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uccaedoganue, no UX pe3yabmamam 8bicmagner OUaeHO3 apumMMOeHHOI OUCHAA3ULU NPABO20 HCeAYOOUKA.
Y cmapweeo pebenka 3aboneéanue manughecmuposanso mepmMuHaIbHOU CepoeyHOU HedoCmamo4HOCmbIO,
nompebosaguieli NPUMEHeHUs CUCIEMbl 6CHOMO2AMEAbHO20 KPOBOOOpauerUs ¢ nocaedyroueil mpaHcnaaH-
mayueil cepoya. Y cpedHeeo peberka 3a001e8anue npossULOCs HAPYUCHUAMU CEPOCHHO20 PUMMA U NPOBO-
OUMOCIU €O CHUIICCHUEM COKPAMUMENbHOU CHOCOOHOCMU MUOKAPOa npagoeo iceay0ouKd, 6nocaedcmeul
emy 0bla UMPAGHMUPOBAH Kapouogepmep-deguopuriamop. Knunuveckux nposeaenuil 3a001e8aHuUs Y MAAO-
uieeo pebeHKa He 8bis81€HO.

Knrouesvie croea: apummozennas oucnaasus npagoeo Jceay0ouka, KAuHuueckue nposieaenus 3a601e6a-
HUsl, ceMeliHblil Xapakmep 3a001e8aHUsl.

We present the clinical case of arrhythmogenic cardiomyopathy and the analysis of different manifes-
tations of this disease within one family.

Three brothers D. born in 1986, 1988 and 1998 were observed between 2009 and 2011. Echocardio-
graphy, magnetic resonance imaging, histologic study were used as the methods of examination.
According to their results the arrhythmogenic right ventricular dysplasia was diagnosed.

FElder child had manifestations of end-stage heart failure which required heart transplantation associat-
ed with using the assisted circulation system. The second child manifested heart rhythm and conduction
disturbances along with reduction of right ventricular myocardial contractility. He underwent subsequent
implantation of cardioverter-defibrillator. The youngest child had no clinical signs of the disease.

Key words: arrhythmogenic right ventricular dysplasia, clinical manifestations of the disease, familial nature of the

disease.

pPUTMOTEHHAs OUCILIA3Us TIPABOTO XEIymTodKa
A(apl/ITMOFCHHaH MPaBOXeTyI0YKOBasl Kaparo-
muonatus) no kinaccudukauuu BO3, npuHsATOl B Ha-
et ctpade B 1996 1., OTHOCUTCS K IEPBUYHBIM (op-
MaM KapIMOMUOTIaTUii ¥ XapaKTepU3yeTcsl 3aMeIleH -
eM Muokapa rpasoro xenynouka (I12K) ¢pubposHnoii u
JKMPOBOM TKAHBIO C Pa3BUTHEM KU3HEYTPOKAIOIINX
apuTMuii. B nuTeparype MMEIOTCS IMPOTUBOPEUYMBEIC
JaHHBIE O YaCTOTE BCTPEUYAEMOCTH 3a00JIEBaHUS CPEI
HaceJICHUST: COIJIACHO OMHUM MCTOYHUKAM, PacIIpOCT-
pPaHEHHOCTb apUTMOTEHHON IUCILIa3UK MPaBOroO XKe-
nmynouka (AJIITXK) cocrasmsteT 1 cmyqait Ha 1000 Hace-
JeHust, cornacHo ApyruM — | Ha 5000 Hacenenwust |2, 4,
6, 8]. Takas BapuaGeJIBHOCTh MOXET OBbITh CBSI3aHA C
TPYAHOCTbIO TOCTAHOBKM IMArHo3a, 4To 00YyCJIOBJIEHO
MHOTO00pa3neM KIMHUYEeCKUX TPOSIBICHUI 0OJIe3HN
(KeymoYKOBbIE apUTMUH, CepAeuHas HEeIOoCTaToY-
HOCTb, YaCcTO BHe3alHasl cepaeyHast cMepth) [1, 2, 4,
8]. MyxXunHBI 0O0JICIOT Yallle, COOTHOIIIEHUE YaCTOThI
BCTPEYaeMOCTH 3a00JIeBAHUS CPEIU MYKYMH M KEeH-
IIMH B TTONyJstiun cocrasisiet 3:1 [2, 5, 6].
ApUTMOTeHHasl TUCITIa3Ks TIPaBOTO XKeJayJaodKka —
TeHETUYSCKI 00YCI0OBICHHOE 3a00IeBaHIE, 9aCTO HO-
CUT CEeMEHHBII XapakTep, MMEeT ayTOCOMHO-IOMMU-
HAHTHBIN THUIT HaclleAoBaHHWSA. B nurepaType Takke
HMEIOTCS CBEACHUSI 00 ayTOCOMHO-PEIIECCUBHOM Ha-
cjenoBaHuUM 3a0osneBaHus |5, 12].
B HacTosiiee Bpems BBISIBJICHO MO KpaliHelt Mepe
12 reHeTUYECKMX JIOKYCOB, OTBETCTBEHHBIX 32 BOSHUK-
HoBeHue AJIITK. Myrtamumu IecCMOCOMHBIX OEIKOB
Muokapza (T1akorjioorMHa, JecMorUlakrHa, miakopu-
JIMHA-2, TeCMOTJIEUHA-2, TECMOKOJIMHA-2) TIPUBOMIST K
HapyIIEHUIO CBSI3ei MEXITY KapIMOMUOILIUTaMU, THOe-
JIN KJIETOK W Pa3BUTHIO (hMOPO3HO-KMPOBOI AUCTPO-
(un Mmuokapna. B pesynbrate Mytanyu reHOB yMEHb-
IIaeTcsl KOJMYECTBO ITOJHOIIEHHO (DYHKIIMOHHUPYIO-
IIUX KapAMOMUOIIMTOB, YTO MPUBOIUT K AWIaTalliN
MIPABOTO XEJIYIOUYKa C Pa3BUTUEM 30H TMITOKUHE3WU,

aKWHE3WHU, TTOBBIIIICHHON TpaOeKyISIPHOCTH W CHITKE-
HUIO COKPaTUTEIbHON CIIOCOOHOCTM MHUOKapia Ipa-
Boro xenynouka [12, 15]. ITpu AAITK nopaxatorcs
BCE CJIOM MHOKapa IpaBOro Xeayaouka, 3aMeIIeHue
KapaIMOMUOLUTOB (DMOPO3HO-XKUPOBON TKAHBIO CITY-
KT XOPOIITUM CYOCTPaTOM UISl pa3BUTHS KETYyI0IKO-
BBIX apUTMUI 11O TUITY MeXaHu3Ma pueHtpu [1, 2, 13].
ITocTanoBKa guarHo3a MpeacTaBiseT IS Bpaya TPyI-
HYIO 3a7a4y B CBSI3U C OTCYTCTBHMEM KaKUX-JIMOO Tia-
TOTHOMOHWYHBIX KJIWHWYECKUX WA MOpdoormiec-
KHX MapKepoB, 4TO 3aTpyaHseT auddepeHInaTbHY0
nuarHoctuky AJITT2K v BTOpUUYHBIX TTIOpaXkeHU MUO-
kapaa. B 1994 r. 6b11u pa3zpaboTaHbl KpUTEpUU Aua-
rHoctuku AJITT2K, ocHOBaHHbBIE HA OLIEHKE CTPYKTYP-
HBIX M3MEHEHUII MHuOKapaa IpaBOro Xeiaydouka,
9JIeKTpoKapauorpacnieckKux M3MEHEHUI, HaTudus
(GUOPO3HO-KUPOBOI TUCTPODPUM TIPU TUCTOJIOTUYEC-
KOM MCCJIeIOBAaHNM, CEMEIHOTO aHaMHe3a 3a0oJjieBa-
Hug [11].

IIpencraBasiem knuHu4eckoe HadmoaeHe AJITTK
BHYTPU OJHOIM CEMbHU.

B 2009 r. 32 METUIIMHCKON MOMOIIBIO OOPaTUIUCH
poautenu nauumenta . B., 23 ger (1986 r. p.). U3
aHaMmHe3a u3BecTHO, uTo JI. B. mepBhiit pebeHOK B ce-
Mbe, POIUTEIN 3TOPOBHI (MaTepy B HACTOSIICE BPpeMsI
53 roga, otity 58 jeT). Y obcieayeMoro ecTh aBa MJia-
mux OpaTa, Ha yuere y KapauoJiora He coctost. [Taru-
eHT 10 KoHua 2008 . paboTal moBapoM B CTOJOBOIA.

Cuuraet cebst 00JbHBIM C 14 J1eT, Koraa NosiBUIUCH
>KaJIoOBbI Ha OABIIIKY TTpU (PU3UYECKOM HAarpy3Ke, CHU-
JKEHME TIEPeHOCUMOCTH (DU3NUYECKOI Harpy3Ku, ObICT-
pYIO YyTOMJSIEMOCTh, mepebou B pabote cepama. C
koH1a 2008 r. oTMeuyaeTcs Mporpecc CUMITOMATUKM:
MMOSIBWJIMCH OTEKM Ha HOTaX, YCHIIMIIACH OJBIIIKA, YBe-
JIMYUJICST 00BEM KMBOTA, BOZHUKJIO YYBCTBO TSIKECTH
B IIpaBOM IIOApeOephe, Pe3KO CHM3WIACH TOJCPAHT-
HOCTb K (hu3nyeckoii Harpyske. [To MecTy XXuTenbcTBa
OBLIIO TIPOBEACHO IOOOCIEeIOBaHME, C OMATrHO30M
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Puc. 1. DaexrpokapanorpaMma IamyeHTa

. B., 23 net. biokama nmpaBoii HOXKM ITy4-

ka [uca, nuBepcus 3youa 7'B rpyaHbIX OTBE-

JCHUAX

«BpoXnmeHHBIM mopok cepamna (BIIC): anomanmsa
Do6wreiiHa» namueHT ObLT HampabieH B HIICCX
uM. A. H. bakynesa PAMH mig xupypruueckoro Jie-
YEHMSI.

ITpu mocTynaeHUn COCTOsTHIE TTAalIMeHTa TSKeJ0e,
00YCJIOBJIEHO 3aCTOEM 1O OOJIBIIOMY KPYTy KPOBOOO-
pamenus. [1py ocMOTpe — TTOHMKEHHOTO THMTaHUS,
MHIEKC Macchl Tejia coctaBui 17,99 kr/m2, obpariaer
Ha cebs1 BHUMaHWE aKpoOIMaHO3, KOXHBIE TOKPOBbI
OJeaHbIe, C XKEJITYLIHBIM OTTeHKOM. Ha 11ee omnpene-
JISIETCS  «TTOJIOXKUTEIBHBI BEHHBIN MyiIbc». OTeKHn
HIDKHUX KOHEYHOCTEeM ¢ 00enx cTopoH. YacTora mpl-
XaTeNbHBIX NBMXKEeHUI — 24—28 B MuHyTy. [Tpu ocmo-
Tpe W TAJbIIallM Cephama OIPEAeIIICTCS TpeKapIm-
ajpHas nmynbcauus. [1paBas rpaHulia OTHOCUTEIbHOM
TYIIOCTH Cepllia cMellleHa BIpaBo Ha 2,5 cM. [lpu
ayCKyJbTallMM  BBICIYIIMBACTCS  TPUINTYLISHHBIA
II ToH Ha jeroyHoO# apTepuu. ApTepuajibHOE AaBje-
Hue 85/55 MM pT. cT. Ilynbe c1aboro HamoHEHUs, Ya-
crota cepaeyHbx cokpamenuit (YCC) 98 ym/MuH.
IleyeHs npu naabnauuu ymepeHHo 00JIe3HEeHHa, pas-
MepoM (1o Kyposy) 16 x 15 x 14 cm. 2KuBoT yBeauueH
B 00BEMe, TIEPKYTOPHO OIIpeAesIsicTCSI HaJudrle CBO-
0OOTHOM XXMIKOCTU B OPIOIIHOM MOJOCTHU.

Ha snexrpokapmuorpamme (BKI') aiexrpmaeckast
OCh Cep/Ilia pe3Ko OTKJIOHeHa BrpaBo, QRS 128 mc, 6i10-
Kaga mpaBoit HOxXku mydka Inca, YCC — 65 ya/muH,
yacTasi noJuMopdHasl XeayaouyKoBas 3KCTPacUCTO-
. B V,—V; oTBenieHnax perucTpupoBaicsa oTpuua-
TeJabHbIN 3y0en T (puc. 1).

Ha peHTreHorpamMmme oTMeuaeTcsl paclIMpeHue Te-
HU cepalla, MPEeUMYIIECTBEHHO 3a CUET €ro IpaBBbIX
otaenoB. Kapauoropakanbhbiii unaekc (KTU) 68%
(puc. 2).

ITo naHHBIM 3XOKaparorpaduUIecKoro uccieaoBa-
Hus (Dx0oKI) BBISIBIEHO 3HAUMTENIPHOE PACIIMPEHUE
MOJIOCTH TIPABOTO KeJayIoyKa cO CHUXEHUEM ero co-
KpaTUTEIbHOM crtocoOHOCTH ((hpakiums Beiopoca 12K
cocraBwia 6%), Takxke OTMEYaJIOCh YBEIIMYEHHUE I10-
JIoCTU TIpaBoro Tipeacepaus 1o 8,3x 9,2 cm. Koneu-
HbII cuctonuueckuii pasmep (KCP) mpaBoro xemy-
JIOYKA COCTaBJIsUT 6,5 CM, KOHEUHBII TMACTOJINYECKAI
pasmep (KIP) — 6,7 cM, KOHEUHbII CUCTOJIMYECKUIL

00beM (KCO) — 221 M1, KOHEYHBI TUACTOIMISCKUI
00beM (KJ1O) — 236 mi1. ToTasibHast HEIOCTATOYHOCTD
TPUKYCITMAAIBHOTO KJIallaHa, CTBOPKH €T0 BTSHYTHI B
I12K, He KoanTUpyIOT, MOTOK JaMUHApHbIA, (UOPO3-
HOE KOJIBII0 TPUKYCTTUIAIBHOTO KJIallaHa paciImpeHo
1o 60 MMm. OT™MeuaeTcs 3(pGEKT CITOHTAHHOIO KOHTpa-
ctupoBaHus B nosioctu IT2K. TTpu uzyyenuu nosioc-
Teii 1eBoro xenynouka (JIZK) rmaronorun He BBISIBJICHO
(puc. 3).

