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PE3IOME. BpoxeHHbIe MOPOKHU cepAla rpynibl «pyHKIHOHATBHO €AUHCTBEHHBIN JKey-
JIOYEK», B YACTHOCTH aTpe3usl TPUKYCHUAAIBHOTO KJamaHa, TpeOyIoT MHOTOATAaITHON mal-
nuaTuBHOM Koppekuuu. Onepanusa PoHTeHa obecreynBaeT AOATOCPOUYHYIO BBI)KUBAEMOCTb,
onHaKo QGopmupyemas nupkyasinus QoHTEHA COmpsiKeHa C PUCKOM OTAAJCHHBIX MYJIBTH-
CHUCTEMHBIX OCJIO)KHEHHH, YTO OIpeensieT HeOOXOAMMOCTh MOKH3HEHHOT0 JTHHAMHYECKO-
ro HaOmonenus. [IpeacraBneno HaOMIOAEHNE MAIMEHTKH MJAIIIET0 IMIKOJIBHOTO BO3pacTa C
aTpe3uei TpUKYCHUAAJbHOIO KJlallaHa U aTpe3uei JerouHoi aprepuu, koropoit B 2019 rony
BBITIOJIHEHO TOTAaJbHOE KaBaNyJbMOHAJIbHOE COEIMHEHHNE IKCTPaKapANalIbHBIM KOHAYUTOM C
¢denecrpanueii. Yepes 9 set mociie onepauuu COCTOSIHUE YAOBICTBOPUTEIBHOE, HO COXPaHs-
FOTCS )KaJ00bl Ha OABIINIKY TIPU YMEPEHHON HArpy3Ke, aKpOlMaHO3 M SIHU30bI JecaTypalnu.
ITo naHHBIM 3X0Kapauorpaduu, cucTonudyeckasi GyHKINs eIMHCTBEHHOT 0 XEIyA04Ka coXpa-
HeHa (¢ppakuus BeiOpoca 61%), KoHAYHUT mpoxoguM. [Ipu XonTepoBCKOM MOHUTOPUPOBAHUH
BBISIBJICHBI CHHYCOBasl TaxuKapaus (CpelHss yacToTa cepleuHbIX cokpamenuit 106 ynapos B
MHUHYTY), YAJTUHEHUE KOPPUTHPOBAHHOTO HHTepBasa O—1 o 477 McC ¥ SNIU30ABI HEPETyIAp-
HOTO puTMa. PEeHTIreHOJI0rnueckn — yCHJICHHE JIETOYHOTO PHUCYHKa, KapAauoMeraius (kKap-
JUOTOpaKaJbHBIN MHIEKC 52%). JlabopaTopHble MmoKa3aTenu (KoaryjiorpaMMa, Ie4eHOYHBIE
npoObl) B mpejesax HOpMbl. JlaHHBIN ciIydail HIMIOCTPUPYET NapajgoKC yCIEeIHON XUpy pru-
YECKOW KOPPEKIUH U MEPCUCTUPYIOIIeH cepaeunoil HepoctaTouHocTu 111 GyHKIIMOHATIBHOTO
KJacca o Kiaccupukanun HLIO—ﬁOpKCKOﬁ KapIHOJIOTUYECKON acCOIMaINU, 00YCIOBICHHON
MACCUBHBIM JIETOYHBIM KPOBOTOKOM. KilfoueBble 3a7aun BeACHHs — KOHTPOJb pUTMa (pac-
CMOTpEHHUE Ha3HaueHUs OeTa-apeHo0I0KaTOPOB), MOKMU3HEHHAsd aHTHArperaHTHas Tepanus
IUTsE PO UIAKTUKH TPOMOOIMOOIUN M PEryaapHBIII MOHUTOPUHT (PYHKIIMHM MEYEHH BBUIY
pucka ¢pudpo3a Ha poHE XPOHUIECKOTO BEHO3HOT0 3acTos. Onepanust @onTeHa Tpanchopmu-
pYyeT JeTanbHbIi OPOK B XpOHHYECKOe 3a0oeBanne, Tpedyoniee MyJIbTHAUCIUTIIMHAPHOTO
nonxona. HecMoTps Ha BEICOKHI ()yHKIIMOHAJIBHBIN KJIACC XPOHMYECKOH cepleuHOl HepocTa-
TOYHOCTH, COBPEMEHHAas TaKTHKa MO3BOJSIET KOHTPOJIHUPOBATH OTHAJIEHHBIE OCIOKHEHHS U
yIy4IIaTh Ka4e€CTBO KMU3HU NAaIlUEHTOB.
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ABSTRACT. Congenital heart defects of the "functionally single ventricle" group, such as
tricuspid valve atresia, require multi-stage palliative correction. Fontan surgery provides
long-term survival, but the resulting Fontan circulation carries the risk of remote multisystem
complications, necessitating lifelong dynamic monitoring. This article presents the case of
a 10-year-old girl with tricuspid valve atresia and pulmonary artery atresia who underwent a
total cavopulmonary connection with an extracardiac conduit and fenestration in 2019. Nine
years after surgery, the patient's condition is satisfactory, but she still experiences shortness of
breath during moderate physical activity, acrocyanosis, and episodes of desaturation. According
to echocardiography, the systolic function of the single ventricle is preserved (ejection fraction
of 61%), and the conduit is passable. Holter monitoring revealed sinus tachycardia (average
heart rate of 106 beats per minute), prolongation of the corrected Q-7 interval to 477 ms, and
episodes of irregular rhythm. Radiologically, there was an increase in the pulmonary pattern and
cardiomegaly (cardiothoracic index of 52%). Laboratory parameters (coagulogram, liver tests)
are within the normal range. This case illustrates the paradox of successful surgical correction
and persistent heart failure of functional class III according to the New York Heart Association
classification, caused by passive pulmonary blood flow. The key management objectives are
rhythm control (considering the prescription of beta-blockers), lifelong antiplatelet therapy for
the prevention of thromboembolism, and regular monitoring of liver function due to the risk of
fibrosis in the background of chronic venous congestion. Fontenot's operation transforms a lethal
defect into a chronic disease that requires a multidisciplinary approach.

