KnuHuyecKkue Habaia

DOI: 10.15690/pf.v16i3.2028

M.C. KanyruHa, 10.10. Pyceukuii, A.E. AneKcaHppos, A.B. NawkKos.,
Y.C. ManaBuHa, E.A. AneKceeBa

HaunoHanbHbIN MEAMLIMHCKUIA UCCeaoBaTeNbCKMI LIEHTP 310p0BbA AeTer, MockBa, Poccuiickasa Peanepauus

KoxneapHaa umnnaHtauua y pe6eHKa
C CUHAPOMOM runonjiasvum JeBbiX OTAENIOB
cepaua: KJIMHU4YEeCKUMU cny4vyau

KoHTaKTHasa nHdpopmauus:

KanyruHa Mapraputa CepreeBHa, Bpay aHeCTE3MO00r-peaHMaTonor, MAaaLWwuin HayHbli COTPYAHUK OTAENEHUS aHECTE3UONOMMU U peaHUMaLnu
C onepaLMoHHbIM 6I0KOM U1 KabuHeTOM nepenvBanus kposu GrAY «HMULL 3nopoBbs aeteit» MuH3apasa Poccuu

Appec: 119991, MockBa, JTOMOHOCOBCKHMI Np-T, 4. 2, CTp. 1, Ten.: +7 (499) 783-27-91 (no6. 284), e-mail: margarita405@mail.ru

Cratbs noctynuna: 28.06.2019 r., npunaATa K neyatu: 29.07.2019 .

0O6ocHoBaHHne. CUHAPOM runonia3nu 1eBbix OTAe/108 cepAua rnpu BpoOXAeHHOM OpOKe cepilia 0TMeYaeTcs ¢ 4acToToMN
261 cayyan Ha 10 000 HOBOPOXKAEHHbIX. [JeT ¢ CUMHAPOMOM rMnomnaa3un eBbiX OTAE/0B cepaLla MoryT UMeTb ConyT-
CTBYIOLME BPOXAEHHbIE aHOMaaun u NMPUobpPeTEeHHbIe 3ab60aeBaHUsl, KOTOPbIE TPEBYIOT 1€YEHUST U acCoLMUPOBaHbI
C BbICOKNM PUCKOM cMepPTHU. OnucaHMue KIMHU4YeCKoro cay4as. [launeHTKa B Bo3pacTte 6 1eT 4 mec ¢ CUHAPOMOM r1mno-
naa3uu NeBbIX OTAENI0B cepAla nocTynuia B cTauuoHap ¢ AMarHo3oM «/IByCTOPOHHSIS CEHCOHEBPasbHas TyroyxocTb,
3a/epKKa pe4eBoro pa3BuTUs» A/151 POBEAEHUS] KOXJ1ieapHOWU nMmnaaHtTauuu. lMepen onepatnBHbIM BMeELIATEbCTBOM
6b171 CO3BaH KOHCHUJIMYM C LI€/IbI0 COr/IaCoBaHMsl TAKTUKM BEAEHMUS naLmeHTa. B cBS3u ¢ BLICOKUM OnMepaLMoHHO-aHecTe-
3UO0JIOMMYECKUM PUCKOM B NpeaonepaLnoHHy0 NoAroToBKYy 6bliv BOBJIEYEHbI KaK Y/1€Hbl XMPYPruyeCcKon n aHecTe3amno-
norn4yecKon 6purag, Tak u cneunaancTbl o 1a6opaTopHbIM U MHCTPYMEHTaIbHbIM nccaegoBaHusam. Ha 10-e cyT nocne
KOXJieapHOM UMNAaHTaumMm pebeHoK BbinncaH U3 ctaynoHapa. Yepes 1 mec nauymeHTKe npoBeAeH KypC CyxXopevyeBon
peabuantaummn. Pe6eHoK ¢ yayqlleHneM COCTOSIHUSI BbiucaH AoMOH. 3aKaryeHHne. [1pogeMOHCTPUPOBAHO yCrnewHo
npoBefeHHOE XUPYPruyecKoe BMeLIaTe/IbCTBO NaLUMeEHTKE C CUHAPOMOM rMronaa3nm 1€BbIX OTAE/0B cepaLa v TAXeNon
COMyTCTBYIOLLEN NaTosiormen — AByCTOPOHHEN CEHCOHEBPAIbHOM Tyroyxoctbto. KomniekcHoe obcnegoBaHme pebeHKa
[10 onepauuu, a TaKxe afleKBaTHO npoBeJeHHasi nogrotoBKa 6biM 3a710roM yCrnewHoro 1e4eHuss U nocaeayoLen pea-
6nantaumnmn nayneHTa.

Knro4eBbie cnoBa: KoxieapHas uMnaaHTayms, 4ETH, CUHAPOM rMrnonaasum 1eBbiX OTAE0B cepala, CeHCOHeBpasbHas
TYroyxocCTb, 3a[lepKKa Pe4yeBOoro pa3BnTHUsl, aHECTE3NOIOMMYECKOE NOCOBME, KIIMHUYECKMI CITyHa.
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Cochlear Implantation in a Child With Hypoplastic Left-heart
Syndrome: Clinical Case

Relevance. The hypoplastic left-heart syndrome at congenital heart disease has frequency of 261 cases out of 10,000 newborns.
Children with hypoplastic left-heart syndrome can have comorbid congenital anomalies and acquired diseases that require treat-
ment and are associated with high mortality risk. Description of a clinical case. Female patient, 6 years 4 months, with the
hypoplastic left-heart syndrome was admitted to our hospital with the diagnosis «Sensorineural hearing loss, speech delay» for
performing of cochlear implantation. The council of physicians was convoked before the surgery to coordinate patient manage-
ment. Members of surgical, anesthesiology, laboratory and instrumental examination departments were involved into preoperative
assessment and planning due to the high level of surgical and anesthetic risk. The patient was dismissed from hospital on the 10th
day after cochlear implantation. The patient has undergone the course of auditory-verbal therapy a month after. The child was dis-
missed wit state improvement. Conclusion. The example of successfully performed surgery in the patient with hypoplastic left-heart
syndrome and such severe comorbid pathology as sensorineural hearing loss is presented. Complete physical examination of the
child in preoperative period and adequate preparation for the surgery were the key factors for patient successful management and
further rehabilitation.
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OBOCHOBAHME

