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OBCJIEJIOBAHME U JIEUEHUE IMALIMEHTA C APUTMOT'EHHOU
JUCIUTABUEN/KAPIUOMUOITATUEN ITPABOI'O XKEJIYIOUKA

Cesepo-3anaonwiii yenmp ouaznocmuxu u nevenusn apummui Cankm-Ilemepoypzckozo zocyoapcmeennozo
ynusepcumema

Ipusooamcs pesynomamol 06C1e006aHUs U OTUMETLHO20 JIeUeHUs NAYUESHMA C aPUMMO2EHHOU OUucniasuel/kap-
ouomuonamuetl npago2o HceryoouKd, 00CyHcOaemcs HeodXOOUMOCHb MONCKYISPHO-2EHEMUYECKO20 MeCmUpO8aHusi Ois

6blAGIIEHUA Mymauuzl yeeco pO()Cm@eHHHKOG.

KiroueBbie c10Ba: apuTMOreHHas JHCILIA3HMS/KAPAMOMMONATHS IPABOI0 JKEJYI04Ka, KeJIYI04KOBbIe
ApUTMHH, BHe3alHas CMEPTh, JJIeKTpoKapauorpadus, sxoxkapauorpadus, XoJTepoBCKOe MOHUTOPHPOBAaHUE,
MATHUTHO-Pe30HAaHCHAasA ToMorpadus, kapauoseprep-aeuOpPUILIATOP.

The results of assessment and long term treatment of a patient with arrhythmogenic right ventricular cardiomyopathy/
dysplasia is given, the need for molecular genetic testing to reveal mutations in his relatives is discussed.

Key words: arrhythmogenic right ventricular cardiomyopathy/dysplasia, ventricular arrhythmias, sudden
death, electrocardiography, Holter monitoring, magnetic resonance imaging, cardioverter-defibrillator.

Bueszannas cmepts (BC) - 910 Beerna tpareaust st
cemMbM U Apy3ei ymepiiero. IToHATHO, 4TO ecnu cMepTh
Obuta 00ycCIIOBIICHA, HAllpUMEp, aBTOTPAaBMOI, HECOBMEC-
TUMOM C KM3HBIO, YTOIJIGHUEM, I1E€PEI03UPOBKON HApKO-
THKOB, CYHIIUIOM M ITPOYMMH MTOJJOOHBIMU ITPUYMHAMH, TO
B 00IIECTBE 9TO IPHHSATO OTHOCHUTH K «3JIOMY POKY», «BOJIE
city4asi», TOBOPUTB «Ha POy HanucaHo». B obmem-To om-
peleneHHast 10J1si HeCUaCTHBIX CiTydaeB ObliIa, eCTh U OyJieT
Bceraa. Jlpyroe neno, Korna NpUYMHON CMEPTH SIBISETCS
OCTaHOBKa CepJilia y MOJIOAbIX (PU3NUECKH 3710POBBIX JIIO-
Jeii Ha oHe 1ostHOTo Oyarononyuus. Buesamnnas cmepts B
MojiofioM Bo3pacTte B XX-XXI Beke BOCIPUHUMAETCS KaK
yKOp coBpeMeHHOH MeauimHe. «He mooOcnenoBanu, He
JIOJICUHITH, HETIPABUIILHO OKa3aJil HEOTIIOXKHYIO TOMOIIBY,
Yero TOJIKO HE TPUXOIUTCS CIIBIIIATh MEUKaM, HaunHast
OT MeJICeCTep U 3aKaHYHMBasi KOHCYJIBTHPYIOIUMH ITpodec-
copaMH - JOKTOpPaMHU MEAMLIMHCKUX HayK. B mepuon pac-
LIBETAa BHICOKMX OMOMEIMIMHCKUX TEXHOJIOTHH W T€HHOW
WH)KCHEPUHU y JIIofiell BO3HMKAeT OOMaH4MBasl WILTIO3MS
BCECUJIBHOCTH COBPEMEHHON MEIUIMHBL. A 3TO JJaJIeKO He
tak. CyIIecTByIOT BpOXKAECHHbIE 3a00IeBaHUs CEpALA, KO-
TOpBIE HUYEM JI0 FOHOILIECKOT0 MJIH JaKe 3pEJIoro Bo3pacTa
ceOst He posiBIsIIOT. OHM HE MOTYT OBITH OOHAPYKEHBI IPU
IIPOBEJICHUH MIPUBBIYHBIX MPOPHUIAKTUIECKUX 00CIIe10Ba-
HU, HapUMeED, P NOCTYIUICHUH B JICTCKHUHU CaJl, IIKOIY,
npu3biBe B apMuio. X koBapcTBo 3akimodaercs B Oeccum-
TITOMHOCTH TEYEHUsI U BHE3AITHOCTH Jie0t0Ta 3a001eBaHys,
4acTo B BHJE OCTaHOBKHM KpoBooOpamieHus. [lyckoBbM
MOMEHTOM OBIBAIOT 3aIpe/ieNibHble (PU3NUECKUE HArpy3KH,
HO OHH He o0s3arenbHbl [1, 2, 3, 4].

B sxoHOMHYecKH pa3BUTHIX cTpaHax npobiaema BC
XOpOIIO OCBEIIEHa CPEeCTBAMH MacCOBOM HMH(OpManuH,
€10 3aHUMAIOTCS «yUCHbIE MY)XH» U, KaK CJEICTBHUE, YKe
JIaBHO, Ha TPOTSDKEHUH MHOTHX JIET, OIPEIENICHbl MEphI,
HEOOXOAMMBIE ISl OKa3aHHsl HEOTJIOKHON MOMOIIU. DTH
Mepbl BKIIIOYAIOT HAJIMYUE MOPTATUBHBIX Ae()UOPHILIATO-
POB B OOIIIECTBEHHBIX MECTaX, ClIeHMAIbHOE 00yUeHHE nC-
KyCCTBY peaHUMaIH1 ME/IMKOB, IAPaMe/IMKOB M BCEX JKella-
roiux. Y Bce ske HU4ero HeBO3MOXKHOTO HET. 3ar0J03pUTh

© M.B.bepman, M.A.Baryposa, T.B.Kpsrosa, 11.B.Anapuna

HacJIeJCTBEHHOE 3a00J1€BaHNE MOXKHO €Ile J0 POXKICHHS.
J1eJ1o B TOM, YTO YEeJIOBEK C MPEIPACIOIOKEHHOCThIO K BC
YaCTO OTIIMYAETCS OT OOBIYHOTO OTSTOINEHHBIM CEeMEH-
HBIM aHaMHe30M. ECiti cpeir M3BECTHBIX POJICTBEHHUKOB
ObUTH CiTydan HEOOBSICHUMOM paHHEH CMEpTH B BO3pacTe
110 40 jiet, To, BEpPOSTHO, MPO(YUIAKTHIECKOTO OCMOTpPa U
PYTHHHOT'O 00CIIe/I0BaHMs YelIOBEKY HeocTaroqHo. Heoo-
XOJIMMBI JIOTIOJTHUTEIBHBIE METO/IBI U PacuyeT BO3MOJKHBIX
puckos BC [5, 6, 7].

Myoicuuna 56 nem oopamuncs 6 aseyeme 2011 2. ¢
ACANOOAMU HA NPUCTTYNBL YUAUWEHHO20 HEPUMMUUHOZ0 Cep-
oyebueHust, nepuooudecKU 803HUKAOuUe 3MuU300bl 0buyell
crabocmu, 201080KpyHCceHUe, OeCcCOHHUYY, CIMpax cmepmi,
CHUDICEHUE NEPEHOCUMOCIU NPUBLIYHBIX ObIMOBLIX HAZPY-
30K. Vxyowenue camouyecmeusi nocieowue 1,5-2 2o0a,
6e3 ouesudHol npogoyupyrouel npuyunsl. Huemuueckou
bonesHu cepoya, eunepmorHudecKkol 60ie3HuU, UHPAPKMOS,
nepeHecennbix UHCYIbmos 6 anamuese nem. Obpawaics 6
HOMUKIUHUKY NO MECmY Jcumenscmea 6 20pode Cmpenvbha.
Ipu obcnedosanuu OvLu noayueHsvl credyrouue OaHHble.
Dnexkmporapouoepamma (OKT): cunycoswiti pumm, om-
KJIOHEeHUe dNeKMpUIecKkoll ocu cepoyd 8npaso, NPU3HaKu
eunepmpoghuu npasozo dcenyoouka (IDK) u nesoeo wce-

1 ! 1 t
Vi F

—

R

o

V2;

| e e
«

Ve

e e e T e, e “»-.I- ———

\
Puc. 1 dnexmpoxapouozpamma nayuenma, ZpyoHvle
omeedenus. QovacHenusn 6 meKcme.
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ayoouxa (JDK). Xonmeposckoe monumopuposanue (XM)
OKIT': cunycosvlii pumm, uacmas H#cenyoouKkosdas IKCmpa-
cucmonust (20 molcsy SKCMPACUCMon 8 Cymku). Ixoxap-
ouoepagus (OxoKT): ounamayus IDK u JDK, ounamayus
71€6020 npeocepous, CHUNCeHUe COKPAMUMENbHOU CNno-
cobrocmu muokapoa. @paxyus eviopoca (OB) JDK 40%.
JlokanbHwix 301 Hapyuenus COKpaAmumMocmu He 6bl61eHO.

48

yeunusi cmapute2o colna 6 sospacme 20 iem. Monooou ue-
J108eK Dbl COMAMU4ecKy 300p08, YUUILCS 8 NPECHUICHOM
BY3e, sanumancs cnopmusnuvimu manyamu. Bo epems 00-
HOU U3 MPEHUPOBOK NPOU3OWILA OCIAHOBKA cepoyd, Npo-
600UMAsL CEPOCYHO-TIC2OYHASL PEAHUMAYUsL 00 NPUE30d CKO-
poii nomowu He oviia 3¢pghexmusna. puuurnou enesanHoil
cMepmu no OaHHBLIM aymoncuu Ovlia ocmpas cepoeunas

Jlunuonwvlii cnekmp, enoxo3a u
npouue buoXuMuyecKue noKazd-
menu Kpogu 6 Hopme.