KEYWORDS: congenital heart defect, single ventricle, tricuspid valve atresia, Fontaine surgery,
cavapulmonary anastomosis
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BBENEHUE

Bpoxnennsie mopoku cepama (BIIC) ocra-
I0TCSI OJJHOW M3 HamOolyiee 3HAYUMBIX TPOOIeM
COBPEMEHHON KapIuOJIOTHH M KapIAHUOXUPYpPTHH,
SBJSASACH BEAYIIEH TPUUYUHOM MIJaJleHuYeCKOn
CMEPTHOCTHU OT MOPOKOB pa3ButHs. Pactpocrpa-
HerHocTs BIIC B Mupe cocTaBiset, 10 TaHHBIM
KPYHHBIX perucTpoB, 4-50 cmyuaes Ha 1000 xu-
BOPOXK/JICHHBIX, IIpU 3TOM B Poccuiickoit @epepa-
UM ATOT MOKa3aTelb HAXOAUTCS HA COMOCTABU-
MOM ypoBHE — okoJio 7—17 ciyudaes Ha 1000 HO-
BopoxkJeHHbIX [ 1-5]. Cpenu Bcero criekrpa BIIC
0COOY0 CIOKHOCTh TPEJICTABISET TPyIIa aHo-
Manuii, OObEIUHSEMBIX IOHSATHEM «(PYHKIIHO-
HaJbHO €IUHCTBEHHBINA KEIMyqo4eK», B YaCTHO-
CTH aTpe3us TPUKYCIHIAIBFHOTO KJalmaHa.

ATpesus TPUKYCNHIAIBHOTO KJIamaHa sIB-
JIAETCSl TSOKEIBIM BPOXKICHHBIM TIOPOKOM, IIPH
KOTOPOM OTCYTCTBYET COOOIIEHHE MEXIy Tpa-
BBIM MPEICEPAUEM U TPABBIM KEIYIOYKOM, YTO
JIETaeT HEBO3MOXKHBIM aJICKBaTHOE JICTOYHOE
KkpoBooOpaieHue [6]. Akryanbnbie Ha 2025 01
XUPYPru4ecKue METObl JICUCHHS aTpe3uu TpU-
KyCIIUJANbHOTO KJalaHa BKJIIOYAIOT Majina-
TUBHBIE omnepanuu (TpeacepaHas CenTOCTOMUS,
oneparuss  bporro—Tayccur—bmuamna (bTT) u
omepanus [eHHa), HallpaBIeHHBIE HAa CO3JaHHe
YCIIOBHW AJIT HOPMAJHHOTO KPOBOTOKA M MOJATO-
TOBKH K KOPPHUTHPYIOUIUM OTIEPAIHSIM, TaKUM
kak onepanust @onrena [7-9].

Omneparyiss  TOTaJIbHOTO  KaBaIyJIbMOHAIBHOTO
coenunenus (omepanus DoHTEHA), TIPU KOTOPOit
CUCTEMHBIII BEHO3HBII BO3BpAaT HAMpaBJsiCTCs He-
MTOCPEACTBEHHO B JIETOYHBIC apTepUH B 00XOI Cep/-
112, KapIMHATLHO MEHSAET TeMOITHAMHUKY TIaITUEeHTa,
CO3/1aBast ITACCUBHBIN JISTOYHBIN KPOBOTOK, 3aBUCH-
MBI OT IIEHTPATLHOTO BEHO3HOTO AaBienus [7, 10].

B 2024-2025 romax Bemymmue KapauOXH-
pypruueckue IeHTpsl Mupa u Poccum (Takme
kak HIICCX um. A.H. bakymesa, HMUIL num.
B.A. Anmazosa, HI[3/], HUUW xapauomoruu
r. Tomck, HMUI[ uMm. ax. E.H. Memankuna,
HMMUIL[ [HlymakoBa) HpoIOKAaIOT COBEPILEH-
CTBOBaTh TeXHUKY omnepauuu Donrtena. Orme-
paluio BBITIOTHSIOT C UCIOJIB30BAaHUEM JIKCTpPa-
KapAWaIbHOTO KOHJYHWTa, YTO CHIDKAET PHCK
[OCJICONEPAlOHHBIX apPUTMHUI. AKTUBHO MIpU-
MCHSCTCS TeXHHWKa (QeHecTpanuu (Co3gaHus
COOOIICHUST MEXAYy KOHIAYWTOM W TIpeAcepIu-
eM) UId JEeKOMIIPECCHH BEHO3HOW CHCTEMBI B
paHHeM mocieonepanroniom nepuone [7, 10].
JlonrocpoyHoe BBDKHMBAaHHWE MAllMEHTOB TIOCIe
onepauun GoHTEHa 3HAYUTEIHLHO BO3POCIO: MO
JAHHBIM MEXIYyHapOAHOro peructpa, 20-1eTHss
BBDKKBaeMOCTh npessbimaet 90% [7].