Mo naHHbIM EBpONENCKOro pernctpa BPOXKAEeHHbIX MOPO-
KoB passutua (European network of congenital anomaly
registries, EUROCAT), Ha 10 000 HOBOPOXAEHHbIX C BPOX-
[JEeHHbIM MOPOKOM cepaua npuxoautcs 261 cnyvyan CUH-
ApoMa runonnasuu NeBbix otaenos cepaua [1]. CuHapom
ABNSAETCS OAHWM U3 CaMblX CEPbE3HbIX 3a6oneBaHui cpeam
BPOXAEHHbIX cepaeyHblx natonormi u B 20-25% cnyva-
eB — MNpuYMHON cMepTu aeten [2]. CMHAPOM XapaKTepwu-
3yeTcsl HeJopa3BMTUEM W BCNEACTBME 3TOIO CHUXKEHUEM
GYHKUMI BCex NeBbIX CTPYKTYp cepaua. B camon Tsxxenon
dopmMe CUHAPOM MpeacTaB/ieH MUTPasbHOM M aopTasibHOM
aTpe3unen B COYETAHUM C TMMNONNa3nen IeBOro npeacepaus,
NeBOr0 Xenyao4yKa, BOCXoAsalEen aopTbl M AYrKM aopThbl, B TOM
yucne Koapkrtauuen [3]. OgHaKo, MOMMMO 3TOr0 CUHAPOMA,
€TV MOTYT MMETb COMYyTCTBYIOLIME BPOXKAEHHbIE aHOMa-
I N NpUoBpeTeHHble 3aboneBaHusi, KOTopble TpebyloT
NIEYEHUS U acCOLMMPOBAHbl C BbICOKMUM PWCKOM CMEpPTH
[4]. Tak, B pa6oTe R. Christensen n coaBT. ony6/MKOBaHbI
[laHHble PETPOCNEKTUBHOIO UCCENO0BAHUS, B KOTOPOE 6blnn
BKJItoYEeHbl 40 NaLMEHTOB C CUHAPOMOM FMMOMNIa3nmK NeBbIX
OTAENOB CepAaua, NPOoONepuMpoBaHHbIX MO MOBOAY HeKap-
OnanbHoro BmewaTtenbcTBa [5]. OTMEYEH BbLICOKMI PUCK
OCNIOXHEHWUN y 3TUX NauuneHToB (y 11 n3 40) — Kak Kapauo-
JIOTMYECKMX, TaK U pecnupaTtopHbix [5].

[lo HacTosllero BpeMeHU OCTaeTcsl OTKPbITbIM BOMPOC
0 LeN1ecoo6pasHOCTM XMPYPrUYECKOrO JIeYEHUS COMyTCTBY-
loWwmnx 3a6oneBaHUi, He MNPEACTABASAIOLINX YrPO3Y MKU3HU
Onsa geTen ¢ 3Tom naTonormen.

Llenb onncaHns HacTOSLEro KJAMHWYECKOro clyyas —
[lEMOHCTpaLMsa yCrnewHo MNPOBEAEHHOro XWPYPru4yecKoro
BMeLWaTtenbcTBa y pebeHKa C CUHAPOMOM rMMonaasuu
NEeBbIX OTAENOB CepAala U COMyTCTBYOLWEN CEHCOHEBpasb-
HOWM TYroyXxocCTbt0.

KJIUHUYECKHUHA NPUMEP

O naumeHTe

MaumneHTka [., Bo3pacT 6 net 4 mec, B Aekabpe 2018 .
B NNaHOBOM nopsiake noctynuna B PrAY «HayyHbli meau-
LMHCKUIA uMccneaoBaTeibCKUM LEHTP 3/[0POBbSl AETEW»
(HMWL, 3gopoBbs geten, MockBa) Anst NPOBEAEHUSA XUPYPTu-
4yecKoro nevyeHunst. OCHOBHOWM AMarHo3: «[1ByCTOPOHHAS CEH-
COHEeBpasbHas TYroyxocTb. 3aJeprKKa PeYeBOro PasBuUTUS».
ConyTcTBylOWMIA AMarHos: «CMHAPOM runonaasuu NeBbix
otaenoB cepgua. CoctosiHMe nocne onepaunn Hopsyaa,
meHHa, PoHTeHa. XpOHU4YecKass cepAedHass HegocTaToy-
HOCTb 2A, PyHKUMOHanbHbIM Knacc Il no Ross. AptepuanbHas
rMnokcemusi». Ha MOMEHT nocTynieHus mama peGeHKa
npeabaBasna }Xanobbl Ha CHUKEHUE CNyXa U 3a[EPHKKY pas-
BUTHUS PEYM.

