOBEPXHOCTH Teina  OosbHOrO. V3MepeHue  KOHEYHO-
JUACTOJIMYECKOTO U KOHEYHO-CHCTOIHYecKoro pazmepoB JDK ocyiecTBisiocs
Cpady HHUXE CTBOPOK MHUTPAJIBHOTO KjalaHa I10 CTAaHJAPTHOW METOUKE.
Koneuno-cucronnueckuit (KCO) u koneuno- auactonudeckuit oobemsl (K10)
JDK BBIUUCISIMCH aBTOMATHYECKH. BBIUMCICHHUS TIPOBOIUINCH MUHUMYM TIO 3-
M KOMIUIEKCaM, C TOCJICAYIONMM aBTOMATHYECKHMM pPacdyeToOM IIOKa3aTese
ynapHoro ooweMa (YO), ¢pakiuu BeidOpoca JDK. (PB), crenenu ykopodeHus
nepennesaaaero pasmepa JOK B cucromy (%AS). Ilo cranmaptHbIM GopMyaam
paccuuThiBanu cepaeunbiii unaekc (CH), macca muokapaa JOK (MMIDK).
2.3 UcciienoBanne Ka4eCTBA JKU3HU

JI71s1 OIIEHKHW KadecTBa KU3HU Y OOJBHBIX MCIIOIB30BAIN CTAaHIAPTH3NPOBAHHYIO
ankety «OnpocHUK MUHHMECOTCKOTO YHHUBEPCHUTETA /I OOJBHBIX CEpIACHHOU
HeIoCTaTouyHOCThIO» (ompocHuk ML1-1FQ - Minnesota Living with Heart
Failure Questionnaire). BeiGop »Toro ompocHuKa OOYCIIOBJIEH €ro BBICOKOW
cenuUIHOCTBIO I OOJBHBIX C HEIOCTATOYHOCTHIO KPOBOOOpAIICHHS, a vy
TAKYK€ BBICOKOW YyBCTBUTEIBLHOCTHIO U BOCITPOU3BOAUMOCTEIO [98].

AHanu3upoBanu 51 nepeMeHHyIo, OTpa)xarolue OCHOBHBIE cephl KauecTBa
KU3HH, COJAEpIKalIUe BOMPOCH (PU3MUECKOTO COCTOSHUS, TCUXUYECKOTO W
COLIMAJIbHO- 2KOHOMUYECKOTO CTaTyca.

[ITecth BapuaHTOB OTBETOB OIIEHUBAIUCH B Oaiuiax ot 0 10 5, mpuyem Tydimi
BapUaHT OTBETa COOTBETCTBYET () OaIoB, a Xy amui- 5 6amuiam. OkoHYaTeIbHBIN
pe3yNbTaT Ompoca OIEHUBAICS MO CyMME BCEX OallJIOB, MOATOMY HICAIEHOMY
KaueCTBY JKU3HU OIPAIIMBAEMOTO MAIMEeHTa OYJeT COOTBETCTBOBATH OAJIJIOB,

caMmoMy Tuioxomy- 105 6ayos.

Tabmuma 1.
AHKeTa KayecTBa KU3HU

Her He ouenp OueHb
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OTexu roJjieHei, CToIm

Heo0xomuMoCTh OTIbIXa JTHEM
TpynHocTH noabeMa 1o JECTHHUIIE
TpynHoctu paboraTh 10Ma

TpyaHOCTH ¢ TOE3IKaMH BHE I0Ma
Hapymenus HouHOTO CHa

TpyaHocT BO B3aMMOOTHOIICHHSIX UITH

Aciiax € APpYy3bsAMH WUJIN YJICHAMU CCMbH

Bo3nuknm TPYOAHOCTHU B 3apa6aTBIBaHI/II/I

Ha

WJIY CIIOPTOM

Bo3nukinu mnpobieMbl B CeKCyallbHOU

KUZHU
OrpaHuyeHus B THETE

UyBCTBO HEXBATKHU BO3/yXa
Heo0OxoanMocTh 1€kaTh B OOJIBHULIE
YyBcTBO c1a00CTH, BSIIOCTh
HeobxoaumocTh oraThl METUITMHCKON
[Tomomm

[IposiBUIIOCH HEXKENATEIIBHOE IEMCTBUE
IIpenapara

YyBCcTBO 00Y3bI ISl POAHBIX
Onrynienue noTepyu CaMOKOHTPOJIS
YyBcTBO OecrokoiicTBa

Crano TpyJiHee COCPEAOTaYNBATLCS U
3anomMuHaTh

[TosiBritace nenpeccust

o O O o o o

o O o o o

o O o o

I I e

N DD NN NP

N N N NN

N DD DN

W W W W w w

W W W W w

W W W w

~ A b B B~ b b

N

A b B b~ Db

A b~ B~ B

o1 o1 o1 o1 o1

o1 o1 o1 o1 O1

o1 o1 o1 O1

§ 2.4. Cratucrnyeckasi 00padoTKa MaTepPUAJIOB UCCJIEI0OBAHMS
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XpaHeHue u iepBUYHAst 00pabOoTKa JAHHBIX MTPOBOIUIINCH B 0a3€ JaHHBIX
Microsoft Excel 2010 ¢ ucnonb3oBanuem mnporpammbl Statistica 10. lanubie
BBIp@XalIu cleayromuM oOpa3oMm: cpennee 3Hadenne (M) + craHmapTHOE
oTkioHeHue (m). [ns ompeneneHus CTaTUCTUUYECKON 3HAYUMOCTH pa3iuuMid
HEIMPEPHIBHBIX BEJIMYMH MEXAY IBYMsI TpyIIaMd B 3aBUCUMOCTH OT THIIA
pacripeniesieHuss ucnoiib3oBanu t-tect CThlofeHTa (MpU MAPAMETPUUECKOM
pacnpenenenun). s 3 u 6onee rpynm nposoauics Tect ANOVA.

[Ipu cpaBHEHUU IUCKPETHBIX IMEPEMEHHBIX MCIOJIB30BAM TECT Y2 U
TouHbld TecT Dumepa. JI1 OUEHKH KOPPEISUUH  KOJIUYECTBEHHBIX
XapakTepUCTUK  HUCIOJB30BaIM  METOAbl  JIMHEWMHOW  perpeccun |
KOppesiuoHHoro a"anu3a (ko3¢ dumuent koppensuuu [Tupcona, Cnupmena).
Jns BBIABICHUS psfa MPU3HAKOB HCIOJIb30BAJCS JUHEWHBIA U MHOTOMEPHBIM
PErpeCCUOHHBIN aHanu3. Pa3nuuus U KOPpENsUUUA CYUTAIUCh CTATUCTUYECKHU
3HauMMBbIMU TTpH p<0,05. 111 OLleHKH TMHAMUYECKUX U3MEHEHUN BHYTPH TPYIIIT
WCIOJIB30BAIM  KPUTEpHUM 3HAKOB, t-kpurepuil. Ilpu cpaBHeHuUM rpynn
JIOCTOBEPHOCTh PA3JIMYMK OUCHUBAIM 10 3HAYUMOCTH Pa3JIM4YUN YacCTOT
pacrpeneneHus HUCCIEAyeMbIX NPU3HAKOB BHYTPU TPYyMI, OMPEACISIEMON C
MOMOIIBI0  ABYCTOPOHHETO  BapuMaHTa TOYHOro  Kputepusa  Dumepa.
Crartuctuyeckuit aHau3 pEe3yJIbTaTOB MOJIEKYISIPHO-TEHETUYECKUX
UCCIICIOBAHUM BKIIFOYaJI OLIEHKY YacTOThl BCTPEYAEMOCTH aJUIeNIel TEHOB,
TCHOTUIIOB W WX KOMOWHaIMM, aHain3 TaOJMI] CONPSIKEHHOCTH. YacTOThI
ajuiesied TEHOB M TEHOTUIIOB  PACCUUTHIBAIIA  IPSMBIM  TOJCUYETOM.
CTaTUCTUYECKYIO OIEHKY acCOlMaldi TE€HOB W TEHOTHUIIOB MPOBOAWIN B
tepmuHax OR (odds ratio - oTHomeHWEe 1IaHCOB) ¢ pacuetoM 95%
noBeputenbHoro nureppana st OR (95% CI). Pa3nuna Mexxay cpaBHUBa€MbIMU

CEepUsIMH CUMTAJIaCh 3HAYMMOM MpU 3HAYUMOM YpOBHE BepoATHOCTH 95%

(p<0,05).
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I'JIABA I1l. PE3YJbTATHI COBCTBEHHBIX UCCJEJTOBAHUI
3.1. 'eHeajiornyeckue acneKThbl JWIATAIUOHHON KAPAMOMHONIATHHN
Hamu Opimu mpoaHanmM3upoBaHBI HACJIEICTBEHHBIC CBS3M 58 OOJBHBIX
JKMII. Ilpu ompoce 2 OONBHBIX W €ro POJCTBEHHHKOB HaM HE YJajocCh
COCTaBUTh TrpadUK pPOJOCIOBUU H3-3a HE3HAHMS UX POJICTBEHHHUKOB M UX
oone3nun. Y 38 (65,5%) 6oapHBIX HaMU OBLT COOpaH IMOJHBIA TeHEATOTHICCKHIA
aHaMHE3 MO TPEX CTEMEHSIM WX POACTBEHHOU cBs3u: poautensMm (I crenens),
cuocam (Il cremens), ASASIM U TETAM IO OTIOBCKOW M MatepuHckou auHuHA (111
creniedb). M3 38 OGonpHBIX 27 oTMeYasin Hamudue 3a00JICBaHWM cepila y
poaureneit, uto coctanisieT — /1,0%. [Ipu srom 18 Gonbubix (47,4%) ykazanu Ha
0one3ns otia, 7 60apHBIX (18,4%) — maTepu, 2 OONBHBIX — OOOHMX POJAMTEICH
(5,3%). Bcero y 18 6ombbIX (47,4%) 3a00seBanus cep/iia ObLIO HACIEIOBAHO
10 MYXCKOM JIMHUH (depe3 oTia), y 7 6onbHbIX (18,4%) - Mo KEHCKOH JTUHHU

(uepes matepm) (puc.3.1.1).

50
45
40
35
30
25
20
15
10

Hac/nef0BaHO OT OTLA Hacnef0BaHo OT Hacnef0BaHO OT
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EPanl 47,4 18,4 3,5