OpHako yCHeUIHOE BBHIMOIHEHUE OTEpaIiH
HE O3Ha4YaeT MOJHOTo M3JIeYeHHs. Y TMalHueHTOB
dopmupyercs 0coboe COCTOSHHUE TeMOJUHA-
MUKH — «UOUpKyIsauss DoHTeHa», KOTOopas siB-
JSIeTCS HEECTECTBEHHON M HEceT B cede PHCKHU
OTHAJICHHBIX OCJOXXHEeHHH. Kak aemMoHcTpupyer
MIPUBEICHHOE KIMHUYECKOEe HAONIOEeHUE, Nae
gepe3 5 mer mocie koppekiuu (2019-2024 rrT.)
y TAIMEeHTa COXPaHsETCS XPOHUYECKas cepied-
Hasi HEJIOCTAaTOYHOCTh | cTaguu, HO C BBICOKHM
¢ynkunonansHeiM kiaccoM (OK I mo NYHA),
OJBIIIKA MPHU HArpysKe, MU301blI AccaTyparum,
cuUHycoBasi Taxukapausa. K monrocpodnsiM oc-
JIOKHEHUSIM TaKKe OTHOCATCS:

e eyeHoyHass guchyHknms w - GuOpo3
(BILUIOTH 1O KapAMAIbHOTO IUPPO3a U Tera-
TOIEIUTIONISIPHON KapIIMHOMBI) BCIJIEJICTBUE
XPOHHYECKOTO BEHO3HOTO 3acTos [11].

* HapyIICHUsS puTMa cep/na (Kak OTMEUEHO B
cllydae ¢ HEperyJlsspHbIM PHUTMOM H Iay3a-
MU M0 JIaHHBIM XOJITEPOBCKOTO MOHHUTOPH-
poBanus (XM-OKI)) [7].

* TpoMOOAIMOOIHYECKUE OCIOKHECHHS (PUCK
KOTOpBIX TpeOyeT MOXU3HEHHOH aHTHKOa-
TYJISITHTHOW WMJTU aHTHATrPETaHTHOW TeparuH,
Harmpumep, acupuHom) [12].

* CHIDKEHHUE TOJICPAHTHOCTH K (PU3NYECKHM
Harpy3kam M KadecTBa JKH3HHU [7].

Takum 00pa3oM, B YCIOBHSX YyBEIWYSHHS
YHclia PACcTYIIMX W B3POCICIONINX MAI[UEHTOB C
KOPPUTHPOBAHHBIM 110 MeTony DoHTeHa enuH-
CTBCHHBIM JKEJIYIOYKOM, KpaiHe aKTyaJlbHBIMH
CTaHOBATCS BONPOCHI HE MPOCTO BBIKMBAEMO-
CTH, a Ka4eCTBa UX JaJbHEHIIeH KU3HHI, TPOTHO-
3UpPOBAHMUS, PAHHEH TUArHOCTHKH M YIIPaBJICHUS
OTJAJICHHBIMUA  OCJIOKHEeHusMH. Heobxomumo
yIIyOlleHHOe HW3y4YeHHe OCOOEHHOCTEeH TIeMo-
JUHAMUKH B OTJAJICHHOM MEpHOAe, pa3padoT-
Ka aJTOPUTMOB JWHAMHYECKOTO HaOIIOACHUS
(BKITIOYAST PETYISIPHBIE MOHUTOPHHT (DYHKIIUH
MEeYeHU, KaK PEKOMEHIO0BAaHO y TAIMEHTOB II0-
cie onepaunn DoHTeHa), ONTUMH3AIUSI METHU-
KaMEHTO3HOH Tepanuu (BKJIIOYasi 000CHOBaHHE
HazHaueHUs OeTa-OloKaToOpoB) W ONpeAcicCHHE
KPUTEPUEB [UISI CBOECBPEMEHHBIX IOBTOPHBIX
BMeratenseTB [7]. annas nayynast pabora Ha-
MIpaBJICHa Ha peIlleHHWe dTUX aKTyalbHBIX 3ajad,
YTO U OIIPENIETISIET €€ BRICOKYIO HAyUHYIO U MTpaK-
TUYECKYIO0 3HAYUMOCTH JIJISl YIAYUIICHHS JIOJITO-
CPOYHBIX Pe3yJIbTAaTOB JIEUEHUs ITaHHOH KaTero-
pun OONTBHBIX.

KNMHUYECKWI CITYYAR

HaLII/ICHTI JKEHCKOTO ImoJia, MjI1aJuero mKoJib-
HOr0 BO3pacTa.
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OcHoBHOI nuarHo3: BpokaeHHBIH MOpOK
cepana: OyHKIMOHAIBHO €IUHCTBEHHBIN Kelry-
JNo4eK. ATpe3uss TPUKYCIHUIAIBHOTO KJiamaHa.
ATtpesus seroyHod aprepun. COCTOSHHUE MOCIHE
STAaHOW XUPYPrUYECKOH KOPPEKIUU: MOAU-
(ummpoBaHHBIE aHacTomMo3 bremoka—Tayccur
(15.01.2015), »>wmbonm3amusi aOPTO-JIETOYHBIX
komnarepasneit (15.06.2015), TotanpHOE KaBaryib-
MOHAJIbHOE COEJIMHEHUE 3SKCTpaKapAHaIbHBIM
KOHyUTOM ¢ peHecTparueit (29.05.2019). Xpo-
HUYecKas cepiedHast HeA0CTaTOUHOCTh. | cTaaus,
III pysxkumonanshelii kiacc (NYHA).

ConyrcTBytomuii auarHos: BoponkooOpa3s-
Has aedopmanus rpyaHoi kinetku. [lnockosans-
rycHas gedopmanus CToI.

XaynoObl mpu HOCTYIJIEHUH: OABIINIKA IPH
yMepeHHOU (u3nueckod Harpys3ke, mepudepu-
YECKHH aKpOI[MaHO3, SIMM30AbI CHIDKEHUS caTy-
paiuu KpoBH 110 85% Ha GoHe pu3MUECKON aK-
TUBHOCTH.

Anawmue3 3aboneBanus: BIIC Obln 3amopo-
3peH B aHTEHAaTaJbHOM IMepuoie. Xupypruye-
CKasi KOPPEKLHs TPOBOJMIACEH [TOITAITHO:

* 15.01.2015 (HL3/, r. MockBa): Hanoxenue
MOIU(PHUIMPOBAHHOTO CUCTEMHO-JIETOYHOTO
myHTa brnenoka—Tayccur ¢ ucnonp3oBaHu-
eM mpotesa Gore-Tex.

* 15.06.2015: DumoBackymspHas 3MO0IH-
3amusl KOJUTaTepasbHBIX apTepuil (mpaBoi
BHYTpEeHHEH TpyqHOW M TpaBoil OpoHXH-
anbpHOM) crimpansimu Flipper.

* 15.08.2015: BepinmosHeHue JBYHaIlpaBiIeH-
HOTO  KaBalmyJbMOHAJIBHOIO  aHACTOMO-
3a (I'menna). B mocneomepannoHHOM Tie-
pHOAE Pa3BUINCh OCIOXKHEHHUSA: TPOoMOO3
aHaCTOMO3a, TPOMOOAMOOIINS, aTeNeKTas3
BEpPXHEH J0JIM MPaBOro JIEKOro, JBYCTO-
POHHHUN XWJIOTOpaKCc. B cBs3u ¢ HEedPdek-
TUBHOCTBbIO  KOHCEPBaTUBHOH  Tepamuu
26.08.2015 BeIMONHEHA PEBU3US U PEKOH-
CTPYKIIHSI aHACTOMO3a.

* 29.05.2019 (HUU xapauomnoruu, r. Tomck):
3aBepliaromuii  3Tan KOPpPEeKUUH — TO-
TaJbHOE KaBamyJbMOHAJIbHOE COEAMHEHUE
(DoHTEH) C cO3AaHMEM OJKCTpaKapIuallb-
HOro KoHxyurta u3 nporesa Gore-Tex nua-
merpoMm 20 MM ¢ dopmupoBaHueMm (QeHe-
crpauuu 4 MM. OJTHOBPEMEHHO BBIIIOJIHE-
Ha IUIMKaLus JIEBOTO KyrnoJsia Auadparmsl.
C MoMeHTa MmocieqHEel onepanuu IOJy-
Yajia TepaIuio; CIUPOHOIAKTOH 25 MI/CyT,
AleTHIICAMIINIOBAs KUCIOTa 75 MI/CyT.
25.03.2024 KOHCYABTHPOBAHA KapIHOIO-
TOM, CIIUPOHOJAKTOH ObUI OTMEHEH, PEeKO-
MEH/I0BaH MOXKM3HEHHBIH NPUEM aleTusca-
JULMIOBON KUCIOTHI B 103€ 75 MI/CYT.

AHnamHe3 xu3HU: PeOGeHok oT 2-if GepeMeH-
HOCTH, IPOTEKaBIIEH Ha (OHE Yrpo3bl Mpepbl-
BaHUs. Poabl BTOphIe, CpoOUHbIE, MyTEM Kecape-
Ba ceueHusd. Macca tena npu poxaenuu 3060 r,
poct 51 cMm. B nepuone HOBOPOXKIACHHOCTH AHA-
THOCTHUPOBaHA OCTpas IOYEYHass HEJ0CTaTod-
HOCTh. [IcmxoMoTOpHOE pa3BHUTHE TIO BO3PAcCTY.
[MpodunakTuyeckue MPUBUBKU IMPOBEICHBI MO
HAI[MOHAIBHOMY KalleHaapio. AJuiepronoruye-
CKAH aHaMHE3 OTATOIICH: MNHINEeBas allIeprus
(mokonaxm). HacnencTBeHHOCTh HE OTATOIIECHA.

OOBeKTUBHBIN cTaTyc npu noctyrienuu: O0-
€€ COCTOSIHME cpeiHel creneHu TshkecTH. Co-
3HaHue sicHoe. TenocnoxeHue npaBUIIbHOE, MHU-
TaHue pocratodHoe. KoxHble TOKPOBBI OOBIYHON
OKpacKH, OTMe4aeTcs akponnanos. [lepudepmue-
ckre MuMQOoy3iIbl He yBenndeHbl. Ha mepenneit
MMOBEPXHOCTH TPYIHON KIETKH — IOCJeornepa-
nuoHHBIE pyOubl. Opranel neixaHus: |pymaHas
KJIETKa BOPOHKOOOpa3Hoit popmbl. YacToTa apIxa-
Hus (Y1) — 20 B munyty. [lepkyTopHO 3BYK sic-
HBIH, ayCKYJIBTaTUBHO — JIBIXaHUE BE3UKYIAPHOE,
XPUIIBI He BhICTyHmMBaroTcs. CaTypanus KHCIopo-
na (Sp0O,) 95%. Cepaeuno-cocynucTas cucrema:
I'parumbl cepaia pacHIMpeHbl B MONEPEYHUKE.
Yacrora cepumeunsix cokpamenuii (HCC) —
110 yu./muH. ToHBI cepAlia pUTMHYHEIE, 3BYUHBIC.
AprepuansHoe maBneHue (AJl): Ha mpaBoi pyke
103/70 MM pt.cT., Ha JieBoi pyke 106/71 mm pr.ct.,
Ha npaBoii Hore 118/80 MM prT.CT., Ha JIeBOM HOTe
115/85 mwm pr.ct. [lynbcanust Ha nepudepuuecKux
aprepusx yaosieTBoputenbHas. [Ipoune cucre-
Mbl: 0€3 CyIIEeCTBEHHOW Marojoruu. BeisgBneHa
IUIOCKOBAJIBI'YCHAsl YCTaHOBKA CTOIL.