N3 aHaMHe3a U3BECTHO, 4TO pebeHOoK OT 2-i 6epeMeH-
HOCTH, BTOPbIX CPOYHbIX ONEPaTUBHbIX POAOB (1-9 6epeMeH-
HOCTb — [1IEBOYKA, 15 net, 3gopo.a), ¢ maccomn Tena 3700,
poctoM 56 cm, oueHKon no wkane APGAR 7/8 6annos.
Mpn npoBeaeHun axokapauorpadum (AxoKl) B BO3pacte
3 cyT pebeHKy Obl1 noctaBfieH AvarHo3 «CUMHAPOM runo-
nnasuu NeBbIX OTAEN0B Cepaua», KOTOPbIN BKAOYan B cebs
rMNOMNIa3uio JIEBOTO KEeNYA0UKa, BbIpaXKEHHYO rMnonnasuio
BOCXOASILLEN a0PTbl M AYrM aopTbl B COYETAHMU C Koap-
KTauuen aopTbl, KOUTUYECKUA MUTPasbHbIA U aopTabHbIN
cTeHo3. [Nocne poxaeHns pebeHKy 6blna NpoBejeHa MHOro-
aTanHas XuMpypruyeckas KOppeKuus MopoKa: Ha 6-e cyT
nocne poxgaexus (1-n atan) nposegeHa onepauns Hopsyaa
(Norwood) ¢ wyHTOM Sano; B Bo3pacTe 5 mec (2-1 atan) —
[ABYHanpaB/ieHHbI KaBOMy/lbMOHa/IbHbI aHAacTOMO3 (aHa-
CcTOMO3 [NeHHa). MNepBble ABa 3Tana BbINOMHEHbI MO MECTY
wutenoctea B bY3 «Camapckui 061aCTHOM KIIMHUYECKUI

KapAMONOrMYeCcKni gucnaHcep», 3aKMoYMTeNbHbIR 3Tan —
onepauunss doHTeHa — B HeMeuKOM KapAuMOnorM4yecKkom
ueHTtpe B bepnuHe (Deutsches Herzzentrum Berlin) B BO3-
pacTte 4 nert. [locne nNosIHON reMoANHaMUYECKOM KOPPEKLINK
pebeHoK noctynun B ctaunoHap HMWL, 3gopoBbs aeten.

CHUWKEeHWEe peaKuun Ha rPOMKKe 3BYKM BNepBble oTme-
4yeHbl B BO3pacTe 6 Mec, OAHAKO B CBA3M C OOLWMM TAXKEeNbIM
COCTOSIHMEM K cyphonory He ob6pauwanuce. B 3,5 roga KoH-
CynbTMpPOBaHa CypA0orom: NocTaB/eH AMarHo3 ABYCTOPOH-
HEen CEHCOHeBpanbHON TYroyxoCTu 4-1 cTeneHun; GuHaypanb-
HO CNyxonpoTe3unpoBaHa ¢ Xxopowum abdeKTom — Havyana
rOBOPUTb, 3HAYUTENbHO PAaCLWIMPUACS CAOBapHbIA 3anac.
B 2017 r. KOHcynbTMpOBaHa B KAUHUKe Charite (bepnuH):
[AMarHoCTMpOBaH 3KCCYAATUBHbLIA OTUT, BbIMOJHEHO LWYH-
TUpoBaHWe 6apabaHHOM MONOCTH, NOCNe Yero 6biia peKo-
MeHAOBaHa KoxJieapHasi MMMaHTauus ¢ Lenblo NnoBbile-
HUS Ka4yeCTBa XWM3HWU, a TaKXKe MaKCUMa/lbHOro pa3BuTUA
CNyXOBbIX W pe4yeBblXx HaBblKOB pebeHKka. OgHaKo B CBA3U
C TSXKENOW COoMyTCTBYOWEN naTofiorMen XMpypruveckyto
KOPPEKLMIO CllyXxa PEKOMEHA0BAHO 6bI0 OTJI0XKUTb 40 OTHO-
cUTeNbHOM CTabuanaalmm coCToSHMA N0 OCHOBHOMY 3a60-
NeBaHuio.

dusuKanbHaa AUarHocTuka

Ha momeHT noctynnenus B HMWL, 3p0poBbs geten
COCTOSIHME CpefHEeN CTEeMeHW TSAKECTU, MNPUCYTCTBYIOT
NPU3HaKM HeJoCTaTOYHOCTU KpoBOOOGpaleHUs. KoXKHbIi
NMOKPOB M BUAMMbIE CNM3UCTble 060N0YKM BnegHble, yme-
PEHHOW BNAXHOCTW, C BbIPa*KEHHbIM COCYAUCTbIM PUCYH-
KoM. OTmevaeTcs gedopmauus HOrTenm Mo TUMY «4aCoBbIX
cTekon». HocoBoe pfbixaHne cBOGOAHOE, ayCKYNbTaTUBHO
BE3UKYNAPHOE, XPUNOB HET; NEPUOLUYECKM BO3HMKAIOT 3MNn-
304bl NPUCTYNOO6GPA3HOro Kaluis, OTMeYaeTcs OAbllKa npu
dun3nyeckon Harpyske. Catypaums 90%. YactoTta Abixa-
HUS 22—25/MUH. TOHbI AICHbIE, PUTMUYHbIE, BbICNYLUMBAETCA
CUCTONMYECKMM WyM. HYacToTa cepaeyHbix cokpalleHnn 90/
MWH. ApTepuanbHoe paBneHve 95/60 mMm pT.cT. Typrop
TKaHen yaoB/eTBOPUTENbHbIA. HUBOT MArKMK, AOCTYMEH
rny6oKon nanbnauun, nevyeHb +2,5 cM n3-noa Kpas npaBown
pebepHoOV ayru; ceneseHka He nanbnupyeTcs.

Tepanuio No oCHOBHOMY 3a60fieBaHMI0 Nosly4aeT B Nos-
HOM 06beMe: METOMPONOS, MapKyMap Yepes AeHb Noj KOH-
TPONEM MEXAYHAaPOAHOIrO0 HOPMaNM30BaHHOIO OTHOLIEHUS
(MHO), cnnpoHONaKToH, rMapoxiopTMasuna, cungeHadbwun.

