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Onepanus «Fontany siBrsieTcss OAHUM U3 METOJOB TEMOAMHAMHUYECKON KOPPEKITHH CIIOKHBIX BPOKIEHHBIX TTOPOKOB
cepara, Koraa HeBO3MOXKHO BBITTOITHUTH PAIUKAIbHYO0 KOPPEKIIHIO B CBS3U C aHATOMUYECKUMHU 0COOEHHOCTIMU
nopoka. B ormanennom nepuojie or 10 g0 20 jeT pa3BUBaIOTCA MPOSBICHUS CEPACYHON HEIOCTATOYHOCTH C
(hopmupoBannem cumnromorkoMiuiekca Failing Fontan, TpeOyromero koppeknuyn MeTunKaMeHTO3HOW TEparuu, 1
BO3MOXKHO HCIIOJIB30BAHKE XUPYPrHUECKAX METOINK, BKITFOUAs TPAHCIUIAHTAIUIO CePIa. 3apyOeKHBIMHU UCCIIe-
JIOBaHUSIMU ITOKA3aHO, YTO TPAHCILUTAHTAIHS SIBISETCS AP GEKTUBHBIM METOJIOM COXPAHEHUS )KU3HU PEIUITIECHTA
Y CTaOWIIM3AIMK €T0 COCTOSHMSL. B cTaThe mpeIcTaBieH NepBhIi ONBIT TPAHCIUIAHTAIIMH Cep/Ia peOeHKY Mmociie
onepauuu Ponrena B Poccuiickoit denepanun.

Kniouesvie cnosa: mpancniarnmayus cepdua, onepayusi @0Hm€Ha, 6€ﬂ0K-m€pﬂi0u4aﬂ IHmeponamus.

PEDIATRIC HEART TRANSPLANTATION AFTER A FONTAN
PROCEDURE
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The Fontan procedure is a surgical technique used for hemodynamic correction of complex congenital heart
defects (CHDs), and is used when radical correction of CHDs is anatomically impossible. In the long term —
from 10 to 20 years — Fontan circulation can lead to «failing Fontan» characterized by heart failure symptoms,
requiring adjustments to medical treatment and potentially surgical interventions, including heart transplantation
(HT). Foreign studies indicate that HT is an effective method for prolonging life in patients with failing Fontan
circulation. It stabilizes the patient’s condition. This paper presents the first documented case of HT in a child
following a Fontan procedure in the Russian Federation.
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JIOKHEHUS MOT'YT IIPUBECTHU K HAPYIICHUIO IICHTPATBHOM
TeMOIMHAMUKHU U (HOPMUPOBAHHUIO CHCTEMOKOMITIEKCA
Failing Fontan [4, 5]. [lo naHHBIM TUTEpATYPBI, YaCTOTA
cepaeuHol HemocTaTtouHoCTH K 20 TomaM mocie ore-
pauuu cocrasisier 7%, k 40 ronam yBeIUUMBAETCS 10
38% [6]. CTpareruu nedeHus pa3InyHbl, BKIIOYAs MEIH-
KaMEHTO3HYIO TePaITio, SHI0BACKYIISIPHBIC TIPOIIETYPHI,
a TaKkXKe XUPYpruuecKkue MeTosl JeueHus [7, 8. Umm-
JIAHTAIHS JIEBOXKEITYIOUYKOBOTO 00X0/1a B Ka4eCTBE MOCTa
K TPaHCIUIAHTAIMH U TIPsiMas TPAHCIUTAHTAIUS Cepiia
OCTAIOTCSl TIOCJIETHUMH BapUAHTAMH XUPYPrUUECKOTO
JIeYCHUS. Y YUTHIBAs PacTyIIee KOMMUECTBO MAIUEHTOB
¢ reMoivHaMUKON DOHTEHA B CBS3H C YIIYYIIICHHEM XH-
PYPTHUECKUX METOMIOB JICUCHHUS BPOXKICHHBIX TOPOKOB
cepara, mpodiaema Failing Fontan cranoBuTcs Bce 6o1ee
BaxkHOi1 [9, 10]. B cBsi3u ¢ BHINOIHEHHBIMU OTIEPATHB-
HBIMH BMEIIATEIHCTBAMH JI0 TEMOIUMHAMHYICCKON KOp-
pexiuu 1o @oHTEeHY TpaHCIUTAHTAIMS CepIa IS ATOH
TPYTIIEI TAIUEHTOB COMPSDKEHA C MTOTEHITUATEHBIMU TIPO-
Onemamu st Xupypra. B MupoBoii mureparype nmeeT-
csi OombIIoe Yncio HabmoaeHuit nanueHToB ¢ Failing
Fontan, xoTopsiM Obl1a BEITIOJHEHA TPAHCIUTAHTAIIHS
cepana. [lo maHHBIM MeTaaHaM3a, KOTOPBIN BKITFOUAET
426 nauKeHToB, 1- 1 S5-1eTHss BBDKMBAEMOCTh COCTABH-
1a 79,9 u 76,7% coorBeTcTBeHHO. B MeTaananu3 BXoau-
JIX UCCTICIOBAHNS, IPOBEICHHEIC 32 22-JIETHUN TIEPUO]I.
ABTOpHI TIOKa3aJIH, 9TO TPAHCILIAHTAITUS CEPIIa MOXKET
OBITh yCIIEIITHBIM METO/IOM JICYCHHS Y MMalueHToB ¢ Fai-
ling Fontan ¢ npreMieMbIMU prCKaMH U MTOKa3aTeISIMH
BbDKMBaeMocTH [11]. B Poccun ciydaeB BBITOJHEHUS
TpaHCIUIAaHTAIUY cep/na y nanueHToB ¢ Failing Fontan
IO HACTOSIIIIETO BPEMEHH 3apETUCTPUPOBAHO HE OBLIO, B
CBSI3U C YeM JIAHHOE KIIMHIYECKOE HAOIIOICHUE SIBIISIETCS
MIEPBBIM OIBITOM B HAIlIeH CTpaHe.