U3 anamnesa ocusnu us-
6€CIMHO, UMO PpOOUICA 6MO-
PpbiM pebeHKoM 8 cembve, poc U
PAazeUsancs. 0ObIYHO, CIYIHCUL 8
apmuu. Obpasosanue evicuiee,
okoHuun Akademuro xyoooicecms
um. U E.Penuna. B nacmoswee
6pemsl Ynpasasiowull KpynHozo
NPOU3BOOCIMBEHHO-CbLPHEBO2O
xonounea. JKewam, mpoe Oe-
meil. Bpeouvix npueviuex nem.
Cemetinvlii anamnes He omseo-
weHn - pooument JHcusbl. Mamo
86 nem, 300posa, omey 88 nem,
camouyecmee coomseemcmeyem
sospacmy. Ilocrne neoonoxpam-
HbIX NOBMOPHLIX KOHCYTbMayuil
VCMaHoeien — 008epumenbHulll
KOHMAKmM ¢ NAyueHmom, nocie
4e20 OOHAPYHCUTUCH HEKOMOPbIe
ocobenHocmu anammesa JCU3HU
u 3abonesanus. B eospacme 17
Jlem OH He npouten MeOuyuHc-
KVIO KOMUCCUIO 6 BblCulee BOCH-
Hoe yuunuue «uz-3a npooiem ¢
cepoyem, svisisiieHHbIX Ha DKy,
noopobHo2o 06c1edosanus He
npoxooun. B eospacme 18-20
J1ent, 80 BpPEMSsL CILyAHCObL 6 apmul,
Quzuueckue nacpysku (mapui-
OpPOCKU 8 NOTHOM 0OMYHOUPOSA-
HUU, OIUMebHble MPEHUPOBKIL)
0asanucs ¢ mpyoom: NOSIGISIUCS
dypHoma, MOWIHOMA, «MYWKU
neped  enazamuy, npeoooMo-
POUHbBle COCMOSIHUAL 80 BpeMs
u nocne naepysox. B eospacme
20-30 nem ommeuanucv uac-
mole npocmyonsie 3a001e6anusl,
cnabocms,  NU300bI  20JI0BOK-
Ppyoicenus, OypHOMbI, HECKOIbKO
paz mepsin cosHaumue Ha Qone
Gusuueckou naepysku. C 30 0o
50 nem - epems omnocumenvHo-
20 Onazononyuus, omcymcmeue
BHAYUMENLHBIX PUIULECKUX YCU-
JUtl, OMCymemeue CnopmueHbix
Hazpy30K.

Cepvesnoui ncuxonozuuec-
Kol mpasmoti cmana eHe3antas
cmepmb Ha ¢hone Pusuueckozo
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Puc. 2. Pe3ynomamut X0n1mepoecK020 MOHUMOPUPOBAHUS - HCETIYOOUKOBAA
IKCMpPAcucmonus.
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Puc. 3. Pe3ynomamol X01mepoecKozo MOHUMOPUPOSAHUSL - HEYCHOUYUBAA
JHCETTYOOUKOBAS MAXUKAPOUSL.
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HEOOCMAmMoOYHOCMb HA (QoHe PUOPULIAYUS HCETYOOUKOS.
Ha momenm obpawenusi y nayuenma ecmos cpeoHull ol
14 nem, oouwv 4 nem u maaowuii cotn 1,5 nrem. Pooumens-
CKasi mpegoea 3a JCU3Hb U 300posbe Oemell y nayueHma
OUeHb BbICOKA.

annvle puzuxanvnozo ucciedosanus

Cocmosinue  yoosnemeopumenvnoe. Hopmansnozo
menocnodcernust. Pocm 186 cm, sec 85 ke. Ilynve 58 yoapos
6 munymy, apmepuaivnoe oaeienue 130/70 mm pm.cm.
Ipu nepxyccuu epanuysl cepoya pacwupensl sieso. llpu
aycKynbmayuy: moHsl cepoyd Npuiyulersvl, pummudHsle,
opaouxapous. vixanue sesuxynsiproe, xpunos nem. Yac-
moma Ovixanuui 17 ¢ 1 munymy. JKueom npu nanvnayuu
maekul, besdonesnennvii. Ileuenv ne yeenuuena. Ilepu-
Gepuueckux omexos nem. CyxodcuivbHvie peguexcvl co-
XpaneHvl, OOUHAKOBbL C 0OeUx CMopoH. 3pauKu 0OUHAKO-
8ble, peaxyusi Ha c8en Jcusas, coopydlcecmeennas. B noze
Pombepea ycmoiiuus. Ianvye-nocosyto npoby evinonmnsem
yveepenno. Cumnmom Ilacmepnayrozo ompuyamensHulii ¢
0beux cmopon. PuzuonozuiecKue OMnpasiLenus 6 Hopme.

Pezynvmamut nabopamoprozo ucciedosanus

Knunuueckuti ananuz kposu: eemoznodoun - 168 2/n;
opumpoyumol - 5,76x107; JI - 5,64x10°, netixoyumapnas
Gdopmyna 6 nopme; COD - 7 mm/uac. Buoxumuueckuii ana-
U3 Kposu. kpeamuHur - 60,6 MKMOJIb/1, 210K03a NIA3Mbl
namowyax - 5,0 mmonv/n, 6unupyoun - 8,7 mmonv/n, ACT
- 32 Eo/n, AJIT - 28 Eo/n. Jlunuooepamma: obwuii xonec-
mepuH - 4,8 mmonv/n, mpuenuyepuovt - 1,25 mmonv/1, XC
JIBII - 3,37 mmonv/n, XC JIHII - 3,37 mmonw/n, kosppuyu-
enm amepoeennocmu - 4,0.

Ipu Oynnexcrhom uccnedosanuu Opaxuoyedaivhvie
apmepuu npoxooumvl. CKopocmHule noxkazameinu no npa-
601 NO360HOYHOL APMEPUL CHUINCEHbL HA BCEM NPOMsIce-
Huu. Cropocmusie nokazamenu no BIJA (BCA, OCA) s
npeoenax HOpMAmuGHbIX 3HAYeHUll ¢ OONYCMUMOL ACUM-
Mempuetl.

OKT 6onvroeo npeocmasnena na puc. 1. Ona xapak-
mepha 0ns 3abonesanus DK co emopuunvim 6osneuenu-
em JDK u 3amednenuem npoyeccos oenonspuzayuu [DK. B
nonwv3y Hanuyusi ymepennou eunepmpouu IDK na ghone
eunepmpouu JDK ceudemenvbcmsyiom ygenuyenue amn-
numyowt 3y6ya R 6 npasvix epyonvix omeedenusax (V,, V),
amnaumyoa 3yoya R 6 V, >7 mm, cmewenue ceemenma ST
enu3 u ompuyamenvhvle 3youvt T 6 omeedenuax V, u V.,
Husxoamnaumyounvle cuenanvl mencoy OKOHUAHUEM KOMN-
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nexca QRS u nauanom T-60nnvl 6 npagwix 2pyonsIX omeede-
HUSIX OMPadcaiom 3amedieHue npoyeccos Oenonsapu3ayuu
IDK. Ompuyamenvuoiii 3yoey T 6 epyOHbix omeedeHusx
- DO OMpadiceHUe HapyWeHus nPoYeccos Penoaspu3ayuu
IDK u JUK, a ne koponaphas nedocmamounocmo.

Ha puc. 2 u 3 npedcmasnenvt gppacmenmor 12-xa-
HAIbHO20 XONMeposcko2o moHumopuposanusi (XM) IKI.
B meuenue 6ceco nepuoda ucciedosanus @urxcuposaics
CUHYCOBbLIL PUMM C YACHOMOU CEPOEUHBIX COKPAUYEHULL O
49 0o 87 6 munymy. 3apecucmpuposarno 2653 norumopg-
HbIX JHCENYOOUKOBbIX IKCMPACUCMONbL 3A CYMKU C PABHBIM
cymounvimM pacnpeoenenuem (0eHb/Houb), Heycmouyusas
2HCeNYOOUKOBAsL MAXUKAPOUsL (3 KOPOMKUX 3NuU300a Npo-
Q0NICUMENLHOCMbIO 00 5 CeKYHO) ¢ mopgonozueli wiu-
poxux QRS-komnnexcos no muny noanou 610Kkaovl J1€6oi
nooicku nyuxa Luca, 3451 oOunounas Haodiceny0ouKosas
akempacucmona. Huemuueckux usmeHeHutl He Gblsig1eHo.

Pezynomamol oyenku no3oHux nOMeHYuanios dice-
ayooukos (IIIDK) npedcmaenenvt na puc. 4. [numeno-
Hocmb  uabmposannozo komniexca QRS Tot QRSf =
142 mc. Cpeonexsadpamuunas amniumyoa nocieonux 40
mc punvmposannoeo komniexca QRS RMS40 = 17 mkB.
IpooondcumenvbHocms  HUBKOAMAIUMYOHBIX CUSHANIO8 8
Koneunot yacmu komniexca QRS LAS40 = 39 mc. [IIDK
- NOMeHYUanbl MAaiol amniumyosl 6 KOHye KOMMIeKcd
ORS. Onu ompadsicaiom 30Hbl 3aMeONEHHO20 NPOGEOeHUs!
8030ydicOenus 6 muokapoe. K pacuemnvim noxazamensm
Hanuyus unu omcymemeusi IIIDK omnocames: onumens-
Hocmb puibmposannozo komniexca QRS (Tot QRSf) 6onee
114 mc, cpeonexsadpamuunas amnaumyoa nocieonux 40
mc unomposannoeo komniexca QRS (RMS40) menee 20
MKB, npooonsicumensrocms HUZKOAMNIUNY OHBIX CUSHALO8
6 Koneunou uacmu komniexca QRS (LAS40) 6onee 38 mc.
Pesynomam uccnedosanusi cuumaemcs noaoICUmMenbHbLM
npU HATUYUY KAK MUHUMYM O0HO20 noKasamene (U3 mpex
B03MOJICHBIX) 30 PAMKAMU HOPMATbHBIX 3Hauenul. OOHako
cnedyem nOMHUMb 00 0ZPAHUYEHUSX MemoOd. NAYUEHMbL
¢ dnumensrnocmoio QRS komnnexca > 110 mc ucknrouarom-
ca u3 ananuza na naruyue IIDK. «3awymnennasn» (¢ no-
mexamu) DK ne noonescum ananusy.

Pesynomamuor OxoKI” npeocmasnenvl na puc. 5. Aop-
ma - 3,6 cm, neoe npedcepoue - 5,1 cm, KJIP JDK - 6,5
em, KCP JDK - 5,53 cm, @B JDK (no Cumncony) - 31%,
MONUUHA  MENCHCETYOOUKO8OU nepe2opooku - 1,36 cm,
monwuna 3aoneu cmenku JDK - 1,18 cm, unoexc maccol
muokapoa JUK - 173 e/m? TDK - 5,21 cm. [Junamayus écex
Kamep cepoya, muokapo JDK eunepmpoguposan, coxpa-
MUMOCMb €20 CHUNICENA, 2100abHas cokpamumocms JDK
cnuocena. Coxpamumocmv DK cnuowcena, cmenka ezo
ucmonuena. Ommeuaemcs: aAHeBPUSMAMUYECKOe GbiNsl-
yuganue c60b600nou cmenku IDK 6 oonacmu eepxywxu.
30n napywienus 10KATbHOU COKPAMUMOCTU He BbISGNEHO.
CmeopKu aopmanbho2o, MUmMpaibHo20 KIAnaHos, CmeH-
KU KOpHsL aopmbl Yniowenvl, ymonujensl. Kposomox na
Kaananax He yckopen. Mumpanvuasn pezypeumayus I cm.
Tpukycnuoanvnas pecypeumayust Il cm. Cucmonuueckoe
dasnenue 6 necounou apmepuu 40-45 vm pm.cm. Ilpusna-
Ku ouacmonuyeckou oucynryuu JDK.

Penmeenosckas komnvlomepHas momozpaghusi ¢ Ko-
mpacmHueim eeujecmeom (onmupetl). Ilpusnarxoe amepo-
CKIEPOMULECKO20 NOPAdICEHUs. apmeputi He 8bisigneno. Tun
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Kpogoobpawenus - npaswiil. [Ipasas koponaphnas apmepus
KOHMPACMUPYemcst Ha 8Cem NPOMSINCEHUU, KPYNHO2O Kd-
auobpa. Ipoxoouma na ecem npomsiicenuu. Obwutl cmeon
J1€60U KOPOHAPHOU apmepuu KoHmpacmupyemcs 6e3 oe-
¢exmos, kopomkuil, 00 5 mm. Ilepeousis medxcowcenyooy-
KO8asi apmepusi NPOCIeNcUsaemecs 00 OUCMATbHBIX OM-
0enos, kpynHoeo kanubpa. CmeHomuueckux nopaxicenutl
He evisigneno. Ozubarowas apmepus cpeoHe2o Kaaubpa,
BUZVATUSUPYEMCSL HA BCEM NPOMANCEHUU, O3 NPUSHAKOS
cmenomu4eckux nopasicenuil. /fuazonanvnas 6emeb cpeo-
He2o Kaaubpa, 6e3 npusHaKos amepocKiepomu4ecko2o no-
padxcenus. Onpedensemcs suauumenvuas ouramayus 1DK
u, 6 menvuteti cmenenu, JDK. Tpombwi 6 nonocmsx cepoya
He BU3YANUZUPYIOMCAL.

Maznumno-pezonancnas momoepaus ¢ Konmpac-
muposanuem (2a0osucm) u QyHKYuelu HcuponooasieHusl
(puc. 6). Xopowo 3amemna anespusma cmenku IDK 6
basanvuvix omoenax (cmpenxu). IDK pacwupen. Ce0600-
Has cmenxa e2o degpopmuposana. Mooepamopuwlii nyyox
He npociexcusaemcs. Koneuno-ouacmonuueckui o6vem
IDK 347 ma. Koneuno-cucmonuveckuti o6vem IDK 315 ma.
O@parxyus eviopoca [DK 9%. Ommeuaemcsi svblparcenHas
HEpPaBHOMEPHAsL JCUPOBAsL UHDUILMPAYUSL 6CeX CMEHOK
IDK, ocobenno 6 e2o 6azanbHblX U ANUKAIbHLIX OMOENAX.
Busyanuzupyromes mnodcecmeennvie, paziudnsle no nio-
waou, mecmamu CIUBAIOWUecs: YUacmky mpaHcmypaib-
Hoeo Qubposza cmenku IDK. Konkopoanmmuo evlsisnenHvim
ouazam Qubpoza BU3VATUUPYEMCS. SUNOKUHE3USl BCeX
cmenok IDK ¢ nanuyuem 30m axunesuu u ouckunesuu. B
oasanvuvix omoenax IDK eusyanusupyemcs aneepusma
cmenku pazmepom 00 40 mm, danee 8 0OCMaiIbHBIX Omoe-
JaX NPOCeNCUBAIOMC OMOETbHbIE MENKUE AHeGPUIMbL
pasmepamu 00 5 mm. JDK: onpedensiemces eco ounamayust.
Tlamonozuueckux obpazosanuil 6 npoceeme He GblABIEHO.
Ommeuaemces yosoenue sepxyuiku cepoya. Koneuno-oua-
cmonuyeckuti 0ovem JDK 265 ma. Koneuno-cucmonuueckuii
o0ovem JDK 177 ma. @paxyus sviopoca JIK 33%. Kuposast
unurbmpayus cmenok He @visigiend. Busyanusupyemcs
00WUPHASL 30HA HEPABHOMEPHO20 MPAHCMYPATLHO20 (Uub-
po3a cmenKu. 301 HapyuleHusl TOKATbHOU COKPAMUMOCIMU
He gvisgaero. Ilepeone-3adnuil pasmep npagozo npeocep-
oust 52-58 mm. [lepeone-3aonuti pazmep 1e6020 npedcep-
oust 51-58 mm. Ymomwenuii u scuoxkocmu 6 norocmu ne-
PpuUKapoa e 6vis6ieHo.