w

Pucynox  3.1.1. Yacrora 3a0oneBaHuil  CEpIACYHO-COCYIUCTHIX

3aboneBanuii cpenu poauteneit 6ompHbIX JTKMII.
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CaMpIMH YacCTBIMH 3a00JIEBAHUSIMH CEPJCYHO-COCYIUCTON CUCTEMBI Y
pOAUTENEH SBIINCH UIIIeMUYecKasi 00JI€3Hb Cep/illa, THIEPTOHUYECKas: O0JIE3Hb,
ceplieyHasi HEJOCTaTOYHOCThb, apUTMUU cepana (y MYXYWH), pEeBMaTH3M U
peBMatnueckne mopoku (y sxeHmwuH). [lpu paccmpoce u3 38 OompHBIX 15
00abpHBIX (39,5%) oTMedanu cmepTh oTHa: 5 60abHBIX — 0T UBC, 3 601bHBIX — OT
HK, 2 60spHBIX — 0T I'B, 2 00IBHBIX — OT apUTMHH, 1 OOJIBHOM — OT peBMaTH3Ma,
3 OOJIBHBIX — OT HEYCTAHOBJIEHHON NpuurHbl. CMEpTh MaTepu OTMEYaau 3
6onbHBIX (7,9%): 2 6onbHbIX — 0T UBC, 1 GonbHON — peBMaTHU3Ma. 3HAYMT,
4acTOW MpUYMHOW cMepTH poauteneil 0onbHbIX JJKMII sBunmchs nieMuyeckast
00JIe3Hb cep/Iia U cepAedHasl HEAOCTaTOYHOCTh. B CTpyKType MpHYMH CMEepTH
orioB  OonbHbIx JIKMII  Takxke CpelHee TOJIOKEHUE 3aHUMAlOT
TUIIEPTOHUYECKas OOJIe3Hb W apUTMUM cepiaua. B panbHeimield Hameir padote
OB IPOBENICH T'€HEAIOTUYECKH aHanu3 OpaTheB U cectep OonbHBIX JIKMII.
bri10 mpoaHanu3upoBaHO COCTOSIHUE 37I0pOBbs 72 OpaTheB u 75 cectep. M3 38
6onpHBIX 17 maruenToB (44,8%) yka3piBaian Ha 0OJIE3Hh OpAaThEB, 3 MAITUECHTOB
(7,8%) — na 6one3ns cectep. YactoTa 3a0071€Ba€MOCTH Cpear OpaTheB COCTaBUIA
—8(21,0%), cpeau cectep — 1(2,6%). Hanbosee yacTbiMu 3a00JICBAHUSMU CPEIH
opatbeB 6onbHBIX JIKMII siBunuce umemuyeckas 6osie3Hs cepaia (y 7 O0JIbHBIX,
9,7%), cepnedHas HeIOCTATOYHOCTh (y 5 O0JBHBIX, 6,9%), THNIEPTOHUYECKAS
0one3Hb (y 3 60sbHBIX, 4,2%) 1 peBMatu3M (y 1 6onsHOrO, 1,4%), cpeau cectep
— peBmatusMm (y 1 6onbHOH, 1,3%) 1 cepneunas HeqocTatouyHOCTH (y 1 GOJIBHOM,
1,3%). Ha cmepTh OpaTheB m cectep ykaspiBamu 5 OompHBIX (13,1%). Cpenn
cubcoB cMepTh OpatbheB oTMevanu 4 OonbHBIX (10,5%), cectpsl — 1 OoaBHOM
(2,6%). TlpuumHO¥ CMepTH SBUIMCH HIIeMHUYecKas Ooje3Hb cepama (y 1
OO0JBLHOTO) U cepieyHas HelOoCTaTOYHOCTh (Y 2 O0ibHBIX). B 3aKitounTensHOM
YaCTH Halllel padoThI ObUIO MPOAHATU3UPOBAHO COCTOSHUE 30POBBS 72 MY KUHH
(msimmn) u 80 xeHUuH (TeTH) - poaAcTBeHHUKOB |l cTenenn no reneanornyeckomy

nepeBy 0osbHbIX JIKMII. Cpenu My»4uH MO OTLHOBCKOW JUHUM ObutH — 29, 10
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MaTEPUHCKON TUHUH — 38 00ce0BaHHbIX. A 36 TeTH ObLIN POJCTBEHHUKAMHU I10
OTLIOBCKOW JTMHUU, 41 — MaTepUHCKOW JTMHUU.

B namux uccnenosanusx 3aboneanust CCC y poacrseHHukoB | crenenu
poacTBa ykazanu 11 6onbHbIX, uTo cocTaBiseT 28,9%. [lpu ananuze y 6 MyX4uH
0 OTIOBCKOM, Y 2 — MO0 MaTepPUHCKOMN JIMHUU OBbLITM OOHAPY>KEHBI 3a00JI€BaHUS
CeplIeyHO-cOCyIUCTON cucTteMbl. Cpear My>KUuH Han0oJiee YaCThIMU OKa3aJIuCh
uniemMudeckas Oosiesnb cepana (y 3), cepaednas HemoctaTodHocts (y 1),
runeproHuyeckas 6one3ns (y 2) u aputmuu cepana (y 2). Cpeau HuX He ObUIO B
XKUBBIX 6 My>KUHH (BCE POJICTBEHHHKH MO OTLOBCKOW JUHUM) — OosbHbIE ¢ UBC,
I'b n aputmusmu cepaua. 1o cpaBHEHMIO ¢ MyKYMHAMU CpEOu JKEHILWH
3aboneBanuss CCC ObUTM BBISBIEHBI MEHbIIE — y 5 TETH (BCE MO OTLIOBCKOMN
auHun). TeTu Mo OTIOBCKOW JIMHUU B OCHOBHOM CTpPaJiajii OT UIIEMUYECKON
oone3nu cepaua (y 3) u runeproHuudeckoi 6onesnu (y 2). Takum oGpazom,
3abosieBanus cepaua y 6oapHbIX JJKMII ouenb yacTo nepenaeTcst mo oTLOBCKOM
auHuM. PacnpocTpaHeHHbIMH 3a00J€BaHUSMH Yy POACTBEHHUKOB BCEX JIMHUH
SBIIIIOTCA  MILIEMUYeckass OOJIe3Hb CepAlla, CepAeyHass HEeJ0CTaTOYHOCTbD,
peBMaTU3M WU TrurnepToHuudeckas Oosie3Hb. Mmemuyeckas OOJE€3Hb cepiaua H
CepAeYHasi HEIOCTATOUYHOCTh TAKXKE SIBIISIFOTCS CAMOM YaCTOW IPUUYMHOU CMEPTH
POACTBEHHUKOB 00JIbHBIX JIKMIT.

3.2. KnuHu4yeckue 0COOCHHOCTH AUIATAMOHHOM KAPAMOMMONIATHH Y
00J1bHBIX rocnuTaau3npoBanubix B COPHLIDIMII
Kak wu3BecTHO, [AMIaTallMOHHAs KapAMOMUONATUS HE HMMEET YEeTKO
OUEpPUYCHHOW KIMHUYECKOM kapThuHbl. OHa He ObIBaeT OJHOTUIIHOM, a
xapakrepusyercs nomumopduszmom. Yame Bcero JJKMII nuarnoctupyercs yxe
Ipy Pa3BUTUU CEPJACYHOW HeIOCTaTOUYHOCTH. ['opa3no pexe 3aboiieBaHME
BBISIBJISIIOT 10 HAPYILIEHHIO puT™Ma U ipoBoauMocTH ripu DK uccrnenopanuu. Kak
MpaBUJIO, YCTAaHOBUTH Hayaio 3a00J€BaHUS HE YJAETCs, TaK KaK OHO JIOJITOE
BpeMsl IpoTekaer 6eccuMNTOMHO. CpOKM OT MOSIBJICHHS TNEPBBIX CHUMITOMOB

3a00JIeBaHUS 10 BHIPAXKEHHOM CEPIEYHON HEOCTAaTOYHOCTH pazHooOpasHkbl. [1o

56



JJaHHBIM TPOBENECHHBIM B EBpomneiickon yactu Poccuu AaBHOCTH MOSBICHHUS
NEPBBIX MPU3HAKOB 3a005IeBaHus cocTaBisuia y 25,8% OonbHbIx 10 1 roga, y 65%
- 1-10 net, y 10% GonbubIX — cBbIIe 10 et (M.M.Ilonosuy, N.®d.3arymieBckuit,
2018 r.). A mo HammM pe3yabTataM, y 28% O0IBHBIX JaBHOCTH 3a00JICBaHUS

coctraBmia 1o 1 roga, y 62 % - 1-5 ner u'y 10% - cBoime 5 ner (Puc.3.2.1).

6onbHble c AKMI

70,00%
60,00%
50,00%
40,00%
30,00%
20,00%
10,00%

0,00%

[ABHOCTb [,AaBHOCTb [ABHOCTb
3aboseBaHna Oo 3abonesaHua 1-5 3aboseBaHun
1roaa net cBblwe 5 net

W 60n1bHble ¢ AKMI 28,00% 62% 10%

Pucynox 3.2.1. Pacmpenenenue OONBHBIX B 3aBUCHMOCTH OT JIaBHOCTHU
3aboneBanus JJKMII.

B Hamux wuccnenoBaHusX OOJIBHBIX C MPOJOJDKUTEIBLHOCTH 3a00JI€BaHUs
cBbimie 10 ner He ObUIO. DTO yKa3blBAET HA TO, YTO Yy JIML MECTHOU
HauuoHanbHocTH JJKMII npoTekaer 6osee Tsxenee U B CPABHUTENBHO KOPOTKHE
Cpoku TpuBoAUT K cmeptu OonbHbIX. B EBpome u CIIA no npaHHbIM
B.N.IlIymakosa, M.II.Xyoytust (2017) nHauano 3a6oneBanus y 92% OOJbHBIX
MPOSIBIIACTCS C CEPACYHOM HEAOCTATOYHOCTBIO. Y 76% OOJNBHBIX cepjieuHas
HEJIOCTAaTOYHOCTh HACTYTMAET 0€3 BUAUMOUN MPUYUHBI, Y 24% OOJIBHBIX - TOCTE
pecnupaTopHOil BUPYCHOW HWH(EKIMH, THEBMOHUM W Jp. AHAIU3 HCTOPUH
0omne3Hu, aMOyJIaTOPHBIX KapT, aHaMHe3a 3a00JIeBaHus, OMPOC POJACTBEHHUKOB
OOJIbHBIX B HAIIUX MCCJIEAOBAHUAX MOKazaid, 4To y 34 OOJIbHBIX U3 958
3a00JiIeBaHME HAYaJIOCh CUMIITOMaMH CEpJEYHOM HEIOCTaTOYHOCTH. ITO

coctaBisieT — 58,6%, y 14 (24,1%) GonpHBIX ObLTH OOJIK B 00macTu cepana, 10

o7



(17,2%) OonpHBIX oTMeuanu cepaneOuenue, y 7 (12,0%) OonbHBIX ObLIH

BBISIBIICHBI TIPOYME PUIUHEI (puc. 3.2.2.).

6onbHble ¢ AKMIN

11%
15%

M npu3sHakm CH
52%
H 60211 B 06n1acTu cepaua

22% i cepaLebueHne

M npoyne npuYnHbI

Pucynok 3.2.2. YactoTa HayanbHbIX Npu3HakoB JJKMII

CornacHo JaHHBIM AuarpaMmmbl y 0osbiHcTBa 60s1bHBIX JIMKII HaunHaetcs
C IPU3HAKOB cepjieuHor HemoctatouHocTH. OnHako npusHaku CH B neGrore
3a00eBaHUsl Yy HAlIMX OOJIbHBIX HAOMIOJAeTCs MEHbIIE, YeM Yy OOJIbHBIX
npokuBaronux B EBporie u CIIIA. B namux nccnenoBanusx 20 u3 58 001bHBIX
B J1cOr0TEe 3a00JIeBaHUs OTMEYAIH JPyTrye NpU3HaKku nopaxkeHus cepana (34,4%):
11 GombHBIX - 606 B oOmactu cepana (18,9%) u 9 6oapHBIX — ceparcOneHIE
(15,5%). V 6 6onbubix (10,3%) AKMII Hayanach cMMIITOMaMH, HE UMCIOIMH
IPSIMOE OTHOILIEHUE K MOPAKEHUIO CepALa: roJoBHbIMU O0ssiMH (Y 4 OOJIBHBIX,
6,8%), 6onmssmMu B obmacTu cyctaBoB (y 5 00mbHBIX, 8,6%). Y HUX mpu3HAKH
nunatanuu 0buTy BhIABICHBI py IXOKI'. Tlo mannbiM nurepatypst pu JJKMII
Hayajgo 3a0oJieBaHUS 3aMETHO 4Yalle COMPOBOXKIAIOCH "OeCcpUYMHHOMN"
CepACUYHOM HeAoCTaTOuHOCThIO (76%), B 24% HaOmoAcHU OHA pa3BHBAjach
MOCJIE PECTUPATOPHOM BUPYCHON MH(PEKIINH, THEBMOHUU U JIP.

B Hammx HaOMIOACHUSAX MU MOCTYIUICHUH B CTAIlMOHAP y BCEX OOIBHBIX
OBUTH BBISBJCHBI MPU3HAKU CEPACYHON HEAOCTATOYHOCTH: Y 3 001bHBIX (5,1%) —
I, y 28 6onbHbIX (48,3%) — Il «A», y 22 6onbubIX (37,9%) — Il «b» 1 y 5 6GosibHBIX
(8,6%) - 1l cramum.
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Pucynox 3.2.3. PacnpeneneHue OOJbHBIX B 3aBUCHMOCTH OT MPHU3HAKOB
cepAeYHOM HeA0CTaTOUHOCTH cpeau 0osbHBIX JIKMII.