3a Bpems npebbiBaHMA B cTalMoHape pebeHKy npose-
[eHbl NabopaTopHble U UMHCTPYMEHTa/IbHbIE UCCNeAoBaHMuS.
B o6lieM aHannae KpoBM — yBEIMYEHNE KOIMYECTBA TPOM-
6ounToB C¢ 517 [0 612x109/n (Hopma 150-440%x109/n);
B 6MOXMMWYECKOM aHafinM3e KPOBM MaToIOrMYECKUX U3Me-
HEHWN He BbIiBAEHO. BbINONHEH KOHTPOb KoarynorpaMmmbl
B AMHaMUKe.

Oco6oe BHMMaHue cnefyetr o6paTuTb Ha MOKasaTesb
MHO, KOTOpbI Yy MauMeHTOB C CUHAPOMOM runonaasuu
NeBbIX OTAENOB cepaua, HaxoAAwWwMXCcs Ha aHTUKOoarynsHT-
HOW Tepanuu, 3Ha4YuTeNbHO MOBbIWEH (y MauUMEHTKM NpU
noctynnenmm — 3,2 npu Hopme 0,85-1,15 ea., ansa nauyu-
€HTOB Ha aHTUKoarynaHTHon tepanuu 2,0-3,0 en.). OgHako,
4NA nNpefoTBpalleHns MHTpaonepauuMoHHOro KpoBoTeye-
HUS PEKOMEHZOBAHO MpUAEpPKMBaTbCA 60/ee HU3KUX ero
3Ha4YeHun. 3a fBOe CYTOK 4O OnepaTMBHOrO BMellaTesb-
CcTBa MapKymap 6bln1 OTMEHEH C Lenblo cHukeHns MHO po
1-1,5 ea. Ha doHe Ha3HavyeHns PpakcnnapuHa NOAKOMKHO.
B neHb onepaunm MHO cooTtBetcTBOoBano 1,5 ea. (tabn.).

B npeaonepaunoHHOM Neproae No AaHHbIM 3/1EKTPOKapP-
avnorpaduyecKkoro nccnegosanua (9KIN otmevanucb OTKMO-
HEeHWe 3NEKTPUYECKOM OCKU cepdua BnpaBo, YCTOWYMBLIN
IKTOMUYECKUIN PUTM, YMEPEHHAa apuTMUS; NO pedynbTatam



Ta6nuua. MepronepaunoHHble NOKa3aTeNU MeXAYHapOAHOIrO
HOPMaNM30BaHHOIO OTHOLWEHHWS Y NaUUeHTKK 1. B AMHaMUKe
Table. Perioperative dynamic changes of international normalized
ratio in the patient D.

MexayHapoaHOe HOPpMa/JIM30BaHHOE OTHOLLIEHUE, ef.
3a 2 gHa 0o onepauunun 3,2
3a 1 geHb oo onepaunu 2,5
[eHb onepauum 1,5
MepBble CyTKX Nocne onepawmm 2,0
BTopble cyTKu nocne onepauuu 2,4

Jonnnep-axokapanorpammsl  (gonnnep-3xoKr) cokpaTtu-
TeflbHaa QYHKUMA MUOKapAa eAMHCTBEHHOrO enyaoyka
oLieHMBanach KaK ya10BneTBopUTE/bHas.

AHecTe3unosoruyecKkoe nocoéue

M onepaTMBHOE BMellaTe/IbCTBO

C y4yeTOM yOOBNETBOPUTENbHON OYHKLUMK MUOKap-
0a elVHCTBEHHOro enyaoyka nauueHTKe [l. npoBedeHa
WHransiuMoHHaa «b6oftocHas» WMHAYKUMA ceBobaypaHoM.
MepBbIl ypOBEHb XMPYPrMYECKOW CTaauKM HapKo3a NO3BO-
NN NPOBECTM KaTeTepusauuio nepudepunyecKon BeEHbI
C JanbHeWWWm BBeAEHMEM rMpenapaTtoB AN MHTybGauuu
Tpaxeu. Anga o6ecnevyeHns Mbllle€4HON penakcalum BBOANI-
CSl HeaenoNnspPMU3YIOLNIN MUOPENaAKCaHT POKYPOHUSA 6pomMua
B gose 0,4 mr/kr, ona obecnevyeHns HenpoBereTaTMBHOM
3allMTbl — HAPKOTUYECKUM aHanbreTmk deHTaHun B Oo3e
3 MKI/Kr. AHecTe3unsl nogaep:nuBanacb KMCNOPOAOM, BO3-
OYXOM W WMHraNsaUMOHHbIM aHecTeTUKoM (ceBodaypaHoMm)
No 3aKPbITOMY KOHTYPY C HU3KWM ra30TOKOM B COYETaHWUu
C OAHOKpPaTHbIM MOBTOPHLIM BBEAEHWEM HAPKOTUYECKOro
aHanbreTuka.

06e36011BaloOLWNIN KOMNOHEHT 6bl/1 AONONHEH MHOWUNb-
TpaLUMOHHOW aHecTe3uen 3aylHoOW o6nacTU pPacTBOPOM
6punokanHa. CnpaBa 6bl1 NpPOBEAEH pa3pes, nocne 4yero
TynbiM NyTEM OTCEMNapOBaHbl MArkMe TKaHW, OBHaXKeHa
naouiagKka cocueBUaHOro oTPoCTKa, Gpe3amMu BbiMoSHEHA
MacToMaoTOMUA B npeaenax TpeyronbHuka Lnno, Bu3ya-
NIN3NPOBAHbI OPUEHTUPbI — FOPU3OHTANbHbIA MONYKPYHK-
HbIX KaHa, HaKOBa/bHS, BXOJ B aHTPYM. 3aAHAS TUMMNAHO-
TOMUSA BbIMNOJIHEHA B TUMMYHOM MecCTe, BU3yaln3npoBaHO

CTPEMS, Kpyrnoe okHo. ®pe3oi Hano)KeHa KoxjeocToma
B OCHOBHOM 3aBWTKE YIUTKW BNepes U BBEPX OT HULIK
Kpyrnoro okHa. ChopmupoBaHO noxe ANA UMMnaHTaTta.
MmnnaHnTaT Cochlear, mogenb Cl 512 (ABcTpanus), ynoxKeH
B NOXe, GUKCUPOBaH. DNEKTPOS BBEAEH B YIUTKY. Mof KOH-
TponeMm nokasatenen aneKkTpoaHuedanorpammel (cegauma
nawuMeHTa COOTBETCTBOBaNA MeAUKAMEHTO3HOMY CHY, BIS-
nHaekc 70) npoBefeH MOHUTOPUHT UMNaHTaTa, @ UMEHHO
TenemMeTpus nMnnaHTaTa (TeCTupoBaHWe COCTOSIHUA dNeK-
TPOHUKK U MEXKINEKTPOAHOE COMPOTUBIIEHME), perucTpa-
LMA 3NEKTPUYECKU BbISBAHHOTO pednekca CTpPeMEHHOM
MbllLbl U TENeMeTpuUsa HEepPBHOro oTBeTa (perncrpauus
noTeHunana AeNCTBUSA CNYXOBOro Hepsa). 3aywHas paHa
NOCNOMHO yWNTa U HaNOXeHa Tyraa acenTtuyeckas nosss-
Ka. MNpogonkntenbHocTb onepaunm — 2 4 20 MUH, aHecTe-
3un — 2 4 50 MUH.

MomMMMO CcTaHZapTHOrO MOHWUTOPMHIA MKU3HEHHO BaX-
HbIX OYHKLUMWA, BKJOYAIOWEro peructpauuio nokasartenemn
reMoAnHaMMKKW, B YacTHOCTM apTepuanbHOro AaBleHus
(puc. 1), yacToTbl cepaedHbix cokpauieHun, IKI, a Takke
noKkasaTtenew AblXxaHWUs W OKCUreHauuu, U3MepeHue TeM-
nepatypbl Tena, MOHWUTOPWUHI aHecTe3uu Obln pacwupeH
KOHTPONIEM MNOKa3zaTeneh HEMPOMBbILEYHOM NPOBOAMMOCTH
W aneKkTpoaHuedanorpammol.

AnMHamuKa u ucxopbl

Mo oKoH4YaHWW onepauuun pebeHKy 6bin NpoBeaeH aHa-
JIU3 KUCNOTHO-LWEN0YHOM0 COCTOSAHUS apTepuanbHOM KPOBM.
Mo razaM KpoOBWM M 3NEKTPONUTHOMY COCTaBYy NauMeHTKa
KOMMeHcHpoBaHa. JKCcTybauma Tpaxen nposegeHa B one-
paunoHHON. Pe6eHOK NnepeBeaeH B OTAeNIEHME peaHuMaL MK
N UHTeHcuBHOW Tepanuun (OPUT) B cTabubHOM COCTOSIHUM,
COOTBETCTBYIOWEM 06bEMY M ANUTENBHOCTU XMPYPrUYecKo-
ro BMellaTenbCeTBa, ANs AaNbHENLWero HabnaeHns n obe-
crnevyeHnsa agekBaTHoro o6e36onnBanus. 3a Bpems npebbl-
BaHMA B OPUT pe6eHOK reMoaMHaMUYEeCKN CTabuNEH, TOHbI
cepaua ficHble, pUTMUYHbIE. HYeped 24 4 pe6eHOoK nepeseaeH
B OTOPUHONI@PUHION0IrM4ECKOEe OTAENEHNE C XUPYPTrUYECKOM
rpynnon 3a6oneBaHuin ronoBbl U Wwew. Mo pesynsratam KM
n gonnnep-3xoKIl' B nocneonepaunoHHOM nepuoge oTpuua-
TeNbHOW AMHAMUKK He oTMeYvaeTcs. 1o nabopaTopHbIM AaH-
HbIM, BpeMS KpoBoTeyeHuns no Jyke — 1,1 MUH (npu Hopme
0-2), Bpema cBepTbiBaHnsa no Mopasuuy — 5,19 MUH (Npu
HopMe 0-5). Ha 10-e cyT nocne KoxaeapHon MMNAaHTaLum
pebeHOK BbiNMcaH U3 cTalMoHapa.

Puc. 1. ameHeHWe NapaMeTpoB apTeprasibHOro AaBfieH1s Ha pasHbix aTanax onepawuuu

Fig. 1. Arterial blood pressure changes on different surgery steps.
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6 7 8  Jran onepaumm

MpumeyaHune. 1) UHOYKLUMSA aHecTe3uu; 2) Havyano onepauuu (KOXHbIM paspe3 3aylwHon obnactv); 3) TUMNAHOTOMMWSA/BbINONHEHWE
KoxJieocToMmbl; 4) GopMUpPOBaHUE NOXa-nNnpueMHWKa cTumynsaTopa; 5) BBeJeHWEe 3NEeKTPOAHOM peLleTKUM KOoxjeapHOW WMNaaHTauuu;
6) TeCTUPOBaHWE KOX/IEaPHOro MMNNaHTaTa; 7) OKOHYaHWe onepaLmm (LBbI Ha KOXY); 8) OKOHYaHWe aHecTe3unn (IKCTybaums).
(UcTouHuk: M.C. KanyruHa v coaBT., 2019). AD'CI/ICT./A'D',EI,VIaCT. — CUCTONMYEeCKOoe/anacTonmM4yeckoe apTepunanbHoe aaBfeHune.

Note. 1) induction of anaesthesia; 2) start of the surgery (skin incision in postotic region); 3) tympanotomy/cochleostomy; 4) cochlear
implant bed preparation; 5) insertion of cochlear implant grid electrode; 6) cochlear implant testing; 7) end of the surgery (skin closure); 8)

end of anesthesia (extubation).

(Kalugina M.S. et all, 2019). SBP / DBP — systolic / diastolic blood pressure.
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Puc. 2. NauueHnTka [., 6 neT 4 Mec: XPOHOIOTUsA K/I0UYEBbIX 3TanoB XMPYPryecKoro neveHus

Fig. 2. Patient D., 6 years 4 months: key stages of surgery treatment.

Koppekuus JIOP-natonoruu
A
. N
SO G IDEIS 5 mec 4ropa 3,5 roga 5 ner 6 ner
POXAEHUSA
1. Mogknto4eHNe peyeBoro
npoLieccopa KoxeapHoro
Onepaums OKMNA Onepauys BbunaypanbHo | | LLyHTpoBaHue KoxneapHas MMNNaHTara 4epes mecay
Norwood (aHacTomo3 DOHTEHA cnyxonpo- 6apabaHHom UMANAHTaLUS nocne onepauumn
C LWyHTOM Sano nexHa) Te3npoBaHa MepenoHKm 2. 3aHsATus
C CypAoneaarorom
N v _J 3. MporHo3 6naronpuATHbIN
Koppekuus BpoXAeHHOro nopoka cepaua

lNpumeyanne. JKMNA — aByHanpaBfeHHbIN KaBOMy/ibMOHabHbI aHacToMo3, KN — KoxneapHas MMnnaHTaums.

Note. BCPA — bidirectional cava-pulmonary anastomosis, Cl — cochlear implantation.

MporxHos

Yepe3 1 Mec nauMeHTKa B NIaHOBOM MopsiAKe NOCTy-
nuna B8 HMWLL 3g0poBbst geTen 415 NPOXOXKAEHUs Kypca
cnyxope4vyeBon peabunutauuun. MNposeaeH UMK 3aHATUM MO
pa3BUTUIO CAYXOBOro BOCMPUATUSA. KoppeKuus HacTpoek
peyYyeBOro npoueccopa Kox/ieapHoro uMMnnaHTaTa npose-
[leHa B COOTBETCTBMMU C PEKOMEHAauMaMu cypgonegarora.
OunckombopTa nNpu npocnywmnBaHuM Yepes peyvyeBon npo-
ueccop y pebeHKa He oTMeYanoch. Mpu cobogeHnn peKo-
MeHAaUUh M Ha3Ha4YeHU, TaKMX Kak NOCTOSIHHOE HoWweHue
peyeBoro npoLeccopa KoxjaeapHoro MMnaaHTaTa M Npogon-
EHWe 3aHATUI C cypaonefarorom no MecTy XUTenbcTsa,
NPOrHo3 6/1aronpUsATHLIN.

BpeMmeHHas WwKana
XPOHOMOTUA KMOYEBLIX 3TanoB XUPYPruyeckoro neve-
HWUA NauueHTKu 1. npeacTaBneHa Ha puc. 2.

OBCYXAEHMUE

KoxneapHas vMnnaHTauns — WWPOKO MCMOb3yeMbIi
METO[ NleYEeHUa TNyXoTbl U TAXENbIX HapyweHWn cayxa
y AeTeh u B3pocnbix. KonvyecTBo NpPOBOAMMBIX onepa-
UMN exerogHo BoapacTtaeT. o aaHHbIM PefepanbHOro
areHTCTBa NO 34PaBOOXPaHEHMIO U COLMaNbHOMY Pa3BUTUIO
Poccuum ot 2006 r., B Poccuickon denepauun 4ynmcno 60nb-
HbIX C HapyLLEeHUsIMK cnyxa npeBbiwaeT 13 MH YenoBek, n3
HUX 6onee 1 MAH MPUXOAMTCA Ha AeTCKoe Hacenexwe [6].
Mo MHEHWIO Beaywmnx POCCUMCKUX cneunanmucToB, NoTpeo-
HOCTb B KOX/leapHOW MMMNaHTaLuuuM CcOCTaBnseT He MeHee
1000 onepauuni B rog [7]. K HacTosiLlemMy BpeMeHU B MUpe
npoBeaeHo 350 000 Takux onepauun, B Poccum — oKono
8000 [8]. CneayeT OTMETUTb, YTO HaunydlKne pesynbraThl,
TaKkue Kak GopMMpOoBaHMe CIyXOBOro BOCNPUATUS, peyeBble
HaBblKM U MHTErpaLma B OKPYXKaloLlyto cpedy, oTMevatoTcs
y AeTew, UMNIaHTMPOBaHHbIX 4O ABYX/E€THEro Bo3pacTa, T.e.
B AONMHIBaNbHbI nepuoa [9]. Taxenble conyTcTByOLINE
3a60/1eBaHUSA MOTYT OTCPOYUTb MU SIBUTHCS abCOSMIOTHLIM
NPOTUBOMOKa3aHWEM AN CBOEBPEMEHHOr0 BbINOSHEHMSA
KOXNeapHOM UMMAaHTaLm K.

B HacTosilM MOMEHT B NiMTepaType UMeeTcs He3Hauu-
TeNbHOE KOMMYEeCTBO CTaTel, AEMOHCTPUPYIOWNX NpoBeae-
HWEe KOoxNeapHOM MMMNAaHTauuu y AeTer C COMnyTCTBYIOLLEN
natonoruen [10]. B 2004 r. A. Chakrabarty n coaBT. B cBOe#
ny6nunkaLlmu o6paTtuamM BHUMaHWe Ha 0CO6eHHOCTH NpoBeae-
HWM aHeCcTe3MO00rM4ECKOro Nocobus y NnauneHToB ¢ pasnny-
HbIMW FEHETUYECKUMK CUHAPOMaMK. ABTOPbLI paccmaTpuBanu

TaKkue CUHAPOMBI, Kak Tpuyepa Konnnnuaa, Knunnena—®enng,
MNenapena, Anbnopta, Axepsenna u JlaHre—HunbceHna [11].
B aToM e cTaTbe chenaH akueHT Ha BaXKHOCTb BbIB/IEHUS
reHeTM4eCcKMx 3aboneBaHU, KOTOpble MOryT MEHATb XOA
onepauun. Hanpumep, npu Hanuuuu cuHapomoB Mwuwens,
MoHauHu, Lan6e u aHomanuu Bing-Siebenmann moryt
noTpeboBaTbCsH TEXHUYECKUE U3MEHEHWUS Ha 3Tane pasme-
WeHUsa UMNNaHTaTa B ynuTKe [12].

B 2018 r. V. Scott-Warren n coaBT. ony6nKoBanu uccne-
[oBaHWe ¢ y4acTmem 4 nauueHToB C CUHAPOMOM YAJMHEH-
HOro uMHTepsana QT, NOCTYNMBLUMX Ha OonepaTUBHOE Nleye-
HWEe MO NOBOAY CEHCOHEeBPanbHOWM MoTepu cnyxa. B casm
C OMUCaHHbIMX B nUTepaType ClydasiMuU HeXKenaTeNbHbIX
MHTpaonepaLmOHHbIX IBNEHWUA U BO3MOMXHbIM fleTaNbHbIM
MCXOAOM Y AeTen C yAIMHeHHbIM QT-MHTepBanoM aBTOPbI
obpalaloT BHMMaHWe, YTO Takue nauMeHTbl 4acTo Mony-
YyaloT OTKa3 B NPOBEAEHMM ONepaTMBHOro BMellaTenbCTBa.
OfgHaKo cnpoc Ha 3Ty onepauuto CO CTOPOHbI poauTenen
NPUBEN y4YeHblX K pa3paboTKe UM BHEAPEHUIO MynbTUAWC-
LUMMNIMHAPHOro noaxofa K BeAeHUo Takux nauueHTtos [13].
MauneHTbl C TAXKEeNoM ConyTCTBYIOWEN NaToNormen TpebytoT
o6lWMpPHON NpefonepauMoHHON MOArOTOBKM, AETanbHOro
o6CyXAEeHNsT Xo4a OnepaTMBHOrO BMellaTenbCTBa BBWMAY
BO3MOHbIX OC/IOHEHUN B UHTPa- U NocneonepaLuoHHOM
nepuogax. Pogutenu Takmx 601bHbIX 4OMKHbI OblTb 3apaHee
npeaynpexaeHbl 0 BO3SMOXHOM MNpebblBaHUM UX pebeHKa
B OPUT nocne onepaumu [10].

AHecTe3unonormyeckoe obecneyeHne KoxeapHOM
UMMNAaHTauMM y nauMeHToB C CUMHAPOMOM ruMnonnasuu
NIEBbIX OTAENIOB CepALa CONpOBOXAAETCHA PAAOM BaXHbIX
ocobeHHocTen. MaymeHTam, HaxoAaWMMCa Ha aHTUKoary-
NISHTOM Tepanuu, He06XoAMM KOHTPOJIb NOKa3aTtenemn ceep-
TbiBaOWEN M NPOTUBOCBEPTHIBAIOWEN CUCTEM KPOBWU Ha
BCeX aTanax npebbiBaHMA B cTauMoHape. 3To HeE06XoAMMO
ONS npeaynpeXaeHus UHTpaonepaumoHHOro KpoBoTeye-
HUS W, COOTBETCTBEHHO, YANIMHEHUS BPEMEHU onepauuu.
B nepBble 4—-5 cyT nocne onepauun BaxHO npoduniak-
TMpoBaTb 06pa3oBaHME remMaToMbl BOKPYr KOXJi€eapHOro
MMMaHTaTa, HO B TO Xe BpeMs nsberatb Tpom6006paso-
BaHuA [14].

Mpn NnpoBeaeHMM aHECTE3NOIOMMYECKOro N0co6ums HeOb-
XoauMo cbanaHcupoBaTb MNauueHTa MO BOAHOW Harpyske;
PEKOMEHAOBAHO WCK/OYUTb TUMO- U TUNEPBONEMUID BO
Bpems aHecte3uu [15]. CnefyeT y4uTbiBaThb, 4TO MpU MNpo-
BEAEHWUU UCKYCCTBEHHOW BEHTUNALMMU NIETKUX AETSAM C CUH-
APOMOM runonnasvu NeBbIX OTAENOB cepaua PeKoMeHAo-



BAHO WCMONb30BaTb HW3KME KOHLEHTpaLMKM Kuciopoaa,
UCKJTIOYNUTb TMNEPBEHTUNALMIO, T.K. NPeaHarpy3Ka Ha eamH-
CTBEHHbIN ey[o4eK 3aBMCUT OT JIErOYHOIO KPOBOTOKA,
a TaKKe MWHUMW3MPOBATb MWKOBOE AaB/ieHWE Ha BOXE
W MONOXMUTENbHOE JaBNeHne B KOHLE Bblgoxa [16]. C uenbto
npeaynpexaeHns runepamHaMmmyecKon peaxkLmun opraHuama
3KCTybaLuMIo Tpaxeun cneayert NpoBOAMTbL NPKU YCII0BUK CaMo-
CTOSATENbHOMO AbIXaHWA NauueHTa, HO B COCTOSAHWK FyGOKOM
cefaLMu, UCKIoYan KallNeBylo UK ABUraTeNbHYI0 peaKLmio.

3AKNIOYEHUE

[aHHaa cTaTbs npeactaBnsgeT cob6or ycnewHbld onbIT
NpoBeAEeHUA KOXNeapHoW UMNIaHTaUUn pebeHKY C TAXEeNon
KapaunanbHom naTonoruen. Mocne KoppeKLUmm BPOXKAEHHOIO
nopoKa cepaua 1M ctabunnaaunn cocToaHUa pebeHKy BO3-
MOXHa CBOEBPEMEHHas YCTAaHOBKA KOXJieapHOro UMmnnaH-
Ta. OgHaKo HeEOBXOANMO y4YMUTbIBATb, YTO NaLMEHTbI 4AHHOIO
npoduns TpebyT MyNbTUANCLMUNIMHAPHOIO NOAX0Aa, KOTO-
PbI MOXET BbITb OCYLLECTB/IEH TO/IbKO B MHOIONPO®UIbHOM
LueHTpe. Pogutenn unu 3aKoHHble NpeacTaBUTENN NaLUeH-
TOB AO/IKHbl 6bITb MPOMHGOPMUPOBAHLI O X0A4€e NpPeacTos-
lero onepaTtMBHOro BMeLWartenbCTBa U aHecTe3nonornye-
CKOro nocobus, a TaKXe npeaynperxaeHbl 0 BO3MOXKHOM
npebbiBaHun pebeHka B OPUT B cnyvyae Heo6X0AMMOCTH.
KomaHgHaa pab6oTa crneunannctoB cnocob6CTBYeET rnaako-
My nocfieonepaunMoHHOMY Nepuoay, paHHen peabunutaunu
nauuMeHTa 1 BbINMUCKU pebGeHKa M3 cTauuoHapa.

UHdopmupoBaHHoe cornacue

OT mauuneHTa uAn ero poauTens (3aKOHHOro npeacrta-
BMTENSA) NOY4EHO NMUCbMEHHOE MHPOPMMPOBAHHOE AO6PO-
BOJIbHOE cornacue Ha ny6anKaumio pe3ynbtTaToB ero obcne-
[OBaHUA U nevyeHns (aaTa noanucanusa 14.12.2018).

CMUCOK JINTEPATYPbI

1. CanepoBa E.B., BaxnoBa W.B. BpoxaeHHble NOPOKK cepaua
y AeTen: pacnpocTpaHeHHOCTb, daKTopbl pUCKA, CMEpPTHOCTb //
Bonpocbkl coBpemeHHon neguatpun. — 2017. — T.16. — Ne2. —
C. 126-133. [Saperova EV, Vahlova IV. Congenital heart diseases
in children: incidence, risk factors, mortality. Current Pediatrics.
2017;16(2):126-133. (In Russ).] doi: 10.15690/vsp.v16i2.1713.
2. Bohlmeyer TJ, Helmke S, Ge S, et al. Hypoplastic left heart
syndrome myocytes are differentiated but possess a unique phe-
notype. Cardiovasc Pathol. 2003;12:23-31. doi: 10.1016/S1054-
8807(02)00127-8.

3. Ohye RG, Sleeper LA, Mahony L, et al. Comparison of shunt types
in the Norwood procedure for single-ventricle lesions. N Engl J Med.
2010;362(21):1980-1992. doi: 10.1056/NEJM0a0912461.

4. Twite MD, Ing RJ. Anesthetic considerations in infants with
hypoplastic left heart syndrome. Semin Cardiothorac Vasc Anesth.
2013;17(2):137-145. doi: 10.1177/1089253213476958.

5. Christensen RE, Gholami AS, Reynolds PI, Malviya S.
Anaesthetic management and outcomes after noncardiac surgery
in patients with hypoplastic left heart syndrome: a retrospective
review. Eur J Anaesthesiol. 2012;29(9):425-430. doi: 10.1097/
EJA.0b013e328355345a.

6. ®depaepanbHOE areHTCTBO MO 34PaBOOXPAHEHUIO U COLMANbHOMY
passutnio Poccuiickon depepaunun. MeTtoanku anugemuosornye-
CKOro uccnefoBaHusi HapylueHui ciayxa. / Coct. [LA. TaBapTKkunaase,
M.E. 3aropsiickas, M.I. PymsaHueBa 1 ap. MetoaMyeckme peKoMeH-
faunu (nepepaboTaHHble 1 4onosiHeHHble). — M., 2006. [Federal’noe
agentstvo po zdravookhraneniyu i sotsial’nomu razvitiyu Rossijskoj
Federatsii. Metodiki epidemiologicheskogo issledovaniya narushenij
slukha. Ed by GA Tavartkiladze, ME Zagoryanskaya, MG Rumyantseva,
et al. Metodicheskie rekomendatsii (pererabotannye i dopolnennye).
Moscow; 2006. (In Russ).] JoctynHo no: https://audiology.ru/
methods-of-epidemiological-research/. Ccbilka aKTMBHa Ha
28.05.2019.

7. TaBapTtkunagse A. CoBpeMeHHOe COCTOsIHMe U TeHAEeHLUuU
pas3BUTHS KoxJleapHOM umnaaHtaumn y aeten. / Teaucobl XVII cbes-

BbIPAXXEHUE NPU3HATE/IbBHOCTHU

ABTOpbI Bblpa)KaloT MPU3HAaTE/IbHOCTb BCEM CrieLmasu-
cTaM, KOTopble MPUHANM yd4acTMe B MNOArOTOBKE pebeH-
Ka K NnaHoBOMY ONepaTUBHOMY BMELLIATENbCTBY, a TaKXe
OKasanu MoMollb W NOAAEPKKY B Nepuos peadunutaLmu
nauueHTa.

UCTOYHUK ®UHAHCUPOBAHUA
He ykasaH.

FINANCING SOURCE
Not specified.

KOH®JIUKT UHTEPECOB
ABTOpbI CTaTbM MOATBEPAWMIM OTCYTCTBME KOHPIMKTA
MHTEPECOB, 0 KOTOPOM HEOBXOAMMO COOOLMUTD.

CONFLICT OF INTERESTS
Not declared.

ORCID

M.C. KanyruHa
http://orcid.org/0000-0002-2427-9689
10.10. Pyceukui
http://orcid.org/0000-0001-5574-8292
A.E. AneKcaHapoB
http://orcid.org/0000-0001-9093-3426
A.B. