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PacnpocTpanéHHOCTb BpOXKASHHBIX OPOKOB cepaua cocrapisieT 8-10 Ha 1000 poauBmnxcs >xuBbIMU. M3 HUX dac-
TOTa BCTPEIAEMOCTH NOPOKa (HOPMHPOBAHNUS €AMHOTO JKETyI0UKa KOJIeOIeTcs no KIMHUIECKHM JaHHbM oT 0,2%
10 3,2% Bcex BPOXKJIEHHBIX IOPOKOB cepaua. [IoMUMO OHTOr€HETHIECKUX 0COOEHHOCTEH, OMOCPEIOBAHHBIX MyTa-
TeHHBIMH TIPEIUKTOPAMH, CYIIECTBYIOT M TeHJEPHBIC MPEANOCHUIKN (JOPMUPOBAHHS JAHHOTO Topoka. [Tatodmsmo-
JIOTHSL KPOBOOOPAILEHHS IIPY CUHAPOME €AUHOTO JKeIyJouka o0yciIoBiIeHa AByMs (JaKTOpaMU: C OIXHOW CTOPOHBI,
CMEIICHHEM KPOBH B €JMHOM JKETyIOUKe, a C IPYTOH — TPAaHCTIO3HUIMEH MArUCTPabHBIX cocyaoB. [IpuBeneHo Kin-
HMYECKOe HaOMIOZICHNE: JKeHIMHA 33 JIeT, KOTOpoil npu poxaeHnu B 1981 T. ObL1 MOCTaBIEH UArHO3 «CUHAPOM
€IMHOTO JKEITyI0YKa», HA MOMEHT KypPHUPOBAHHS OCIIOKHEHHBIH XPOHHUECKON CEpIeUHON HEJOCTAaTOYHOCTEIO C BBI-
COKOH n€rouHoii runeprensueil. Hanbosnee onTuManbHblil BapHaHT KOPPEKLUHU I0J00paH ¢ MPUMEHEHHEM CoueTa-
HHS (HapMAKOTIOTHIECKHUX TPYIIIT: HHIHOUTOPI aHTMOTSH3UHIIPEBPAIIAOIIHTO GepMeHTa (TIepHHIONPHIII), OJI0KaTOo-
POB KaJIbLMEBBIX KAHAIOB (JIEPKAHUJUIINH), I1YPETUKOB ((hypOCeMU U CIMPOHOJIAKTOH ), HHTUOUTOPOB (ochous-
cTepasbl THHA 5 (CunaHa(uIT), HEPSAMBIX AaHTHKOATYJIIHTOB (BaphapuH).

KimoueBsle croBa: aézounas eunepmensus, 6posiCOEHHDLIL NOPOK cepoyd, CUHOPOM eOUHO20 JHCeTYOOUKA, NePUHOO-

npus, CUNLOaHagul, AEPKAHUOUNUH, ypocemMuo, CHUPOHOJIAKMOH, 8appaput

Menuko-nemorpaduueckas cuTyanysi B Haniel
CTpaHe XapaKTePU3yeTCsl BRICOKUM YPOBHEM CMEPTHO-
CTH OT CepJeYHO-COCYUCTHIX 3a0ojeBanuil. B cpen-
HEM OH B 3-4 pasa BbIllle, YEM B CTpaHaX 3amajHou
Esportel, CIIA u Slnonuu. B coBpemennoit Poccun
pacmpoCTpaHEHHOCTh CEepJIeYHO-COCYTUCTHIX 3a0ore-
BaHMU pacTeT, HaUMHasA YK€ C JETCKOro Bo3pacTa. B
3TOM, O€3yCIIOBHO, HTPAIOT POJIh, KaK HACIIE/ICTBEHHBIC
(haxTOpBI, Tak ¥ (PUITOTEHETHYECKUE MPEANIOChUTKH. B
2013 r. o JaHHBIM O(HUIMATBLHON CTATHCTHKU YUCIIO
JieTeii B Bo3pacte 10 18 ner ¢ Gone3HsmMu cepma 10c-
turno 1 muumona 50 Teicsty. Yncio BriepBbIe 3aperu-
CTPUPOBAaHHBIX JETEH C BPOKAEHHBIMH MOPOKaMHU
cepama coctaBmio §8-10 va 1000 poauBIIMIXCS KHUBBI-
mu [13].

Hawnbonee u3BecTHbIMM NPUYMHAMH BPOXKAEH-
HbIX opokoB cepana (BIIC) — nedexros dopmupora-
HHS KaK CaMOro cepAa Tak W/Hin KPYIHBIX COCY0B —
SIBJISTIOTCS| TOYEYHbBIC TCHHBIE U3MEHEHHSI, JINOO
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XPOMOCOMHBIE MYTAllM{ B BUJIC ACJICLUH WIH AyIUIM-
karmu cermentoB JIHK [2]. KpynuomaciirabHblii re-
HOMHBIA aHAJIM3 TIOKa3al, YTO HE HACJICICTBEHHbBIC
MYTAaIl{ B COTHE T€HaX OTBETCTBEHHBI 32 Pa3BUTHE OT
1 no 10 ciyyaeB TSDKENBIX BPOXKIEHHBIX MHOPOKOB
cepaua. OCHOBHBIE XPOMOCOMHBIE MYTAaIlMH, TakKue,
kak Tpucomud 21, 13 m 18 BeBEBaOT okono 5-8%
cnyuae BIIC. Haunbonee pacripoctpanéHHast TeHeTH-
yeckas npuuuHa — Tprcomust 21. Psg Genkos (aktop
tpanckpurmn GATA4, romeoboke 6enka NKX2-5 u
Ip.) B3ammozeiictByer ¢ reHoM MYH6, uto, B cBOIO
odepesb CKa3bIBACTCS HAa PAa3BUTUM JE(PEKTOB MEX-
MpescepaHON U, 0COOCHHO, MEXKETYI0UKOBOH Tepe-
TOPOZOK.

Kazyansnseiii renes passutusa BIIC u cocynos
OIIOCPEIOBAH JIECTBUEM TPEX OCHOBHBIX MyTarcHOB:
- (usnueckne MyTareHsl (MOHU3UPYIOLIEE H3ITyde-
HHE);
- XUMHAYECKHE MyTareHol (Jlakw, KpackH, (heHOIs,
HUTPATHI, OEH3MMPEH MpY TaO0aKOKypPEeHWH, aIKOTOJIb,
TOKCHYHOE PAriCOBOE Macjo, THIAHTOWH, aMUHOPEKC,
(dendaropamus, aexcheH(IIOpaMUH, TATUAOMHI U
IpyTHe TepaToreHHble MEIWKaMEHTHI (B YaCTHOCTH,
AHTUOMOTHKH, HECTEPOWIHBIE MPOTHBOBOCIATHATEIh-
HBIE CPEJICTBA U JIP.);
- Omosormyeckne MyTareHsl (TJaBHBIM 00pa3oM, BH-
pyCc KpacHyXd B OpraHU3Me€ MarepH, (XapakTepHas
tpuaga I'pera — BIIC, katapakra, rIyxoTa), a TaKxke
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Knunuueckas meouyuna

caxapHbId auadeT, (PEHWIKETOHYpUS M CHUCTEMHAas
KpacHasl BOJTYaHKa Y MaTepH).

[loMumo  OHTOTEHETHYECKHX OCOOEHHOCTEH
OIIOCPEIOBAHHBIX MYTareHHBIMH TIPEIUKTOPAMHU CY-
IIECTBYIOT M TEHJEpHBIE MPEIIOCHUIKH (HOpMHPOBa-
HUSI BPOXKAEHHBIX TIOPOKOB cepara. Tak, ecian Koapk-
Talys aOpThl U OTKPBITHIN apTepUabHBIN MPOTOK Ya-
e AUarHocTupyrorcst y myxunH (1,37:1), To nedexr
MEXOKEITYIOUKOBOM NIEPErOPOJKUA U OTKPBITHIA apTe-
PHATBHBIN IIPOTOK BCTPEYAIOTCS IPEUMYILIECTBEHHO Y
JkeHIMH B cootHomenud 1,51:1. Octanbnasle BIIC
OTHOCSITCSI K TaK Ha3bIBAEMOMY «HEHTPAIHHOMY) THITY
C YacTOTOH MPHMEPHO OJWHAKOBOH Yy OOOMX TIOJIOB.
Cpemy HAX TaKyKe MOYKHO BBIZCTUTH TIPOCTHIC (IeheKT
AOPTO-JIETOYHOM TIEPETOPOAKH, MEPEKT MPEICepaHOM
MIEPETOPOIKY TIEPBUYHOTO THIA, CTEHO3 JIETOYHON ap-
TEpUW) W CIOXHBIE (YaCTHYHBIA W TIONHBIA Je(eKT
TIPEe/ICEpAHOKETYTOUKOBOM TEePEeropoaky, aHOMAaIHs
D0mTelina, aTpe3us TPEXCTBOPUATOro KiaraHa | fp).
IIpu COXHBIX MOpOKaxX HEUTPAIBHOW I'PYIIIBI COOT-
HOIIICHWE TIOJIOB 3aBHCHT OT TpeolniafaHus B HHX
KEHCKOTO U MY»XCKOT'O KOMITIOHEHTOB.

DopMHUPOBaHUE BCeX TPEX IPYII IOPOKOB IO~
YUHSAETCS «TEPaTOIOTMYECKOMY MPaBUIYy IOJOBOTO
muMopduzmay. Tlpu stom moxpasaenenue BIIC u
KPYITHBIX COCYJIOB Ha MY>KCKHE, )KEHCKUE U HEHTpaIIb-
HBIE TTO3BOJISIET MCIIONB30BATh IO OOJBHOTO KaK Ipe-
JIMKTOp TMarHOCTUYECKOro CKpuHUHTA. [lopoku myx-
CKOTO M KCHCKOTO THIa UMEIOT JOBOJBHO OOJBIIOE
3HaueHUe Kod(puImieHTa AUArHOCTUYECKON IIEHHO-
cru. Hanpumep, yuét nadopmarmu o mosne O00IEHOTO
YBEJINYUBACT BEPOSTHOCTh JIHArHO3a, K IPUMEPY, IS
OTKPBITOrO apTepuaIbHOTO TpoToKa B 1,32 paza.

B maroreHe3e MOXHO BBIICIUTH JiBa OCHOBHBIX
MEXaHU3Ma:

1. HapymieHue kapauanbHOM reMOJTMHAMUKY C Tie-
perpy3Koii oTIesnoB cepaa 00bEMoM (TIOPOKH TIO TH-
Ty HEJOCTATOYHOCTH KJIAMIaHOB M CENTAIBHBIX JIe(eK-
TOB) WJIM COTPOTHUBIICHNEM (TIOPOKH TIO THITY CTEHO30B
OTBEpCTHil WK cocynioB). B manpHeiieM npoucxoauT
WCTOIIICHHE BOBIICYEHHBIX KOMIICHCATOPHBIX Mexa-
HU3MOB (TOMEOMETPUYECKOr0 AHpena Ha CONpPOTHB-
nieHue, u rerepomerpudeckoro dpanka-CrapnvHra Ha
00BEM) ¢ pa3BUTHEM THIEPTPOMOUN U TUIATANHA OT-
JIeTIOB CEpAla, W, KaK CJIEACTBUE, HApPYIICHUEM CHC-
TEMHOH T'€MOIMHAMUKHU C Pa3BUTHEM CEpACYHON He-
JOCTATOYHOCTH.

2. Hapymenue cucreMHON reMOIMHaMHUKH — MOJ-
HOKPOBHE/MaJIOKPOBHUE MAJIOTO Kpyra KpoBooOpariie-
Hust (MKK), mManokpoBre OONBIIOTO Kpyra KpOBOOO-
pamenust (BKK), B cnenctBun yero pa3BuBaeTcsi CUC-
TeMHast TUTIOKCHS (TJIaBHBIM 00pa3oM, IUPKYIISTOPHAS
npH OeNbIX MOPOKaX, TeMUYecKasl - MPU CUHUX TI0pO-
kax). Cremyer OTMETHTh, YTO TIPU Pa3BUTHH OCTPOU
JIEBOXKETYJIOUKOBOM  CEpAEUYHOM  HEIOCTaTOUYHOCTU
MMEET MECTO W BEHTWIAIIHOHHAS, W Tuddy3nOHHAS
THIIOKCHSI.

DopMHUpOBaHKE CHHAPOMA €IMHOTO JKETyI09YKa
WM TPEXKAMEPHOTO CepAlia CUUTACTCS IOCTATOYHO
peAKUM BPOXKIEHHBIM MOPOKOM. B ToM citydae, korna
oba mpencepmus cHOPMHUPOBAHBI HOPMAIBHO |

OTIOPOKHSIOTCS B €IMHBIN, OOIITHIA JKEITyI0UeK, IIOPOK
HOCHUT HA3BaHHE «TPEXKaMEPHOrO JBYXIPEACEPIHOTO
cepama» (cor triloculare biatriatum). 3HaunTETHHO pe-
e o0IIee Tpecepare CBI3aHO C IByMS HOPMabHO
(hyHKITMOHUPYIOIMMH KeTyAoukamMu. B aToM ciydae
MTOPOK HAa3bIBACTCSA «TPEeXKaMepHBIM JIBYXKETYHIOUKO-
BEIM cepauemM» (cor triloculare biventriculare). Ilo
maaabiM Merrta n Xeroerr (Metha, Hewlett), cor
triloculare biatriatum BmepBeie ObuTO ommcano I1I»-
muaHo (Chemianeau) B 1699 r. C 1950 . B nutepary-
pe ocBemeHo eme okomo 20 HaOmoaeHuit [Pomkec
(Rogers) u DnBapne; MereBann (Megevand); Ban by-
keM (Van Buchem); Kacrpopurunm wu Kyuun
(Castrovinci, Cucci)]. HacToTa BcTpedaeMOCTH TIOPOKa
KojieOeTcs Mo KiIMHWYeCcKHM JaHHeM oT 0,2% mo
3,2% Bcex BIIC, a o cekimoHHBIM cocTaBisteT 1,5%
(byxapun B.A. u mp., 1977; Mytadesa O.A. u ap.,
2000). ITpwu cor triloculare biatriatum MBIIIEYHBIH Tpe-
OcHb, KOTOPBIiA TI0 CBOCH CTPYKTYpE €CTh HE UTO MHOE,
KaK crista supraventricularis, COEIMHSIET 3aJTHIOIO
CTEHKY OCHOBaHHS €AMHOTO KEIyJouka C MepeaHe
CTEHKOM B 00JIACTH KOJIbIa TPEXCTBOPYATOTO KIIaNaHa.
Brnaromapst aTomy B o0nacTé KOHyca €IMHOTO >Kely-
Jouka obpasyercst HeOonblas pyAUMEHTapHAasi «BbI-
IyCKHasl Kamepay, KOTopasi 3aHUMaeT MOJI0KEHUE MH-
(yHIUOYIAPHOTO OTHENIa MPABOr0 KEIyJOouka U
npecTaBiIseT co0Oi MPUMUTHUBHEIN OynsOyc, naro-
M HaYaIo OJJHOMY M3 MaruCTpalbHBIX cocynoB. Cor
triloculare biatriatum, kak TpaBUIIO, COMPOBOXKAACTCS
TPaHCTIO3UIMEH KPYIMHBIX COCYJIOB: OT «BBIITYCKHHKA)
OTXOMT aopTa, a OT 3aJJHEr0 BBIXOJIHOTO OTIIeNa Ke-
nynouka — jerouHast aprepust (A.JL Ulmsxman; Tayc-
cur; KactpoBunun u Kyuuu, u ap.).

Ipwm cor triloculare biatriatum B equHbBIN Key-
JIOYEK TIOCTYyIaeT JBa IMOTOKAa KPOBU: BEHO3HAs W3
[IPaBOTO W apTepHalbHas W3 JIEBOTO mpeacepaus. B
JKeIyI0UKe TIPOUCXOINUT CMEIIUBAHUE apTepHaIbHON
Y BEHO3HOH KpoBH. B 00a MarucTpanbHbIe coCy/a IMo-
CTYIaeT KPOBb OJIMHAKOBOTO T'a30BOro cocrasa. [lpm
HapacTaHWU SIBJICHUH JIETOYHOW THIIEPTEH3UH MUHYT-
HBII 00BEM MAJIOTO Kpyra OyieT yMeHbIaThes. Ecre-
CTBEHHO, BEIMYMHA MHUHYTHOTO OOBEMa OOIBIIIOrO
Kpyra OymeT COOTBETCTBEHHO HapactaTh. Bo Bcex
Ipyrux ciaydasx cor triloculare biatriatum BenmuuuHa
MHHYTHOTO 00bEMa Majioro ¥ OOJBIIOr0 KPyroB OIl-
penensercs: comyTcTByoulel anomanueld. Takum 00-
pa3oM, NaTopHU3UONOrHs KPOBOOOPAILEHUS TPH COT
triloculare biatriatum oOyciioBnena aByMs (haKTopamH:
C OZIHOH CTOpPOHBI, CMEIICHHEM KPOBH B €IMHOM JKe-
JyJIOYKe, a C APYrod — TPaHCHO3ULIUEH MarucTpaib-
HBIX cocy0B. OCHOBHBIM acleKTOM, ONpeesIOIIIM
YCJI0BUA TEMOJUHAMUKU, ABJIICTCA XapaKTEp COIMYTCT-
BYIOILIEH aHOMAJIHU.

Kimmanueckasi kapThHa XapakTepu3yercsl INpU-
3HAKaMM CHHIOIIHOW Ooje3nu. 1{uaHo3, oxpiiika, ¢u-
3UYCECKOEC HEAOPA3ZBUTHUE U APYTU€ CUMIITOMBI, TUITUY-
HbIC U1 IMTHAHOTHYCCKUX 6OJ'II)HBIX, 3aBUCAT OT KOJIN-
4yecTBa KpOBH, NOMajarouiel B yierkue. Heouennmyro
[IOMOIIIb B PACMO3HABaHWM JAaHHOW aHOMAlMM U B
OLIEHKE TeMOIMHAMHYECKUX CIIBUTOB OKAa3bIBAET 30H-
IVPOBaHME CepAala. 30HI IPOBOAWUTCA B aoOpTy U
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JIETOYHYIO apTEPHUIO, IIPU 3TOM BBIABIIACTCS TPAHCIIO-
3WIAS MaruCTPaJIbHBIX COCYA0B. CHCTONMMYIECKOe JaB-
JICHHUE B KEJYyJOUKE, A0PTE U JIETOUHOU apTepUU OAU-
HaKoBO. ['a30BBII COCTaB KPOBH B 00OMX MarvCTPaib-
HBIX COCYax OJVHAKOB, OTHAKO MMEETCS pe3Kasi pas-
HULIA MEXIy COACPKAHWEM KHCIOpPOJa B IIPaBOM
MIPEACEPANH U JIETOUHOU apTepu.

[Ipu BHYTpHUBEHHOM aHTHOKAPIUOTPahUIECKOM
HCCIIEOBAHNY 32 KOHTPACTHPOBAHMEM IPABOTO IIPEN-
CepIus HETIOCPEACTBEHHO CIIELYET I'yCTOE 3aIllOJIHEHUE
00IIero JKemy09Ka. 3aroJHEHHE ao0pThl U JIETOYHOU
apTepuy, Kak IPaBWIO, IPOUCXOAUT OAHOBPEMEHHO,
P 3TOM OIpEeAeNsieTcs WX TPaHCIO3WIWA. AopTta
OTXOJIUT OT TIEPEIHEr0 OT/AeNa OOIIEro KeIyIodKka OT
TaK Ha3bIBa€MOM «BBITYCKHOID Kamepbl. B 00KoBOM
MIPOEKIINH a0pTa PacIoiaraeTcs Kmepean Ommke, yeM
00brHO. Ecnm He mMeeT mMecTa CTEHO3 JIETOYHOH ap-
TEpUH, TO OHA U €€ BETBHU, KaK IPABUJIO, PACILIMPEHBI.

OCoOEHHOCTH TeMOJIMHAMUKY XapaKTEepU3yHOT-
Csl pa3IMYHON BEJIMYMHON MUHYTHOTO 00BbEeMa MaJioro
1 OOJIBILIOTO KpyTa, YTO CBS3aHO C Pa3BUTHEM JICTOY-
HOW runepreHsuu. lIporpeccuBHOE NOBBILIEHHE JIE-
TOYHOI'O COCYJIMCTOrO COINPOTWBIIEHUS BEAET K Mpa-
BOXKEITYIOUKOBOM HEJOCTaTOYHOCTA M MPEKIEBpPE-
MEHHOW cMepTH. JI€rounas rumepreH3us NMPOTEKAET
TSDKEJIO C BBIPAKCHHBIM CHIDKCHHUEM (DH3HUYESCKOW BbI-
HOCJIMBOCTH M MPUBOJUT K CEPACYHON HEIOCTATOUHO-
cru. [lo naHHBIM 3XOKapAHOrpadMUeCKUX UCCIICIOBA-
HUM JIETOYHASI TUIEPTEH3US SBIIIETCS HE3aBUCHMbBIM
MPEAUKTOPOM JICTAILHOTO MCX0Ja y OOJBHBIX C XpO-
HUYECKOW CEpPJIEYHON HEJOCTaTOYHOCTHIO B CTaJIMU
octpoit aexomnencarm (p=0,007) [5]. TumaaasMEI
KJIMHUYECKUMHU CHMIITOMAaMH SIBJISIFOTCSI OJBIIIKA, T10-
BBIIICHHAsA YTOMJIIEMOCTb, HETIPOJYKTUBHBINA Kallelb
(pesxe KpOBOXapKaHbe), CTCHOKap/Hsi, 0OMOPOKH, Iie-
pudeprdeckue OTEkM (HA HIDKHHX KOHEYHOCTSIX).
OOBeKTUBHBIE JaHHBIE: TPOMKHNA 3BYK 3aKPBITHS JIE-
TOYHOI'O KJIAIlaHa, PacTsDKEHHE SPEMHBIX BEH, OTEKU
HOT, acCIIUT, TeNaTo-FOTYISAPHBIA peduItoKe, HOTTH TO
THITY YaCOBBIX CTEKOJ U JP.

Kaunuyeckoe Ha0/r01eHme.

Kenmuna 33 ner mocTynwia B CTallMOHAP MO JKC-
TPSHHBIM TOKa3aHWsM. [IpH TOCTYIUICHHH MpenbsBisiia
KaJoObl Ha OJBINIKY NPH HE3HAYMTEIbHOW (u3HUecKoi
Harpyske, ciaboCTh, OrpaHHYeHHE O0bEMa NBIKCHHH B
[IpaBOH pyKe W MpaBOil HOre, OCUILIOCTh rojoca. Ilo anam-
He3y: mpu pokaeHnd B 1981 T. OBUT THOCTaBIEH AWMATHO3
«CHHJIPOM €JIMHOTO Xeynouka». B Bo3pacte 1 mecsiua u B
13 ner ObLTa MPOKOHCYJIFTUPOBaHA B MHCTHTYTE MM. baky-
JieBa, B ONEpalliy OTKa3aHO 110 MPUYMHE TEXHUYECKOU He-
BO3MOXKHOCTH OINEpaTUBHOrO BMemiatenscTsa. B 2007 r.
WMIUTAaHTUPOBaH 3JeKTpokapanoctumysitop (OKC) mo mo-
Boxy AB-Omoxkaner 111 crenenu. B 2010 r. (11.08.2010) me-
peHecnia oCTpoe HapylIEeHHE MO3TOBOTO KPOBOOOpAIECHMS,
IO TOBOJY Yero Mpolnia CTalMoHapHoe JiedyeHue. HeomHo-
KpaTHO MpPOXO[Wia JIeYeHHWe B KapauoaucnaHcepe. Pery-
nsipHO npuHUMana ¢ypocemun 40 mr 1 pa3 B CyTKH, CIIUPO-
HOJIaKTOH 25 MT B JIeHb, BapdapuH 2,5 mr B cyTkH (¢ 2007 .
nocite umrantanuu DKC), nozapran 12,5 Mr B CyTKH, Jep-
KaHuuImiH S5 Mr, cunpanadun 10 Mr B cytku. B anpene
2014 r. mabmoanock yBeIMYEHUE OJBIIIKY, MOSIBICHUE €€
IIPH MEHBIIEM YPOBHE (M3MUYECKOH Harpys3KH, IepHOIUYC-
CKH B TIOKOE€, HapacTaHue oOImiel ciabocTH, B CBS3U C YeM

OblIa HalpaBJIeHa YYacTKOBBIM BPayoM B HKCTPEHHOM IO-
PpsiIKe IS TOCTIMTAIM3AlMK B TEParieBTHYECKUH CTaloHap.

OOBEKTHBHO: CHHIOITHOCTh HOCOT'YOHOTO TPEYTOJb-
HHKA, [JMaHO3, aKPOLIMAHO03, OTEKH HIKHUX KOHEYHOCTEH JI0
HIDKHEH Tpetr 0¢nep. Ilpn aycKynbTanum JErKNX JbIXaHHe
BE3HKYJISIPHOE, OCJIa0JIEHHOE B HIDKHUX OT/IEJIaX, 3aCTOMHbIC
HE3BYYHBIC MEJIKOMY3bIpUaThle XPHUIBI B HIDKHHUX OTJEIAX
n€rkux ¢ obenx cropoH. [Ipu onpexneneHny rpaHuI cepama
BBISIBJICHA KapAHOMETalMs CO CMEIICHWEM TPAHHUIl BIIEBO,
BBEPX U BIPaBO. AYCKYJIbTaTUBHO TOHBI CEp/illa THXHUE, aK-
LIEHT BTOPOTO TOHA B 30HE JIETOYHON apTepHH, B 30HE BEp-
XYLIKH CepAlla, JIETOUHOH aprepuy, borkuHa-Opba BhICIY-
IIMBAETCA CUCTOJIMUYECKUN IIyM, PUTM MpaBUIbHbIN. YacTo-
Ta CcepleuHbIX cokpameHui 70, apTepHalibHOE aBICHUE
120 u 70 MM.pT.cT. Ha 00enx pykax. [lyabc PUTMIUHBIH,
craboro HaroJNHEHHMS, HANpsHKEHWs, CHMMETPHYHBIH Ha
obenx pykax, 70 B MuHyTY. JKHMBOT MsTKHMiA, Oe3007€3HEH-
HBIH, TAJIBIIATOPHO ¥ MEPKYTOPHO YBEJIWYCHUE NIEYCHU Ha 6
cMm. CumnroMm [lacTepHamKoro OTpHIATENBHBIA C 00EHX
ctopoH. OOHapy»XuBaeTcs remumape3 cnpana. OU3HOIOTH-
YeCKHE OTIIPaBIICHNS B HOPME.

INo 1aHHBIM JIA0OPATOPHBIX METOJOB O0CIIECIOBAHYS!
B 00IIeM aHaIM3e KPOBH MMETH MECTO BTOPHYHBIN T'MIIOK-
cemudeckuii spuTpormTos 6,15x10'%/1 ¢ yBemmuennem COD
25 MM/ 1 TpomGormTonerns 136x10% (ato ykassiBaer Ha
OIOCPE/IOBaHHBI MYCKAaTHBIM LIUPPO30M CHHJIPOM THIIEpPC-
IUIeHI3Ma). VI3MeHeHns! TIeYeHn TOMUMO OOBEKTHBHOU Te-
MIATOMETaJIMH COIPOBOKIAINCH YBEIMYEHHEM O00IIero Ou-
nupyouna 30 mxmons/n, ACAT — 58 En/n, a takxke dpopmu-
POBaHHEM XPOHHYECKOH OOJIE3HH MOYEK C YBEINUCHHEM B
OMOXMMHUYECKOM aHaIN3 KPOBU a30THCTHIX IPOIYKTOB 00-
MeHa (ModeBHHA 9,4 MMOITB/IT, KpeaTnHuH 157 MkMonb/m). B
o0111eM aHaJIM3e MOYH MATOJIOTMH BBISIBICHO HE ObLIIO.

