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I Muponto6os Jleouup Muxaiinosuy

lMpuHyunsl 2emoduHamuyveckol Koppekyuu, paspabomaHHbie ®@.PoHmeHom okosrio 40 nem momy Ha3ald, 8 Hacmosuwee speMs
sensitomcsi 6a3080U MOOerIbIo 8 FIeHEHUU CITOXHBIX MOPOKoe cepdua, 20e He8O3MOXHO B0CCMAaHOBUMb €20 YembipexKkaMepHoe cmpo-
eHue. Onepayusi ®oHMeHa sensemcsi anbmepHamueoul nepecadke cepdua. B cmambe npusodumcsi onbim Ka3saHckozo LleHmpa

demckou Kapouoxupypauu.

Knroyeenle cnioga: cuHOpom eGUHO20 Xxerydoyka, 2eMoOUHaMuYecKasi Koppekyus, onepauyus rno npuHyuny ®. ®oHmeHa.

L.M. MIROLYUBOV, P.N. GREBNEV
Kazan State Medical University
Children's Republican Clinical Hospital RT

Experience of the operations hemodynamic
correction in patients with complex congenital

heart defects

Principles of hemodynamic correction, developed F.Fonten about 40 years ago, are now the basic model in the treatment of complex
heart defects, where it is impossible to restore its four-chambered structure. Fontan's operation is an alternative to heart transplantation.
The paper presents the experience of the Kazan Center for Pediatric Cardiac Surgery.

Keywords: single ventricle syndrome, hemodynamic correction, operation on principle F.Fontaine.

Onepaunn reMoaMHaMU4Yeckon KoppeKkUMn KpoBoobpalleHns
Npu CNOXHbIX MOPOKax CepALa, rae HEBO3MOXHO BOCCTAHOBMEHNE
YyeTblpexkamMepHOro CTPOEHNs cepaua, sBNSTCA METOAOM Bbl-
6opa 1 3HauYMTENbHO COKpaLlalT NokasaHus K nepecaake cepa-
ua y geten. B 1968 rogy dppaHuy3sckun xmpypr ®peHcuc PoHTeH
Jokasan BO3MOXHOCTb ob6xofa npaBoro Xenyaoyka, npuMeHvB
OpUrMHanbHyl0 MeToauKy Y naumeHTa ¢ TPUKycnuaanbHon aTpe-
3uel. B HacTosiee BpeMsi, C y4ETOM OCMOXHEHWI OTAaneHHoro
nepuvoga nocre onepauuu, YaLle BCEro NpUMEHSIOT MOANUKaLMIO
C MCMonb3oBaHWMEM 3KCTpakapamnanbHOro KaeanynbMOHanbHOro
koHayuTa. K HacToseMy BpeMeH HakonneH 60nbLUIo onbIT OT-
AaneHHblX HabngeHuih 3a 60MbHLIMK, KOTOPLIX OonepupoBanu
pasnuyHbIMK cnocobamu, U Cpean HNUX C MEHBLUUM KONMYECTBOM
OCINOXHEHU NUANPYET BapuaHT 3KCTpakapAnanbHOro coemHe-
HUS1 HWKHEW MONON BEHbI C NeroyHomn aptepuent. Koppekuus, kak

NpaBuWIo, HOCUT TPeXaTanHblii XapakTep U B 3aKOHYEHHOM BUAe
HE YCTpaHSIeT CIOXHbIX BHYTPUCEPAEYHbIX aHOMasui, HO Mo-
3BOJIAET BOCCTAHOBUTL KpoBOOGpaLLeHWe B opraHuame 6rnuskoe
K HOpMansHOMYy.

Llenb nccnegoBaHuA: aHanu3 onbiTa BbINOMHEHMS onepauMVl
reMoguHaMmnyeckon Koppekuun 'y ©0nbHbIX CO CNOXHbIMK BPOX-
AEHHbIMU NOpPOKaMun cepaua.

MaTepuanbl u metoabl

B otaenenuun kapgnoxmpyprum OPKB M3 PT onepauun remo-
ONHaMUYeCKon KoppeKLuun BbiNonHeHbl 48 nauneHtam. bonbHble
ObINM YCNOBHO pa3feneHbl Ha rpynnbl B COOTBETCTBUM C 3TaMHO-
CTbH0 XMpYpPruyeckoro neveHust. MauueHtam | rpynnbl BbINOMHAIUCH
nannuaTuBHble BMellaTenbeTsa, || rpynnbl — AByHanpaBneHHbI
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KaBanynbMOHarnbHbIN aHacTomo3, |ll rpynnel - onepaunst PoHTeHa
B MoAmMdumKaunm aKcTpakapgunanbHoro kongyuta (Tabn.1)
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CUCTEMHO- NEroYHoro LWyHTa no brnenoky — Tayccur cCooTBETCTBO-
Ban Becy pebeHka.