I[To maHHBIM XOJITEPOBCKOTO MOHUTOPHPOBAHUS
OKI peructpupoBaavch CUHYCOBBIN PUTM C YaCThIMU
MMOJTUMOPGHBIMU KEITYTOYKOBBIMU 3KCTPACUCTOJIAMM
(ZKD), a Takxxe mpoOeKKr MOHOMOPGHON XKeayaou-
koBoi Taxukapanu (XKT) ¢ Mopdoorueit 610Kambl
JIeBOI HOXKHU mydka [uca.

[MaumeHTy BBITOJHEHA MYJIBTUCIIMpPATbHAS KOM-
netotepHast Tomorpacdus (MCKT) ¢ KOHTpacTHBIM
ycuiieHueM (KOHTPAacTHOE BelllecTBO Busumnak-320) c
HCIOJIb30BaHNEM IPOrpaMMbl OOBEMHOIO CKaHUPO-
BaHUs, ¢ cuHXpoHusauueit mo DKI, TonmumHon cpe-
30B 3 mM. [lo pesynsrataMm MCKT Obutn ToJTydeHbI
JIaHHbIE, CBUICTEILCTBYIONIME O MPEUMYIIIECTBEHHOM
IMOpakeHWU TIPaBBIX OTHEJIOB cepama: 00beM IIPaBoOTO
npeacepaust coctasua 694 v, KJIO TTXK — 432 m.

Puc. 2. Pearrenorpamma mamnuenTa /. B., BeimmoaHeHHasS
1o umruiantauuu MKC
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m
627 ms
6 BPM

g i A

BruisiBIeHO pacliupeHue BepxHel I0JIoil BeHBI 10
28x47 MM, HUXHSS MOJas BeHa paculdupeHa Ao
45%49 mm. Takke OoTMEYaIOCh HATUYME XXKUIKOCTU B
MOJIOCTH MepUKapaa U MIeBPaJIbHbIX MOJOCTSX C 00€e-
X CTOPOH (puc. 4).

ITo naHHBIM OMOICHMM MMOKapjaa IMPaBOro Xey-
JIOYKa BBISIBICHBI (PUOPO3HO-XMPOBasT IUCTPODUs
KapaIMOMUOLUTOB, oyaru (¢udpo3a Muokapaa.

Pesynbratel 1a00paTOPHBIX METOIOB MCCIIEI0BA-
HMSI: OOIIMIA aHaIU3 KPOBU U MOYM — 0€3 OTKJIOHEHUS
OT HOPMBI, oOpalliayiu Ha ce0sl BHUMaHUE TUIT0AbOy-
MuHemusi (mo 25 r/na), runepOunaupyorHemus (10
53 MKMOJIb/JT), CHUXEeHHUE KJIMpeHca KpeaTUHUHA J10
42 MJ1/MUH, YPOBEHb MO3TOBOT0 HATPUIYPETUUECKOTO
MnenTuaa MpeBbIIal HOpMy B 12 pa3 U cocTaBisii
1230 mr/mo.

[Tocyie mpoBeneHHOr0 KOMIUIEKCHOIO 00CjienoBa-
HUSI AUArHo3 apuTMoreHHou aucriasuu [12K 6bu1 mo-
CTaBJICH Ha OCHOBAaHWUM TpeX OOJIBIINX KPUTEPUEB
(xomrmiekc QRS pacimpeH 10 128 Mc, CHIDKEHHE CO-
KpaTuTeabHoU cnocooHocTu muokapaa 2K, pudpos-
Ho-xupoBas nuctpodus 12K nmo gaHHbIM OUoNICUN) U
JBYX MaJIbIX Kputepues (MHBepcus 3youa 7 B V,—V;
IPYAHBIX OTBeneHUsX, Mpobdexku KT mo maHHBIM
XOJITepOBCKOTro MoHUTOpUpoBaHus DKI').

[ManreHT moJTyJan onTUMAaIbHO ITOA00paHHYIO Me-
MUKaMEHTO3HYIO Teparuio, HalpaBJIeHHYIO Ha Jieue-
HUE CepleYHOI HEJOCTATOYHOCTH, BKJIIOYAIOULYIO UH-

Puc. 3. Dxokapamorpamma nauuenTa /. B.,
BBINOJIHEHHas 10 uMmiiaHTauuu M2KC

Puc. 4. Pesynsratet MCKT nanmen-
ta Jl. B. BeipaxkeHHb1ii ¢puOpo3 Muo-
kapaa 12K

TMOUTOPHl aHTHMOTEH3UHIIPEBpalllalolIero (GpepMeHTa,
IYPETUKH, OeTa-aapeHOOIOKATOPHI, CITMPOHOIAKTOH,
KOPIAapOH, aHTUKOATYJIsIHTBI, U oTHocwics K IV @K
o MexnyHaponHoit kinaccubvkauuu NYHA. Hecmo-
Tps Ha TIPOBOIMMYIO TeparIo, MOJOXUTEIbHOU MU~
HaMUKW B COCTOSTHUM MalleHTa He OBUIO, OTMeYaIach
CKJIOHHOCTh K apTepUaIbHOM TUIOTCH3UH, YBEININ-
BaJICS aCIIAT M OTEKHU HOT, B CBSI3M C YeM MallMEeHTY Ha-
Yyajii IPOBOAUTH MHOTPOIIHYIO MOAAEPKKY KPOBOOO-
pallleH1s] JOTaMUHOM B J103€ 5 MI'/KT, aApeHaIMHOM —
0,05 MKr/KT. YUUTBIBasT OTPHUIIATSIIBHYIO TUHAMUKY 1
OTCYTCTBUE I(PPEKTUBHOCTU TMPOBOAUMON MeauKa-
MCHTO3HOM Tepanmnu, IMAllMeHT OBLI ITOCTaBJICH B
«JIUCT OXXMIaHUsI» Ha TpaHCIIaHTaluIo cepana. B ka-
YECTBE «MOCTa» K TIOCJEMyIolleil TpaHCIIaHTalluu
cepala ManyeHTy ObLT MMILUIAHTUPOBAH MCKYCCTBEH-
HbIii mpaBblit xkeaynouek cepaua (M2KC) Berlin Heart
«EXCOR». Ha 65-e cyr nocie nmiiantanun M2KC
BBITIOJTHEHA YCIIEIIHAs OPTOTONMYECKasT TpaHCIUIaH-
Tamus cepaia.

B okTa6pe 2011 1. 3a momoluibio odpartuics Opar
maruenTa, J. 1., 23 et (1988 1. p.), ¢ Xamobamu Ha
00111y10 €c1a00CTh, COHJIMBOCTD, YaCThIe TOJJOBOKPYKe-
HUS, TIPEIOOMOPOYHBIC COCTOSIHMSI, SITU30IbI ITOTEPU
co3HaHusl. B suBape 2011 ., Ha (poHE OTHOCUTEIHLHOTO
OJIaroTONTyYrsl pa3BUJICST SMM30M BHE3aITHOI KpaTKO-
BPEMEHHOI MOTepu Co3HaHUs. B ceHTs0pe Toro xe ro-
Jla, CO CJIOB MaMbl, peOCHOK BHE3AITHO YIaJl, MOTepsiT
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CO3HAHME U TepecTan AblaTth. PoguTenu caMmocTosi-
TEJIbHO TIPOBEIM CEPACUYHO-JIETOUHYIO pPeaHUMAIINIo
B TeyeHue 5 MUH. Ha MOMEHT noctynieHus Mmeamka-
MEHTO3HOU TEpaIuu He MOoJIydaeT.

IIpu ocmoTpe — KOXHbIE TOKPOBBI OJIeAHBIE, C
SKEJITYIIHBIM OTTeHKOM. YacToTa JbIXaTeJbHBIX IBU-
xeHuit — 20 B MmuHyTy. Ilpn ocMoTpe M majpnanuu
cepala ornpeaessieTcss MmpekapauaibHas IyIbCalius.
[IpaBas rpaHuIIa OTHOCUTEIBHON TYIIOCTH Cepilla
CMellleHa BIIpaBO, OIpeAesisieTCsl pacllMpeHue adco-
JIIOTHOM TymocTu cepaua. Ilynrbc apuTMHYHBIH, Ciia-
ooro HamojHeHusi, YCC 58—72 yn/muH. Heduuur
nynbca 10. [TeueHb He yBelMyeHa.