Ha OKT ot 10.04.14 (puc. 2) 4€TKO MPOCIICKUBACTCS
PHTM 3JIEKTPOKAPAUOCTUMYJISITOpA € TUrepTpodueii obiero
Kemynouka u Au(dy3HBIMH M3MEHEHMSMH PETOJISIPU3aLHN.
Mo nanubM SX0Kapauorpaduu (puc. 1.) y NanueHTKH euH-
CTBEHHBIN JIBYIIPUTOYHBIN JKeIy/IoueK 06e3 oOCTpyKIMH Iy-
Teil orToka. IIpocTas TpaHCHO3UIMS MAarUCTPAIbHBIX COCY-
JoB. Jlumaranmys Kamep cepAla cO CHIKEHHEM (hpakuun
BeIOpoca 26%. Cucronmueckoe IaBIEHHE B JKEyIO4Ke
BOIIM3M OTXOXKAEHMS JIeTouHo# aprepun 105 MM.pT.cT. BBI-
CoKasi JEro4Hasi runepreH3us. MMIUIaHTMPOBaHHBIM 3JIEK-
TPOKapIHOCTUMYJIATOP.

TNanmenTKa nosy4yana B craronape: gpypocemun 1%
6 MJI BHYTPUBEHHO | pa3 B CyTKH C JaJIbHEHUIIINM yMEHbLIIE-
HHeM 11036l 10 40 wmr, crupoHonaktoH 100 Mr B 1eHb ¢
YMeHBIIIeHHeM /10361 10 50 mr, BapdapuH 2,5 Mr B CyTKH
(ypoBerr MHO 2,5), nepuHIONPHI 5 MI' B CYTKH, JIEPKaHHU-
e 10 Mr, cunpanagmn 20 Mr B cyTkd. B Xoze nedeHus B
CTallMOHAPE COCTOSIHUE UMEJIO MOJIOKHUTENbHYIO JANHAMUKY
C YBEJIMYEHHEM TOJIEPAHTHOCTH (PU3MYECKOH Harpy3ku H
HCYE3HOBEHHEM OJIBIIIKA B IOKOE, CXOXKICHHE OTEKOB.
BosibHas OblIa BBINMKCAHA U3 CTAIMOHApa C PEKOMEHIAIlHs-
M pypocemus 40 mr 1 pa3 B CyTKH, CTUPOHONIAKTOH 50 Mr
B JICHB, Bap(hapuH 2,5 MI' B CYTKH (€KEMECIIHBIN KOHTPOIb
MHO), nepunionpui 5 Mr B CyTKH, JiepkanuauniH 10 mr,
cminaradm o 20 mr 3 pasa B CyTKH.

Jleuerane BIIC mpuHIMTHATIEHO MOXKHO TIOZC-
JIMTH HA XUPypPrudecKkoe (B OOJBIIMHCTBE CITy4aeB OHO
€IMHCTBEHHOE SIBISICTCS] PAIUKAIBGHBIM) F TEPATICBTH-
geckoe (Jarte SBISIeTCs] BCIOMOTaTeIbHBIM).

XUpypruyeckoe JeyeHue. 3aBUCUT OT (pasbl I1o-
poka. B mepBoii (ase ocTpoil gekomreHcauuu — ore-
parys 1o SKCTPEHHBIM TTOKa3aHMSIM (TIpH 00OTaIleHUN
MKK — wnckyccTBeHHOE cTeHo3MpoBaHue JI€rounoi
aprepun 1o Mromepy-Ans0epTy, TpH 0OCTHCHUH
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Knunuueckas meouyuna

MKK — uckycctBeHHbIi 00Ta0B MpoTok). Bo Bropoii
(haze OTHOCHUTENHLHO CKOMIIEHCHPOBAHHOM TTOPOKE TI0-
Ka3aHa orepalusi B IJIaHOBOM mopsiake. CpOKH BbI-
TOJTHEHHSI — BOTIPOC AWCKYTaOENBHBIM M TOCTOSIHHO
nepecMaTpuBacMblii  (OOJBIIMHCTBO CKJIOHSCTCS K
paHHeMy omneprpoBaHnio). B Tpersel haze — mexom-
nencaru (H2b n H3, neuénouno-noueynas HemocTa-
TOYHOCTBH) OTIepaItis He Mmoka3aHa. HaOmomaemas Ha-
MU TIAIMEHTKA, K COXKAICHHIO, HE TIONaJIa BO BpEMeH-
HBIE TIPOMEXYTKHA CKOMIICHCUPOBAHHOTO COCTOSIHUS B
JIETCKOM U ITyOepTaTHOM BO3pacTe, KOrjaa ObLia Mpe-
JIO)KEHa pPEKOHCTpyupytomas omnepauusa PonreH. B
HACTOSIIIEE e BPEMs OHa OTHOCHUTCA K TPETheH KaTe-
TOpUH MAIMEHTOB B (ha3e JCKOMIICHCAIIHH.

Puc. 1. DxokapanorpaMma marueHTKA ¢ CHHIPOMOM
€IMHOTO JKEITyIOUKa
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Puc. 2. OKI" manueHTKy ¢ CHHAPOMOM €IUHOTO
KeTyI0uKa 1 MMIuIaHTupoBaHHbIM OKC

@DapMaKkoJOrMueckue  acleKThl  IMPOJJICHUs
JKU3HU U YIIy4IlIeHHs €€ KayecTBa y MAIEHTOB C BbI-
COKOH JIETOYHOM TMIIEPTEH3UEH TIPU BPOXKAEHHBIX I10-
pokax cepama Oasmpytotcs Ha pasrpy3ke MKK u ma-
TOI€HETUYECKUX ACTEKTaX TOPMOHATIBHON PEeryJIsiLiHH.
B mepByro odepenp, 3a c4€T yMeHBIIEHHS OOBEMA
LUPKYIUPYIOIIEH KPOBU MOUYETOHHBIE MpenapaThl Mo-
3BOJISIIOT YJIYUIINTh KITMHUYECKOE COCTOSTHUE OOTBHBIX
NETOYHOM TUIEPTEH3UEH U PEKOMEHIYIOTCS BO BCEX
CIy4asix Pa3BUTUSI JEKOMIICHCAIMU IPABOTO SKEIy-
mouka [7, 10, 15]. LlenecooOpa3Ho MPUCOSIUHEHME
AHTArOHMCTOB AJIBJOCTEPOHA, YTO ¥ OBUIO Ha3HAYCHO
HaIlleH MTalUECHTKE.

st mpepoTBpateHusi SMOOIMHU JISTOYHBIX CO-
CYZIOB W/WIIM Pa3BUTHS TPOMOO3a in situ mpu IErouHOMI
TMIEPTEH3UH UCIIONB3YIOTCS aHTUKOATYJISIHTBI HEIps-
MOT0 JEHCTBHS, B YaCTHOCTH, Bap(hapuH BHYTPb MOCIE
BeuepHero mpuema mmimu 2,5-5 mr [1,4,9]. Janbrei-
M PEXUM JTO3UPOBAHUS YCTaHABIMBAIOT UHAUBU/LY-
AJIBHO T10JT KOHTPOJIEM MEXTyHapOTHOTO HOPMAIN30-
BaHHOro otHorenus: (MHO), koTopoe 11 malueHToB
JIOJDKHO COXPaHATHCS Ha ypoBHeE 2-2,5 [4]. Bapdapur
SIBJIAICTCS JIEKAPCTBOM, XapaKTEPH3YIOLIMMCSA MEXUH-
IUBUIYabHBIMH PA3IMYMSIMU B JIEKAPCTBEHHOM OTBE-
Te, OOYCIIOBICHHBIMU LIETIBIM PSIOM (DaKTOPOB, Kak
BHEIIIHUX (JIMeTa, JICKAPCTBCHHBIC B3aUMOICHCTBUS),
TaK ¥ BHYTPEHHUX (COMaTHYECKOE COCTOSIHUE MalueH-
Ta, BO3PACT), a TAK)Ke TeHETHYECKH 00YCIIOBICHHEIX. B
PacCMOTPEHHOM KJIMHHYECKOM BapHaHTE Ul UCKIIO-
YEHMs1 HeXeNATeNIbHbIX JICKAPCTBEHHBIX B3aUMOJCHCT-
BUM MPU HA3HAYEHHUH COITYTCTBYIOIIEH Tepanuu mpei-
MOYTEHHE OTJaBajoCh IIperaparaM, JAEHCTBHE KOTO-
pPBIX Ha aHTHUKOAryJSIHTHBIN 3¢ QekT BapdapuHa He-
3HAYMMO.

Cunpenaduia UTpaT — MOIIHBIN CENeKTUBHBIN
uHrHOUTOp hocoaudcTepassl THIA S5, KOTOPBIH TIpe-
JOTBpaIaeT JAerpafalfio NUKINYECKOro T'yaHO3WH-
MoHodocgara (ul M®P) 1 NIpUBOIHUT K CHUKEHHIO Jie-
TOYHOTO COCYJIMCTOTO COMPOTHUBJIEHHS U TEperpy3Ku
MPaBoOro >kenmymouka. I[lpumeHeHWe WMHTHOMTOPOB
(ocdonuscTepasbl THIA 5 CHUKAET JIETOYHOE COCYAH-
CTOE CONpPOTHUBIICHUE. Pe3ynbraThl HcciieioBaHus mpe-
[apaToB JAHHOM TPYIITBI TOKA3aJIH XOPOIIYIO MIepeHo-
CHUMOCTh ¥ 3((EeKTUBHOCTD IPH JIETOYHON THUIEPTEH-
3UM Pa3IMYHOM 3THOJIOruY. B yacTHOCTH, B psiie Kiu-
HUYECKHX HCCIIEIOBAHUAX CHIICHAQUIT TPUMEHSIICS
pyu JErovYHOM THIEPTEH3UH, ACCOLMHPOBAHHOW C
BPOXKJIEHHBIMH TTOPOKaMH CEp/La, BbI3bIBas YIIydIle-
HUE TEMOIMHAMHKH, TOJEPAHTHOCTH K (DHU3NUECKHM
Harpy3kam [6, 14, 16]. Tak, B paHZOMH3HPOBAHHOM
uccnenoannu SUPER-1 (Sildenafil Use in Pulmonary
Arterial Hypertension) y 278 OONbHBIX € JErOYHOM
apTepHAIBHON TMIIEPTEH3UEH, MONMy4YaBIINX CHIIICHA-
¢una murpar B goszax 20, 40, 80 mr 3 pasa B cyTKH,
MAIMEHThl OTMEYAIN YITy4IIeHHE KIMHUYECKOW CHM-
NTOMATUKHA W yBEIMUYEHHE TOJIEPAHTHOCTH K (u3mde-
ckuM Harpyskam. OmoOpeHHas mxo3a coctapisier 20 mMr
3 pasza B CyTKH, 4TO ¥ OBUIO IPUMEHEHO B HaIlleM KU~
HUUYECKOM CITydae.
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MenukamMeHTO3Hasl Tepamnusi, HalpaBJIeHHas Ha
CHIDKCHHE TOHYCa PE3HCTUBHBIX COCYIOB M BKIIIO-
Yarolasi IPUMEHEHHE COCYI0PACLINPSIONINX CPEACTB
Pa3IMYHBIX TPYIII, MOXKET OBITh NPECTaBICHA JUIHA-
PONMPUINHOBBIMU OJIOKaTOpaMy KaJIbLIMEBBIX KaHa-
JOB 3-rO IOKOJIEHMS, SBISIOIIMMUCS IperapaTaMu
[IEPBOrO psAa Y NALMEHTOB € JIETOYHOM TUIEPTEH3HEN
U TPaBOXKEIYJOYKOBOM CEPICYHOW HEIOCTATOUHO-
ctpr0. Kimmamko-remoguHamuuaeckue 3hGexTsl (CHH-
KEHME JABJICHUS B JIETOYHOH apTepuM, YMEHBILCHUE
JIETOYHOTO COCYIMCTOTO COIIPOTHBJICHMS) NpU AJIH-
TETbHOM IPUMEHEHUM MPEnapaTtoB AAHHOW TIPYIIIbI
Habmomarorcst 'y 50% mnanmentoB [7]. Ilpenmaparom
BBIOOpa MOXKET CITY’KUTh TIPUMEHSIeMbI y Halllel ma-
LMEHTKH JIEpKaHUIUNMH. JleueHne HauMHAIOCh C Ma-
JBIX 103 IIperapara ¢ TATPOBAHUEM JI0 BBICOKOM Tepa-
neBThyeckod 10 Mr B CYTKH, KOppEIHpYIOLIEH C
YPOBHEM CpEIHEro AaBIEHHUsS B JIETOUHOM apTepuil.
IIpy npuMeHeHHMH IpenapaToB JAHHOW I'PYINIIbI BO3-
MOXXHBI OTpaHHYEHHUS: Pa3BUTHE TAKUX HEXKeJaTelb-
HBIX 3P(}EKTOB, KaK YCUIEHHE TUTTIOKCEMUH H3-3a YBe-
ndeHus iepdy3ur TUI0X0 BEHTHIMPYEMBIX YYacTKOB
JIETKUX, CHCTEMHAs TUTIOTEH3UsI ¥ TaXUKapIUsl.

B nocnennue ronsl hopMupyeTcs npencrasie-
HHE, 4TO B JICUCHUH JIETOYHOM TMITEPTEH3UU HanboJiee
1e7ecoo0pa3Ho MpUMEHEHHe MHTMONTOPOB aHTHOTEH-
suHMpeBpariatomero gepmenta (AIID) [8, 11, 12].
HetictBue wnruoutopo AIID He orpanuunBaercs
OJI0Ka0i MpeBpalleHls aHTHOTeH3uHa | B akTHBHOE
npeccopHoe BemecTBo aHruorensud II. Ilnenorporn-
HBIM 3((heKTOoM, TaKkKe HEOCPEICTBEHHO CBS3aHHBIM
¢ uHaktuBaimenn AllD, sBmsercs mpemynpexneHue
Jerpafialiid  OpaJuKUHUHA, BBI3BIBAIOIIETO penakca-
U0 MIAJKUX MBI COCYAORB [2]. DT0 crOCOOCTByeT
BBICBOOOYKICHHIO 3aBUCUMOTO OT 3HAOTENHS PENaKCH-
pyrorero akropa — okcuaa asora. Kpome toro, moj
BIUsiHUEM HHTuOuTOpoB AlID cHmwkaercss cuHTE3
JPYTUX COCYIOCY>KUBAIOIIMX BEIIECTB (HOpaApeHaIn-
Ha, sHporenuHa-1). Tawke HaOMrOHAaeTcss MOJIOXKU-
TenbHOE BiUsiHUE MHrHOMTOpoB AlID Ha ¢yHKIMO-
HaJIbHOE COCTOSIHHUE SHIOTEIIHSL.

JIérounas rurnepTeH3us SABIACTCS HE3ABUCUMBIM
NPEITUKTOPOM JIETATBHOCTH Y MALMEHTOB C JEKOMIICH-
CHPOBAaHHOW XPOHHYECKOH CepeuHOM HEZ0CTaTOUHO-
CTBIO, YTO OBUIO JOKa3aHO B pAAE IPOBEAEHHBIX
(yHKUMOHANBHBIX HcclieoBaHui [5]. B aTom cBete
1o0op aeKBaTHON (apMaKOIOTHYECKOH KOPPEKLIUH
MO3BOJISIET HE TOJBKO IMPOJUINTH JKU3Hb IALMEHTOB C
BIIC, HO ¥ yny4mnTh Ka4eCTBO JKU3HH C YBEIWYECHH-
€M TOJIEPAaHTHOCTH K (PU3MUYECKOH Harpyske, a TakKe
MPOBECTH MPOQHUIAKTHUKY BO3MOXHBIX TPOMO03IMOO-
JINYECKUX OCJIOKHEHHH.
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Knunuueckas meouyuna

PHARMACOLOGICAL CORRECTION OF DECOMPENSATED
CHRONIC HEART FAILURE WITH SEVERE PULMONARY
HYPERTENSION AT PATIENTS WITH CONGENITAL HEART
DISEASE SYNDROME SINGLE VENTRICLE

© 2014 O.V. Fatenkov, T.M. Kuzmina, A.V. Dzyubaylo, O.A. Rubanenko
Samara State Medical University

The prevalence of congenital heart disease (CHD) is 8-10 per 1000 live births. Of these, the incidence of defect
formation of a single ventricle varies according to clinical data from 0.2% to 3.2% of all CHD. In addition to
developmental features mediated mutagenic predictors exist and gender prerequisites for the formation of the
defect. Pathophysiology of circulation in the single ventricle syndrome is caused by two factors: on the one
hand, the mixing of blood in a single ventricle, and on the other, - transposition of great vessels. Powered by
clinical observation: a woman of 33 years who at birth in 1981 was diagnosed with "single ventricle syn-
drome", at the time of curating complicated by chronic heart failure with high pulmonary hypertension. The
best option selected correction using a combination of pharmacological groups: angiotensin-converting enzyme
inhibitors (perindopril), calcium channel blockers (lercanidipine), diuretics (high sailing loop diuretics and al-
dosterone antagonist), phosphodiesterase type 5 inhibitors (sildanafil), anticoagulants (warfarin).

Key words: pulmonary hypertension, congenital heart disease, syndrome of single ventricle, perindopril,
sildanafil, lercanidipine, furosemide, spironolactone, warfarin
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