Ta6nuua 1. Ta6bnuua 2.
Onepauny remoAMHaMN4YeCKOW KOppeKLun Ho3onoruyeckas cTpykTypa onepMpoBaHHbIX 60NbHbIX
KonuyectBo
Szl KonuyectBO n“ar"o3 criyyaeB n
xupypruyeckoro | Bup onepauun y
nauueHToB
DRI ATpesuns TpUKyCUAansHOro Knanaxa 11
CuUCTEMHO- NEroYHbIN EavHcTBeHHbIN xenyaoyek cepgua + JOC + 12
aHacToMo3: ap. 6e3 cteHosa J1.A.
¢ 1o BarepcroyHy- CuHgpom EXXC + 1IOC + gp. co cTeHo30M 14
Kynu+ onepauus 1 JLA.
Bnenoka- XeHnona
CuvHApOM runonnasum neesoro cepaua 3
» no bnenoky- Tayccur 3 - 5
(BTS) knaccudeckuii ATpesns néroyHol apTepum:
o |l Tvn 1
* no bnenoky- Tayccur B 15 o lll TN 1
MoAvdukaLm AHoMmanus O6wTeriHa 1
+ yHudokanusaums 1
NBrouHOro KPOBOTOKA MonHas copma ABK B codeTaHun ¢ TMA, 1
| aTan OOC ot 'K, cteHosom JTA
Onepauunsa Mionnepa: 14
ABK HecbanaHcvpoBaHHas dopma 3
e+ BTS 2
[OC ot XK tun ®anno ¢ 1
o + bnenoka- XeHnoHa 1 HekoMMUTUpoBaHHbIM M.
Onepaumsa bnenoka- 1 Bcero 48
XeHnoHa
Onepaums Hopeyaga 3
OKIMA (onepauus Ta6nuua 3.
MeHa): PacnpepeneHve nauMeHTOB B CBSI3W € 3aTanamu
o [epBuyHbin OKMNA 7 XVUPYPru4ecKkoro nevyeHus
Il atan * Bropunein . 26 ATanbl nevyeHus KonuyecTtBo nauueHToB
OOHOCTOPOHHUIA 5
o BropuuHbin | 41
[BYCTOPOHHUI_
Il 38
Onepaumns PoHTeHa (B 26
Il aTan aKCTpaKkapauanbHomn mn 26
mMoamndmrkaumm)
WToro onepauuii 79

MauneHTbl Bcex rpynn Ha aTane AMarHOCTWKW nofdBepranuchb
OXO0-KC, peHTreH- aHOoOBaCKynspHbIM MeToA4am MccrefoBaHus,
CnnparnbHOWM KOMMNbOTEPHOM ToMorpadun. Hozonornyeckas cTpyk-
Typa npegcraeneHa B Tabnuvue 2.

MepBbI 3Tan XMpYpruyeckoro neveHns Gbin HanpasneH Ha Hop-
Manu3aumio NeroYHOro KPOBOTOKA, AEKOMMPECCUIO NpaBbIX Kamep
cepaua u nNpodunakTuKy BO3HUKHOBEHUSI KPUTUHECKUX COCTOS-
HWI KPOBOOBPALLEHMS] U HOCUIT XapaKTep CPOUHbIX U 9KCTPEHHbIX
BMeLLaTenbCTB. B cnyyasx runonnasum neBoro cepaua 0CHOBHOM
3apadeit 6b1n10 BoccTaHOBINEHWe 6anaHca CUCTEMHOTO M NIEr04YHOTo
KpoBoTOKa. [nvHy MaHXeTbl ONs1 CYyXXUBaHWUS NEFOYHON apTepum
npwv onepaumun Anbbepta - Mionnepa paccuntbiBanu no oopmyne
Anekcn-Mecxmwsunnu B.B. u Trusler. OgHako oKOHYaTenbHYy
CTeneHb CYXXeHWs Nero4Hon apTepum HeobxoaMmo KOHTPOIMPOBaTh
n3MepeHueM JaBneHs B NIEFOYHOM apTepumn 1 ypoBHEM caTypaLmm
kucnopoga kposu. nametp npotesa (Gore- Tex) npu co3gaHum

NEQUATPUS

Mocne nepBoro atana ymepso 4 nauneHTa: BOE OT cepaeyHomn
HeJoCTaTo4HOCTU, 1 — OT KpW3a NeroYHow runepTeHsum n 1 — ot
nospexaeHnn LUHC, BbI3BaHHbIX JOMNYLLEHHOW KPUTUYECKOWN n-
noKkcuen.

BTopoii aTan neyeHns npoBoamnum B Cpoku ot 6 o 12-14 mecs-
ueB. BbinonHsinm aByHanpasneHHbI kaBonynbMOHanbHbIA aHacTo-
Mo3 no MeHy. OCHOBHbIM KpuUTepreM oTbopa Cnyxuno AasneHne
B CMCTEMe Nero4How aptepum 1 obLuee neroyHoe ConpoTUBMEHUE.
B cnyyasix, korga npv katetepusauuy nosiocTen cepgua 3aBectu
KaTeTep B CUCTEMY NErOYHON apTepun He NPeacTaBnsnoch BO3-
MOXHbIM, 3aMepbl U pacyeTbl NPOBOAUIM OTKPbLITbLIM CocoboM B
onepawmoHHON.

KaBanynbMoHanbHbIN aHacToMo3 BbiNonHANM B ycnosusix UK,
B OCHOBHOM 6e3 kapauonneruun, Ha paboTatowem cepaue. fe-
FOYHbIA CTBOM MPU NEPBbLIX ONepaunsx NPOCTo NUruposanu, HO
C HaKoMmneHeM onblTa CTanu nepecekartb € NpoLunBaHueM. MNpaso-
CTOPOHHUE LLYHTbI OTCEKanu Mo NIMHUMK LLIBA C NTEFOYHON apTepuei,
3aTeMm BoBrekanu aTy obnacTtb B MMHUIO LWBA KaBanynbMOHaIbHOro
aHacTomo3a.
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Mocne OKMA ymepno 2 nauyueHTa no npuynHe AekomneHcaumm
KpoBoOGpaLleHns. B AByx crnyvasix CBOeBpeMEHHbIM Ha3Ha4YeHN-
eM TpoMBONMTUYECKON Tepanuu yaanocb BOBPEMSI OCTAHOBUTL
Tpomb03 B CMCTEME BEPXHEW NOMON BEHbI C aNM304aMu NEro4Hom
ambonuu. B ogHOM cryyae HapacTatoLmii CMHAPOM BEPXHEN NOow
BEeHbI NMpVBEN K He0BX0AMMOCTM peorepaLim, KoTopas 3aknovarnach
B BOCCTaHOBEHUM BEPXHEN NOMOWN BEHbI U CUCTEMHO-NEFOYHOTO
wyHTa. B ogHOM cnyyae Ha doHe H13Koro HacbllweHns — 65-70%,
MHTpaonepaLmMoHHO BbISIBIIEHO BbICOKOE F1IEF04HOE COMPOTUBIIEHME,
ncknovarouwee BoamoxHocTe OKIMA. Bonpeku noruke u ot 6e3-
bICXOAHOCTY BbIN HAaNoXeH BTOPOW LUYHT, NauMeHTy cTano nerye
1 yepes 6 mecsue O6bin HanoxeH OKIA.

MauveHTam nocnegHero TpeTbero aTana fievyeHus NPoBOAUIU
onepaumio PoHTeHa B MoaudmKaLmm SKCTpakapamabHOro KOHAyW-
Ta ¢ yyeToMm kputepumes otbopa Chossat A. [1,3]. BozpacT 60mnbHbIX
konebancs ot 4-x go 7 net 2 mec. (B cpegHem 5,4 roga). Macca
Tena naumeHToB Bapbuposana ot 10,3 fo 18,5 kr (B cpeaHem 13,48
Kr). HacblweHne nepndepnyeckon KpoBy KUCITOPOAOM COCTaBUIO
80-84 %. B npeponepauunoHHom nepuoae Bce 6onbHble Nnogsepra-
JINCb KaTeTepm3LMm NONOCTEN cepaLia U COCYAO0B C LiENbH yTOYHe-
HWS1 aHATOMUYECKMX U FeMoAMHAMMYECKMX 0COBEHHOCTEN nopoka,
onpegnenenusi OJ1C n BbISIBNEeHUs BO3MOXHbIX CTEHO30B B 0bracTu
aHacTomo30B. CpefHee faBneHWe B NIErO4HON apTepun cocTta-
Buno 9-15 mm.pt.cT. ObLlee neroyHoe conpoTmeneHune ot 1,2 ao
3,7 En/m2. CuHycoBas bpagukapaust Ha SKI BcTpetunack B 5-1u
cnyyasx. HegoctaTouyHOCTb MUTpanbHoro knanada 1,5-2 cT. Ha-
6nioganacb y naumeHToB ¢ HecbanaHcupoBaHHon cdopmori ABK.
B nocneonepaunoHHOM nepuoae MMEHHO peLnavBupyroLas He-
O0CTaTO4HOCTb aTPUOBEHTPUKYIISIPHOTO KnanaHa ¢ HapacTatoLen
cepaeyHon cnabocTbio cTanu NPUYMHON CMepTU ABYX NauueH-
TOB.