[Ipu w3ydyennn anamue3a 23 OompHBIX (39,6%) pasBuTHE CcepacYHOU
HEJIOCTAaTOYHOCTU CBS3JIM CO CTpeccoM, 15 OONbHBIX — (U3HUECKUMHU
nepeyromneHusimu (25,9%), 11 Gonpubix (18,9%) — mpoctynoit, 9 GOJBHBIX

(15,5%) pa3BuTHE MPU3HAKOB CEPJCUYHON HEJOCTATOYHOCTH HE C YEM HE MOTJIH

CBiA3AaTh.
6onbHble ¢ CH
0 5 10 15 20 25 30 35 40
CcTpecc ¢M3W-IGCKVIe npoctyaa 683I‘| NYUNH
P nepeytomneHuAa P YA P
HPag 1 39,6 25,9 18,9 15,5

Pucynox 3.2.4. Pacnpenenenne OOJBHBIX B 3aBUCHMOCTH OT TMPUYUH
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BO3HUKHOBEHUS MPU3HAKOB CEPICUHON HEJIOCTATOYHOCTH

Kak wu3BectHo, kimuudeckas kaptuHa JIKMII oOycrnoBnena pa3ButHeMm
CEpJIeYHON HETOCTATOUYHOCTH U (HOpPMHUpPOBAHUEM JIETOUHOM runepreHsuu. [lpu
JIKMII wnambojee dYacThIMU KaI00aMH OOJBHBIX SBJISIOTCS OJBIIIKA U
YTOMJIIEMOCTD MpU (PU3NUECKON HArpy3Ke, Kallellb, KpOBOXapKaHbe, epedou u
O0omu B oOmactu cepiaua. B Hammx ucclienoBaHUSAX B MOMEHT ocMmoTpa 14
O0ompHBIX (24,1%) ykazanm Ha Hanmmuue Ooym B obnactu cepama. bomb Obura
TYyHoro XapakTepa, pasziuras, 0e3 uppuaganud, 0e3 YEeTKHUX CBs3EH C
¢usnueckumu Harpyskamu. B nHaOmogenusix B.W.Ilymakosa, M.I.XyOyTus
(2017) OGomp B oOmacti cepana Obula BbISIBICHA Yy 26,8%  OOJBHBIX.
Cepanebuenne  sBISIETCS  CaMbiM  YacThIM  CHMIITOMOM  CEpJICYHOM
HegocrarouHoctu npu JIKMII. B Hammx wucciienoBaHusix Ha cepaleOueHue
)KajoBajauch Bce OosbHBIE. Y 39 OonbHBIX (67,2%) ceparieOneHne onryanach
HOCTOSIHHO, ¥ 21 605bHBIX (36,2%) - BO3HUKAJIO MPHUCTYO00pa3Ho. OmryIieHne
nepeboeB B paboTe cepjlia COMPOBOXKAAJIOCh YYBCTBOM 3aMHUpaHUs,
"KyBbIpKaHus" WM OCTaHOBKHM cepamna. Ilpu anexTpokapauorpaduydeckoMm
UCCIIEIOBAHUM ATUX OOJIBHBIX Hanbojee 4acTo OOHAPYKUBAJIUCH PA3TUYHBIC
HapylleHUs1 CEepACYHOro puUTMa U NpoBoaMMOCTH. Hapactanue creneHu
CEepPACYHOM HEIOCTATOYHOCTH  COMPOBOXIAJIOCH  TOBBIIMICHHUEM  TSIAKECTH
HapylIIeHUN CepACYHOr0 PUTMa U MPOBOAUMOCTH: TSKEJIbIe HAPYIICHUS PUTMA
kak ubpmmsaus npencepauit (31%), momutonusie 3kcTpacuctoisl (20,6%),
TspKebie 01okael (41,4%) ObuTH XapaKTEePHBI IJIs CEPACYHON HEA0CTATOYHOCTH

Il «b» u Il cragun.
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TAXKenNble 6}'IOKa,CI,bI

NOJINTONMHbIE 3KCTPACUCTO TN

dubpunnsauma npeacepamm

0 10 20 30 40 50

bdbubpunnauma npescepamii  NONUTOMHbIE SKCTPACUCTONUN TAXenble 610Kaapl
MPag 1 31 20,6 41,4

Pucynok 3.2.5. Pacnpenenenue 6onbHbIX ¢ JIKMII u CH B 3aBucMMOCTU OT
BCTPEYAEMOCTH HApYILIECHUS pUTMa CEPALIA.

B nenom uncio cepaeunsix cokpainienuit nmpu JJKMII B cpeanem cocTtaBuiio —
106,2+2,4 ynapoB. Hapsigy c¢ cepaueOueHueM, OIUH U3 CaMBIX YacCThIX
CUMIITOMOB CepJIedyHON HeaocTaTtouHOCTH y OonbHBIX JIKMII Oblna ojblmika
(dyspnoe) - 3arpyaHeHHOE JBIXaHHE ¢ U3MEHEHUEM €ro 4YacTOThI, TNTyOWHBI U
pUTMa, TIPOSIBIISIIONIEECS OLYIIEHUEM HEXBATKU Bo3ayxa. OJpllIKa 3aBecusa OT
HapyIlIeHUusT KpPOBOOOpaIlleHMs, B TIEPBYIO OYEpelb - B MallOM Kpyre H
XapakTepu30Bajgach HapylIeHHEM JAbIxaHus B 00e (as3pl (BAOXa M BbIAOXA) -
cMmenianHas. TsKecTh OJBIIIKK BOo3pacTaia mpu (PU3NYECKON Harpy3ke U Imoclie

enpl. YactoTa BcTpeyaeMocTH oAbIiku coctaBuia 93,1% (54 0oybHBIX).
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Pucynok 3.2.6. Yactora u rimyOuHa ofpimku y 0oibHbIX JIKMIT

Oco0OeHHOCThIO OJBIIIKKA B HAIIMX HAOJIOJEHUSX SIBUJIACh €€ YCUJICHHE B
TOPU30HTAJIBLHOM TOJOKEHUU OOJIBHOTO, YTO BBIHYXKJIAJIO €r0 HaXOJUThCS B
CUASTYEM WM MONyCUIAIIEM NoJjiokeHuu. B obmiem, cpeau 6onpHbix JJKMII y
21,4% - nabmonmanachk cnabas, 38,0% - ymepennas u 33,3% - BbIpakeHHas
CTETICHb OJIBIIIKH.

I[To pacpocTpaHEHHOCTH TPETHUM CUMITOMOM CEpPAECUHON HEJOCTATOUHOCTH
npu JIKMII sBwics — mmano3, dactora KoTtoporo cocraBuia 65,5% (y 38
00mbHBIX). Y 23 6onbHBIX (39,7%) 1TMaH03 OBLT BRIpAXKCHHBIM HA KOHYHUKE HOCA,
VIIHBIX PAKOBHMHAX, I'y0ax, sA3bIke (IEHTPabHBIN 1aHo03), y 15 (25,8%) — ObL1
XapaKTepeH IMAaH03 MepU(PEepUIECKUX YIaCTKOB, HOTTEBBIX (hajaHrax MajblieB,

TaK HAa3bIBAEMBIN aAKPOIIMAHO3.
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Pucynok 3.2.6. Pacnpenenenue 6onpHbix JIKMII B 3aBHCMMOCTH OT BHa
[[MaHO03a.

Oteku (oedema) - U30BITOYHOE HAKOTUICHUE KUJKOCTU B TKAHSIX U CEPO3HBIX
MOJIOCTSIX OopraHu3Ma ObUIM BbIsiBIIEHBI y 51 GonbHbIX (87,9%). Otexn JIMKII
OBLITM CBS3aHBI C BEHO3HBIM 3aCTOEM Ha IMOYBE CEPACYHON HEAOCTATOYHOCTH U
yBEIMYCHHEM (UILTPAMKM JKHAKOCTH W3 KpoBH B TkaHW. OTEKHW BHadase
MOSIBJISUTMCH Ha CTOTAX, B 00JIaCTH JIOJBIKEK, Yallle K BeYepy, MOCIe ATUTEILHOTO
HaxXOXKJEHUS B BEPTUKAIBHOM TOJIOKCHHWH. [0 Mepe HapacTaHUs CepIedHOM
HEJIOCTAaTOYHOCTH OTEKH O0Opa3oBaiUCh Ha TOJIEHsAX, Oeapax, MOIIOHKE,
MOSICHUIE. 3HAYUTEIIbHOE HAKOIUICHHE >KHJKOCTH B TKaHAX, OCOOCHHO B
MOJIKO’KHOM KJIeT4aTKe (aHacapka), COMPOBOXKIAIOCH CKOTUICHHEM JKHIKOCTH B
IJIEBPAIBHBIX TOJOCTAX (TUAPOTOPAKCOM), TIepUKapAe (THAPOTIEPUKAPIOM) H
OpromHoM mnosocTy (acuutom). Ilo TAXKECTH, YMEPEHHO BBIPAKEHHBIE OTEKU
obuH 00HapyskeHbl —y 19 (32,8%), BeipaxkeHHbIe oTeku — Y 26 (44,8%), Oonbine

oteku — y 6 6ombHbBIX (10,3%) (puc.3.2.7).

63



100
80
60
40

20

YactoTa oTeKkos YMmepeHHble BbipaxeHHble bonblmne oTekn
oTeKku OTeKM
¥ 87,9 32,8 44,8 10

Pucynok 3.2.7. YacroTa u TskecTh orekoB mipu JIKMII (%)

[Ipu ocMoTpe OOJIBHBIX TAK)KE OTMEYAIUCh OJIETHOCTh KOKHBIX TTOKPOBOB (Y
32 OonbHBIX, 55,2%), HaOyxanue medHbIX BeH (y 21 OonbHbIX, 36,2%) u
runotpodus ckenetHpix Mbiml (20 OompHBIX, 34,4%). Kamens (tussis) - y
CepICYHBIX OOJBHBIX SIBISAETCSA CIEICTBUEM 3aCTOWHOTO MOJTHOKPOBUS JIETKUX
IpU CEpACUHON HEIOCTATOYHOCTH U PAa3BUTUM 3acToiHOro oponxura. Kamensb
IIPU 3TOM OOBIYHO CYyXO, THOT/Ia BRIJIESIETCS HEOOIbIIIOE KOJIUYECTBO MOKPOTHI.
B Hammx HcclIeqoBaHUAX Kalleab ObUT XapakTepeH y 26 GombHbIX (44,8%).
KpoBoxapkanue (haemoptoe, haemoptysis) - mosiBlieHHE KPOBH B MOKPOTE — Y 8
0osbHbIX (13,7%). IIpoune xanoObl — TOJTOBHBIE 00JIH, TOJOBOKPYKEHUE, TNIOXOU
COH, COHJIUBOCThH NPEABABISIN 27 O0nbHBIX (46,6%). T'onoBHBIE G0y ObUTH
CIIEICTBUEM HEIOCTATOYHOCTH MO3TOBOTO KPOBOOOpAIEHHs, OCOOEHHO MpH
COYETAaHUM HX C T'OJIOBOKPYKEHUSMU WM SMU30JAMYECKOI MOTepel 3peHus, a
OTCYTCTBHE alMETUTa - CAMITOMOM XPOHHUYECKOTO HapYIIECHUSI BUCLIEPATHHOTO
KPOBOOOpAITICHHMS. [TposiBneHus MU HapYIICHHOTO nepudepuaeckoro
KPOBOOOpAIIICHUS CITY>KUJTU TaK)KE MBIIIEYHas C1ab0CTh, OLIYIIEHUE OHEMEHUSI U
"mon3anbs mypamiek” (y 11 6osbHbIX, 18,9%).