JanHble  1A0OPATOPHO-UHCTPYMEHTATHHBIX
HUCCJIEIOBAHUMN:

OOmuit 1 OMOXUMHUYECKHN aHalU3bl KPOBH
(27.09.2024): 6e3 3HAUNMBIX OTKJIOHEHUH. Ypo-
BeHb C-peaktuBHOTO Oenka (CPB) 1,2 mr/m, dep-
putuHa — 74,8 MKI/1I.

Koarymnorpamma (26.09.2024): mexmayHapon-
HOoe HOpManu3oBanHoe oTHomenue (MHO) 1,02,
AKTUBUPOBAaHHOE YaCTUYHOE TPOMOOIIACTHHO-
Boe Bpems (AUYTB) 22,8 ¢, pubpunoren 2,88 /1.
[Tpu3HaKOB TUIIEPKOATYISIUN HE BBISBICHO.

OO0mwmii aHaM3 MOYH, TUACKUH-TECT: Oe3 ma-
TOJIOTHU.

OnekTrpokapauorpamma (OKI') (26.09.2024):
CunycoBas taxukapaus (100 yu./muH). CHH-
JPOM paHHEW PeroisipU3aliy KeTyI0uKoB. YKO-
poueHue uHTepBana P—Q.

Oxokapauorpamma (OxoKI) (26.09.2024,
03.10.2024): TlomocTu cepala He paciIupe-
Hbl. JIeBBIN JKeaylo4yeK: KOHEYHO-IHACTOIUYe-
ckmii pasmep JseBoro skemymouka (KIP) 39-45
MM, KOHEYHO-CUCTOJIMYECKUN pasMep JIeBOTO
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xenynouka (KCP) 27-31 mwm, ¢pakuus Beiopoca
(®B) neBoro xenynouka 61%. ATpe3ust TpUKycC-
MUJATHHOTO KilanaHa. Busyanmsupyercs skcTpa-
KapAWaIbHBIA KOHIYUT, MPOXOJUM, KPOBOTOK
namuHapHbId. Denectpanus 4 MM (QYHKITUOHH-
pyert. JlaHHBIX 32 TPOMOO3 MIIM CTEHO3 KOHAYHUTA
HE TTOJIY4EHO.

Cytounoe monutopupoBanue IOKI' (27 cen-
Tsi0pst 2024): Cpenusist YCC 106 yn./muH (HEM
116 yn./muH, HOUYBIO 86 ya./MUH). 3aperucTpupo-
BaHbI 3IM30/1bI HEPETYIAPHOTO pUTMa (2 3mu3ona
o0mell JMTenbHOCTRI0 25 MuH). OTMevaercs
yIUIMHEHUuEe KoppurupoBanHoro QT-unTepBana
(max 477 Mc) ¢ mpU3HAKaMHu €ro rurepajanTta-
nuu kK YCC.

Pentrenorpadgusi opraHoB TI'pyJHOW KIIETKH:
Jlerounsie moms 6€3 09aroBBIX U HHPUILTPATHUB-
HBIX n3MeHeHn. COCYyIUCTRIN PUCYHOK YCHIICH.
Cepaiie pacuimpeHo B MomnepeyHuKe (KapauoTo-
pakanbublil nuaaexc (KTU) — 52%).

VnerpasBykoBoe uccienoanue (Y3U) opra-
HOB OpIOLTHOHM MOJIOCTH M mouek: [laromorun He
BBISIBJIEHO. Pa3Mepsl U CTPYKTypa MEYeHH, celle-
3€HKH, MMOKEITYIOYHON JKele3bl U TIoYeK B Tpe-
JieTax HOPMBEI.

[IpoBeneHHOE TledeHHWE U PEKOMEHIAIIHH:
B crammonape momydana Tepamnuio: ameTHiica-
TUOHIoBas Kuciaora 75 mr 1 pas/CyT, MIWIHH
1 Tabnetka 3 pasza B cyTku. l[lpu BeIIHCKE MaHBI
pEeKOMEeH Al u:

ITo)kU3HEHHBIN NpPHUEM alETUIICATUIUIOBON
KHUCJIOTBI 75 MT B CyTKH.

JunaMmuyeckoe HaOJIIOAEHHE KapAHOJIOra,
KapANOXHpypra.

OrpaHnyeHUe HHTEHCUBHBIX (PU3NYECKHUX Ha-
rpy3ok. PexomennoBana jgeueOHas GUKYIBTYypa.

Exeronnoe oOcaenoBanne: DxoKI, Xoim-
tep-OKI, OnoxmMudeckuii aHaau3 KpoBHu (C ak-
LIEHTOM Ha (PYHKIIMIO MEYEeHH), KoaryjJorpamma,
Y3U opraHoB OprONIHON MMOJIOCTH.

[Ipodunakruka GakTepuanbHOTO dHAOKAPIHU-
Ta MPU UHBA3UBHBIX MPOLEAYypax.

IlnanoBas rocnuranuzauuss B HUM kapauo-
noruu T. ToMcka aiis yrmyOineHHOro o0ciiegoBa-
HUS U PEIICHHs BOIPOCAa O HEOOXOJAMMOCTH Ha-
3Ha4YeHUs OeTa-aJ[peHO0I0KaTOPOB.