T NON GATED + HEAD DI

Heab: npeacTaBUTh NEPBBI ONBIT TPAHCIIAHTALUN
cepJla Mocje paHee BHINOIHEHHOH onepanuu GoHTeHa
B Poccuiickoit @eneparuu.

KAUHUYHECKOE HABAIOAEHUE
UcxoAHble AGHHbIE NALMEHTA

Hayueum I1., 14 nem, ¢ postcoenuss Habnrodaemcs
¥y Kapouonoza no mecny sgcumenvcmea. Oocredosancs
6 HIJCCX um A.H. Baxynesa no nosody 8poiicoeHnozo
nopoka cepoya: oowull ampuoseHmpuKkyIApHbll Kd-
Hall, 080UHOE OMXO0MHCOeHUe MAUCMPATbHBIX apmepull
om npasoeo JicenyoouKd, 00beMHas 2UNONIA3US J1eBO-
20 JHCeny0ouKa, 0epexm MexHcIHCenYOOUKOBOl nepeco-
POOKU, 2UNoniaszus 1e6oil 1e2ounoll apmepuu (puc. 1).
C 2010 200a nposedenvbl HeOOHOKpaAmHbvle NALIUANUG-
Hble onepayuiu (Hanodxcenue MoOUDUYUPOBAHHO20 NOO-
KIOUUYHO-Te204H020 anacmomosa no Blalock cnesa ¢
cunmemuyeckum npomesom uz PTFE, moouguyuposan-
HO20 NOOKIIOUUYHO-TIe20uH020 anacmomosa no Blalock
cnpasa ¢ cunmemudeckum npomeszom uz PTFE, 0gyna-
NPABIeHHO20 KABONYIbMOHAIbHO20 AHACTNOMO3d CIpa-
8a, NIACMUKA 8emaell 1e204HOL apmepuul U nepessisKd
CMBOJIA 1e20UHOU APMEPUU 8 YCILOBUSX UCKYCCMBEHHO20
kposoobpawenust (MK), mpancmiomunanvnas 6aiionnas
AHSUONIACTMIUKA JIe20UHOU apmepuu cledd, dImMOoau3a-
yus donvuux aopmonezounvix koniamepaneli (BAJIK),
cmenmupo8anue 1e6oll iecouHoll apmepu (puc. 2), om-
oonuzayus BAJIK), 3asepuarowum smanom Komopuix
saensiemes onepayus @oumena. B gespane 2019 200a
8bINONIHEHO 30HOUPOBAHUE NONIOCIell cepoyd, 6HYMpPU-
cocyoucmoe yibmpaszgyKo8oe Uccied08anue cmeHma 8
nesotl necounoti apmepuu. Ilpunsimo peuwenie o Heobxo-
OUMOCTU BbINOIHEHUS 2UOPUOHOLL ONePayuLl 8 YC108UIX
UK — onepayuu @onmena 6 mooupurayuu sxcmpaxap-
OUaIbHO20 KOHOYUMA C MPAHCAIOMUHANHOU OANIOHHOL

Puc. 1. Onenxa anaromun Ha MoMeHT noctyruienuss B HMULL TUO um. axan. B.W. Illymaxosa

Fig. 1. Assessment of anatomy at the time of admission at Shumakov National Medical Research Center of Transplantology

and Artificial Organs
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AHSUONTIACTUKOU CMEHMA 160U 1e204HOlU apmepull.
B nocneonepayuonnom nepuode umenucsy npusnaxu
cepoeuno-1e204HOl HeOOCMAMOYHOCTIU, OMMeUANach
ONUMeNbHAsL MPAHCCYOayust RO OPEHANCAM, MPeDYIOWdsL
Meoukamenmosnou mepanuu. Jlanee pebenox pe2yisipHo
HAOMOOANCS BPAUAMU NO MECTY HCUMETbCEA U Che-
yuanucmamu HIJCCX um A.H. baxynesa. Yepes mpu
200a nocne onepayuu DoHmena NOAGUIUCH HCATOObL
Ha yacmolil JHcudKkull cmyn 00 3—4 pasz 6 denv 6 meye-
Hue mecsya, O6oau 8 AHCUBOMe, NEPUOOUYECKYIO PEOTTY
(cumnmomoxomnnexc Failing Fontan). bvin cocnumanu-
suposan 6 PI[KB no mecmy sxcumenvbcmea, npu 0cCmMompe
cenamomezanus 00 +2 cm, omexu eonenel, NPUIHAKU
acyuma, 1a60pamopHo 2unoatboymuHemus (00wl de-
1ok —42 e/n, aneOymun — 23 2/n), anvgha-1-anmumpuncun
6 kane bonee 2250 me/n, (hekanvHbvlll KATLNPOMEKMUH —
789 me/xe (puc. 3). Ilpogoounacsy cumnmomamuieckas
mepanusi. B ces3u ¢ napacmanuem yposHs acyuma ol
BbINONHEH TAnapoyenmes. 3a pemsi CmayuoHapHo2o Je-
YEHLSL 6 CA3U C HAPYULEHUSIMU 8 CUCeME 2eMOCIA3a HA
¢hone nomepu benxa 6vLI0 OMMeEUeHo 08a IMU300A Jice-
JIYOOUHO-KUULEUHO20 KPOBOMEUEHUS. C MAKCUMATbHBLM

