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Pedepar

TTpuBeneno Habmonenune 19-1eTHelt GOMBHON C BPOXKAEHHBIM MOPOKOM cepAla (€MMHCTBEHHBIM IBYXITPUTOYHBIM
MPaBbIM XKENTYI0YKOM CepIla B COUETAHUU C KOPPUTHPOBAHHOM TPAHCIIO3ULIME MAarUCTPaIbHBIX COCYIOB), OCTOXHMB-
LIMMCS OCTPBIM HapyllleHHeM pUTMa ceplua (TpereraHueM Mpencepauii) 1 cepaedHoil HenocTaTOuHOCTbI0. C ITOMOLLBIO
axokapauorpaduu (2D-, M-pexkM, 1IBETHOE TOMTIEPOBCKOE CKAaHUPOBaHME) MOCTaBIeH NMArHo3 eNMHCTBEHHOTO XKey-
JIouKa cepila ¢ TpaHcrmosumuei cocynoB (penkuit Bapuant B I11). OcobeHHOCTh JaHHOrO KJIMHUYECKOro ciydast — co-
XpaHEHMe CUHYCOBOIO pUTMa B TeueHUe 19 jier, HecMOTpsl Ha BbIpaskKeHHOEe PeMOIeTMpoBaHe MUOKapaa. Peskoe yxy-
LIeHMEe KIMHUYECKOro COCTOSIHUS O0MBHOI ObLIO 00YCIOBIEHO HapyIlleHMeM pUTMa cepla: TpereTaHueM Mpencepauii ¢
mpoBeneHreM Ha Xeinymouek (2:1). YiydlneHre KIMHUYECKOrO COCTOSIHUSI ObIIIO TOCTUTHYTO TpU (papMaKooruyeck o
6y10Ka e aTPUOBEHTPUKY/ISIPHOIO MPOBENEH NS B COUETAHUM C YCHJIEHUEM MHOTPOMHOMA GyHKIIMU MUOKapaa.

KioueBbie c10Ba: BpOXKIEHHBII MMOPOK Cepllla, eIMHCTBEHHBIN Xelyno4eK cepilia, ocTpasi cepaeuHasi HenocTaTou-
HOCTb.

A CASE OF A SINGLE DOUBLE INLET CARDIAC VENTRICLE WITH TRANSPOSITION OF GREAT VESSELS
V.N. Oslopov', M.A. Makarov', R.T. Khabibullina®, T.Yu. Afanaseva'. 'Kazan State Medical University, *City Clinical Hospital
Noll, Kazan city. Presented was an observation of a 19-year old patient with a congenital heart defect (a single double inlet
right cardiac ventricle in combination with a corrected transposition of the great vessels), which was complicated by acute
heart rhythm disturbance (atrial flutter), and heart failure. With the help of echocardiography (2D-, M-mode, color Doppler
scan) diagnosed was the single ventricle with transposition of the great vessels (a rare variant of B III). The peculiarity of
this clinical case is the preservation of the sinus rhythm during 19 years, despite the marked remodeling of the myocardium.
The sharp deterioration in clinical status of the patient was due to a disturbance of the cardiac rhythm: atrial flutter with
a 2:1 conduction on to the ventricle. Clinical improvement was achieved by pharmacological blockade of atrioventricular
conduction in combination with an increase of the inotropic myocardial function. Keywords: congenital heart defect, single
cardiac ventricle, acute heart failure.

EOuHCTBEHHBIN Kenymodek cepaua («cepmume — ckoil OombHMIBI Nell r. Kasanum ¢ xkamobamm Ha

JISITYLIKUY) — BPOXKIEHHBIM MOPOK ceplia, XapakTe-
PUBYIOLIMICS OTCYTCTBUEM MEXKETYITOUKOBOW IMe-
Peropoiku, To ecTh 006a Mmpeacepausi yepe3 MUTpalb-
HBIA M TPEXCTBOpYATHIN KjamaHbl COOOIIAIOTCS C
obmmmM xemynoukom [2]. TlepBeie omucaHUsT TTOPO-
ka cnenansl J. Farre (1814) m A. Holmes (1824) [4].

YacTora eNMHCTBEHHOrO KeTymaouka Ccpenu
BCEX BPOXIEHHBIX MOPOKOB cepilla Mo KJIMHUYEC-
KMM JaHHBIM cocTapisieT 1-3,2%, 1o matonoroaHa-
ToMuueckuM — 1,5% [3]. 3HauMTeNbHO Yallle TaKOoil
MOPOK BCTpeYaercss y MaJbiyuKoB (B COOTHOLIEHUU
3:1) [5]. IToutu 75% OONBHBIX C €NMHCTBEHHBIM
JKeTyIOYKOM TMOrnbatoT Ha TMepBOM rofy Xu3HU. B
JIUTEepaType ecTh ONMUCAHUST eMUHUYHBIX OONBbHBIX,
KOTOpbIe OOXWIN 10 56 et u 6onee. CpenHssT 1IK-
TeIbHOCTb 3KM3HU OONBbHBIX C €MUHCTBEHHBIM KeNy-
JIOYKOM Ccepllia COCTaBIsieT JULb 6,7 et [1].

ITpuBonum cobcTBeHHOE HabMOneHre 00IbHOU
C €IMHCTBEHHBIM IBYXITPUTOYHBIM IpPaBbIM SKeENly-
JIIOYKOM CepAlla B COYETaHUU C KOPPUTUPOBAHHON
TpaHCIO3UIIMEd MarucTpaabHbIX COCYIOB, OCIOX-
HUBLIMMCS OCTPbIM HapyllleHHMeM pUTMa cepila
(TperneraHueM Ipeacepauii) U cepaeuHOi HemocTa-
TOYHOCTBIO.

bonbHas M. 19 ner 6 centsiops 2009 r. mocty-
Mujia Mo «CKOPOW MOMOIIM» B peaHUMALIMIO TOpoM-
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BbIPAXKEHHYIO OIBIIIKY CMELUIaHHOro XapakTepa ¢
BMU30IaMU yOyLIbs (cepaedHasi acTMa), yCUJIUBaKo-
LIYIOCS B TOPU3OHTAJILHOM TTONOXKEHUU; KOTIOLIYIO
601b B 007acTH cepledHoro ropba (MexXIy JIeBOi
CPENHEKTIOUMYHON U TepeaHel MTOOMBbIILIEYHOR JTU-
HUSIMU, MEX1Y YeTBEPTHIM U IIECTHIM MeX pebepbsi-
MM ), KOTOpasl YCUJIMBaeTcsl yepe3 Kaxkable 3-4 MUH;
yJyauéHHoe cepauebreHue.

W3 anamHe3a u3BecTHO: OoeeT ¢ poKIeHuUs, 10
18 sieT mpoxonuia rocnuTaAIU3alKIo B CIIEMaTn31-
POBaHHBIX JeUdeOHBIX yUpeskIeHusX 2-3 pa3a B TOII.
C 2000 r. BKJIIOYEHA B JIUCT OXMIAHUS TpaHCILIaH-
TalluU KOMILJIeKCca «CepariesIErkuey.

6 cenTssOpsg 2009 r. ¢ yTpa MOSBUJINCH ONBIIII-
Ka u 6onmm B obiacTy cepmedHoro ropba. Beuepom
MocyIe TPOrYJAKU MpU MOAbEMe Ha 5-1 3Tak Mmodys-
CTBOBaJIa yXyAIlleHue cocTosiHUSI, yepe3 10-15 MmuH
pa3Buiach CUJIbHAs ONBIIIKA W YCWJIMJIMCH OOTU B
obnactu cepmedHoro ropba. JlocrapieHa MalldHON
«CKOpOIi ITOMOIIM» B peaHUMAIIHIO, IJIe HaXOI1Iach
4 nHs1, oToM ObliIa mepeBeleHa B TepareBTUYecKoe
OTIeIeHUe.

O6mmit ocMOTp M U3MKaIbHbIe TaHHBIE TIPU
MOCTYTUIEHUU: COCTOSTHUE TSIXKENoe, BbIpakeHHast
CMelllaHHasl OIbIIIKa C 3MU304aMU YIOYIIbsl, 4Ya-
CTOTA NIbIXaTeNbHBIX ABUXKEHUN 22 B MUHYTY, CO-
3HaHUE SICHOE, MOMoXKeHUe OObHON BBIHYXK IEHHOe
(opromHO03). [TpucytcTBytoT cepaeunsblit rop6 (gibbus
cardiacus), U3MeHeHUe MajbllieB PyK IO TUIlYy «0a-
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Tabauya 1
Jlannble 3xokapauorpadum 6osbHoi M. 19 set 3a 2 roxa (2007-2009)
14.08.2007 26.09.2007 15.05.2008 13.05.2009 | 23.08.2009 27.10.2009
KoHeuHbI 1racTonmiecK it 10.1 87 10 3 _ 9.3
pasmep Kelymnouka, cM
KOHEYHbIN CUCTOMMYECK it 755 5.5 72 6.7 _ 82
pasmep Xenynouka, CM
dpakuus Beibpoca, % 47 - 52 30 - 27
YckopeHue cuCTOTnYecKoro 0.6 1 12 14 1.39 1.4
TOTOKa B a0pTe
HenocraTouHOCTh MUTpab-
HOro KJjianaHa (CTeleHb 2 - 2 2 1-2 2-3
perypruTanuu )
HenoctaTouHOCTb TPEXCTBOP-
YyaToro KjiamnaHa (CTeneHb 2,5 2,5 2,5 2-3 2-3 2-3
peryprutanun)
HenocraTounocts aopranb-
HOro KJjianaHa (CTereHb - - - 2 2 2
perypruTanmm )