[To pesyabTaTaM XOATEPOBCKOTO MOHUTOPHUPOBA-
Hus DKI B TeueHmne 38 4 56 MUH BBISIBIICHBI CJIOXK-
Hble HapyLIeHUSI CEepAECYHOIro pUTMa U IIPOBOIU-
Moctu. B 73% wusMmepeHUii 3aperucTpupoBaH PUTM
TaXMCUCTOJNICCKOU (POPMBI DUOPMIISILIUUA TIpEI-
CepIuii, ¢ MAKCUMAJIbHOU YaCTOTOM KEJIYJOYKOBBIX
cokpaieHuit 142 yn/muH, B 27% — putm u3 AB-y3-
JIOBOTO coenMHEeHUs. KeayaoukoBasi 9KTOIMYecKast
aKTMBHOCTH IIpeacTaBiieHa 42 935 moaumMoppHBEIMEI
KD, n3 Hux 4019 snuzonos ouremuHuun u 2083 snu-
30/1a TPUreMUuHuU. Takxke ObLIM BbISIBJIEHbI TPOOEXK-
ku Heyctoiuuboii KT mo 3 komruiekca U MOHO-
mopdHoit KT — MakcumanbHO 13 KOMIUIEKCOB, C
Mopdosorueii 610Kaabl I€BOM HOXKM Mmydyka [uca u
nnutenbHocThio Hukiaa 300 mc. Beero 3apeructpu-
poBaHo 178 may3, MakcuMajbHas ray3a cOoCTaBJsija
3060 mc (puc. 5).

ITo nanHbIM DXx0KI BBISIBIIEHO pacIIUpeHME MO0~
CTH JieBoTo Tipencepaus no 4,7 x 6,3 cM. OTHOCUTETb-
Hasl HeJOCTaTOYHOCTh Ha MMTPAJTbHOM WM TPUKYCITH-
JNaJTbHOM KJlallaHaX COOTBETCTBOBaJA 2 CT. BbLIO BbI-
aBiIeHO Iuddy3HOE CHIXEHHE COKPATUTEIHHOM
CITOCOOHOCTM MHMOKapaa 00OMX XKeJIyIOouKOB cepiiia
(PBJIXK 47%, ®B 12K 21%), ¢ npenMyIlieCTBEHHBIM
pacIIMpeHreM MpaBbIX OTAEI0B (puc. 6).

Pesynbratet MCKT ¢ KOHTpacTHBIM YCUJIEHUEM
(KOHTpacTHOE BellecTBO BU3MUIaK-320) CBUACTEILCT-
BOBJIM O IIPEMMYIIECTBEHHOM IOPaXCHUN IIPaBBIX
OTIIEJIOB Ceplla CO CHIDKEHUEM COKPaTUTEIbHOM CITO-
cobHoctu muokapaa ITXK mo 15%. O6beM mpaBoro
npeacepaust cocraBui 465 mt, KO ITXK — 398 mur.

Puc. 5. Bnexrpokapauorpam-
ma manuenTta /. ., BbITTON-
HEHHas 0 OoIepalyu pagnuo-
yacToTHOU abOmauuu 2KO:
KeJIyTOUKOBbIE HapyILIEHUS
puT™Ma

BoinmonHeHa Ouoncusi MUOKapaa MpPaBOro XKely-
JIouKa. AHaJIM3 MOJYyYeHHBIX JAHHBIX MO3BOJIMJ BbI-
SIBUTh (DMOPO3HBIE M3MEHEHUS KapAUOMUOIIMTOB,
YTO HE MPOTUBOPEUYUT AUATHO3Y apUTMOTEHHOM nuc-
IUIa3MM IIPABOTO XeJryaouka (puc. 7).

ITocne mpoBeneHHOr0 KOMIIJIEKCHOTO o0cienoBa-
HUSl IMArdHo3 apuTMoreHHoi aucruiasuum I12K Obut
MOATBEPXKIEH M TOCTaBJIEH HAa OCHOBAHWU YEThIpeX
OonbIIMX KpuUTepueB (OTITOIICHHBIA CeMEHHBIN
aHamHe3, koMIieke QRS pacuivpeH g0 128 mc, cHU-
KEHHE COKPAaTUTEIBbHON CIIOCOOHOCTH MHUOKapaa
ITK, dubposHo-xuposas auctpopus I2K nmo manH-
HbIM OMOIICKMM) U ABYX MaJbIX KpUTEpHEB (ITPOOEXKKHU
KT no maHHBIM XOJTEPOBCKOIO MOHUTOPUPOBAHUS
OKIT, ymepeHHast nuiataius cO CHUXXEHUEM COKPAaTU-
TeJIbHOM criocoOHocTr Muokapaa [12K).