DHookapouanbHoe s1ekmpoguzuonocuyeckoe uccie-
Odosanue. J{anuvlx 3a OUCCOYUAYUIO AMPUOBEHMPUKVIIAD-
HO20 coeounenUs, Hanuyue 0006asoYHO20 AMPUOBEHIMPUK)-
JISIPHO20 COCOUHEHUS] He NOLYHeHO, UHOVKYUU NPedCcePOHbIX
Hapywenutl pumma nem. Ipoepammupyemasn cmumynsiyus
TDK: unoykyus ycmouuugoul #ceny0oukosol maxukapouu
u3 6bix00H020 mpakma IDK ¢ mpancghopmayueii 6 mpene-
manue dcenydoukos. Beinonnena snexmpuveckas kapouo-
6epcusl, 6OCCIMAHOBIEH CUHYCOBbILL PUMM.

Coenacno cywecmsyrowum kpumepusm [8, 9], nayu-
€HMY MOJICHO NOCMABUMb OUASHO3 APUIMMOSEHHOU KAPOUO-
muonamuu/oucniazuu TDK (AK/JIDK) no cosokynnocmu
oonvwux u manvix xpumepues. Mmeemcs 3 «bonvuiuxy
Kpumepusi. 9NCUTOH-60IHA, ompuyamenvhvle 6oanbl T Ha
nogepxnocmuou IKI, anespuzmol + pacuwupenue IDK no
OaHHBIM  MACHUMHO-PE30HAHCHOU momozpaguu  cepoya.
Kpome moeo, umeemces 5 «manvixy kpumepues: cemelinbiil
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amamues GHE3ANHOU cmepmu, YOIUHEHUe MEePMUHATLHOU
uacmu xomniexca QRS, nanuuue INIDK, neycmouuusas
2HCENYO0UKO8ASE MAXUKAPOUsL ¢ Mopghonozuell, xapakmep-
Hotl 01151 8bIx00H020 mpakma IDK, 6onee 500 ocenydouro-
8bIx 9KCmpacucmon 6 cymxu. Hanuuus n1o0vix 08yx «ooinb-
WUX» Kpumepues 6 COYemanuu ¢ CemMetHbiM aHAMHEe30M
6bL10 ObL Yoice 6nosiHe DOCMAMOYHO OJisi MO20, Ymobbl no-
cmasums OUACHO3.

3akmouumenvrulii.  OUASHO3 MOJCHO CHOPMYIUPO-
eamo creoyiowum oopasom: AKJIDK, pazeepnymas xkiu-
Huyeckas cmaousi. JKenyooukoguvle napyuwenus pumma V
epadayuu no M.Ryan: yacmas nonumop@uas r#cenyoouKo-
8451 IKCMPACUCTNONUSL, HEYCIOUYUBASL HCETYOOUKOBAS A~
xukapousi. Cunkonanvhvle cocmosnus. Jlecounas eunep-
mensus I cm. Xponuyeckas cepoeunasi HeOOCMamo4HOCms
1 . kn. (NYHA).

GE-Ultrasound Vivid
a

Puc. 5. Ixoxapouozpagpusa: a - napacmepnaivHasn
nozuyus, 0JIUHHAS OCb, 0 - RAPACMEPHATIbHAL NOZUYUSL,
KOpOMKasi 0Cb, 6 - ANUKATIbHOE YeMbIPEXKAMEPHOe
ceuenue. Q0vACHEHUA 6 mMeEKCme.
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Buibop neuebnot makmuku 6 daHHOM cayuae 3a6u-
cen om cmpamugurayuy pucka 6He3anHol cepoedHol
cmepmu [10]. YV smoeo 60161020 puck ouenb 6blCOKUL
(cnoHmawnHvle 3MU300bl HEYCMOUYUBOU HCELYOOUKOBOU
MAxXuUKapouu U CUHKONAibHblEe COCMOAHUSL 8 AHAMHese,
UHOYYUPOBAHHbIE 6 X00€ IIeKMPOPUIUOIOSUYECKO20
uccnedo6anuss NApoKCUIMAIbHAL  JHCeNyOOuUK08as. ma-
XUKapoust u mpenemanue Hceiry0ouKkos, cmMepms poo-
CMBEHHUKA NePEOll TUHUU POOCMEd, HATUYUE AHEBPUIM
cmenku IDK), umo Oderaem Heobxo00umot umnianma-
yuio Kapouosepmepa-0epubpuiInmopa ¢ CamvlM 6bl-
COKUM KIACCOM PEKOMEHOayull U OOKA3AMENbHbIM YPOG-
nem (IA) [11, 12]. Paduowacmomuas (unu xakas-iu6o
Opyeas) abnayus apummo2eHHO20 CYOCmpama Modicem
oKazamv s 3P Gexmuenoil 1uub omuacmu, m.x. 3a0oje-
6amue npoepeccupyem, 4mo 6edem K NOSAGLEHUI0 HOBbIX
apummozennvix 301 [13]. Anmuapummuueckas mepanus
noKasama Onsi N00AeIeHUs. IKMONUYECKOU AKMUBHOCMU

Puc. 6. Pezynvmamovl MazHumMHo-pe30HAHCHOU
momozpaguu c KoHmpacmuposanuem u QynKyuei
JHcuponooasnenus (aneepumMa CmeHKu npagozo
JHCETIYOOUKA 6 DA3ATILHBIX OMOEIAX YKA3AHA CIPETKAMU):
a - 00K0easa npoekyus, 6 - CAZUMAnILHAA RPOEKUUA.

