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PE3IOME

ApUTMOTeHHas AUCIIAA3HS IPABOT0 XEAYAOUKA — PEAKAS IATOAOTHS MHOKAPAA, AMAaTHOCTHKA KOTOPO¥ 3aTpyaHeHa. FI3oaupoBaHHbIit
MHAPKT MHOKAapAA IIPABOTO JKEAYAOUKA BCTPEUAETCS U AMATHOCTUPYETCS KpaiiHe peako. B cTaTbe OmMcaH KAMHMYECKHMH CAydai
3a00A€BaHMS APUTMOTEHHON AMCIIAQ3HEH [IPABOTO XKEAYAOUKA, OCAOXKHEHHON TPAHCMYPAABHBIM HHPAPKTOM MHOKAPAA IIepeAHe60-
KOBOJ CT€HKH IIPaBOTO >KEAYAOUKA, Pa3PBIBOM U FeMOTAMIIOHAAON ITOAOCTH IePHKAPAA.
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SUMMARY

Arrhythmogenic dysplasia of the right ventricle is a rare pathology of the myocardium, the diagnosis of which is difficult. Isolated myo-
cardial infarction of the right ventricle occurs and is diagnosed extremely rarely. In this article we describe a case of arrhythmogenic
right ventricular dysplasia, complicated by transmural infarction of the anterolateral wall of the right ventricle, myocardial rupture,
and cardiac tamponade.
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K ADHTMOTEHHON AWMCIIAQ3MH IIPABOTO JKEAYAOYKa  HapylleHHsMu mpasoro skeaypouka (IDK), BosHukmmmu
(A

IDK) oTHOcAT rpymmy 3aboAeBaHMII MHOKApAd, BCAGACTBHE AOKAABHOM HAHM AU 3HOM aTpOPUH U 3aMe-
)
XapaKTEPU3YIOWUXCS CTPYKTYPHBIMH U QpYHKIMOHAABHBIMU  INEHHS MUOKapAA XXUPOBOM HAU PUOPO3HOI TKAHBIO [1,2].
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§ KAMHWYECKHWE HABAIOAEHMA

[Tpuynzamu 3amemenns muokapaa IDK sxuposoit TkaHbo
npu AATDK MoryT 6bITh amonto3 KapAHOMHOLIUTOB, BOC-
NaAMTeAbHblE U3MeHeHHs |[2-4], reHeTwyeckas mpeppac-
IIOAOKEHHOCTD K aTpoduu MUOKapAa (3], a Takke ydacTue
BupycHoit uHdexmu. Hamboree xapakTepHbIi HpH3HAK
AATITXK - xeaypouxosas taxuxapaus (OKT), BosHukaromas
npu QU3MYECKON HArpyske M HMeEIOMasi IIPaBOXKEAYAOUKO-
Boe mpoucxoxaenne (popma 6AOKAAbI A€BOI HOXKH IydKa
I'ca). Beaeactsue JXKT 9acTo BO3HHKAOT cepALieOueHme
u obmopoxu. JKT Moxer TpaHcPopMUPOBATHCS B GHOpHA-
ASIITHIO KEAYAOUKOB.

«3onoTolt cTaHAApT> AuMarHoctuku AAIDK — pentre-
HOKOHTpacTHasi BeHTpuKysorpa¢us IDK. Ilpu sTom obHa-
pyxuBaioT Auaataimio IDK B codeTanuu ¢ pernoHaAbHbIMU
HapYIIEHUSIMU COKPATHUTEABHOM CIIOCOOHOCTH HAM AMCKH-
He3ued IO THUITy BBIISYMBAHUM M aHEBPU3M. OTH H3MeHe-
HUSI MOXKHO OOHAPYXXHTb TakoKe IIPU MarHUTHO-Pe30HAHC-
HOi Tomorpaduu cepaua u axokapanorpapuu (OxoKT).
OmnpepeAeHHYI0 AMAaTHOCTHYECKYIO IIEHHOCTh MMEeT HAO-
MHUOKapAHaAbHas 6uorcust. VIcTHHHAsI pacIpoCTpaHeHHOCTD
AAIDXK ocTaercs Hen3BeCTHOH B CBSI3H C TPYAHOCTBIO AHMa-
THOCTHKH, A TAlOKe C TeM, 4TO Y MHOTUX OOABHBIX OTCYTCTBY-
0T KAMHUYeCKHe CHMITTOMBI, 1 3a00AeBaHHe MOXET AeOI0TH-
POBaTh C BHE3AHOM CEPACYHON CMEPTH.