Puc. 1. JIByxmepHasi sxokapauorpadusi. ANuKaabHbII
IOCTYI (CeueHre YeThIPEX KaMep).

pabaHHBIX TaJloueK», ILEHTPaIbHBIN TU(hhY3HBIIT
LMaHo3, Ha ero ¢oHe aKpoLUMaHO3 MajblieB PyK
U HoOr, ryb, KoHYMKa Hoca. OTMeuYeHbl BUAMMAs
MyJIbcallsl COHHBIX apTepuii («IIsicKa KapOTHU.Iy)
U TIONIOKUTEIbHBIN BEHO3HBIN Iybc. [TanbmaTopHO
OrpeessieTcsl CepaeuHbIil TOMYOK, BEpXYILEeYHBIN
TONYOK TMaJBITUPYETCS] MEXIy TepelHeil 1 3amHei
MOIMBILIEUHBIMU JIMHUSAMU U MEXIY UYeTBEPTHIM
U LIECTBIM MeXpebepbsiMU, pas3iuTol (TUlolanb
4x6 cM?), BbICOKUIA (2 €M), YCHJIEHHBI, YMEPEHHO
pe3ucteHTHBIN. [Tynbe 122 B MUHYTY, apTepralbHOe
nasneHue 115/65 mm pr.ct. JleBasi rpaHUIla OTHOCH-
TEJIBHOM TYMOCTU PE3KO CMellleHa BJIEBO, B IIECTOE
MexXpebepbe IO cpenHell MOAMBIIIEYHOW JUHUM.
[Tpu ayckynbrauuu JErKUX B HUXKHUX OTAeNaX Ha
¢doHe OPOHXO-BE3UKYISIPHOIO [bIXaHUS CIbIIIHA
KpenuTanus. AYCKylbTallMU cepilla: O4eHb Yac-
Thle, IPUTIYIIEHHbIE, ApUTMUUYHbBIe TOHBI. Yacrora
cepneunbix cokpameHnii (YCC) 145 B munyTy. e~
bunut mynbca 23 B MUHYTY. OTIpenessiioTcsl IpoTo-
IMACTOMUYECKUii puTM rajoma (3a cuér Il ToHa),
akieHT u pacuieruienne Il ToHa Ha J€érouHoMm

Puc. 2. O6G3opHasi peHTreHOrpaMMa OpraHOB TpyIHON
KJIeTKH.

CTBOJIE, MAHCUCTOMMYECKUIN IIIYyM BO BCEX TOUKAaX
ayCKyJbTalliM, TOJIOAMACTOIMYECKUI yObIBaIOLIM A
myM B Touke bBorkmHa-Dpba. Ilpm mnagpmanum
nepenHsisl OprolIHasl CTeHKa YJacTBYeT B AbIXaHUMU,
KMBOT MSTKMI, Kpail meyeHM y pEOEpHOM Iyru,
YMEPEHHO TUIOTHBIM, 3aKPYIJIEHHBIN, POBHBIH, Cler-
Ka OOne3HEHHBIN.

ITo nanHbIM 3xoKkapauorpacduu ¢ 2007 r. pa3su-
BaJIUCh MPOrpeccupylolliee CHUXKeHne DpaKIuy Bbl-
6poca, Hapacrarollass HeJOCTaATOUHOCTh MUTpab-
HOTo, TPEXCTBOPYATOTO M AOPTAJbHOrO KJAINaHOB,
paclmivpeHue MoaoCTel Mpeacepauii U Xeaymouka
(Tabm. 1).

TIpuBonuM m300paskeHue ceparia 6OTbHOIA B pe-
>KMMe IByXMepHOoU axokapnuorpadun (puc. 1).

Pentrenorpacduueckoe mcciaenoBaHue OpraHoB
TPpYAHON KJIETKHU B MPSIMOiA Mpoekuuun (puc. 2): mo-
MepeyHUK cepllia Pe3Ko paclivpeH, OOoblie BIeBO.
CocyaucThlii My4OK YKOPOUYE€H, IUITONIaCTUYEH.