OBCY)X/EHNE

[IpencraBinenHoe KIMHHYECKOE HaOIOIe-
HUE TAIMEeHTKH MJIAJIIIEro MKOJIBHOIO BO3pac-
Ta ¢ arpe3veidl TPUKYCHUAAIBHOIO KIamaHa,
KOppUTHUPOBaHHOU 1o MeTony DoHTeHa, siBis-
€TCsl PENpe3eHTaTUBHONH MOJENbI0 COBPEMEH-
HBIX JTOCTHMXXCHUH M HEPEIICHHBIX NMpoOJeM B
KapJUOXUPYPTHH CIOXKHBIX BPOXKICHHBIX IO-

poxoB cepaua. JlaHHbIA ciydaid HaJISIAHO WJI-
JIOCTPUPYET YCHEUIHBIA MHOTOJIETHUN pE3yiib-
TaT 3TAalHOW XHUPYPTHYECKOU KOPPEKIMHU, HO
OJIHOBPEMEHHO JIEeMOHCTPUPYET BECh CIIEKTP
OTIAJICHHBIX OCJIOXHEHHH, XapaKTepHBIX IS
cocTtosiHMs Tocye omepanun DPoHTEHa, YTO U
ompeieNnsieT AaKTyaJlbHOCTh €ro JeTaJIbHOTO
ananm3a [7].

Ycnex 3TanHO# XMPYPruyeckoil crparerun
H COBpPEeMEHHbIE TEXHUYECKUE ACTEKThI

[ManuenTka SBISETCS SIPKUM MPUMEPOM d-
(EKTUBHOCTH COBPEMEHHOTO TIOAXOAa K Jie-
YeHUI0 (DYHKIIMOHAIBHO EIMHCTBEHHOTO JKe-
JMyA0YKa, KOTOPBIA MPEAyCMaTPHBAECT YETKYIO
STAHOCTh: TAJUITMATUBHAS Olepaus (CUCTeM-
HO-TlerouHblil myHT bnenoka—Tayccur), 3atem
JIByHApaBJICHHBIM KaBanyJbMOHAJIbHBIM aHa-
cromo3 ([merHa) m, HAKOHEI, TOTAJIHHOE KaBa-
nyabMoHanbHOE coeauHenue (Dourten) [9]. Boi-
MOJTHEHUE 3aKTounTeNbHoro dtama B 2019 romy
C TPUMEHEHHEM OHKCTpaKapJIuajbHOTO KOHAYH-
Ta u3 npore3a Gore-Tex COOTBETCTBYET COBpe-
MEHHBIM «30J0ThIM cTanaaptam» [10]. Hanuas
TEXHUKA, B OTJIMYUE OT KJIACCHUYECKOT0 BHYTpPH-
MIPEJICePAHOTO TYHHEIS, CYIECTBEHHO CHUKAET
PHUCK TIO3THUX HA/DKETYIOYKOBBIX apUTMHUHN, TaK
KaKk m30eracT OOIMMPHOTO TOBPEKICHHUS MHO-
Kapaa npexacepauit u ux gwiaranud. Kpome
TOTO, Hanuue (PeHeCTpaluu JTUaAMETPOM 4 MM,
(GYHKIMOHHUPYIOIIEH Ha MOMEHT OOCIeIOBaHMS,
CBIPAJI0 KIJIIOYEBYIO POJIb B CTaOWMIM3alMU Te-
MOJIMHAMUKH B paHHEM I[OCJIeONepaliOHHOM
nepuoje, oOecreunBas «IPelOXPaHUTEIbHbII
KJIaMaH» AJisl JEKOMIIPECCUU BEHO3HOU CUCTEMBI
W TIONJEPKAaHUS TPEIHATPY3KH €UHCTBEHHOTO
JKEITYJIOUKa, YTO COTPOBOXKIACTCS YMEPEHHBIM
CHW)KCHHEM CaTypaliy apTepHaTbHON KPOBH.

ITAPATOKC «YCHEIIHOH KOPPEKIIHH»
H MEPCHCTHPYIOIIEH CHMIITOMATHKH

HecmoTpst Ha aHaroMH4YecKH yCHEIIHOe 3a-
BEpILECHUE XUPYPTUUCCKOH KOPPEKIUH, Y MaIH-
EHTKU COXPAaHSETCSl KIMHUYECKas CUMITOMATH-
Ka, XapakTepHas IUIsl XPOHUYECKOH CeplIedHOM
HenoctarouyHoctu (XCH) Il dpynknuoHansHOTO
kiacca no NYHA: onpliika npu ymepeHHOH Ha-
rpy3ke, nepudepuueckuii akpouuaHo3, SIU304bI
gecarypauuu. OTO MoxdepkuBaeT (QyHAaMEH-
TaJdbHBIA NpUHIUIT: onepanus PoHTEeHa HEe BOC-
CTaHaBJIMBACT HOPMAJIbHYI (U3UOJOIHIO KpO-
BOOOpaIIeHNs, a CO3[aeT MAITHATUBHYIO, XOTS U
JKU3HECTIAcalolyl0, CUCTEMY — «IUPKYISAIUIO
®douTteHay [7].

KiroueBbIM 3BeHOM MaTO()U3HOIOTHH SIBIISET-
Csl OTCYTCTBHUE CyONYJIbMOHAJIBHOTO JKETYI04Ka.
JleroyHblii KpOBOTOK CTAHOBHUTCS MAacCCHBHBIM
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Y 3aBUCHUT OT TPaJMCHTAa MEXIY IEHTPAIbHBIM
BeHOo3HbIM naBienueMm (I[BJ]) m naBnenmem B
JIeBOM Tpesacepanu. DPPEKTUBHOCTh 3TOH CH-
CTEMBI KPUTHYECKH 3aBHUCUT OT HHU3KOTO Je-
rogHo-cocyauctoro comnpotusienns (JICC) wm
aneKBaTHOW (PYHKIIMH «CUCTEMHOTO» (EIMH-
CTBEHHOTO) >kemynouka. COXpaHSIOMascs CHHY-
coBasi Taxukapaus (cpenusis YCC 106 yu./mun)
SIBJISICTCSL  KOMIICHCATOPHBIM MEXaHU3MOM ISt
MOJIJICP>KAHUS CEPJICYHOr0 BHIOPOCA B YCIOBUSIX
(bMKCHPOBAHHOTO yIapHOTO 00beMa, OrPaHUYCH-
HOTO TTAaCCUBHBIM JICTOYHBIM KPOBOTOKOM.