BcenenctBue CHKEHUST COKpAaTHTENbHOW (DYHKIIMM MHOKapaa W €ro
JTMACTOJIMYECKOTO HAMOJHEHUS pa3Mepbl cepiiia ObUIM YBEIWYEHBI y BCEX
0onpHBIX: y 11 GosbHBIX BIeBO U BHU3 (18,9%), y 47 OOJNBbHBIX - B TOTIEPEYHUKE
(81,0%).
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[Tpu ayckynpranuuu y 38 6016HBIX (65,5%) Ha BepXyllIKe cepAlia OTMeudacs
ociabnenne [ ToHa, OOYCIOBIEHHOE TMPEXKAE BCErO MBIIIEYHBIM €r0
KOMIIOHEHTOM, a TaK>K€ TMOBBIIICHHBIM HAMOJHEHUEM TUIATHPOBAHHOTO JIEBOTO
xenynouka. Y 19 OonbHbix (32,8%) xapakTepHbIM MPHU3HAKOM IOPAXKEHUS
MBIIIIIBI CEPJIIIA SIBUJICS CUCTOJIMYECKUNA IIIyM Ha BEPXYIIKE, HE MPOBOSIIHIACS
3a TPeJIeITbI MTPOSKIIMU CepIia. ITOT IIyM, Ha HAIll B3TJISA, CBSI3aH C MOPAKEHUEM
NanWUISIPHBIX MBI, JWJIaTalyed, Tak Kak BCJIEICTBUE YBEIWYCHHsS JIEBOTO
KEIy0YKa pPa3BUBACTCS OTHOCUTENIbHAS HEJOCTaTOYHOCTh MHTPAIBHOTO
KJIamaHa.

VY 19 6onpHBIX (32,7%) 32 CHET CHUKEHUS COKPATUTEIBHBIN MUOKAP/T TPaBOTO
KeJIy0uKa M JWJaTallud €ro IMOJIOCTH oTMedascs ociabieHue | ToHa, y 8
OONBHBIX - TOSBICHHUE CHUCTOJIMYECKOTO IIyMa Yy OCHOBAaHHS MEUYEBUIHOTO
orpoctka (13,7%). XapakrepHoit ocobeHHocThio JIKMII siBujics mosiBieHue
MAaTOJIOTMYECKOT0 MaITHUKOOOpa3Horo putMa (y 38 60bHbIX, 65,5%). [Ipu 3TOM
I Ton mo cune paBeH Il u may3el Mexay TOHaMHu ObUIM OJMHAKOBHL. [lpu
ayCKyJbTallUU JIETKUX Y BCEX OOJIbHBIX OTMEUAIOCh OcabieHNe BE3UKYIISIPHOTO
neixanus, y 37 6onpHbIX (63,8%) BRICTYIIMBAINChH 3aCTOMHBIC XPHUIMBL: y 22 -
HWKHUX oTaenax (37,9%), y 15 combHbIX (25,8%) — BO BCeM NPOTSHKEHUH
aerkux. CepaeyHass HEIOCTATOYHOCTh COIPOBOXKAATIACH TAKXKE YBEIMUYEHUEM
neuenn (y 46 OonbHbIX, 79,3%): y 16 (27,6%) OonbHBIX — Ha 1,5-2 cM., y 15
(25,9%) GonbHBIX — Ha 2-5 cM. 1y 15 (25,9%) GonbHBIX — Ha 5-10 cM. Acuut
HaOmoancs y 14 6onbHbIX (24,1%), ruapoTtopakce —y 8 6oabHBIX (13,8%).
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M lenatomeranua 79,30% 9,50%
H Acuut 24,10% 5,20%
M MmapoTopakc 13,80% 2,30%
M OTeKkn 87,90% 34,60%

Pucynoxk 3.2.8. CpaBHeHuEe 00beKTUBHBIX MOKa3atesne npu JJKMII ¢
UTEPaTypHBIMU TaHHBIMU (%0)

Brlreykazanssie cuMnToMbl B uccnenoBanusax — B.M.Illymaxosa,
M.II.Xyoytus (2003) BcTpeuaroTcsi HECKOJIBKO pexke: oTeku - y 34,6%,
renatomeranus —y 9,5%, acuut —y 5,2%, ruaporopakc — y 2,3% O0IbHBIX.
Takum  oOpa3oMm,  JOuiaTallMOHHAas  KapauoMuomaTuss y  OOJIbHBIX
rociutanuzupoBanubix B COPHIIDMII B cpaBHeHun ¢  OOJIBHBIMH
npoxxuBarommmu B EBponerickoit wactn Poccun, Eponsr m CHIA wumeer
HEKOTOPOE KJIMHUYECKOE OTJINYME, MPOSABIAIOLIMECS Kak B Je0l0Te, Tak U B
CTaJIuu MpOrpeccupoBaHus 3a001eBaHusl. Y OOJIbHBIX MECTHOM HAIIMOHAIBHOCTH
rocnutanu3npoBaHHbix B COPHIOMII 3a0oneBanue yacTo HaUMHAETCS OOJIBIO
B o0jacTH cepAlla W HapyLIEHUAMU pPUTMAa U HpoBoAuMOCTH. Ilpu3Haku
CEpJCYHON HEAOCTATOUYHOCTU Y HAITUX OOJIbHBIX MPOUCXOAUT 00Jiee OBICTPHIMU
TeMraMu. Bbicokas 4acToTa remaroMerajivui, aciuTa, THAPOTOpaKca, OTEKOB,
MepLATeIbHOW apUTMHH M IKCTPACHCTONIMU CIIOCOOCTBYET Ooiiee TKEIOMY
TeyeHuto 3a0oseBaHus. CpaBHUTENBHO TsKeNas kiuHuueckas kaptuaa JIMKII y
OOJBHBIX MECTHOW HAIIMOHAIBHOCTH SBJISIETCS OAMH U3 OCHOBHBIX (DAKTOPOB

YMCHbIICHUA TPOAOJDKUTCIBHOCTH UX ) KU3HU B HAILICM PCTUOHC.
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3.3. Ounenka j1a00paTOPHO-MHCTPYMEHTAJbHBIX UCCJIE0BAHNMH 00JIbHBIX
JAKMII rocnuragusupoBanubix B CO PHIIDOMII

Kak nokazamu wamm uccinenoBanus npu JKMII cpegnee conepxxanue
reMoryioouna coctasnsier 84,3+5,6 r/n, unucao spurpouutos — 3,1 x 10%%/11, uto
yKa3blBaeT HA HAJIMYUE aHEeMHH Yy OOJIbHBIX. Y BceX OOJIbHBIX aHeMus Oblia
HOPMOXPOMHOTO THIa (IIBETOBOM IMOKa3aTellb B CpeHeM cocTaBmia — 8,6+0,8).
[Tpu ananuse crenenu anemun y 27 (46,6%) 60abHBIX copepKaHKe TeMOII00nHA
obut0 B peaenax 100-80 r/m (Jrerkas crenens, 1), y 11 (18,9%) 6ompabix — 80-60
/1 (BeIpaxkeHHas cremnens, 11).Y 6ompabix JIKMII Takke ObUIO XapaKTEpPHO
YMEPEHHBIN JISUKOIUTO3 ¢ TUMDo1nTo30M. O0I1Iee KOTUIECTBO JICHKOIUTOB MIPU
JKMII cocrasuno — 7,7+0,8 x 10%1, numdornuros — 27,8+1,8%. IIpu sTom y 22
(37,9%) GonbHBIX coaepskaHue JeiikonuToB 6b6U10 Gonbiie, uem 7,0 x 10%/1, y 27
(46,5%) GonbHBIX cojepxkaHue JUMGPOIUTOB - CBbIIC 28%, YTO yKa3bIBAJIO Ha
poJii BocTiasieHus B pa3BuTuu 3a0oseBanus. [lokazarens COD sBingeTcs OIUH U3
OCHOBHBIX JIMATHOCTHYECKUX MPU3HAKOB aKTUBHOCTH BOCIalieHUs1 y O0IbHBIX. B
HaIllUX HcclenoBanusax nokaszarenb COD konebanachk B OCHOBHOM Mpejeiax —
10-23 mm\u u coctaBuia B cpeaHeM - 18,9+1,9 mm/4. DTO yKka3pIBalIO HaJIMUYUC
YMEPEHHOT0 BocnajieHus y 0onbHbIX. Y 13 (22,4%) 6onbabix COD HaxoauIach
B nipeaenax 20-33 mm/4, y 1 6onbHOro OblIa — 45 MM/4. [1o TaHHBIM JIUTEpaATYpPHI
B pa3BUTUU TpoMOosMOommueckux HapymieHui npu JJKMII oquH 13 0OCHOBHBIX
3HAUYCHUW TPHUAACTCS TPOMOOIMTO3Y - TOBBIIICHUIO YHCIa TPOMOONHTOB. B
HaIIUX HAOIIOEHUSAX YUCIIO TPOMOOLMTOB y 22 O0JIbHBIX OBLIO B mpeaenax 180-
320 0 x 10%m, y 11 6onbubIx - 320-350 x 10%1, y 8 Gonbabix — 350-380 x 10%11.
Cpennee yucio TpoMOOIMTOB B HaIMX HaOMoaeHUs1 cocTaBuio — 210+18,50 x
10%n, 4ro OBUIO 3HAYMTENBHO BHIIIE YeM IOKA3aTelld IPHBEICHHBIE B

uccnenopanusix B.M.1Iymakosa, M.II1. Xy0Oytus (2017).
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Pucynok 3.3.1. Usmenenne uncna tpomGorutos mpu JKMIT (x 10° /i)

B nammx uccnenoBanusix y 21 60J5HOTO OBLIO ONMPENENIEHO COJIEPKAHUE
obmero 6enka, KOTOpoe cocTaBuio B cpenHem 43,5+4.5 r/n. V 9 GonbHBIX
ypOBeHb 00111ero 6enka 0buio - 60-72 1/, y 5 60sbHBIX — 50-60 /71, y 3 00JIBHBIX
- 40-50 1/n, 4 6onpaBIX HIDKE — 40 /1. Tlo manHBIM muTepatypsl Mt JKMII
XapaKTEPHO HAJMYME TUMOMpOTeMHeMuu B mipeaenax 47,5+3,1 r/n. 3Hauut, y
00abHBIX MecTHOW HanuoHanbHOCTH JIKMII nportekaer Ha (oHE BBIpaKEeHHOU
HEJOCTAaTOYHOCTU Oo0uiero Oenka B KPOBH, YTO SIBISETCA OJUH U3 (PAKTOPOB
TSKECTH OTEUHOTO CUHIPOMA.

[Tpu JIMKII n3yyenuto GpyHKIMOHATBLHOTO COCTOSIHUS MEUYEHU YAENsIeTCs
ocoboe BHUMaHMe. [lopaxeHue neyeHH OOYCIOBICHO Pa3BUTHUEM CEPACUHOM
HEJOCTaTOYHOCTU U CTEMEHb W3MEHEHMs IMEUEHOUYHBIX Mpo0, HHIAMKATOPOB
UTOJUTHYECKOTO, ME3CHXHMHUAIBHO-BOCTIAIMTEILHOTO,  XOJECTaTHYECKOTO
CHUHJIPOMOB TMOPaXEHHUS TEUEHU KOPPEIUPYET CO CTENEHbI0 CEepAeUHOM
HepocTaToyHOCTH. OAMH W3 OCHOBHBIX MEYEHOYHBIX MPOO OIpenessoHii
y4acTHe TMEUYCHH B TMUTMEHTHOM OOMEHE SIBISeTCS YpOBEeHb OwnupyOuHa. B
HAIIMX HWCCJIEOBAHUSIX YPOBEHb OOIIero OummpyOrMHa B CpeIHEM COCTaBHIIA

26,9+2,1 MKMOJIb/J1, 3HAYUTEIBLHO BBIIIIEC YEM IO JJaHHBIM JIUTepatypsl (19,7+3,3
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MKMOJb/11).  Hamuume — runepdepmeHTeMHH,  OCOOEHHO  MOBBILICHHUE
TpaHCAaMUHA3HON aKTUBHOCTH SIBJISIETCS TPU3HAKOM [IUTOIUTHUYECKOTO CUHPOMA
nopaxkeHus nedyeHu. B Hammx HabOmoneHusx ypoBeHb acmapraT (AcAT) u
anmaavH (AnAT) amurOoTpancdepassl (0,61+0,07 u 0,75+0,07 MMonb/im) ObITO B
1,2 u 1,3 pa3a Beiiie, yem rnokazarenu 6ogabHbIX JJKMII nposxuBaronux B EBporie
u CHIA. B namux HaOmoneHusix y 19 OGonbHBIX OBUIO KOHCTATHUPOBAHO
U3MEHEHHE MOYEBOT0 0Ca/iKa IpU TaOOPaTOPHOM HCCIIEIOBAHUH, UYTO COCTABIISET
— 32,7%. Ilatonornueckuit moueBoit ocanok npu JAMKII nposiBuics Hanuauem
oenka (B cpennem 0,08+0,01 mpom.), neitkonutoB (B cpeanem -5,9+0,3 m.3.),
spuTpouToB (2,2+0,2 1.3). YaenbHbId BEC MOYM B CpPEJHEM COCTaBisIa —
1018,5+10,5. YpoBeHb MOUEBHHBI, OCTATOYHOI'O a30Ta U KpeaTuHuHa (12,2+0,6;
19,1+0,1 u 0,09+0,01), yka3pIBaromnue Ha HaIUYUE HEAOCTATOUHOCTU (DYHKIIUU
MOYEK Yy Hamux OOJbHBIX ObUIM BbIIE, yeM 1o gaHHbiM B.W.Illymakosna,
M.II.Xy6yTus (2017).