Xupypruyeckue BMeLLaTensCTBa OCYLLECTBAANN Yepes CpeamnH-
HY0 MPOAONbHYO CTEPHOTOMMIO MO cTapomy pybuy. CTaHaapTHoe

nogkntodeHne AWKa ¢ Huskom kaHtonsumein HIMNB. Becnomoratens-
Hoe kpoBoobpalleHune. Bo Bcex crnydasix B kauecTBe aKCTpakapau-
anbHOro KOHAyWUTa UCMosb30BanUch NpoTe3bl PUpMbl « Gore-Tex»
pasnuyHbIX guameTpoB 16 — 22 mm. OnepaLmm 4ONONHeEHbI heHe-
cTpauuel npoTe3a 1 aHaCTOMO3MPOBAHUEM C MOMOCTbIO MPaBOro
npeacepamst y Bcex 60mbHbIX.

PesynbraTthbl

NeTtanbHOCTb B NpeAcTaBneHHON rpynne 6oMbHbIX Ha BCeX
npoornepupoBaHHbIX NauueHToB coctasuna 16,6%. Ho ¢ yyetom
TOro, Yto 48 nauneHTam nposegeHo 79 onepauun ¢ 8 ymepLum-
MU, nocrneonepaunoHHas netansHocte — 10,1%. YactoTa u pas-
Hoobpasve HeneTasnbHbIX OCMOXHEHUI B HaLWMX HabnoaeHusx
He OTNMYanucb OT NUTEPaTYPHbIX AAHHBIX, 3@ UCKIIOYEHNEM UC-
TOLLAIOLLMX SHTEPONATUIA.

OnutenbHocTe VMIBJT B nocneonepaunoHHOM nepvoge nocne
onepauunm PoHTeHa cocTaBuna 12 yacoB. VIHOTPOMHY NOAAEPKKY
OCyLLEeCTBNANM AohaMUHOM B Jo3e 12-5 MKr/kr/MyH B TedeHue 3-7
cyTok. urutanusaumsa notpe6osanacb B 5-Tu cnydasx. nes-
panbHas akccygaums bbina pasnmyHon no cpokam — ot 3-x go 20
cyTok. CaTtypauns KpoBu nocne onepaummn coctasuna 91-94%.
MauneHTbI BeINUCaHbI B YOOBNETBOPUTENBHOM COCTOSIHUM Ha (hOHe
CTaHAapTHOW MeaMKaMeHTO3HOMW Tepanuu.

Halu onbIT nokasblBaeT, 4To NeveHne NaumueHToB CO CIOXHBIMM
ropokamu cepaua METOAOM 3TanHou reMoANHaMUYECKON KOppPeK-
LM MOXET YCMELLHO TUPaXXMPOBAaTLCS B YCMOBUSIX PErMOHarbHbIX
LIEHTPOB C Y4€TOM CTPOroro cobrofeHus nokasaHuii U NPoTUBONO-
KasaHui K onepawuun 1 agekBaTHOro peaHMMaLOHHOTo nocobust.
MpWHLUMN reMognHammyeckoi koppekuun PoHTeHa, SBMSAACH anb-
TepHaTMBOW Nepecazke cepaua, HeceT B cebe He TOMbKO XMpypru-
YeCKuii CMbICHT, HO U OBLLEMENLIMHCKOE 3Ha4YeHne, YKasbiBasi Ham
Ha HefOCTaTOYHYH OCBEAOMIIEHHOCTb B BOMPOCaX pe3epBHbIX
BO3MOXHOCTEW B JaHHOM Cryyae AeTCKOro opraHuama.

HOBOE B MEANUWHE. WHTEPECHbIE ®AKTbI

AMEPUKAHCKME YYEHbIE JOKA3ANW, Y4TO AJUTEPTUHO HA AMMHbIN BENOK Y AETEN MOXHO NOBEAUTD
METO/Z10M OPAJIbHOW UMMYHOTEPAIUN

Anneprus Ha snMYHbIA 6enoK y AeTeil MOXET ObITb NPAKTUYECKU NOBEXAEeHA NYTEM 04EHb MOCTENEHHOr0, HAYNHAA C MUKPOAO03, BBEAEHNS
9TOr0 NpOAYKTa B PaUMoH (METOA OpanbHO UMMYHOTEPANUK). TakoBbl Pe3yNbTaTbl MCCNEA0BAHUSA, NPOBEAEHHOTO KOMAHLO YYeHbIX U3 NATH
aAMEPUKAHCKNX YHUBEPCUTETOB MOA PYKOBOACTBOM [IeTCKOro LieHTpa npu yHusepcutete [hkoHa XonkuHca. Pa6ota ony6nmkoBaHa 19 uions
B The New England Journal of Medicine.

PesynbTarbl, CBUAETENLCTBYIOLLME O TOM, YTO OpanbHas UMMYHOTEPanus, NOBbILLAIOLLIAS TONEPAHTHOCTb UMMYHHOI CUCTEMBI K aNepreHam,
3(h(heKTMBHA NpU MULLEBOIA anieprum y feTei, B YaCTHOCTM, B CNy4ae anneprii Ha MOSIOKO 1 apaxuc, 6binu NosyveHbl B XOAe NpenblayLLnx
UCCNELOBaHNIA rPYNMbl, HO OHW OXBATbIBANIWN HEBOSIBLLOE YACIO YHACTHUKOB 1 NOTOMY TPE6OBANN NOATBEPXKAEHMS.

Ha a70T pa3 meTo[ opanbHOW MMMYHOTepanuu 6bi1 MCnpo60oBaH Ha 55 feTax B Bo3pacTe OT NATu fo 18 neT. 35 U3 HKUX B Te4eHue Tpex NieT
€XXeIHEBHO MOJy4anu 04eHb MOCTENEHHO HapacTaroLme [03bl NOPOLLIKA U3 ANYHOro 6enka, a 15 — nnaue6o. Ewle naTepo y4acTHUKOB Gbian
OTCTPAHEHbI OT 9KCMEPUMEHTA U3-32 BOZHUKLLINX aNNEPruyecKmx peakLuii.

[To 0KOH4aHWK 3TOr0 CPOKaA Y BCEX 35 Y4aCTHUKOB, MONY4YaBLUMX 6EMKOBbIA MOPOLUOK, 6bINI0 KOHCTATUPOBAHO 3HAYUTENBHOE YIYHLLEHWE, Yero
Henb3s 6bIN0 CKasarb 0 TeX, KTO nosyyan nnaue6o. Mpu atom 11 M3 HUX NOMHOCTLIO N36BUINCL OT anneprun Ha Aila — 1 Yepes rog nocre
32BEepLUEHNA 3KCNEPUMEHTA OHW MOTYT YNoTPe6nATh B MULLY 3TOT NPOLYKT C 11060/ YaCTOTOM U B MH0BLIX KONUYeCTBaX 6e3 NocneacTBUN Ans
OpraHuama.

OcTanbHble Nosy4usIu BOSMOXHOCTb YNOTPEONATb B MULLY AUYHbIE MPOAYKTbI, pearupys Ha HUX NWLb B CNabo CTeneHu, a MHOraa 1 co-
BCEM 6eCCMMNTOMHO. B TO e Bpems, Ang nognepxaHus AOCTUrHYTOro adydhekta, UM 0Ka3anocb HE06XO0AMMO eXeJHEBHOEe MUHUMAIIbHOE
NPUCYTCTBUE B PaLnoHe 61104 13 AL, UAK NX COLEPXALLMX NMPOAYKTOB. B cny4ae, eCnm OHW OTCYTCTBOBANMN B TEYEHNE MECALIA, HABbIK YACTUYHO
yTpaymBancs.

HecmoTps Ha y6eanTenbHble pesynbTathl, aBTOPbI PaboThl NPeynpexXaatoT, YT0 OpanbHas UMMYHOTEPANUs — 3KCMNepUMEHTaNbHbIA METOL
1 JO/MKHA NPOBOAUTLCS TOMBKO NOA HABMIOAEHNEM CMELMANNCTOB.

CornacHo AaHHbIM, npueogumbim EurekAlert!, B CLLIA 0kono 4eTbipex NPOLEHTOB JeTeil B BO3PACTE A0 TPEX NeT CTPAAAOT 0T PasnuyHbIX
BWIO0B NWLLEBOI annepruu, a y Tpex NpoLEeHTOB HabMAAETCS aneprus Ha AnYHbIA 6enoK.
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