Wsoauposannsrit undapkr muokapaa (MM) TDK scrpe-
YaeTcsl U AMATHOCTUPYETCS KpalHe PEeAKO, ero dYacToTa
cocTaBAsieT OKOAO 3% cAydaeB OT ob1rero yncaa caysaes IM
[5-7].

crBa Kapanoaoros, IM IDK moxeT 6bITh AMATHOCTHPOBAH

CoraacHo pexomeHpanusM Espomeiickoro obue-

IIPY 3aIMCHU TpaBbIX KpaiiHux oTBepeHMit RV,—RV( u rpya-
HBIX OTBepeHHI V-V, IO AQHHBIM 9AeKTpOKappuorpaduu
(3KT) [8].

B aAureparype Ham He BCTPETHAOCH OIMCAHHE HM30AH-
posarHoro MIM IDK ¢ ero paspeiBoM, x0T eme B 1982r.
A.S1. ApunoBbIM U COaBT. OBIA OIIMCAH CAy4all paspbiBa Ipa-
Boit koponapHoit aprepuu (KA) npu IM ITIXK ¢ nepexoaom
Ha 60KOBYIO CTeHKy [9].

[IpeacTaBAsieM KAMHHMYECKMI CAydYail H30AMPOBAHHOTO
HIM IDXK, ocAOXKHUBIIETOCSI Pa3phIBOM C FeMOTAMIIOHAAOH,
y marenTkn ¢ AATDK.

ITop mHammm HabAIOAeHHMEM HaxoAHAach 6oabHas B,
46 AeT, TOPOACKOH >KHTeAb, AOMOXO35HKa, MaTh ABOUX
AeTell, IMeBIIas AAMTEABHBIN CTax KypeHus. Ilocrymmaa
B pernoHaabHslil cocyauctsii nentp (PCL]) Ha 6Gase
I'AY3 Kemeposckoit ob6aactu HI'KB Ne 1 HosoxysHerika
02.05.17. B anamHe3e HaAMuHe 3a00A€BAHMI OTPHIIAAQ,
UMEAACh OTATON[eHHAasi HACAGACTBEHHOCTb — OTel] yMep
or UM B moaopoM Bospacre. 3aboaeaa ocrpo 01.05.17,
Ha (OHe ICHXO3MOLHMOHAABHOTO cTpecca (cMepTh 6Au3-
KOTO YeAOBeKa) MOSBUAKCH XI'ydre BOAHOOOpasHble 6OAH
3a rpyauHoit. Ha caepyromuit AeHb BOSHHK PellUAMB 6oAee
MHTEHCHUBHBIX XT'y4HX 0OAell 3a TPYAMHOM, ObIAa BbI3BaHA
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CKOpasi MEAMITMHCKas IoMoIlb. boAeBoit ciHApOM KymHpo-
BaH MopduHOM, 60abHast poocTaBaeHa B PCL] ¢ pomarnosom:
nniemuyeckas 6oaesup cepana (MBC). Octperit kopoHap-
uplit cunppom (OKC) 6es moapema cermenta ST. Ocrpas
peaxIius Ha cTpecc.

ITo aammpiv OKI, Ha ¢oHe CHHYCOBOM TaXMKapAMH
¢ wacroroit ceppeunsix cokpamenuit (YCC) 92 yp/mun
BbIsIBAGHA Aempeccus cermeHta ST B oTBepeHmsx V,-V
Ha 0,5 Mm (puc.1, A). AHaAus kpoBH Ha TponoHuH I oTpu-
nareabHbId. [To aannbM OKI' B AMHaMuke, yepes 4 4 cer-
menT ST onpeaeasiacs Ha nsoannnu (puc. 1, B). Mamenenus
OKI' pacrieHeHbl Kak IpOsBAeHHE IPEXOAAIled HIIeMUH
MuoKapAa. Brictabaen anarnos: UBC. Briepsrie BozauKkmIas
CTEHOKApAUSL.

Pucynok 1. 9AeKTpOKapAHOrpaMMa ManueHTKy b.
IIpHU MIOCTYIAC€HHH B CTalJHOHAPp
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Purm: I 10 MmM/MB

10 mv/MB S0 MM/c duabtp: SOT d 35Ty

A - cpasy npu MOCTYIACHHH;
b - yepes 4 4 mocae mocTynAeHus B CTaIfOHAP.
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Ha caeayromuit aerp 03.05.17 1. yTpom 6b1aa IpOBepeHa
xoponaporpadus (KI'), mpu koTopoit cTeHO3upyomeit maro-
aoruu u anomaanit KA ne oisBaeno (puc. 2). CamodyBcrBue
OOABHOI1 OBIAO YAOBAETBOPUTEABHbIM, XKAAO0 B TEUEHHE AHS
He 6b1r0, apTepuasbHoe paBaenue (AA) — 130/80 mm pr. cr.,
YCC - 60 yp/muH, ancao AbixaTeabHbix ABwkenuit (AA) —
18 B 1 munyTY.