VY 6onbnbix JIKMII snextpokapauorpapuyeckue uccieqoBaHusi B 12
oTBeicHUsIX oOTHocuTcsi K kiaccy |. Ilpu anexrpokapmuorpaduu (OKI)
BBISBJISIIOT MPU3HAKH XapaKTEPHOTO sl 3a00JIeBaHMs YBEIMUYEHUS pPa3MEpOB
ceplilla, a TaKkKe CTOMKYI0 CHHYCOBYIO TaXWMKapIuiO (YacToTa CepAeYHbIX
cokpaiienuii o0pryHO TpeBbimaeT 100 ymapoB B wmuH.). Hepenko Takke
BBISIBIISIIOT HAPYIIEHUS TIPOBOUMOCTH CEPICUYHOTO HMITYJIHLCA B BUJIE PA3TMIHBIX
omokan. M.A.I'ypesuu, b.B.I'opnuenko (2019) BeissBmm y 84,0% O0JIbHBIX
BbISIBWIIM quutatanuio u runeprpoduro JOK, JIII, y 78,0% O0sbHBIX - U3BMEHEHUS
untepBana ST-T, y 24% 00abHBIX - 04aroBONOAOOHBIE U3MEHEHHUS KOMILIEKCA
QRS, y 44,0% OGONBHBIX - KEITYJOUYKOBBIC apUTMHUHU Ha (JOHE CHHYCOBOTO PUTMA,
y 29,0% OonbHBIX - MOCTOSHHYIO (QopMy MepuarenbHol aputmuu, y 27,0%
00JBbHBIX - OJI0KaAy JIeBOM HOXKKHU yuka ['uca (27%).

B nammx mccnenoBaHusIX HEMPABWIBHBIN PUTM CEpJIlla Onpenemsics y 94
O0onpHBIX, yTO cocrtaBisier 93%. Takoil puTM cepauna y OOJNBHBIX OBLIO

oOycioBiaeHo  ¢ubOpwusnuedn  npeacepauii-31%: y 12 (20,6%) -
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taxucucrosmdeckor, y 6 (10,4%)— HOpMOcHucTOMMYeCcKOr (GOpMBI (PUCYHOK

3.3.2).
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Pucynoxk 3.3.2. OKI" nsmenenus npu JIKMII

Kpome ¢ubpumisiiiuu nipeacepauii, y 25 OONbHBIX OBUIA BBISIBICHBI
omokana neBoit HOXKH (41,4%), y 11 6ompabIX (18,3%) — nMpaBoii HOXKKU MydKa
I'uca (19,0%), y 17 601bHBIX (20,6%) — dacThie )KeTyI0YKOBBIC SKCTPACUCTOJIHI,
y 17 6onpubIX (28,3%) — mpu3Haku TUNEPTPOPUU JIEBOTO Kenmymodka, y 39
00JsbHBIX (65%) — mpu3HAKKU TUTIEPTPOPUU O0O0UX KEITYAOUKOB, Y 5 OOJBHBIX
(8,3%) — mpaBoro xeiymouka, y 27 00nbHbIX (45%) — npusHaku udQy3HOTo
W3MEHEHHSI MUOKap/1a JIEBOTO KEITy0UKa.

[lpu  amanu3e  pe3yabTaTOB  HCCIEAOBAHUS  BHYTPHCEPACYHOU
remMoqHaMuKu 10 naHHbIM OX0KI oOpamano Ha cebsi BHUMaHWE TO, YTO
JTuHEeNHBIN pa3mep aopThl (AO) y O0JbHBIX B HAIIMX HAOMIOIEHUAX OB OOJbIIIE
(3,6£0,1 cMm), yem B rpynmne uccienoBaHusi nposeaeHHor M.A.I'ypeBudom u
b.B.I'opauenko (2004) (2,94+0,09 cm). Takxe 0TMEUYEHO, YTO TOIIIMHA MUOKapaa

JIEBOTO JKETyI04YKa Yy O0JIBHBIX Hallero pernoHa ovuta 6osbiie (1,27+0,2 cm), uem
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COOTBETCTBYIOIIMH MOKa3aTelb y 00JbHBIX yKa3aHHOH B autepatype (1,08+0,04
cMm). Jlnnaranys nojiocTei cepamna oblia 6oJiee BRIPaXXEHHOM y O0JIbHBIX MECTHOM
HAI[MOHAJBHOCTH, Y€M y NalMeHTOB npoxkuaromux B EBpone u CIIA, o yuem
CBUJETEIBCTBOBAIM MMOKA3ATENN HHJIEKC KOHEUHOI'O CUCTOJMYECKOIO0 00beMa U
MHJIEKC KOHEYHOrO JMacTOJMYECKOro oO0beMa (B HAIIMX HAOMIOJCHUSAX —
126,3+7,7 u 182,7+9,0; B nuteparype — 92,6+6,6 u 126,3+7,7 COOTBETCTBEHHO).
JIuHenHpI pa3Mep NpaBoOro KeiayJouKa B HAIIKUX HAOMIOAEHUSAX Obul OOJbLIE
COOTBETCTBYIOLLIEIO TapaMeTpa y OOJbHBIX MPHUBEACHHON B JMTEpaType
(3,8+0,01 wu 3,2+0,2), 4TO CBHIETEIBCTBYET O HEPEAKOM BOBJICUYCHUU B
naronornueckui npouecc npu JKMII IDK, xinmHMYECKMMH NpOSBICHUSMU
KOTOpPOTO SIBJISIIOTCS MPaBOKEIYJOUYKOBask CepjieuyHas HEIO0CTaTOYHOCTh U
JerodHas TuIepTeH3us. Hapsay ¢ yBenuMdeHHWEM TOJIIMHBI MHOKapIa,
JWIIaTalluy TOJOCTEH cep/ua, MOBBIILIEHUEM KOHEUYHOTO CHCTOJIMYECKOTO U
JUACTOJIMYECKOI0 00beMa cepla B Halux HabmoaeHusx y 31 6oabpHbIX (53,4%)
ObLJIa BBISIBJIEHA OTHOCHUTENIbHASI HEIOCTATOYHOCTh MUTPAJILHOTO KilanaHa, y 27
OonbHBIX (46,5%) — yII0THEHHE MUTpabHOTO KianaHa, Y 20 0ombHbIX (35%)—
THITIOKUHE3Us JIeBOro Jkenymouka, y 40 OonbHbIx (68,9%) — THUNOKMHE3MS
MEXOKETYIOUKOBOM neperopoaku. CteneHb CHWXKEHHUsS (ppakuuu BbIOpoca MpH
3a00JIeBaHUAX CepJilia JIKHUT B OCHOBE Pa3BUTHUS CEPACUHON HEAOCTATOYHOCTH,

O0COOEHHO cUCTONMYECKOU nucyHkuuu cepaua (puc.3.3.3).
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Pucynox 3.3.3. [Ipusnaku 9XOKI cpenu 60mapubIX ¢ JIKMIT.
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B nHammx nccnenoBanusx cpeanui nokasarens @B cocrasnsia B cpeiHEM
33,043,3%: y 6 (10,3%) 6ombHBIX — 40-44%, v 14 (24,1%) 6oapHBIX — 35-39%, ¥
27 (46,6%) GonbHbIX — 30-34%, y 11 (18,9%) GonbHbIX — 26-29%. Ha ¢one
CHIWKEeHUsT (paknuu BeIOpoca y 9 OONBHBIX OBLIO OOHAPYKEHO MPHU3HAKH
HaJIW4Ms KUAKOCTH B TepuKapiae, 4to coctaBisger — 155%. I[lo manHbIM
muteparypsl @B cocrtaBnsier 42,0+4,2%. 3HauuT, B HAIMX HAOIIOACHUSX
CHIDKEHUE COKPATUTEIHbHOM CIIOCOOHOCTH JIEBOTO JKENy/T0ouka 0ojiee BhIpaXKeHa,
yeM y OOJBHBIX MPOXKUBAIOIIUX B eBponeickoir ydactu Poccum u EBpore.
Pentrenonornueckue ¥ yIbTPa3BYKOBBIE  HWCCIIECIOBAHHS  TOITBEPIUIIH
BBIIIEYKa3aHHbIE JIaHHble O Hanuuue Tsoxenoro tedeHuss JKMII y GosbHbIX
HaIlero peruona. Tak, Ipu peHTreHOrpauu y BceX OOJIbHBIX ObLTIO OOHAPYKEHO
yBEJIMYEHUE MONEePEYHOTo pazMepa cepacuHoit Tenu. Ha pone kapiuomeranuu y
9 (13,8%) OonMbHBIX OBUIM XapaKTEPHbI MPU3HAKA 0YaroBOW MHEBMOHHH U Y 7
(12%) 6onpHOTO MPHU3HAKH KHUIKOCTH B IUIeBpabHOM mojocTu. [Ipu Y31 y 21
(36,2%) OoyBHBIX OBLT OOHApPYKEH acuuT, y 48 GonbHBIX (82,7%) yBenndycHue

nevyenu (Pucynok 3.3.4).
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Pucynox 3.3.4. Pesynbratel penrrenorpaduu u Y3U 6onpabix ¢ JJKMII.
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Takum o6pa3om, aHanmm3 1abOpaTOPHBIX MaHHBIX, mokazateneit OKI,
OxoKI', Y3U, peHTreHOJOTHMYEeCKUX HCCIECIOBAHUN €I€ pa3 MOKa3bIBAIOT
cpaBHUTENbHO Tsikenoe TedeHue JJKMII y GonbHbIX Haiero peruona. Takue
M3MEHEHHUSI KAaK aHEeMUs, THUIONPOTEUHEMHUs, TpPOMOOIMTO3, HaJIUYHE
HUATOIUTUYECKOTO,  XOJIECTATUYEYKOIO,  ME3EHXMMAaJIbHO-BOCIIAIUTEIIBHOTO
CUHApPOMAa  XapakTEepHBIX [UJII MOPaKEHHs Te4YeHHW, (YHKIHMOHAJbHAs
HEJOCTAaTOYHOCTh MOYEK Ha Hall B3I emie 0osiee yCyryOssaioT KIMHUYECKOEe
TE€UEHHE cepAcuHor HegocTaTouHocTh. Knuunueckoe teuenue JKMII y mammx
OOJBHBIX OTJIMYAETCA MPOrPECCHPYIONIUM XapaKTEPOM PEMOJECITUPOBAHUS
MUOKap/a, HU3KUM (YHKIMOHAJIBHBIM pE3epBOM OOIEed U CEerMEeHTapHOU
COKPATHUMOCTHU TI0 CPAaBHEHHIO C 00JIbHBIMHU, TIpokuBaronumu B EBporie u CILA.
CreneHb CHMXKEHHSI (PpakUMU BbHIOpPOCA TAaK)KE BBIpAKEHA y HAIIUX OOJBHBIX.
[IpeobOnamanue nunatanuu Haja runepTpodueld sBIseTCS HEOIAronpUsITHBIM
MEXaHU3MOM peMoOaEIUPOBAHUSA JIX IpH JKMIL.
CymectBennyto aunarauuio npu JKMII Ttakxe nperepneBaer IDK, uto
CHOCOOCTBYET 4YacTOMy M paHHEMYy [MPOTPECCUPOBAHMUIO  CEpPACUHOM
HEJOCTATOYHOCTU MO OOJBIIOMY KPYry KpOBOOOpAILlEHHS C pPa3BUTHEM U
npeo0IalaHleM CepJCYHON HEJOCTATOYHOCTH T10 MPABOKETYTI0YKOBOMY THITY H

BBIPA’KCHHOCTBIO CHUMIITOMOB HCBO)KCHY,Z[O‘IKOBOﬁ HCOOCTAaTOYHOCTH.