[TepBBIM 2TanoM JeyeHusl NalMeHTY BbIMOJIHEHA
pammoyacToTHas abiamust SKTONMMYECKUX OYaroB
KEJTYA0YKOBOW 3KCTPACUCTOJIMUU, C TMOJOXKUTEIb-
HBIM 3(pGEeKTOM, YTO IPOSIBIIIOCH B YMEHBIIICHUM
KOJIMYECTBA XKEJTYI0YKOBBIX HAPYIIEHUI pUTMa MpuU
KOHTPOJIBHOM XOJITEPOBCKOM MOHUTOPUPOBAHMU.
YuutbsiBasi BBICOKMI PHUCK BHE3aITHOU cepaevyHoit
CMepTU, MalMEHTy ObLI UMILUIAHTUPOBAH B3JIEKTPO-
KapAUOCTUMYJISTOP C (pyHKLMeH aedudpuiisitopa
(MUKB/1). Ha (pooHe nmpoBoaMMOro JjiedeHUs: oTMeva-
JIOCh KJIMHUYECKOe yayulleHue coctosHus. [lamu-
€HT ObLT BBIMKCAH MO HabJIOAeHE KapAruoJiora no
MECTY XUTEJIbCTBA.

ELE T

% Vel 8,88 cmis
PG O mmdg
# Val 8.63 cm/s
PG O membig
Val BTT emls
PG Ommbig

Puc. 6. [onmiep-sxokapauorpamma mnamuenrta . [.:
pacmupenue nojoctu 12K, cHrkeHne paHHel nuacTo-
JIM4eckoi ckopoctu KpoBoTtoka. ITuk Ea < Aa
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Puc. 7. PesyabraTthl OMoncun muokapaa rnauuenta . /1.
BoipaxeHHbIi1 hrdbpo3 muokapaa [12K, HapyieHue Tpa-
OEKYIIPHOCTHA

Hawmu 6n11 o6cnenoBan mmammmii 6pat — /1. 0.,
14 et (1998 1. p.), peOEHOK YUUTCS B LIKOJIE, 3aHUMa-
eTCS TaHILIAMU, B Pa3BUTUU OT CBEPCTHUKOB HE OTCTa-
eT. IIpoBeneHO XOJATEPOBCKOE MOHUTOPUPOBAHUE
OKI: maHHBIX 3a HapylI€HUE CEpIeYHOrO0 PUTMA U
MPOBOAMMOCTHU He TiojyyeHo. [To nanubiM DxoKI oT-
KJIOHEHMI CO CTOPOHBI JIEBBIX M TIPaBBIX OTIEIOB
cepaua He BoisgBlieHo. OnHako nmpu MCKT ¢ koHTpa-
CTHBIM YCUJICHUEM BBISIBIICHBI HE3HAUMTEIbHEBIC OYarn
¢pnbpo3a MmoKapaa IpaBoOro keiaymodka. PebeHOK
MOCTaBJIeH Ha yYeT.

3axiouenue

TTpuBenenHoe HaOMONEHUE O3BOJIIET HAM 00pa-
TUTh BHUMaHUE Ha TO, 4yTo KiauHudecku AJITTK mo-
JKeT TIPOSIBJIITBCS TIO-pa3HOMY. BwlmessioTcss He-
CKOJIBKO CTaJuii pa3BUTUsI 3a00J1eBaHuUs [5]:

1) cyOknMHUYecKast cTaausl — KaKue-JI1M0o CUMII-
TOMBI OTCYTCTBYIOT, BO3HMKHOBEHUE KCIYyIOYKOBOI
TaxMKapauu sIBJSIETCS] MEePBbIM UM/WIM AaXe IOcel-
HUM CUMIITOMOM 3a00JICBaHMUS;

2) cTagusl HapylIeHUs 2JIeKTPUUYECKOTo MPOBeae-
HUST — TIPOSIBIISIETCST XKETYI0YKOBOI 9KCTPACUCTOINEH
U KEJTYIOYKOBOMU TaXMKApAUEN IIPEUMYILIECTBEHHO U3
IT2K, yTo yacTo compoBOXKAAETCS XKajobaMu Ha cep/-
1eOMeHNe U CUHKOMAIbHbBIE COCTOSIHMS,

3) cTamys TIpaBOXKETyI0YKOBOM CepledyHON Hemo-
CTaTOYHOCTH;

4) craguss OMBEHTPUKYISIPHOU cepleyHOil Hemo-
CTaTOYHOCTH.