51

U yMenbluleHUus Konuyecmea cpabamulganutl Kapouosep-
mepa-deguopuninamopa [14]. B kxauecmee anmuapum-
MUYECKOU mepanuu UCnoIb3yiom Oema-610Kkamopbl,
amuodapon u comanon. Credyem nomMHums 00HAKO, YMo
HU 0OUH U3 HUX He obnadaem yOeOumenbHou O0KA3A-
menvHoU 6azol, ceudemenvcmeyioujeltl 00 dp@dexmus-
HOCMU U NOLOANCUMENbHOM BAUAHUU HA NPOOOIAICUMENb-
Hocmb dcusnu. Ilpumenenue npenapamos y nayuenmos,
sxntouennvix @ Cesepo-Amepurxancruil pecucmp AKJIDK
noKazano Hauboabulyio 3¢h)ekmusHocms amuooapona
no cpagnenulo ¢ bema-on0KamMopamu u COmaioiom 0s
npOQPUIAKMUKU  JHCeyOouKo8blx maxuapummuii [15].
Takoice umeromest Oannvie 0 ayqwell IpdekmusHocmu
comanona y nayuenmos ¢ AKHAIDK u oicenyoourosvimu
HapyuleHusimu pumma neped 6ema-oi0Kkamopamu u He-
JHCeNamenbHOM HA3HAYEHUU aMUo0apona Ois Oaumensb-
HOU mepanuu u3-3d 4acmozo pazeumusi noOOYHbLX -
gexmos [16].

B cenmsbpe 2012 2. 6onvromy Ovin umnianmupo-
6aH  OOHOKAMEPHBIU  Kapouosepmep-0epubpuLisimop.
Beposimno, Ovino 6v1 ayuue umniaHmuposams 08yxXKa-
MepHbloe 4ACMOMHOAOANMUBHOE YCIMPOUCMBO, 00OHAKO
Ha MOom MOMEHM 6peMeHU KIUHUKA, 8 KOMOPOU Npo6o-
ounace OanHas onepayusi, Makumu npubopamu He pac-
nonazana. B xavecmee anmuapummuyeckon mepanuu
HA3HaAueH comanon 6 cymounou doze 160 me (nooobpana
MAKCUMATLHO 803MONCHASL OO3UPOBKA 8 COOMBEMCMBUU C
VpOBHEM apmepuanbHo2o 0a6ieHUs U 4acmomotl cepoed-
HbIX cOKpaujenuil). 3a epems Habnodenus (3 200a) camo-
yyecmeue nayueHma oCcmaemcs y006iemeopuUmenbHbiM,
on npodondicaem pabomamv. CUHKONATbHBIX COCMOSHULL
JHCENYOOUKOBBIX MAXUAPUMMULL  3APESUCTNPUPOBAHO He
ovio. Bo epems nianosvix nocewjenuti xapouonoea 2
pasza 6 200, NOMUMO OCMOMPA, NPOBOOUMCSL NPOSPAMMU-
POBAHHBLIL KOHMPOIb pabomel Kapouosepmepa-oehuo-
punaamopa, 12-xananvnoe XM OKIT, OxoKT

Ilo  Odannvim  npoepamMmuposannozo KOHMPOJs
pabomul kapouosepmepa-oeuopunrsamopa ¢ 2013 e.
MPUNCObL  UMETU MeCmO NAPOKCUIMbL IHCETYOOUKOBOU
maxukapouu npoooINCUMenrbHOCmbl0 0Kkoao 40 cexyno
¢ uacmomoii cepoeunvlx cokpaujenutl 150-160 yo/mun.
OHu ObLIU KYRUPOBaHvl 3 pexmuenoil mepanueil 6 pe-
orcume ATP (anmumaxukapOumuueckon Cmumyasyuu).
3apezucmpuposanvt peoxue (3 paza) napokcuszmol Guo-
puisyuu npedcepoutl daumenbHocmoio 0o 60 cex ¢ YCC
100 yo/mun. OxoKI - 6e3 ompuyamensHoil OUHAMUKU.
o oannvim XM DKI om 16.10.2015 pecucmpuposancs
cunycoswiti pumm ¢ YCC om 51 0o 89 yo/mun, 3¢pex-
MUBHASL DIEKMPOKAPOUOCMUMYAAYUS (MO MPEOOBAHUIO Y
6 pedicume VVI ¢ bazosoii vacmomotui 50 yo/mun, npeumy-
wecmeenno 8 HouHoe epems. 3apecucmpuposano 3653
OOUHOUHBIX NOTUMOPPDHBIX JICENYOOUKOBbIX IKCMPACUC-
MObL 3a CYMKU C PAGHbIM CYMOYHBIM PACNpedenenuem
(Oenb/Houb), 756 napuwvix MOHO- U NOAUMOPPHBIX dice-
JYO0UKO8bIX dKCmpacucmon, 1 snuz00 Heycmouuusoi
AHCENYOOUKOBOU MAXUKAPOUU NPOOOIAICUMETbHOCTIbIO 3
cekyHobl ¢ mopgonoeuei wupokux QRS-xomniexcos no
Muny noanou 610Kkadvl 1esoti Hodicku nyyka luca.