3.4. KNIMHUKO-3MTUIeMHUOJIOTHYEeCKHA AHAJIN3 PACTPOCTPAHEHHOCTH
AUIATALUOHHOM KAapAHOMMONATHH
Cpenu ymepiinx OOJIBHBIX ¢ HEKOPOTCHHBIMH 3a00JICBaHUSIMH Cepila 3a
nepuon 2020 - 2023 1. B KapAUOPEAaHUMAITMOHHOM U OTIEJIEHUU IKCTPEHHOM
teparnuu Ha 1ot0 JJKMIT npuniocs 11,7 % (11 mariuentoB). Cienyet OTMETHUTD,
YTO Yy BCEX YMEPIIUX TMAIMEHTOB HWMEJIO0 MECTO HEIOCTaTOYHOCTh
KpoBooOpamienusi, sBuBmasicas B 100 % cioydaeB mepBbIM KIMHUYECKUM
npu3HakoM 3aboseBanus. [Ipu 3TOM ¢ MOMEHTA TMOSBIICHUS TTEPBHIX MPU3HAKOB

3a00J1eBaHM A0 JICTAIBHOI'O UCXO0/Ja OTMCUCHA CJICAYyroIas 3aKOHOMCPHOCTL: B
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Oonmee MOJIOOM BoO3pacTe 3a00JeBaHUE XapPaKTEPU30BAJIOCh 3HAYUTEIHHO
OBICTPBIM TPOTPECCUPOBAHUEM U KOPOTKOW MPOJOJDKUTEIBHOCTBhIO. Tak 'y
nanuerTa 70 30 JeT npoAoJDKUTENIbHOCTh 3a00J1eBaHus cocTaBuiia 15,3 mecsiia,
B Bo3pacte 30-39 ner - 31,2+2,7 mecsues, 40-49 net- 40,2+2,3, 50-59 net- 48,7
MecsieB. OCHOBHOM TMPUYMHOM JIETAIBHBIX HMCXOA0B y manueHToB ¢ JIKMII
SBUJIKCH: TPOMOOIMOOIUs jerouHor aprepun - 3 (27,3%), XCH - 7 (63,6%)»

OHMK 1o remopparuyeckomy tumy - 2 (18,2 %).

HTI1A
| XCH
i OHMK

Pucynok 3.4.1. [Ipuunnbsl cMepTHOCTH 60JIbHBIX ¢ JIKMII.

Uccnenosanne yactotel JIKMII 3a 2020-2023 r. mpoBeneHO Ha OCHOBAaHUU
aHaJIn3a TOCIUTAIM3UPOBAHHBIX MAIMEHTOB B TepareBTuueckue otaenenue CO
PHIIDMII, o nosoxy AKMII. [lj1s1 npoBeaeHUs SMTUIEMUOJIOTHYECKOTO aHAIN3a
C Yy4YETOM OMbITa MEXKIyHApOAHBIX HccienoBanuii (69,72) Obula cocTaBiieHa
WHUBUyalIbHAs KapTa (CM. IPUJIOKEHUE) HA OCHOBAHUU UCTOPUH OOJIE3HU JIJIS
kaxaoro HaOmonenus. XCH crana mpuyMHON TOCMUTAIU3AIMUA Y MHOTHX
MAIMEHTOB, YTO COCTAaBWJIO OCHOBHBIX TOCHHUTAIW3UpOBaHHbIX; a JIKMII
CIyXWJla TNPUYMHOW TOCHUTAIM3AUUU Y MaIMEHTOB, OT BCEX
TOCIUTAIM3UPOBAHHBIX MAIMEHTOB C Pa3JIMYHOM TMATOJOTUEH cepaeyHo-
cocynuctoit cuctembl B COPHIIDMIL. [Ipu ananuze 3a601€BaeMOCTH IO TO/1aM

oTMeuaeTcs yBenunueHue koiaudectna cinyyaeB JJKMII, tak B 2020 rogy u3 1003
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nposiedeHHBIX 7/ manuenToB ¢ JIKMII (0,69%), B 2021 roxy- 2711/16 (0,59%),
2022 romy-2801/15 (0,53%) u B 2023 romxy 2856/20 (0,70%)(Pucynok 3.4.2).

0,7
0,6
0,5
0,4

0,3

Ha3BaHue ocun

0,2
0,1

2020r. 2021r. 2022r.
MPag 1 0,69 0,59 0,53

Pucynok 3.4.2. Yacrora Bcrtpewaemoctn JIKMII B Teuenne 4-x ner
rocnuTanu3npoBanHbix B COPHIIOMIL

Bo3pact manueHToB B aHaIM3UpyeMoii rpymmne kojebdancs ot 20 qo 59 ner.
[Tpu ananuze Bo3pactHbix ocobeHHocter JJKMII oOpamaer Ha ce0si BHUMaHKE
npeobiiajaHue JUI MOJIOAOTO U 3peJIoro BO3pacTa, TpyA0CHoCcOOHOro. Xapakrep
pacnpeiesieHus MalMeHTOB MO MOy U BO3PACTy COrjacyercs ¢ 00IEen3BECTHBIMU
JaHHBIMU O MpeoOJIaJaHuM CEePACUYHO-COCYTUCTBIX 3a00JIEBaHUN y MY>KUUH
MOJIOAOTO M 3penoro Bo3pacta, a TakXkKe JaHHBIMH O  CpegHel

MMPOAOIZKUTCIBbHOCTHU )KU3HU Y MYKYHMH M JXCHIIWH B CaMapKaHz[e.
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3AK/IIOYEHUE

JlunaranoHHas KapJIuOMHUONAaTHs — Ha-pylieHue (QYHKIMOHUPOBAHUS
MHOKap/a, TPUBOMSAIIEE K CEPACYHOM HENOCTATOYHO-CTH, IIPU KOTOPOM
npeobnagaroT  AWiIaTanus  OKeMyJOYKOB M CHUCTONMYEcKas AUC(YHKIHUA.
CUMITOMBI BKJIIOYAIOT OJIBIIIKY, YCTAJIOCTh U Tiepudepuueckre oTeku. Juarnos
YCTAHABJIMBAIOT HA OCHOBAaHWM KIMHWYECKUX JAHHBIX M IIOBBIIICHHOTO
COJIEp)KaHUsl HATPUMYPETUUYECKUX NENTHAOB, PE3ylbTaTOB pEHTreHorpaduu
IpyAHOU KJIEeTKH, sXokapauorpadbuu u MPT. JleueHue OpUEHTHPOBAHO Ha
yCTpaHEHHE TMpUYUHBI 3a0oneBaHus. Eciu cepaedHas HEIOCTATOYHOCTD
SBIIICTCS  TSKENOM W TNPOrpeccUpyromield, MOryT ObITh  IIOKa3aHbI:
pecuHXxpoHu3upyromas cepaeynas tepanus, MWK/, JIukBupanus TSOKEION
MHUTPAJIbHON PETYPTrUTALMHU, YCTPOMCTBO MOINEPKKH JIEBOTO KEIYAOUYKA HIIH
TPaHCIUIAHTALMS CepALa.

[Io mpoMCXOXKAEHUIO pPa3IMYaOT MEPBUYHYK0 KM BTOpuuHytro JIKMIIL.
ITepsuunas JIKMII Bctpeuaercs penko. Passuruto e Bropuunout JJIKMII moryt
CHOCOOCTBOBATH:

e HacleACTBEHHbIE (akTophl (Ieperaya IO HACIEACTBY YSI3BUMOIO K

BO3/ICHCTBUIO TOKCUHOB U MH(PEKIIUU MUOKApAa);

o HH(EKUHUOHHBIE MOPAKEHUSI CEPACUYHOM MBIIIIBI (BUPYCHI, OaKTepuu M
zp.);
e TOKCHYECKHE  BO3JEWUCTBUS  (AJIKOTrOjb, KOKauH, HWHTOKCUKALIUA

HEKOTOPBIMM  METAJUIaMH, a TaKXke JIEKAPCTBEHHBIE CPEACTBA,

IPUMEHSEMBIE B OHKOJIOTHH VISl XHMHOTEPAINH);

e BHTaMHWHHAasA HCAOCTATOYHOCTD (HpCI/IMYH_ICCTBeHHO BUTAMHWHOB TPVYIIIIbI

B);
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o 3a0oneBaHWs  OHAOKPUHHBIX  JKeje3  (IUTOBUIHOW,  THmodwusa,
HaJIMOYECYHUKOB);

o OTJACIIbHBIE CJy4yau OEpeMEHHOCTH (BO3ZHMKHOBEHHUE JIUJIATAIIMOHHOU
KapJIMOMHUOIIATHH HA TIOCJIEIHEM Mecsle OEpEeMEHHOCTH UJIM B TEUCHHE 5
MecdaleB mocie ponaoB). K cuacTbio, 3Ta NpUYMHA BCTpEYaAeTCS
npubmusutenbHo B 0,5% Bcex cilydaeB XpOHUYECKOM CeplieuHOM
HEJIOCTATOYHOCTH;

e TaK Ha3bIBaEMble CHCTEMHBIC 3a00JICBaHUS COCAMHUTEIILHOW TKaHU
(cucTeMHast KpacHasi BOJIYaHKa, CKJICPOAEPMHUs, TOJTUAPTEPUNT U JIp.);

e CTOWKHE HapylIeHUs puUTMa cepaua (apuTMUH) C BBICOKOM YacTOTOU
CEpIIEYHBIX COKpallleHW#, CHOCOOHBIE BBI3BATh TaK Ha3bIBAEMbIC
TaXUKAPIUOMHUOTIATHH.

Bricokass yactora CEepIEeUHBIX COKPALICHUW IPEISITCTBYIOT HOPMAJIBHOMY
KPOBEHAIIOJIHEHUIO KaMep CEp/illa, CHIKAsl €r0 HaCOCHYIO (DYHKITUIO M UCTOIIAs
SHEPreTHYECKUE 3aIachl KJIETOK CEpJICUHON MbIIIIBL. [Ipr OTCYyTCTBUU JeYeHUst
TaXUKaApAUOMUOTIATUN CIOCOOCTBYIOT BO3HUKHOBEHHUIO CepACYHOU
HEJIOCTaTOYHOCTH.