OCHOBHBIM METOJIOM JMArHOCTUKU 3a00JIeBaHMS
CIIYKUT 3XOKapauorpadusi, OHa TO3BOJISICT BBISIBUTH
JMUAJIaTaluIo0 U CHUXKEHUE COKPATUTEIbHON CITIOCOOHO-
CTU MHOKapia IPaBoOro KeIymIodyKa, a TaKXKe MCKITIO-
YUTH KJIAITaHHYIO MaTOJOIMIO U BPOXIEHHbBIC TTOPOKU
pasutus. [1o maHHBIM 3X0KapAMOTpaUIecKOro uc-
cnenoBanus, y 50% nauuenton ¢ AJIITK nuarHoctu-
pyeTcsl 3HaUMTEIbHOE pacIliMpeHne MoJ0CTH TTPaBoOTo
JKeJTyIoUYKa CO CHIDKEHUEM €T0 COKPATUTENIbHOM CIo-
cobHocTr. OmHAKO MPOrpecCUpoOBaHUE HEOOCTATOU-
Hoctu T12K pasBuBaercsa nuiib B 5—10% caygaes [4,

10]. BaxkHbIM TpM TOCTAaHOBKE AMArHo3a SBISIETCS
onpeaeseHre ceMeHOro aHaMHe3a 3aboyieBaHus. Ha
OKT y 64% mauneHTOB MOXHO OOHAPYXUTh PaCIlIM-
penne komruiekca QRS 6omee 110 mc, y 85% GOaBHBIX
BbIBJIEHA MHBepcus 3youa 7T B V|—V; IpyIHBIX OTBe-
neHusix. MuBepcus 3youa 7' B TpyaHBIX OTBEICHUSIX,
HECMOTpsSI Ha BBICOKYIO YacTOTy AMArHOCTUKU, He
gaBisercs crneuuuuHbM npusHakoMm npu AITTK,
MMOCKOJIbKY TaKue e U3MEHEHUs] MOTYT OBbITh BBISIB-
JICHBI TP WIIEMUMW WJIN TUIIePTpodnU MUOKapaa
npaBoro xeaymoudka [2, 10]. Ilpu rucromormyec-
KOM HCCJIENOBAaHUY MUOKapJa MpaBoro Xeayaouka y
TaKUX OOJBHBIX OOHAPYXXMUBAIOT YUYACTKU 3aMeIIeHUS
KapaAUOMUOLIUTOB (GUOPO3HON U (HUOPO3ZHO-KUPO-
BOIl TKaHbIO. B Hacrosiee BpeMs ITMPOKO MUCITOIb-
3yeTCss METOJ MAarHUTHO-PE30HAHCHOW MYJIBTH-
CIIUpabHON TOMOTpaduM ¢ KOHTPACTUPOBAHUEM,
KOTOPBIA TMO3BOJISIET OLIEHUTh BbIPaXKEHHOCTb (HUO-
PO3UPOBAHMS MUOKAPIA.

K npenukTopamM HeOJaronpusiTHOro MpoOrHo3a Te-
YeHUsI 3a00JIeBaHUS OTHOCSIT TUJIATAIINIO M CHIDKEHUE
COKpaTuTeabHOI crocobHocTu Muokapaa I[12K, Bo-
BiedyeHue B npouecc JIZK, Haauuue B aHaMHe3e 2IU-
3010B XKT. TeHaeHITUY TTOCTIEAHETO IEeCATUICTHS B Jie-
yenun nanueHToB ¢ AJIIT2K cBsi3aHbI ¢ Ooiee aKTUB-
HbIM ucnojn3oBanueM MKBJ/l u Oonee peakum
MMpUMEHEHNEM W30JIMPOBAHHON aHTMAPUTMHUYECKOM
teparuu [1, 3,7, 9, 14].

B naHHOM ciyyae B ceMbe 3M0POBBIX POIUTEIEH Y
JNIBOMX CTaplIMX ChIHOBel nuarHoctupoBaHa AJITTXK.
VY nepBoro pebeHka oHa MaHU(eCTUpOBalIa TEPMU-
HaJIBHOM CepAeTHOI HeJOCTATOYHOCTHIO, KOTOpasI T10-
TpeboBajia MPUMEHEHUSI CUCTEMBbI BCIIOMOTaTeIbHOTO
KPOBOOOpAILlEHUS C OC/IeqyolIel TpaHCIUTaHTaue
cepaua. Y BToporo pedeHKa 3a00JieBaH1Ee TTPOSIBUIOCH
HapylLICHUSIMU CEPACYHOTO PUTMa U IPOBOIUMOCTH
CO CHIDKEHUEM COKPATUTEIBHON CIIOCOOHOCTU MHUO-
Kapia mpaBOro Kejiaynoyka, BMOCJIEACTBUU WMILIAH-
tupoBaH KBJ/I. ¥ muaguiero pebeHKa KIMHUYECKUX
MPOSIBJICHUI 3a00JIeBaHUS Ha CETONHSIITHUN IeHb HE
00HapyXKeHO, OMHAKO, YYMTHIBAsl OTSTOINCHHBIN ce-
MEWHBII aHaMHe3, peOEHOK TOJKEH HAXOIUTHCS TOA
HaOJIOIeHNEM Y KaparoJIora.
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