AHAJIN3 OTAAJEHHbIX PHCKOB
H JAHHBIX OBCJIEJOBAHHUS

OO0cnenoBanre TMANMEHTKH BBISBHIIO He-
CKOJIBKO TPEBOKHBIX MapKepoB, TPEOYIOMIHX I10-
JKU3HEHHOTO MOHUTOPHUHTA:

* Puck apurmuii. lanasie XM-OKI BoIsiBH-
JIW 3MHU30/1bI HEPETYIIPHOTO PUTMA U yITH-
HeHne KoppurupoBaHHoro QT-uHTepBana
(max 477 mc). DTo sBIsIETCS CEPbE3HBIM
MPOTHOCTUYECKUM (DAKTOPOM, IOBBIIIA0-
UM PUCK BHE3AIHOM CEeplIeyHOl cMmepTu
BCJIEJICTBUE KEIYAOYKOBBIX TaXHapUTMHUIU.
Vumaeane O—T MoXeT OBITH CICACTBHEM
SJEKTPOJUTHBIX HapyIIeHUH, Heuporop-
MOHAJIbHOW aKTHUBAIMU (BBICOKHI YPOBEHB
KaTeXx0JIaMUHOB) WM TTOOOYHBIM 3 exTom
MeanKkaMeHToB. /laHHas Haxojka 00OCHO-
BBIBAET IUIAHHPYEMYIO TOCHHUTAIU3AILUIO
JUISL pelIeHus BOIpoca O Ha3HayeHuH Oe-
Ta-aJJpeHOOJIOKATOPOB, KOTOPBIE, CHIKAS
UCC ¥ cuMMIaTUyYecKyl aKTHUBHOCTb, MO-
TyT HE TOJIBKO YIYUYIIUTh AUACTOINYECKOE
HallOJHEHUEe, HO U OKa3aTh aHTUAPUTMU-
yecknil 3¢ (eKT, TOTeHINaTbHO yMEHbINIas
nuctiepento QT [7].

* Puck TpoMO0OIMOOIHMYECKUX OCJIOMKHe-
Hui. [lanueHTKa MOJy4aeT MOXKU3HEHHYIO
AQHTHATPEraHTHYIO TEpanuio aleTUJCcaIn-
LMJIOBOM KMCJIOTOM, YTO SIBJIAETCS CTaHAap-
TOM TPOPUIAKTUKHA TPOMOO30B B KOHJYHUTE
Y JICTOYHBIX apTepHsiX NP HaIu4uu (peHe-
crpauuu. HopmanbHble MOKa3aTeNnu Koary-
JIOTpaMMBbl HE UCKIIOYAI0T pUCKa TPOMOO-
33, TaK KaK B YCJIOBHUSIX BEHO3HOI'O CTa3a
U HHU3KOU CKOPOCTH KpPOBOTOKA aKTHBUPY-
FOTCSI WHBIE MEXaHU3MBI TPoMOOOOpa3oBa-
Hus [12].

* Puck nmeyeHouHoi auchynxkuumn. Hecmo-
TpsS Ha OTCYTCTBHUE YIBTPa3ByKOBBIX IPH-
3HAKOB MAaTOJIOTMH MEYeHH Ha MOMEHT OcC-
MOTpa, XPOHUYECKHN BEHO3HBIM 3aCTOW,
HEn30eXHBIA P «IUPKYIsI DoHTEHA»
(TIeYeHOYHBIM BEHO3HBIH OTTOK OCYIIECT-

BJISICTCSI HANpSIMYIO B JIETOUHBIC apTEepUH
[0J] TOBBILICHHBIM JABJICHUEM), SIBISETCS
MOYBOW IJisl pa3BUTHs (prOpo3a U B KOHEU-
HOM HTOTE€ — KapAHalbHOIO LHMPPO3a H
rernaToLeUIIONIAPHONR  KapUMHOMBI.  Pexo-
MEHAALHUS EXETrogHOro OMOXHMHYECKOTO
KOHTpONS (YHKIHH TICYCHH aOCOIIOTHO
olpaB/iaHa M JIOJDKHA BKIIIOYATh HE TOJIBKO
CTaHJIapTHBIC TMEYCHOUHBIC TPOOBI (acmap-
tatamuHoTpanchepaza — ACT, ananuHa-
muHoTpancdepaza — AJIT), Ho u OGonee
cneunduuHble Mapkepsl (uOpo3a (Hampu-
mep, FIT-tecr, anactorpaduro) [11].

* Baiusinue CONMyTCTBYIOINEHl MATOJMOTHH.
BoponkooOpaznas aedopmauus TpynHOH
xiretkn (BAI'K) MoxkeT oka3bIBaTh JOMOTHH-
TEJIbHOE HEraTHBHOE BIMSHUE HA TeMOJINHA-
MuKy. CraBjieHue IrpyJHOH KJIETKH IOTEHLH-
AIBHO MOXKET OIPaHUYHMBATh O0BEM JIETKHUX,
MOBBINIAT, BHYTPHJIETOUHOE JABJICHUE W,
KakK CIEJCTBHE, yBEJIUYMBATH JIETOYHO-CO-
CYIUCTOE COTNPOTUBIICHUE, YTO HAIPSIMYIO
yXyamaeT ASPQPEKTUBHOCTh «UUPKYJISLIUH
donHTeHa». DTOT acneKkT TpedyeT BHUMAHUS
[IPU AMHAMUYECKOM HaOJIOICHUH.