3HAUUTENbHBIE YCIEXW TEHETUKH, paciiu(poBKa CTPYKTYphl TE€HOMa
YeJIoBeKa MO3BOJIMINA TOCTUTHYTH OOJIBIIIOTO MPOrpecca B MOHUMAHUU TIPUPO/IBI
M MEXaHM3Ma BO3HHUKHOBEHHMS psifga OoJjiesHeH  cepjua, Hampumep
TUNEPTPOPUIECKON KapJUOMHONATUH, a B mocieaHue roasl Takke JJKMIL.
Boinenenue cemeitnoin JIKMII u oTaenbHbIX €€ popM, HACTEAYEMBIX 110 Pa3HbIM
NPUHIUAIIAM W HUMEIOUIMM  KJIMHUYECKHE OCOOCHHOCTH, COYETaloCh C
pacmppOBKON HEKOTOPHIX TEHETUYECKMX MeXaHW3MOB. Eimie 0osiee BaXKHBIM
CIEQyeT TMPHU3HATH MPOrPECC HCCICAOBAHUN TIE€HETUYECKUX MEXaHU3MOB
pazsutusi CH. Ilpum »ToM wucciemnoBanwe moauMopdu3Ma TEHOB Y  JIHI]
MPOKMBAIOIINX B PA3IUYHBIX PETHOHAX, urparmmx posib npu CH, MoxeT ObITh
MOJIC3HBIM YK€ B OyrpbkaiiieM OyaylieM, yKa3biBas Ha BEPOSTHBIM IMPOTHO3,

nmomorasa OonpcaACiATb IOKasaHusd AJIA OTACIIbHBIX IIPCIIapaToB. B OTACICHUAX
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COMATHYECKOW peaHNuMAaIluu M SKCTpeHHOH Teparmuu CamapKaHACKOTO ¢uraia
PecryOimmkaHCKOTO Hay9HOTO IIEHTPA SKCTPEHHOW MEIUIIMHCKOW TIOMOIIH IO
Ha0JII0/ICHHEeM HaxXoAmIuCh 58 001bHBIX. Cpeu BceX 00CIeI0BaHHBIX KCHIIMHBI
coctaBuin 29,3%, myxuaunbl — 70,7%, 4TO COOTBETCTBYET JaHHBIM JIUTEPATYPHI.
JAKMII nan6osiee yacTo ObLIT BBISIBJIEH Y JIMI] MOJIOAOTO M CPEHEr0 BO3PACTOB.
VY 27,5% 60abHBIX JaBHOCTH 3a00J1eBaHus cocTaBuia o 1 roga, y 62,2 % - 1-5
aer u'y 10,3% - cBeime 5 ser. Bee oOcnenoBanHbie 00JbHBIE OBLUTH MECTHOM
HaIIMOHAJIBHOCTH — y30eku. Cpeiu HUX KUTEIU ropojia coctaBuiia — 36,2%, cena
—63,4%.

B Hammx wmcciaenoBaHMsIX OONBHBIX C MPOJODKUTEIHFHOCTHIO 3a00JICBaHUS
ceoimie 10 jer He OBLIO. DTO YyKas3plBa€T HAa TO, 4YTO Y JIMII MECTHOMH
HanmoHanbHOCTH JJKMII nmpoTtekaer Tskenee u B CpaBHUTEIIBHO KOPOTKHUE CPOKHU
MIPUBOJUT K cMepTH 00IbHBIX. Hamu ObuTH ITpoaHaIn3upOBaHbl HACIECTBCHHBIC
cBs3u 40 OOJBHBIX MO TPEM CTEINCHSIM HX POJCTBEHHOM CBs3M: poautessiM (|
cternenb), cuocaM (Il cTenenb) U AsAsIM U TETAM IO OTIIOBCKOM M MaTEPUHCKOM
muauu (Il crenens). [Ipu sTOM 3a0o0sieBaHus cep/lia y poauTeeii oTMeUaln
71,0%, y 6patbeB u cectep —y 23,6%, y nsau u Tetd — 30,9% 60mpHBIX. CaMbIMH
JacCThIMU 3a00JICBAHUSMHU CEPJICUYHO-COCYJIUCTOM CHUCTEMBI Y POJICTBEHHUKOB
SIBUJIUCH MIIIEMUYECKast 00JIE3Hb cep/ra, THIePTOHNYEeCKast 00JIe3Hb, cepIeuHast
HEJI0OCTaTOYHOCTh, aPUTMHUH cepria (Y My)K4YHWH), peBMaTU3M U PEBMATHUECKUE
nopoku (y JKeHImuH). YacTo NpUYMHOM CMEPTH POIACTBEHHUKOB OOJIBHBIX
JAKMII Takxe SBUIMCh HIIEMHYECKass OOJIe3Hb cepJlla U CcepiaecuHas
HEJI0OCTaTOYHOCTh. B OCHOBHOM 3a0oJieBaHMS cCep/lla HaCJIeIOBaJIUCh 4Yepes
OTIIOBCKYIO JINHHIO.

B neGrwote 3abosieBaHus TPU3HAKKA  CEPACYHOM  HEJOCTATOYHOCTH
HaOJIIOMANIUCh peke, ueM y 0onbHbIX poxuBarommx B Espone u CIIA: y 19%
OONBHBIX AEOIOT XapakTepu3oBaicsi 0oibio B obsactu cepana (19,0%), y 14,2%

OoonbHbIX — cepaueOuenuem (14,2%), y 9,4% OOJNBHBIX - CHUMITOMamH, He
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UMEIOIUMH TPSMOE OTHOIIEHUE K MOPAKECHHUIO CEPAIa: TOJIOBHBIMUA OOJISIMH H
00JsIMU B 00JIaCTH CYyCTaBOB.

ITo pmanubiM smateparypel B 76,0% cnyuasx JKMII conpoBoxknaercs
"OecnpuUMHHON" ceplieuHON HeAoCTaTOUHOCThIO (76%), B 24% - pa3BuBaercs
MOCJIE PECNUPaTOPHON BHUPYCHOW HHGEKIHH, MHEBMOHUM W 1p. llo Hammm
JTAHHBIM TPHU MOCTYIUICHUH B CTAlIMOHAP Y BCEX OOJIBHBIX BBISBISIOTCS MPU3HAKU
cepaeuHoil HemoctatouyHocTd. Y 39,6% OONBHBIX — pa3BUTHE CEPACUHOM
HEJIOCTATOYHOCTH CBSI3aHO YACTBIM cTpeccoMm, y 259% — duznueckumu
nepeyromieHusmMu, y 18,9% — npoctymnoit, 15,5% Gonpabix ¢ JIKMII pazsutue
MPU3HAKOB CEPJICYHON HETOCTATOYHOCTH HE C YeM HE MOTJIM CBsA3aTh. B MOMeEHT
OCMOTpa Ha Hanuuyue 0onu B oOnactu cepana ykazanu 18,9% OGonbHbIX. boib
OblIa TYNOro Xapakrepa, pasiuras, 0e3 uppuaganuu, 0€3 YeTKHX CBS3ed C
busnueckumu Harpyskamu. B nHaOmogenusix B.W.Iymakosa, M.I.XyOyTus
(2003) 605 B 0obOsacTu cepaia Oblia BbIABICHBI Yy 26,8% OosbHBIX. CUMITOM
cepAleOreHns 0TMEUalIoCh Y Bcex 00MbHbIX: Yy 69,0% - mocrtosinHo, y 30,9% -
npuctynoobpasno. Hapacranue cremeHu CcepleyHOM  HEIOCTATOYHOCTH
COMPOBOXKIAJIOCH TIOBBIINIEHUEM TSDKECTH HAPYIICHWH CEpJASYHOTO0 pUTMA U
MPOBOJIMMOCTH: TsDKEJNIbIE HApYIICHHWs pUTMA KakK MeplaTreiabHas apuTMus,
MOJINTONTHBIE DKCTPACUCTOJBI, TsDKEIbIe OJOKaabl OBUTM XapaKTePHBI IS
cepaeunoit HegoctatouHocTu |l «by» u 1l ctaguu. Ilpu ob1mem ocMoTpe 00IBHBIX
OTMEUaJUCh OJIETHOCTh KOXKHBIX MOKPOBOB (55,2%), HaOyxaHuWe IMICHHBIX BEH
(36,2%) u runorpodus ckenetHbix Mo (34,4%). Oxpliika OblIa BBISIBICHA Y
93,1% OGonwHbIX: y 21,4% - nHabmroganack cnabdas, 38,0% - ymepennas u 33,3% -
BBIPOKEHHAS CTETICHb OJBINIKUA. YacToTa nmuano3a cocraBuia 65,5%, y 39,7% -
HEHTpaJIbHbINA 1IMAaHO3, Y 25,8% - akpounanos3. TspkecTh ONBIINIKK 3aBecuiia OT
HapyIIEHUS KPOBOOOPAIIIEHHUS B MAJIOM KPYTe U XapaKTepru30BaIach yIJIMHEHUEM
obeunx (a3 ApIXaHUs, YCUICHHEM B TOPU30HTAILHOM TOJIOKEHUU OOJIBHOTO, YTO
BBIHYK/IAJI0 €r0 HAaXOUTHCS B CUASYEM WITU TIOJYCHISIIEM TOJIOKEHUH. J[pyroit

MPU3HAK 3aCTOSI B MaJIOM KPYTy KPOBOOOpAIIECHHS - Kalledh ObUT XapaKTEePeH y
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44,8% 60mbHBIX, y 13,7% - nosiBiieHHEeM KpOBU B MOKpoTe. OTEKH BBISIBICHBI y
88,0% O0OJIbHBIX, UTO OBLIO CBA3aHO C BEHO3HBIM 3aCTOEM Ha MOYBE CEPJICUHON
HEJIOCTAaTOYHOCTHU U YBEeNMYeHUEM QUIIbTPALIMH KUIKOCTH U3 KPOBH B TKaHH. [0
TSOKECTH YMEPEHHbIE OTeKU ObLIN oOHapyxeHbl — Yy 32,8%, BbIpaKCHHBIE OTEKU
—y 44,8%, maccuBHbie oTeku — y 10,0% OonbHbIX. [Ipoune xano0sl (roJ0BHBIE
0071, TOJOBOKpPYKEHHUE, IUIOXOM COH, COHJMBOCTB) mHpeabsBisiun 45,2%
OOJIbHBIX.

VY 65,5% OonbHBIX Ha BEpXYILIKE cepjia orMmedancs ociabnenue I Tona, y
32,8% - cucronmuueckuil IIyM Ha BEPXYIIKE, HE MPOBOMAIIUICS 3a MPEIeIbl
MIPOSKINH cepana, y 28,5% - ocnabnenwue I Tona, y 13,7% - cucToMueckuii rym
y OCHOBaHUS MEUEBHUJHOIO OTpPOCTKa, y 655% - mnaronoruyeckui
MasiTHUKOOOPa3HBIA pUTM cepana, y 63,8% - 3acToifHbIe XPUTIBI B JETKHX.

[Ipu naGopaTopHOM HCCIEAOBAHMM Yy BCEX OOJBHBIX Obla BBISBICHA
aHeMusi HOpMOXpoMHoro Tuna: y 62,0% O0onbHbIX - Jierkoi crenenu, y 38,0%
OOJBHBIX — YMepeHHOU cTenenu. B nepudepudeckoii kpoBu y 0onbHbIx JIKMII
OBLJIO XapaKTepHO YMEPEHHBIN JIEUKOIMTO3, TuMQormTo3 1 nossimenue COJ,
YTO YKa3blBaJI0 Ha POJIM BOCIHAJCHHA B pa3BUTUU 3aboneBanus. Hamnume
TpomboruTo3a pu JJKMII cnocoOGcTBOBANO pa3sBUTHIO TPOMOOIMOOTUIECKUX
HapyIIEHUH, aHEMUU U TUTIONPOTEMHEMUN — HAPACTAHUIO OTEYHOTO CHHApPOMA.
Co CTOpPOHBI JApPYrHX OpPraHOB - TIOpaXKEHHE TMe4YeHH (IUTOIUTHUYECKUH,
ME3€HXUMHAJIbHO-BOCIIAIUTEIbHUM, XOJECTATUYECKUN CHHIPOM), MOpakeHUe
nouek (MaToJI0rHuecKuii MOUEBOM 0CaIOK, MOBLIIICHKE TIOKa3aTeNeil a30THCTOTO
oOMeHa) KOPPETUPYIOT CO CTENEHBIO CEPJICTHON HETOCTATOYHOCTH.