Jlnsa koppexyuu cumMnmomo8 XpOHU4ecKol cep-
0eyHOU HedOCMAMOYHOCMU NAYUEeHM NOLYYAem NepuH-
0onpun 8 MAaKCUMAaibHO Nepenocumol no yposio AJ]
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dosuposke 2,5 me (y 001bHO20 umeemcss meHOeHyus: K
eunomonuu). B xauecmee anmumpombomuueckou me-
panuu ¢ yuemom Haauyus napoKcusmos Quopurisyuu
npedcepouii u 1 6anna (XpoHuueckas cepoeundass Hedo-
cmamounocms) no wxane CHA,DS-VASc nayuenmy
PEKOMEHO06aH Npuem ayemuicaiuyunio8ol KUciomsl 6
dosuposke 75 me/cym.

Taknum 0Opa3om, ObUIH PElICHBI ABE OCHOBHBIC KJIH-
HUYECKUE MPOOJIEMBI: YBEIUYEHHE ITPOJOIDKUTEILHOCTH
U yJydllleHHe KaueCTBa KM3HU marueHTta. Eie HemaBHO
nmojiaBIIsitoIIee 00oMbIMHCTBO O0NbHBIX ¢ AKJIITK ymupa-
JIO BHE3AITHO, OT (paTallbHbIX JKEIYI0UYKOBBIX aputmuii. C
MOSIBJIEHUEM HMMIUIAHTHPYEMbIX aHTHAPUTMUYECKUX YCT-
POMCTB cuTyanusi u3MeHuIach. [IpoI0IKUTETBHOCTD JKH3-
HU 3HAYUTEIBHO YBEIUUWIACh. Bemynmmu, mo mepe mpo-
rpeccHpOBaHms 3a00ICBaHUs U MOCTEIICHHOTO 3aMEUICHUS
MHOKap/ia )UPOBOH U (DUOPO3HON TKAHBIO, CTAHOBATCS
MIPOSIBIICHUSI TIPABOXKEITYIOUKOBOM, a MPU PaclpocTpaHe-
HUHM TIaToJIOTHYecKoro npoiecca Ha JIK - u neBoxeynod-
KOBOM cepJieqHoi HegocTaTouHOCTH. VIMeHHO 3Ta mpoliie-
Ma CTAHOBHTCSI [JIABHOU B JICUECHHH.

Ecnu o6cyxnare anroputm o0ciae0BaHus qeTei na-
[MCHTa, HEOOXOMUMO YYeCTh, YTO MUK JcOOTOB 3adolie-
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BaHUs MpUXoauTcs Ha Bo3pacT oT 20 no 30 neT, koraa Ha
(oHEe TreHeTHYeCKOH MPeapacloNoKEeHHOCTH (IICHETPaHT-
HOCTh TpuOIM3uTENnsHO 60%) M0 Pa3NUYHBIM MPUYUHAM
3aIyCKaeTCsl MEXaHU3M (HPHOPO3HO-KUPOBOTO 3aMCIICHHS
MuoKkapsa. C MOMOIIbI0 HHCTPYMEHTAIBHBIX METOI0B 00-
ciieioBaHus 3a00JI€BaHNE MOXHO BBISIBUTB YK€ B pa3Bep-
HYTOH cTaguu (Kak y orua). OfHaKo 3HaTh O BO3MOXKHOM
3a00JIeBaHUM HAZ0 10 AOCTHXeHHs 20-JIeTHEro Bo3pacTa,
10O KOBapCTBO €ro 3aKJI0YaeTCsl B BO3MOKHOM JI€0I0TE B
BUjie (paTasbHBIX XKETYIOYKOBBIX HAPYIICHUH pUTMa Cep/-
11a. Y4uThIBas BO3pacT JeTe, eTMHCTBEHHBIN BO3MOXKHBIH
METOJ] 00CIIE/JOBaHUS - MOJIEKYIIPHO-TEHETHYECKOE TeC-
TUPOBaHME IS BBISBICHHUS MYyTalWil, XapaKTepHBIX JUIs
AKJIDK. IIpu 5TOM CTOMT NOMHHTBH, YTO B HACTOSIEE
BpEMSI C YUETOM IMOJMMOpP(PH3Ma XPOMOCOMHBIX MYTaIlHi
U Pa3IMYHOM CTENEeHbI0 MX MEHETPalluu, TeHEeTHYEeCKHH
aHaJIM3 HEe BXO/UT B KPUTEPUH AUATHOCTHKH 3a00JICBaHMSI.
Ha ceromusiinuii MOMeHT onucaHo 12 BapuaHTOB Hacie-
nyeMmbix popm AKJITTK, cBS3aHHBIX ¢ Pa3TUYHBIMU THITA-
MU MyTaiuii B xpomocomax. B 3anagnoit Espone 10 tum,
00yCIOBJIEHHBIH Je(eKTOM reHa rakoQuuIiHa 2, BCTpe-
yaercss HamOosiee yacto. [IOMCK HOBBIX THIIOB MYTaI[Hid
MIPOJIOTKACTCSL.
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