B aror >xe AeHb BedyepoM BHOBD IIOSIBUAACh HHTEHCHUB-
Hasl AaBsimasi 0OAb 3a IPYAHHON C MppaAHaIuen B CIIH-
Hy 6e3 addexra oT HHUTpOcmpes. BBepeHbI KeTopoaax,
AMKAOQEHaK, MeTaMu30A Harpus. Ilpu ocMmoTpe KxoxxHBIE
oKpoBbI O6aepHbIe, AA 95/64 MM pT. cT., YCC 66 ya/MuH,
YAA 17 B 1 muryTy. Ha OKI' mosBuACs mopbeM cerMeHTa
ST B V,-V, (puc.3). ITo pannbiM JxoKI, pasmepst noao-
CTeH CepALla B HOpMe (Koneqmﬂﬁ AVACTOAWYECKHH pas-
Mep AeBoro xeaypouka — AJK 4,3 cM, koHeUHBIN cHCTO-
amdeckuii pasmep AJK 3,2 cM, pasmep AeBoro mpeacep-
aus 3,2 cM, aopta 3,3 cM, pasmep ITK 2,4 CM), TOANIMHA
crenok B HopMme (3apmss crenka AJK 0,9 cm, IDK 0,5 cm,
MeXOKEAYAOUKOBasl meperopoaka 0,9 cM), cocTosiHHe KAa-
IIAHHOTO ammapara 6e3 IIATOAOTHH, AABACHHE B AETOYHOM
apTepun 20 MM pT. CT., COKpaTUTeAbHasd QYHKIIUS MHOKap-
Aa He HapymeHa, ¢ppakrus Beiopoca AJK 60%, 30H rumo-
kuHe3uu Her. TpomonuH I or 03.05.17 mOAOXUTEABHBIN
(0,288 ur/ma. Pedepencubie snauenus 0-0,02 Hr/Ma).
B ofmeM aHaAu3de KpOBH OTMEYEHO CHIDKEHHE YPOBHS
reMoraobuna B AuHamuke (mpu mocrymaenum 13571/a,
Ha CAeAYIOIHit AeHb BedepoM — 120 r/4).

Yepes 2,549 OT MOMEHTA IOSIBAEHHS IIOBTOPHOTO OoAe-
Boro cuHpApoma mposepera mosropHast KI': KA 6e3 creno-

Pucynox 2. Koponaporpa¢us nanuentku b.
yepe3 10 4 mocae IOCTYIAEHHS B CTaIlHOHAP
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Pucynox 3. DaexTpoxappuorpamMma nanueHTku b.
Yepes CYTKHU MOCAE OCTYTIACHHS B CTAIIHOHAP
(mosiBuACs mopbem cermenra ST BV,-V,)

10 mm/MB
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THdeckux usmenenuit (puc.4). OTMedarach AMHeNHAs TeHb
B IPOEKITMH IIPAaBOTO KOPOHAPHOIO CHHYCA C 3aAEPXKKOM
KOHTpacTHOro BemecTBa. IIpoBeaeHa crnimpasbHass KOMIIBIO-
TepHasi TOMOTpadus AeTKUX U IPYAHOTO OTA€AA aOPTBI AASL
HCKAIOYEHHS PAacCAAMBaHUS AOPTHL 3aKAIOUEHHE: AAHHEIX,
MIOATBEPKAQIOIIMX PACHIMpPEeHre aOPThI U ee pacCAaMBaHUE,
He BbIABACHO. 110 AQHHBIM peHTTeHOrpauu OpraHoOB I'PYA-

Pucynox 4. IlosropHas xopoHaporpadus
HanMeHTKy B., Ha KOTOpO# BUAHA AMHEHHAS TeHb
B IIPOEKIIMH IIPAaBOr0 KOPOHAPHOTO CHHYCa
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HOIT KA€TKH, TeMOAMHAMUKA MAAOTO KPyra KpOBOOOpaljeH s
He HapymeHa. Cepalle HECKOABKO PacIIFPEeHO BA€BO, A0pPTa
6e3 ocobeHHOCTeI.

Y manueHTKH OTMEYaAOCh NPOTPEeCcCHBHOE YXYAIIeHHe
cocrosiHus. IIpopoaxasn OecrioKOUTb GOAM 3a I'PYAHHOL],
otMedyaroch cHmwkeHne AA a0 80/40 mmpr.cr. K Tepanuu
OBIAM AOOABAEHBI BA30IIPECCOPHI, [TAA3MO3AMEIIAOIINE CPeA-
CTBa, TOPMOHBI, ceparuBHble mpenapaTel. Ha OKI' ymenpmu-
Aach crenenb noabema ST B V|-V, mosiBuACs caabo orpua-
TeabHbIN 3yber; T B orBepeHmsix V,-V. Ha caeayromeir KT
oTpHLaTeAbHble 3y6Lsl T B A€BOII IPyIIIle IPYAHBIX OTBEAE-
HUI CTAAU [IOAOXKHTEABHBIMH, IIOSIBUAACh HHBepcus 3yona T
B orepenusax 111, AVF (puc.S).

IIpoBopnacsa anddepeHnasbHbIN AMarHos mexay MM
AOK u BrIepBble BO3HUKIIEH CTEHOKApAUEH.

Yepes 41 14 ot MmomenTa nocrynaeHus B PCL] mpousomaa
OCTAaHOBKA CEPAEYHOH AEATEABHOCTH. PeaHHMMAIIOHHbBIE
Mepornpusarus 6biau 6e3 apexra. Ha ayromcuro Hanpasasi-
AACh C AByMsI KOHKYPHPYIOIIIMHU AUaTHO3aMU:

1. UBC. TlepBuuHbIfl CyO09HAOKAAMAABHBIN 3aAHEHIDKHUI
VIM o1 03.05.17.

2. PaccaamBarommas aneBpu3Ma aOpTHI.

OcaoxHeHHe: OK CMEIIAHHOI'O TeHe3a.

IlpyumHa cMepTH — IMIOK CMEIIAHHOTO reHe3a.

IMataroroanatomuueckmii anaraos: AAITDK. Ocaoxwue-
Hue: TpaHcMypaabHsiit MIM nmepeane6okosoit crenku TDK.
TemoTammonaaa moaoctu nepukapaa. Ocrpoe obiee BeHO3-
HOe IIOAHOKPOBHE BHYTPEHHHUX OPraHOB. AAbBEOASPHBIN
orek AerkuX. OTeK FOAOBHOTO MO3Ta.

PucyHnox S. 9aekTpoKapaHOrpaMMa IaIfueHTKy b.
3a HeCKOABKO MHUHYT IIepeA CMePThI0, ACMOHCTPHPYIOIas
unBepcuro 3yb6na T B orBepenmsix 111, AVE

10 Mmm/MB 50 mm/c uabtp: SOTy d 35Ty

Purm: 1T 10 mm/MB
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Ilpu ayTomcuu BRIABAEHO: B MOAOCTH Iepukappa S00 mMa
KkpoBH. B o6aacTu nepeare6oxosoit crerxu IDK cybammkap-
AMAABHO-MHTPAaMypaAbHasi reMaToMa 7X6x1,5 cM, B HIKHeM
Kpae KOTOPOI pa3pbiB anuKapaa pasmepoM 0,5 cm. Muoxapa,
MATKO-9AACTUYECKON KOHCHCTEHIIUH, CBETAO-KOPUYHEBOIO
1BeTa, B obAactu mepesHebokoBoit crenku ITDK aApsibabriz,
XKEATO-KOPUYHEBOTO I[BeTa C MACCHBHBIMU KPOBOM3AUSHH-
SIMH, OIPEACASeTCS] AMHEeHHBbIH paspbB A0 0,6 cM ¢ HepoB-
HBIMHM KpasMH, IPONUTAHHBIMH KPOBBIO. DHAOKAPA TAAA-
kuit, B obaactu IIDK ¢ KpOBOUBAMSHUSIMU; KPOBOU3AMSHUE
B 00AACTH BepXHe! TPETH MeXOKeAYAOUKOBOI IIePeropoAKU
co cropons! IDK pasmepom 0,4 cm. Toamuna crenxn AOK
1,0 cM, mexoxeaypoukoBoii meperopoaku — 1,0 cm, TDK -
0,3-0,5 cm. IlorocTu cepalla He pacHIMpeHBbl, COAEpPXKAT
HeOOABIIOe KOAUYECTBO XXUAKOM KpoBU. CTBOPKH KAAITAHOB
TAAAKHe, SAACTUYHbIE, TTOABIKHbIE. KA ¢ TOHKMMM cTeHKa-
MH, TPOXOAMMBI, MHTUMA CEpPOTo IIBeTa, AAAKas; ITOBpexX-
AEHHUIT CTEHKH COCYAOB HeT. THI KpoBOCHAOKEHM S ITPaBBIiL.
Macca cepana 300 1. AopTa: cTeHKa He M3MeHEeHa, HHTUMA
CePO->KEATOTO IIBeTA, C eAMHUYHBIMHI AMITHAHBIMH IIITHAMU
U TIOAOCKaMH, B IIPOCBETe COAEPIKUTCS KUAKAS KPOBb.

ITpy MUKPOCKOTINYECKOM HCCACAOBAHHIM: CTEHKA IIPABOH
KA coxpanHoO#1 cTpyKTypblL. B oxpyxaromeii )k pOoBO# TKaHH
OOIIMpHBIE KPOBOUSAUSHHUS. Me3OKeAyAOUKOBAs IIePErOPOA-
Ka: pparMeHTaIs KapAHOMHOLIUTOB; Cy09HAOKApAUAABHO
odarosoe KpopomsausHue. AJK: ouaroBas ¢parmeHTarms
KapAMOMHMOIIHTOB.

ITepearsia crenxa IDK: BoipaskeHHOE AN Py3HOE TpaHC-
MYpPaAbHOE Pa3pacTaHHe >KMPOBOM TKAaHM C (OKycaMu
Gubpo3HOI; CyOIHAOKAPAMAABHO OYaroBble MOHOHYKAe-
apHble HHQHUABTPATHI U3 AUMQOIIUTOB C IIPUMEChI0 TUCTHO-
uToB. TpaHCMypaAbHBIM HMHQPAPKT — KAPAMOMHOITUTHI
C I'UIIepPIO3HHOPHABHOM, TABIOYATOM IUTOIAA3MON, HOTEPs
SAep M TIONePeYHOH HMCYePYeHHOCTH; B CTPOME pacuupe-
HHE M IIOAHOKPOBHE COCYAOB BEHO3HO-KAIIMAASIPHOTO pYC-
Aa, OOMMpHBIE KPOBOMBAHSHHUS, IyCTash HeHTPOQHAbHAS
HHQUABTpALHS 6e3 00pa3OBaHMUS SACPHOI [IBIAL.

3apmss crenka IDK: maccurHoe auddysnoe Tpanc-
MypaAbHOE paspacTaHHe >KHPOBOH TKAHH C HeOOABIINMH
ydacTkamu GuOPO3HOIT; HepaBHOMEPHOE KPOBEHAIIOAHEH e
COCYAOB BEHO3HO-KAIUAAAPHOTO pycaa. Kapamomuorursr
C y9aCTKaMu pparMeHTaI[i ¥ BOAHOOOPa3HO# AepopMariui.

IlaraoroaHaTOMHUYECKHI SIUKPH3: B PE3YAbTATE IATOAOTO-

aHaToMu4yecKoro uccaepoBanus soriBaeHa AAIDK, mopdoao-
TUYECKHMH HPOSBACHHAMU KOTOPOH SBMAMCH TPAaHCMYpPaAb-
HOe pa3pacTaHue XHpoBoit TkaHu B creHkax IDK c ovarosoit
MOHOHYKA€apHOI HHUAbTpanuedi, a Takwke FIM nepeare6o-
xoBoit crenku I DK ¢ pazppiBom 1 reMoTamMIionaaoii, KoTopbie
SIBHAMCh HETIOCPEACTBEHHOM IPHYNHON CMEpPTH.

Mmeer MecTo pacxoXAeHHe KAMHHUYECKOTO M ITaTOAO-
rOAaHATOMMYECKOTO AMArHo30B. [IpmumHa pacxoxaeHMs —
00'beKTHBHbIE TPYAHOCTU AMATHOCTUKH.

89



§ KAMHWYECKHWE HABAIOAEHMA

B mpepcTaBAGHHOM HaMM KAMHHYECKOM CAydYae He OblAa
BoriBAeHa AAIDK. Tlo AaHHBIM AMTEpaTypBl, HCTHHHAS pac-
IPOCTPAHEHHOCTb ITOTO 3a00AeBAHUS HEM3BECTHA B CBSI3U
C TPYAHOCTDBIO AMATHOCTHKH, TeM 0OAee 4TO y AAHHOM Marjy-
eHTKHU He 6bIAO HarboAee xapakrepHoro npusHaka AATDK —
JKT npaBoskeAyAOUYKOBOTO MIPOHCXOXKACHHS.

TakuM 00pa3oM, AAHHBI KAMHHYECKHI CAydail IIOKa-
3pIBaeT, 9To mop «Mackoii»> OKC 6e3 mopbema cermeHTa
ST na OKI, HecTabBUABHOI CTEHOKAPAHU MOXET IIPOTeKAaTh
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