TIpu ynbTpa3ByKOBOM HCCIIENOBAHMUU BBISIBIIEHO
paclIvpeHrie HVXKHEW TIONOM BEHBI WM BHYTPHUIIEUE-
HOYHBIX BEH, B OPIOIIHOI MOIOCTY MPUCYTCTBYET HE-
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B B nomoms npakTuyeckomy Bpady

OQITBIIIOE KOMMYECTBO CBOOOMHOM KMIKOCTH (50 MIT).

Teuenue 3aboneBaHus y 601bHOM M. nmeno oco-
OGEHHOCTB: 0 HACTOSIIETr0 PEe3KOro YXyMIIeHUs Cco-
CTOSTHUSI, 0OYCITOBIEHHOTO CPBIBOM CEPIEYHOrO PUT-
Ma, B TedeHue 19 JIeT coXpaHsUICS CUHYCOBBIN PUTM.
I1pu sTom Ha anekTpokapauorpamme (DKI') moutu
BCErna perucTpupoBad CHUHYCOBYIO TaXUKaPIUIO C
yacroroil ceeiiie 100 B MuHyTY. Onpeneisuinch pes-
KO€ OTKJIOHEHUE NeKTPUUECKOi OCH BJIEBO, IMOMHASs
610Kama mpaBoil HOXKM, MepeIHEBEpPXHE BETBU Jie-
BOWl HOXKM ITy4dka ['mca, cMelllaHHbIe HapyIIeHWsT
MTPOLIECCOB PETTONSI PU3ALIAN.

06.09.09. IIpu mocTymjaeHUH: HapyLIeHUsl Ipo-
BOIMMOCTH, 3aperuCTpUpPOBAHHbBIE HA TIPEIbITYIIIX
DKI, coxpaHSIIOTCs, MOSIBUIOCH TpereTaHue mpel-
cepouii ¢ yacroroii 1o 300 B MUHYTY C apUTMHUY-
HBIM IpOBeIeHNeM Ha Kenynouek. CpemHsis 4acTo-
Ta COKpalleHus XKeaynodka 175 B MUHYTY.

07.09.09. Tpeneranue wu3MeHUI0 (hopmy:
3aperucrpupoaHa DKI' ¢ puTMUYHBIM ITPOBeIEHN-
€M Ha KeJlylouyeK C COOTHOIIEHWEeM COKpalleHUi
npeacepauii u xeiaymouka 2:1. YCC 120 B MUHYTY,
YacToTa COoKpallleHni mpencepanii 240 B MUHYTY.

B cranmonape mpoBeneHa ciemyromias MenukKa-
MEHTO3Has Tepanus: nporpaHonon 10 mr 2 pasa B
neHb, gurokcuH 0,375 mr (1o 1/2 Tabnerku 3 pa3a B
IeHb), BapdapuH 3,75 MT TIO KOHTPOJIeM MeXIyHa-
POIHOr0 HOPMAJIU30BAHHOIO OTHOLIEHUS, LedTpu-
aKcoH 2T 1 pa3 B IeHb.

B pesysnbrare mpoBoAMMOro JeuyeH sl CyIecTBeH-
HO yMEHBIIWIACh ONBIIIKA, Kcue3in 6oy B obnacTu
cepila, MpeKpaTrUIoCh OLLyIIeH e cepaLeOneHus.
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Ocmorp 14.09.09. CocrosiHMe CpemHell cTere-
1 Tskect (HCC=95, cMmemaHHas ONBIIIKa JIET-
KOl CTereHM, 4acToTa IbIXaTeTbHbIX ABUXKEHUM
22 B MuHyTy). IlonoxkeHue OOIBHON aKTUBHOE.
LenTpanbHblil TMaHo3 yMeHblIWIcss. Ha DKI or
14 centssopss 2009 r. COOTHOIIEHHME COKpaIleHUA
TpeIcepanii M KeTynouKa N3MEHIIOCh U CTaJIo paB-
HbIM 4:1. YCC=75 B MmuHyTy. Yacrora cokpaleHus
npencepauit 280-300.

11.09.09. CooTHollleHre YaCTOThl COKpallleHU
Mpeacepanii U Xelymodka ompenensercs kak 3:1.
YCC=95.

BonbHast BeITIMCaHa U3 cTalmoHapa Ha 9-e cyT-
KU B yIOBJIETBOPUTEIBHOM COCTOSIHWU. YIIydllleHue
KJIMHUYECKOr0 COCTOSTHUSI OBbLIO TOCTUTHYTO hap-
MaKOJIOrM4ecKoi OI0Kamoil aTpUOBEHTPUKYISIPHO-
T'0 TIPOBENIEHUS B COUETAHUM C YCHJIEHUEM WHOTPOII-
HOU DYyHKIIMU MUOKapa.
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