CHUDICEHUeM YposHs eemoenobuna 0o 29 2/n. Ilpoeoou-
JIUCh HEOOHOKPAMHbLE NEPEUBAHUSL IPUMPOYUMAPHOLL
63gecu. [locne cmabunusayuu cocmosnus OblLl GbINUCAH
0OMOU, OOHAKO 8 C843U C 80300HOGIEHUEM HCAN0D 20CNU-
manuszuposar 6 DI'BY Ilepuckozo kpas « DI{CC umernu
C.I" Cyxanosa». Ilposedeno 3onouposanue noiocmeli
cepoya. Tlpunsamo pewenue 0 8bINOIHEHUU CIEHMUPO-
sanusi (penecmpayuu Gonmena ¢ MpaHCIIOMUHATLHOLL
0anIOHHOU AH2UONIACMUKOU CIMEeHMA 1e60t J1e204HOl
apmepuu. Ilocne evinonnenus onepayuu nayueHm ol
BLINUCAH C NOJOACUMETLHOU OUHAMUKOU. YxyOouweHnue
yepes noneood, Koeoda YCUIUIUCH Cladocmy u 00bIUKA.
Tocnumanusuposan 6 I'bY PO «OLKb» 2. Pocmosa-
na-/lony. B cesazu ¢ napacmanuem CUMNMOMOS cep-
0eYHO-cOCYOUCTOU HeOOCMAMOYHOCU, 3HAYUMETLHO
CHUDICEHHBIM YPOBHEM 00we20 benxa u atbOyMund, Ha-
JUYUeM HaApyuwleHull 8 Cucmeme 2eMocmasd u KUCiom-
HO-9]1eKMPOIUMHO20 00MeHa peDeHOK Dbl nepeseder
6 OPUT. Yuumeigas necmadbuivhyo 2emoOuHamuKy,
apmepuanvbHyro UNOMeH3UI, Hapacmanue omeyHo2o
cunopoma, 8 mepanuio 000a81eHbl KapouomoHuecKue
npenapamvl. B c6a3u ¢ omcymcmauem 8apuanmos u

Puc. 2. CteHT B 11€BOM JETOUHON apTepuu

Fig. 2. Stent in the left pulmonary artery

Puc. 3. BeipaxkeHHBIN acIUT

Fig. 3. Severe ascites
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nepcnekmus OalbHeUuux Xupypeuieckux KoppeKyull
coenacosan nepegod pebenxa. llocmynun 6 omoenenue
peanumayuu HMUIL] THUO um. axao. B.H1. Illymakosa.
1lo 0annwim nposedennoz2o 06Cc1ed08amst NOOMBEEPIHCOeH
0UacHo3 «OeloK-mepsaouds SHMEePonamus nocie one-
payuu Qoumena ¢ npU3HaAKAMU OeKOMNeHcayuu (cumn-
momoxomnaexc Failing Fontan)». Ilo dannvim axoxap-
ouocpaguu npu NOCMyYNIEHUU: YMEPeHHO CHUINCCHHAS.
@paryus evlopoca edunozo sxnenyoouka (35—40%) na
¢hone unomponnoii noodepoicku. Ilposeden Koncunuym:
8 C8A3U C ONUMENbHbIM meyeHueM OeloK-mepaouyeti
SHMEPONAMuY ¢ NPUSHAKAMU OEKOMNEHCayUul U pe3uc-
MEHMHOCMbIO K NPOBOOUMOU MEOUKAMEHMO3HOU me-
panuu nayuenmy noKazana mpaHcnianmayus cepoyda.
Tayuenm 6w 8KIOUEH 8 HIKCMPEHHBLIL TUCTT OAHCUOAHUS
MPpancniaumayuu cepoya.

TpaHcnAaHTAUUA CepALa
M NOCAEONEPALUOHHDBIN NEPUOA
08.06.2024 200a nayuenmy ¢ ucxoonvim ecom 40 ke

u pocmom 160 cm bvla 8bINOIHEHA OPMOMONUYECKASL
mpancnianmayust cepoya no OUKABAIbHOU Memoou-

Ke. [lonop — mysrcuuna 27 nem, éec — 90 ke. Ilpuuuna
cMepmu 2071061020 MO32a — OCMPOe HApYulenue Mo3-
206020 KPOBOOOPAWEHUSL NO 2eMOPPASULECKOMY MUTLY.
Onmumanvhsili OOHOP ObLL HALIOeH Ha Mpemuti 0eHb
nocie 8KIYeHUs 8 aucm odxcudanus. Bpems uwemuu
mpauncnaaumama cocmasuio 252 munymol, epems UK —
177 munym. Ilo OanHvim 06C1e008aHUsL BbISABLEHO, YMO
BO3MOXNCHBIMU (DAKMOPAMU, KOMOPble MO2IU OCN0H4C-
HUMb NepUonepayuontblll U NOC1eonepayuoHHblll ne-
PUOOBL, AGTAIOMCS OIUKOE Npuecanie aopmol K 3a0Hel
CMeHKe 2pYOUHbL U CYICEHUE T1e6020 2ABH020 OPOHXA
sciedcmeue Haauuusi CmeHma 8 1e204HOU apmepuil co-
omeemcmeenno (puc. 4—6). 3aepyounnoe pacnonooice-
Hue aopmsl He 0CL0XHCHULO pecmepromomuro. OoHaxo
8 CBA3U C meM YUMo CNnaeunbvlli npoyecc 8 CpedoCcmeHul
ObLIL 3HAUUMENLHO BbIPANCEHHBIM, €645 De3bIMAHHAA
6€Ha MPYOHO OMOENANACH OM 3A0Hel CMEHKU 2PYOUHDL.
Ha ¢hone 6vicoxoeo 6eH03H020 OaserUs U UCHIOHYEHHOU
CMeHKU 000e NospeicOeHUe 6eHbL GbL3bIBANLO HEMAN0E
Kkposomeuerue. QOOuH u3 KpynHvlx 0eghekmos cma npu-
YUHOU 3HAYUMENbHO20 KPOBOMEYEeHUs, C KOMOPbIM YOa-
JI0Cb cnpagumsbcs 6e3 nepughepuiecko2o NOOKIO4eHUs

Puc. 4. 3arpyauHHOE PaCIONIOKEHUE A0PThI

Fig. 4. Retrosternal location of the aorta

Puc. 5. CyxeHue 1eBOro maBHOTo OpoHXa BBUAY NPHJIETAOIIET0 CTEHTA B JIEBOM JIETOYHOI apTepyH, 10 TPaHCIUIaHTAlluH

Fig. 5. Narrowing of the left main bronchus due to a neighbouring stent in the left pulmonary artery, before transplantation
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UK. Iocne onumenvioco kKapouoausza Obliu KaHIOAUpo-
BAHbI AOPMbL, BEPXHAS U HUNCHAS NoJble 8eHbl. Hauano
UK. Yacmov kapouonusa 6 obnacmu éemeeli 1€204HOU
apmepuu u aopmul npogeoena nocie navara UK. I[locne
MO20 KAK CMAL0 BO3MONCHBIM NEPeHCamyb dopniy, cepoye
peyunuenma dvlio omceueno. Hecmomps na 3axkpvimue
BAJIK 6 anammnese u omcymcmesue 8blpadiceHHOU peKana-
auzayuu u pazeumusi BAJIK no oanHvim KoMnsromepHo
momozpaghuu, 8038pam no 1e20YHbIM 8eHAM Dbl CY-
W eCmeeHHbIM, CUIbHO OCTOHCHUBLUUM UCCeYeHUe cepo-
ya. 3amem 6wl OMCeYeH IKCMPAKAPOUANbHBIUL KOHOYUM
Om HUDICHell NOBEPXHOCMU NPABOLL J1e20YHOU APpMePUl.
Bepxnuii xagonynemonanrsHwlll anacmomos maxaice Ol
nepeceuen. Qbpaszosasuiuecsi depexmul Ovliu 00bEOU-
HeHbl 8 00UH, C NOCedyIoulell NIACMUKOU 3aniamon u3
Kcenonepuxapoa. /lanusiil s3man maxaice ObLl OCLONCHEH
BbIPANCEHHBIM B036PAMOM KPOBU U3 JIe20YHbIX apmepul.
B ceasu c ysenuuenuem gpemenu umiemMuy U ONMUMAaib-
HbIM NONIOJCEHUEM CIEeHMA 8 11e6Ol J1e204UHOl apmepu
ObLIO NPUHAMO pelleHue He FIKCNIAHMUPOBAmMb €20, He-
CMOMPSL HA BO3MOICHOE COABGTUBAHUE 1EBO2O 2NABHO0
OpoHXa 6 nocieonepayuonHom nepuooe. Umnianmayus
MPAHCNIAHMAMA NPoxXoouia 6 ciedyroujem nopsoxe.
Jesoe npedcepoue, 1e204HAS ApMepPUss, HUNCHSAS NOLAs
6eHa, epxwss nonas eéena u aopma. llocne cnamus 3a-
AHCUMA UPECHUUEBOOHAsL IXOKAPOUOSPADUs NOKA3ANA
xopowyro gyukyuio mpancnianmama. I pyouna ovina
yuuma cpazy. Bpems om Ko#cHO20 pazpe3a 00 KOHCHO20
wea cocmasuno 6 uacos. llocne gvinonnerus mpanc-
niauwmayuu cepoya nompebosaioct UCnOIb308aAHUE
UHOMPONHOU NOOOEPIHCKU 00OYMAMUHOM 8 03¢ 2 MKe/
Ke/MUH ¢ NOCMeneHHbIM CHUMCeHUeM 003bl Ha (hoHe pas-
pewaroweicss MUOKApOUaIbHOU HedOCMamoyYHOCMU.
B kauecmee undykyuu 6vi10 6bin0IHeHO 86edeHUe Oa-
SUUKCUMAOA COOMBEMCTNEEHHO NPUHAMbIM PEKOMEHOA-