[Tpu OKI" uccnenoBanuu y 46,7% O60IbHBIX 0OHAPYKEHO HEMPABUIHHBIN
put™ cepaua, y 42,8% - 6mokana geBoi HOXKH, y 19,0% — npaBoil HOKKHU MTydKa
['uca, y 28,5% — runeptpodus neBoro xemyaouka, y 64,2% - runeprpodust
o0oux KemynoukoB, y 45,2% — mpusHaku n1ud@Py3HOT0 M3MEHEHUS MHOKap/a

JICBOT'O KCIIya04YKa.
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JIunennslil pazmep aoptel (AO), mpaBoro xeiryA04Ka, TOJIIMHA MUOKapia
JIEBOTO >KEIyJO0uKa, AUJIATAIMs MOJOoCTel cep/ia Obuta 0osiee BBIPaXXKECHHOU y
OOJBHBIX MECTHOM HAIMOHAJIBLHOCTH, YEM Yy TMAlUEHTOB MPOKUBAIOIIMX B
eBponeiickoii dactu Poccum m EBpome. Kpome stux wusmenenmii OxoKI
uccienopanue y 54,7% OonbHbIX (54,7%) CcnocoOGCTBOBAIO BBISBICHUIO
OTHOCUTEIHHOM HEIOCTATOYHOCTH MUTPAIBHOTO KJlanaHa, y 45,2% - yrnioTHeHUs
CTBOPOK MUTPAJIBHOIO KJlanaHa, y 35,7% — rHIOKMHE3UH JIEBOTO KEIyJ0uKa, Y
69,0% — runokMHEe3uH MEAOKEIyA0YKOBOM neperopoaku. CpeaHuil mokasarelb
OB cocraBmsia — 33,0+3,3%, 4TO yKa3plBajlO HAa 3HAYUTEIBHOE CHUKEHHUE
COKPAaTHUTEJIbHOM CIIOCOOHOCTH JIEBOTO Xkenyaouka. Ha hone cHmxkenus ¢ppakuuu
BbIOpoca y 16,6% OOJIbHBIX OOHAPYXEHO NPU3HAKH HAIWYUS KUIKOCTH B
nepukapae. [lpu Y3U y 28,5% OonpHbIX ObLT 0OOHapy>kKeH acuuTt, y 85,7% -
YBEIMYEHHE [IEUYECHHU.

Urak, no cpaBaenuto ¢ nanubiMu B.U.1llymakosa, M.IIL. Xy6yTtus, (2003),
M.A.I'ypeBuua u b.B.I'opauenko, (2004), M.M.ITonosuu, N.®.3aTymeBckoro,
(1998) y nuir mectHo HarmoHanbHOCTH JJIKMIT mpoTekaeT ¢ mporpeccupyromum
CHM)KEHHMEM  COKpPAaTUTEIbHOM  CIMOCOOHOCTM  MHOKApJa,  BBIPAXKEHHOU
JuaTanueil mojocTeill cepAila, yBEIMYEHHMEM Macchl cepAla (0e3 yTONeHUs
CTEHOK  JKENyJIOYKOB),  Pa3BUTUEM  OTHOCUTEIBHOW  HEJOCTATOYHOCTHU
MUTPAJIBHOTO U TPUKYCIHIAIBHOTO KJIAMaHOB, HAPYIIEHUEM CEPACUYHOIO pUTMA
Y IIPOBOJAMMOCTH, 3aCTOEM KPOBU B MaJIOM U OO0JIBILIOM Kpyrax KpoBooOpalieHus,
OTHOCUTEIBHOM KOPOHAPHOM  HENOCTATOYHOCTHIO, PAa3BUTHUEM  HILEMHH,
muddy3Horo u ouaroBoro (pudpo3a, HapylleHueM nepPy3uu nepudepudecKux
opraHoB U TkaHeil. Hambonee BaXHOW  KIMHUYECKOH  OCOOEHHOCTHIO
3a00ieBaHUsl B HAllleM pETrHoHE SBJSETCSs ObICTPOE M HEYKIIOHHOE
IporpeccupoBaHue 3a00JeBaHUsI M MPU3HAKOB JEKOMIICHCAIlMH, a TaKXke
pedpakTepHOCTh K TPAAULMOHHOMY JICYEHHUIO XPOHUYECKOW CeplIedHON

HEOOCTAaTOYHOCTH.
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Bricokun (byHKIIMOHATBHBIN KJ1acc XPOHHYECKON CEepACUYHOU
HEJOCTAaTOYHOCTH, YBEIUYCHHE KOHEYHOT'O TUACTOJIMYECKOrO pa3Mepa JIEBOTO
x)enynouka (Ha OxoKI' Gompmie 7,6 cM), yMeHbIIeHUE ¢paKIuu BbIOpoca
MeHblIle 35%, BO3ZHUKHOBEHUE OJOKAJbI JIEBOM HOXKKHU IMyyka ['nca, mosiBiieHHe
BBICOKMX Tpajlalluii >KEeJIyAOYKOBBIX SKCTPACHUCTOJN M HAJIWYUE IOCTOSHHOM
dbopMbl MepLaTeIbHON apUTMHUM Yy HAIIUX OOJIbHBIX SIBISIIOTCA MPEAUKTOPAMU

HeOmaronpustTHoro ucxonaa JIKMII.

BuIBOABI

1. I'eneanornueckoe wucciaemoBanue OompHBIX ¢ JKMII mokasamo, drto
3a00JIeBaHUE TOCTOBEPHO Yallle ImepeaaTcs Mo MY>KCKO#M JTMHUH, Tak 18 O0IBHBIX
(47,4%) ykazanu Ha 00JIe3Hb YHACJIEJOBaHHOE OT OTIa, 7/ OonbHbIX (18,4%) ot
MaTepu, 2 00JBHBIX OT 00omx poaureneit (5,3%).

2.  Hapacranuwe CTemeHH CepJCYHONH HEIOCTATOYHOCTH COIPOBOXKIAIOCH
MOBBIIEHUEM TSDKECTH  HAPYUIEHUW CEPAECYHOTO PUTMA U MPOBOJUMOCTHU:
TsDKEJIbIe HApyLIeHUs puTMa Kak pubprisuus npeacepauii (31%), moautonHsie
skcTpacuctonbl (20,6%), Tsoxenbie Omokanbl (41,4%) ObutM XapaKTEepHBI IS
cepaeunoit HenoctarouHoctu |l «by» u Il ctaguu.

3. Hanmnume npu3HAakoB XpOHMYECKOW CEpPJIEUHOM  HEIOCTATOYHOCTH
XapaKkTepu3yrT cTaguio KinmHudeckoro pasrapa JIKMIIL. B cragum pasrapa y
95,1% Oonbubix BbIsiBIsIETCE — |l «A», Il «b» u Il cragua cepneunoit
HEJIOCTAaTOYHOCTH, YTO YKa3blBaeT Ha TshKeynoe TeueHue 3aboneBanus. [lpu
JIMKII 39,6% 060JibHBIX pa3BUTHE CEPACYHON HETOCTATOYHOCTH CBSI3BIBAIOT CO
ctpeccoM, 25,9% — dusnueckumu nepeyromsienusimu, 18,9% — mpoctynoi,
15,5% OGoNBbHBIX HE MOTYT yKa3aTh MPUUMNHY CEPJICIHON HETOCTATOYHOCTH.

4.,  Hapacranue CTENEHH CEPACYHON HEIOCTATOYHOCTH COMPOBOKIATIOCH
MOBBIIIEHUEM TSKECTH  HAPYUIEHUM CEPACYHOTrO PUTMA U MPOBOJUMOCTHU:

TsDKEJIbIe HapyLIeHUs! puTMa Kak pubpmisiuus npeacepanii (31%), moautonHbie
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skcTpacuctoiibl (20,6%), Tsoxensie Omokanbl (41,4%) ObUIM XapaKTepHBI IS
cepaeunoi HenoctarouHoctu Il «b» u Il ctaguu.

5. Ilpm anamuse 3a00JIeBa€MOCTH IO TOJilaM OTMEUACTCS YBEJIMYCHUE
kommuectBa ciydaeB JKMIIL, tak B 2020 romy u3 1003 mnponeueHHBIX 7
naruentoB ¢ JIKMIT (0,69%), B 2021 romy- 2711/16 (0,59%), 2022 rony-
2801/15 (0,53%) u B 2023 romy 2856/20 (0,70%).

6. JlwraranuoHHas KapAMOMHOMATHS y OOJNBHBIX TOCIUTAIN3UPOBAHHBIX B
COPHIIDMII B cpaBHEeHNM ¢ 00JIBHBIMU MPOKUBAIOIKUMU B EBpornieickoii yactu
Poccun, EBponer m CIIA wnmeer HEKOTOpOE KIMHAYECKOE OTJIMYHE,
IPOSIBIISIOLIUECS KaK B 1€0I0TE, TaK U B CTaIUU POTPECCUPOBAHUSI 3200I€BaHUSI.
VY 00iBHBIX MECTHOW HAlMOHAIBHOCTU TocnuTanu3npoBaHHbix B COPHIIOMII
3a00JIeBaHUE YacCTO HAayMHAETCs 0O0JIbI0 B OOJACTH Cepllla U HapyLIECHUSAMH
pUTMa M TPOBOAUMOCTH. lIpH3HaKM cepIeyHOl HEAOCTaTOYHOCTH Y HAIIUX
OOJIbHBIX MPOUCXOAUT Oojee OBICTpHIMH TeMmamu. Bbicokas 4actora
renaToMerainuy, acuura, TMAPOTOpakca, OTEKOB, MEpPUATEIbHOW apUTMHUHU H

AKCTPACHCTOJIUM CIIOCOOCTBYET O0Jiee TSAKEIOMY TCUCHHIO 3a00JIeBaHUS.

IIpakTHyeckne peKOMeHAANHU

1. [[Iupokoe pacnpoctpanenue, Tsoxenoe teuenue JKMII u yBennuenue
YacTOThl MHBAJIMIHOCTU Cpeaud OONBbHBIX NpokuBaromux B CaMapKaHICKOM
pernoHe u rocnuranuzupoBaHHbix B COPHI[OMII oOycnaBnuBaeT npoBeaeHue
IIOJTHOTO KJIINHUYECKOT O, Te€HEeaJIOTM4ECKOrO, 1a00paTOPHOTO 17}
UHCTPYMEHTAJILHOTO HCCIIEI0BaHUE OOIbHBIX.

2. BrlnonHeHne CBOEBPEMEHHOW peHTreHorpadguu TpyaHOM KIIETKH,
OKT', sxokapauorpaduu u MPT cepana nnst oreHKu cTeneHu 3a00JeBaHus; y
HEKOTOpPbIX  TMAlMEHTOB  MPOBEJACHUE  SHAOMHOKApAUAIBLHONM  OMOICUU

CIIOCOOCTBYET paHHEeMY BbIsiBIIeHUIO U neueHuto JIKMIT.
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3. HeoOxoaumo Je4ynTh NEPBONPUYMHY, €CIA 3TO BO3MOXHO, U
WCIIOJIB30BaTh CTAHJAPTHBIE METOJbI JICUEHHUS CEPACYHOM HEIOCTaTOYHOCTH
(HanpuMep, MHTUOUTOPHI AHTMOTEH3WH-TIpeBpamiatoniero ¢epmenta [AllD],
Oera-O0/OKaTOphl,  OJOKATOPHI ~ PEIENTOPOB  albJAOCTEPOHA,  OJIOKATOPHI
peuentopoB anruoten3uHa II, IPAH [6mokaTtopsl perientopoB aHruoteH3uHa II
U WHTUOUTOPBI PELENTOPOB HEMPUIU3UHA|, HHTUOUTOPHI HATPHUU-TIIOKO3HOTO
KOTpaHCIiopTepa 2 THUMNA, TUAPANa3UH/HUTPATHl, JUYPETHKH, JUTOKCHUH,
MMILTAHTUPYEMBIN KapuoBepTep-aeudpuisTop U CEpACUHYIO
PECUHXPOHU3UPYIOIIYIO TEPAIHIO).

4. Bricokas yacrota cmeptHoctd oT JKMII cpenn GosibHBIX MeCTHOU
HAI[MOHAJbHOCTU TpeOyeT MOBBIIIEHHE JAMATHOCTUKH 3TOro 3a00JIieBaHUS B
NEPBUYHOM 3BEHE 3]paBOOXPAHEHUS, YTIIIyOJIEHNE MEPONPHUITHI MO IEPBUYHOM,

BTOPUYHOM U TPETUYHOU MPOPUIAKTUKH 3a00JIEBAHHUS.
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