HAIMPABJIEHWUA JAJTBHEHIIETO BEJEHUS

H OITHMHU3AIIHH TEPAITHH
[Inan BemeHus NAIMEHTKH SBISETCS KOM-

IJIEKCHBIM U COOTBETCTBYCT COBPEMCHHBIM MEXK-

JIYHApOJHBIM pekoMeH1anusaM. KiroueBbiMU MO-

MCHTaMMU SABJIAIOTCA:

1. Paccmorpenue Ha3zHaueHusi OeTa-0JIOKaTO-
poB (HampuMep, KapBeauiona, oOianarole-
r0 JIOTOJIHUTEIbHBIMU Ba30UIATUPYFOIIN-
MU CBOWCTBaMH) JJII KOHTPOJIS TaXHKapIuH,
YMEHBIICHUs] MHOKApAHAIBHOTO CTpecca Hu
MO UIaKTUKN apUTMHA.

2. Yrory6nenHoe obciiemoBaHWE TICUYCHHW B TLTA-
HOBOM ITOPSIZIKE, BKITIOUas dy1acTorpaduio s
HEHMHBa3UBHOM OLICHKH (pUOPO3a.

3. MOHHUTOPUHT HYTPUTHUBHOTO cTaryca W (u-
3uueckol peabunuranuu. OrpaHuYeHre WH-
TEHCUBHBIX Harpy30K HE0OXOIMMO, HO J103U-
poBannHas JIOK mox koHTposem caTypanuu
BayKHA JJIS TTO/I/ISPIKAHUS MBIIIIEYHOTO TOHYCa
U TIepUPEPUIECKOTO COCYTUCTOTO COTPOTHB-
JICHUSI.

4. TlcuxocounanpHas TOAAEpXkKKa (yIUTHIBAS
MOKM3HEHHBIH XapakTtep 3aboneBaHus U
OTpaHUYCHUA, YTO KPHUTHYCCKHU BaXHO JJIA
Ka4eCcTBa )KU3HH PACTYIIETO peOCHKA).
Takum oOpa3oM, NTpeICTaBICHHBIH KIWHU-

YECKUH cllydall HalIHO JIEMOHCTPHUPYET, YTO

yCTemHasi Xupyprudeckas koppekuusi mo DoH-

teny npu ATK TpanchopMupoBasia n3Ha4YaIbHO
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JeTanbHBIH MOPOK B COCTOSHUE XPOHHYECKO-
ro 3aboyieBaHUs, C KOTOPBIM MalUCHTBHl MOTYT
MPOXUTh MHOTHE pecsaTwieTrs. HecMoTpst Ha
pa3BUTHE CEPBE3HBIX IOCIECONEPAIIOHHBIX OC-
JIO)KHEHWW Ha dTare BBITIOJHEHUS aHAaCTOMO3a
I'menna (Tpom003, XHUIOTOpaKC), 3aBEPIIAIOIINN
stan omnepanun DoHTEHA MO3BOIHI JOCTUYH
cTtabmibHOTO coctostHus. Ha mMoMeHT ocmoTpa
y TalHMeHTKH COXpaHSeTCs XpOHHUYEcKas cep-
neunas HegocTtarouyHoCTh 111 @K mo NYHA, uto
COOTBETCTBYET OKMAAEMOMY (YHKIIMOHAJIBHO-
My cTaTycy mnocie AaHHOW omepanuu. OmHako
chopMmupoBaHHas «UpPKyisiius DOHTEHa» II0-
POXKIaeT YHUKAIBHBIN Ha00p MaTo(U3HOI0THIE-
CKHX TIpOOJIeM, BEIYIINX K MYIBTHCHCTEMHBIM
OCJIO)KHEHHSIM.

KirroueBbIMEH MOMEHTAaMHU BENIEHUS SABISIOTCS
npodrIakTHKa TPOMOOIMOOTNIECKNX OCIIOKHE-
HUN (MTOKM3HEHHAs] aHTHATrperaHTHas Tepanus),
MOHHUTOPUHT (YHKIMU I€4YeHHU (B CBSI3U C pHUC-
KOM pa3BHUTHSI LUPpo3a Ha (HOHE XPOHUUECKOTO
BEHO3HOTO 3aCTOs1) M KOHTPOJb JJIEKTPUYECKOI
HECTAaOMIBHOCTH MHUOKapAa, O YeM CBHICTEIb-
CTBYIOT BBISBIICHHBIC HApYIIECHUS Peroispu3a-
uuu ¥ nposogumoctu [11, 12].

SAKMHYEHNE

CoBpeMeHHas mapagurMa BeeHUs TaKUX Ta-
IUEeHTOB (¢ nupKyisiueir GoHTEHA) CMEIIaeTCs
OT 3ajla4 MPOCTON BBIKUBAEMOCTH K KOMILJICKC-
HOMY MHOTOAMCIMILIMHAPHOMY JOJTOCPOYHO-
My HaOJIOJICHUIO, HANPABICHHOMY Ha PaHHIOIO
JMUATHOCTUKY W YIPaBICHUE OCJIOXKHEHUSIMH,
ONTHMH3AIUI0 MEINKAMEHTO3HOW Tepanuu W,
B KOHEYHOM CYeTe, Ha MaKCHMAallbHOE YIIydIle-
HUE KadyecTBa M MPOIOJKUTEIBHOCTH KU3HU.
JlanHOe HaOIIomeHNE MOTYECPKUBACT HEOOXOIH-
MOCTh JajbHEHIINX HCCIICIOBAaHUN B 00JacTH
(hapMakoTepanuu, KPUTEPUEB CBOEBPEMEHHBIX
WHTEpBEHIUHN U pa3paboTKN MHAMBHAYATU3UPO-
BAHHBIX MPOTOKOJIOB HAONIONCHHS IS ITOH pa-
CTYIIEH KOTOPTHI MAIUCHTOB.
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