WL: 79 WW: 1642

YUAM N0 8€0EHUI0 NAYUEHINO8 NOCIe MPAHCHIAHMAYUL
cepoya. B ceszu ¢ npedonepayuonnvimu gaxmopamu
pucka nayuenmy OvlLia bINOIHEHA HYUOPOOPOHXOCKONUS
nepeo sKkcmybdayueli mpaxeu: CyJiceHue 1e6020 2NagH020
Oponxa nynvcupyroueti cCmpyKmypoli no nepeoHeil CmeH-
ke bpowxa (puc. 7). Haubonee eeposimuoii nputunoil 0t
9MO20O ABNSAEMCI CMEHM 8 1eB0l 1e20UHOL Apmepull.
Jnumenvrocms naxosicoenusi na UBJI cocmasuna 26 ua-
cos. [locne sxemybayuu ommeuanacy 00bIUIKA U yCuie-
HUe ObIXamenbHOU HedOCMAmoOYHOCU 8 NOAOHNCEHUU
qedxca Ha cnune (puc. 8). B cea3u ¢ npusnaxamu ovixa-
MEIbHOU HeOOCIAMOYHOCIU, PA3GUMUEM AMETEeKMA308
nO OaHHBIM peHmeeHo2paduu u Haruyuem cyocmpama
OJIsL CYIICEHUSL 1e6020 2NABHO20 DPOHXA NO pe3yibma-
mam OpoHXOCKonuy 6vlid 6bINOIHEHA KOMNbIOMEPHASL
momoepagusi 071 OYeHKU RPOMSANCEHHOCTU CYIHCEHUS U
B03MONCHOCIMU CMeHmuposanus oporxa (puc. 9). Ioc-
Je 00caedo8anus OvLLO BLINOIHEHO IHOOCKONUUECKOe
CIMEHMUPOBAnUe 18020 21ABHO20 OPOHXA HUMUHOTOBbIM
cmenmom ouamempom 8 mm (puc. 10). [ns nocreoyro-
we2o HabOeH s U leueHus nayueHm ovii nepesedeH
6 omoenenue Ha decsimole NOCLeONePaYUOHHbIE CYMKU.
1o danuwim 3x0KaAPOUOSPADUU HA MOMEHM NEPeBodd 6
omoenenue, 2100ANbHASL CUCHONUYECKASA PYHKYUSA Jle-
6020 dicenyoouka yoosnemseopumenvhas (PB JIDK 64%).
Hnomponnas nodoepoicka 000ymamuHom ommeHeHda 6
omaoenenuy peaHumMayull Ha 5-e cymxu nocie mpauc-
niaumayuy. B dannom ciyuae npuMeHsics mpexKom-
NOHEHMHbLLL RPOMOKOIL NOOQEPICUBATOUL T UMMYHOCY N~
peccusnol mepanuu, GKI0YAGUIUIL 8 cebs1 KOMOUHAYUIO
UHSUOUMOPOS KATbYUHEBPUHA (NAKPOIUMYC), aHMUMe-
maboaumsl (Mukoghernoiama moghemun), KOpmuKkocme-
pouodsl (memunnpeonuszonotn). C yenvio npo@duiakmuxu
OMMOPIICEHUST CEPOEUHO20 MPAHCIIIAHMAMA U HATUHUS]
MPAHCMUCCUBHO20 AMEPOCKEPO3A ObLIU BLINONIHEHbL KO-

L-R: -3.3° S-1: 76.6° Roll: -153.5°

Puc. 6. 3D-MozenupoBaHue Cy>KeHHUs JIEBOTO TJIABHOTO OpOHXa, /10 TPaHCIUTAHTALUH

Fig. 6. 3D model of left main bronchus stenosis before transplantation
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Puc. 7. ®ubpoOpoHXOCKOHS Tepe]] SKCTyOanneil, c1aBIeHne JIEBOTO TIIABHOTO OpOHXa 10 TIepeTHeH CTCHKE

Fig. 7. Fibrobronchoscopy before extubation showing compression of the left main bronchus along the anterior wall

Puc. 9. KommnproTepHasi Tomorpadusi ¢ LENbI0 OLEHKH CyKe-
HUSI ¥ BO3MOYKHOCTH CTEHTHPOBAHUS
Puc. 8. Pentrenorpadust 1erkux cpasy nocie sKcTyoanmn

Fig. 9. Computed tomography assessing bronchial narrowing
Fig. 8. Pneumonography immediately after extubation and feasibility of stenting

05 1Y HMULL . ax. BV, Lilywaxosa
YIIHAS KIETKA 3ape-nepenn . | FOV Origin: 459, 0f
16383 L8192 i oUSGA

Puc. 10. Perrrenorpadus Jerkux mociie CTCHTUPOBAHUS JICBOTO TIIABHOTO OpOHXa

Fig. 10. Pneumonography after stenting of the left main bronchus
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POHAPOanzuocpapust u SHOOMUOKAPOUATLHASL OUONCUSL.
Ilo 0annbIM 2HOOMUOKAPOUATILHOU OUORCUU OCMPO2O
KAEeMOYHO20 U AHMUMEL00NOCPEO0BANHO20 OTMIOPIICe-
HUSL CepOedH020 MPAHCHIAHINAMA GblAGIEHO He ObLIO;
no pe3yibmamam KOpoHapoaHeuocpapuu cmenomuye-
CKO20 NOPAdICenus KOPOHAPHBIX apmeputl MmpaHcnian-
mama He OUAzHOCMUPOBAano. 3a nepayio nedenio nocie
MPAHCIAAHMAYUYU HOPMATUZ0BATUCH YPOBHU 00Ue20
benka u anbOyMund, NPeKPamuIuch NU300bl Ouapeu.
Hecmomps na smo, uepes 10 ouetl nocie nepegooa 6
omoejeHue OmmeyeHo CHUMCeHUe YPOB8HA 00ue2o benka
u anvoymuna (00 34 u 19 2/n coomeememeenno), nose-
JleHue xcuokoeo cmyna. /lannoe cocmosinue 6vl10 pac-
YEeHeHO Kax peyuous Oenok-mepsioujetl SHMeponamuu.
Bce so3mooicnvie npuuunsl peyuousa benox-mepsiowet
onmeponamuu 6viau uckaouenvl. Hauamor cumnmoma-
muueckas mepanusi u 0e3cuposas ouema. 3a nepuoo
20CRUMANU3AYUY 8 OUHAMUKE OYEHUBATIOCH NOLONCEHUE
CMeHma u Hanuuue SpanyIsiyuLL 6 1e60M 2NA6HOM OPOHXe.
Yepes 3 mecsya nocie cmeHmupoeanus Ovlid 6bINOIHe-
Ha NIAHOBASL IKCMPAKYUSL CHEHMA U3 16020 2NAGHO-
20 bponxa (puc. 11). Ilo oannvim 6ponxockonuu nocie
onepayuu: KapracHas CROCOOHOCMb 186020 21ABHO20
bponxa coxpanena. Ha ¢hone mepanuu 0ns kynuposamusi
benok-mepsiioujeil IHMmeponamuu U Oe3HCuposoll due-
moul nayuenmy 6 OanbHeuem Obliu OmMeHeHbl UHQY3UU
anvoymuna (Ha 174-e cymxu nocie mpancnianmayuu)
8 C6A3U CO CMAOUTLHBIMU NOKA3AMENAMU 00ue2o be-
Ka u anbOyMuHa no 1abopamopuviM OAHHbIM, OOHAKO

Puc. 11. Pentrenorpadust JerKux 1mMociie 3KCTPAKIUU CTEHTa
U3 JIEBOTO TIIaBHOTO OpoHXa

Fig. 11. Pneumonography after stent retrieval from the left
main bronchus
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6 OUHAMUKE OBLIO OMMEUEHO YMEPEHHOe UX CHUMCeHUE
(BHAUeHUst Ha MOMEHM 8bINUCKU. 00wl benok — 57,2 &/n,
anvoymun — 35,5 &/n). Ha momenm svinucku (201-e cym-
Ku nocie mpauncnaanmayuu) uz HMUL] THO um. akao.
B.U. lymaxosa no pezynomamam IxoKI oanmnvix 3a
QuchyHKyuio cepoeunoco mpancnianmama nouiy4eHo
He 0bLI10.

OBCYXAEHMUE

[ManmenTs! ¢ Failing Fontan Ha ocHOBaHMU TepBO-
OPUYUHBI TPOOJIEMBI MOTYT OBITH pa3/elIeHbl Ha JBE
rpynmel. [lepBas rpymnmna — cHUkeHue (QyHKITUH KeTy-
JIOYKa, BTOpas TpyIia — HapylIeHUe reMOIMHAMUKU
®onrena. CHWKEHHAsT (PYHKITUS JKeIyI04dKa Orpee-
nsieTcs Kak (ppakmyst BRIOpOCa €MHCTBEHHOTO JKEy-
nouka meHee 30%. CymiecTByeT HECKOIbKO COCTOSIHUM,
HaJIM4YUe KOTOPBIX TIOApa3yMeBaeT HapyIIeHHe TeMOTHU-
Hamuku DoHTEHa. DTH COCTOSIHUS BKITIOUAIOT: TKETYTO
3a/Iep’KKy pOCTa; HAPYIIEHHYIO CUCTOIMYECKYIO (PyHK-
IIUIO C MIPU3HAKAMH HU3KOTO CepJIeuHOro BrIOpoca; Oe-
JIOK-TEPSIOIILYIO SHTEPOTATHIO; TIIACTHICCKUN OPOHXHT;
3a00JIeBaHNUE TTEUCHH, CBSI3aHHOE ¢ DOHTEHOM; JIETOUHBIE
apTepuoOBeHO3HbIE Maibopmaruu [ 12, 13]. benok-Tepsi-
FOII[asi SHTEPOTIATHUS OMPEICIIICTCS KaK «THUII0ATb0OyMU-
Hemust (ypoBeHb anbOymuHa <30 1/71) B TeueHue Oonee
3 MecsIeB» U «CONMYTCTBYIONIME MPU3HAKHA WU CHM-
MITOMBI, BKIIFOYAs aCIIUT, TUIEBPAIBHBIN BBIIIOT, OTEKH,
Juapero WM 0oJM B JKMBOTE B TeueHHe Oosiee 3 Mecs-
neB» [14]. B HameM HaOMIOMEHHH OCHOBHBIM ITOKa3a-
HHUEM JIJIs1 BBITTOTHEHHSI TPAHCIUIAaHTAIINN cep/a ObLTo
HaJMYHE BRIPAKCHHON OCIIOK-TEPSIONIEH YHTEPOTIaTHH.
MNutepBan mexny onepauueid MOHTEHA U pa3BUTHEM
OCIIOK-TePSIIOIIECH YHTEPOTIaTUH COCTABIII 3 Tona 6 Me-
caueB U 5 gHel. beula paccMoTpeHa rocnuranbHas U
paHHss JeTalbHOCTh, MPEACTAaBIEHHAs B HECKOJIBKHUX
MHOTOIICHTPOBBIX UCCIICIOBAHUSX Y TTalueHToB ¢ Failing
Fontan, koTOpbIM BBINIOJIHEHA TPAHCILIAHTAIIUS CEPJI-
na. B nccrnenoBanusix ¢ yuacruem 6omnee 70 manueHTOB
TOCIIUTAIbHAS U PAHHSS CMEPTHOCTH COCTABIISIET OT 15
1o 23% [15—18]. Ham enuHCTBEHHBIN ciay4yail HE TO3-
BOJISIET ClIeJIaTh BBIBOJOB O TOCMUTAJIbHON U paHHEU
cmepTHOCTH. COTIIaCHO MHOTOIICHTPOBOMY HCCIIEIOBA-
auto 2006 rona, 6omee 60% marmenTos ¢ Failing Fontan
MOZIBEPTaJIMCh TPAHCIUIAHTAIINY CEPIIa B TeUeHHE 6 Me-
csneB. BpeMst oxuanus B TUCTE B HAIlIeM HAOIIOIEHUH
coctaBuIIo 3 Hs. YpoBeHb albOyMUHA HOPMaJIN30BaJICS
B TeueHune 30 mHEH mocie TpaHCIUIAHTALMK CepAla y
BCEX MAIMEHTOB ¢ OEIOK-TepsIFoINei SHTeponaruek [16].
B Hamem HaOIr0IeHUY TaKKe 3a MEPBYIO HEIEIIO MOCIie
TPaHCIUTAHTAIMH Cep/Illa HOPMaTH30BAIMCh YPOBHU 00-
iero Oenka 1 am,0yMuHa, IPEKPATUIINCh SITU30/IbI Tha-
peu. Hecmotps Ha 310, uepes 10 aueii nocie nepesona B
OT/IeJIeHUE OTMEUEHO CHIDKEHHE YPOBHS 00IIIEero Oerka u
anpOymuHa (10 34 1 19 1/11 COOTBETCTBEHHO ), TTOSIBIICHHC
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JKUKOTO cTyna. JlanHoe cocTosHue OBIJIO paclieHeHO
KaK peluIuB OesoK-Tepsiroliei sHTeponaTni. CornacHo
JAHHBIM HMCCIIEIOBAHMS, BKIIOUAIOLIETO 7 MAalUCHTOB
MocJie TPaHCIUIAaHTALUU CEePALa C PEHHUIUBOM OEIIOK-
TEPSIOLICH SHTEPONIaTHH, OCHOBHBIMU NIPUYMHAMH Pe-
LUAMBA SIBJIAIOTCS: OTTOPKEHME; AUCHYHKIMS TpaHC-
TUTaHTaTa; Cy)KeHHE B MECTE aHaCTOMO30B; TPOMOO3HI;
WH(EKIMHY, B TOM YUCIIC IUTOMETaIOBUPYCHBIN DHTEPHT;
MOCTTPAaHCIUIAHTAIIMOHHBIE TUMQOTponnepaTHBHEIE
3aboneBanus [19]. Bce BO3MOXKHBIE TIPUYKHBI PELIUAN-
Ba OCJIOK-TEPAIOLICH YHTEPONATHH OBUIN HCKITIOUCHBI.
Hauara cumntomariuueckas Tepanus 1 0e3:xupoBast Au-
eTa. B HacTOsILIMIT MOMEHT y TALMEHTA HOJIOKHUTEIIbHAS
JMHAMUKA B BUJIE YBEJIUUEHHs YPOBHS 0011ero Oenka u
anpOymMuHa. HekoTopbie aBTOPBI CBSI3BIBAIOT JUIUTEIb-
HOCTbh HaXOXKJCHUS B JIUCTE OKUAAHUS C OoJiee KOpoT-
KHM BpEMEHEM HOpMaJIM3allii YPOBHs 00IIero Oenka
U adbOyMHHA, T. €. YeM MEHbIIEe BPeMsI HaXOXKJICHHUS B
JIMCTE, TEM MEHbLIE BpEeMEHH TpeOyeTcsl AJIs yBENUICHUS
ypoBHs o0miero Oenka u anbOymuHa [14]. V Hamero
HalnKeHTa, HECMOTPsI Ha BEChbMa MaJloe BpeMsl Haxoxie-
HUS B JIUCTE OXKUAAHUS, IEPUO HOPMAIU3aLUH YPOBHS
o0mrero 6eika 1 albOyMUHA TIOCIIE PEIH/IBA COCTABHII
JIOBOJILHO 3HAYMTENILHOE KOJIMUYECTBO BpeMeHHU (Ooee
6 mecsueB). Hy)kHo UMeTh B BUAY, YTO JJaHHAsi KOTOpTa
MALMEHTOB XOTh M IOBOJILHO PACIIPOCTPaHEHHAsI, HO Yac-
TO OcTaroIasAcs 0e3 OKOHYATEIBHOTO TUArH03a, KOTOPBIN
MO3BOJISIET BOBPEMSI [I0CTABUTh OOJILHOIO B JIUCT OXKHU-
nanus. [IpumepHo yepes 5 MecslleB OCye TpaHCIIaH-
TalUM CepALA 110 JaHHBIM dX0oKapanorpadun GyHKuus
TpaHcIIaHTaTa Oblia YJOBJICTBOPUTENbHAS, (paKIIns
BbIOpOCa cocraBisina 64%. Takxke He OBUIO 3aperucT-
PHPOBAHO AMM30/I0B JIETOYHOH runepTreH3ny. B Teuenne
7 MecALeB HAOIIOACHUS y alMeHTa He ObLIO0 3a(HKCH-
POBAHO HHU OIHOTO 3MH30/1a OTTOpXKEHUs. PaccMoTpeHsl
JIBa WCCJIENOBaHUS I OLIEHKHU |- ¥ S5-IIeTHEN BRIKUBA-
€MOCTH I10CJI€ TPAHCIUIAaHTALUHU Ceplla y MalUeHTOB
¢ Failing Fontan. [To maHHBIM TIEPBOTO MICCIICIOBAHWSI,
3a mepuof ¢ 1990-ro o 2002 roz, BEIKHUBAEMOCTH ITOC-
JIe TPaHCIUIAaHTAIMK cep/lia y MalueHToB ¢ GOHTEHOM
HIJKE, YeM Yy MareHToB 0e3 GoHTeHa. 1-JeTHss BBLKHU-
BaeMocTsb B rpynie donrena cocrasuna 71%, a B rpyme
0e3 donTtena — 83%. 5-neTHss BBDKMBAEMOCTD B IPYIIIE
®onTeHa cocrasuia 60%, a B rpynne 6e3 PoHTeHa —
74%. OgHAaKo BO BTOPOM HCCIIENOBAHUH 3a 22-TETHHHA
nepuon 1- 1 5-1eTHAA BBDKUBAEMOCTh cocTaBmia 79,9
u 76,7% coorBeTcTBEHHO y maiuenToB ¢ Failing Fontan
nocne Tpanciutantanuu cepana [11, 15]. Ha ocunoBanmu
BBIIIETIEPEUHCIICHHBIX JAHHBIX MOYKHO CJlIeNIaTh BBIBO,
YTO TIIATEJILHBIA OTOOpP M paHHEee HallpaBJICHUE Hallu-
enToB ¢ Failing Fontan Ha xupyprudeckoe jedeHue 110
PasBUTHS CYILECTBEHHOTO MOBPEXICHHUS OPraHOB-MHU-
[IEHEeH, a TaKKe Ha3HauYeHHE HadyallbHOW UMMYHOCYTI-
PECCUBHOM Tepanuu MEHbIIIEH UHTEHCUBHOCTU MOTYT
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YAYYIIATE Pe3yJabTaThl BBKUBAEMOCTH MOCJIE TPaHC-
mnantanuu [11, 14, 15, 20].

B 3akmrodenune, He0OXOJUMO OTMETHTH, UYTO HAIll
KJIMHAYECKUH ClTydail OKa3bIBaeT, YTO BO3MOXKHO YC-
MEIIHOE BBITIOJIHEHUE TPAHCIUIAaHTAIMU CepAla y Ta-
muenToB ¢ Failing Fontan, HecMoTps Ha TeXHUYECKHUE
CJIO)KHOCTH CaMOTO OIEPATUBHOTO BMENIATEIhCTBA, &
TaKOKE YacTOe IEKOMIIEHCHUPOBAHHOE COCTOSIHUE MAlUeH-
Ta niepe]l TpaHcIulanTaiueil. Tem He MeHee pa3perieHue
OCJIO’KHEHHIA, TAKUX KaK OCIOK-TepsIIoLIast SHTEPOIaTHsI,
HECMOTPS Ha OTCYTCTBUE NPOBOLUPYIOIINX (haKTOPOB,
MOKET 3aHATH JUTHTEIILHOE BPEMSI.
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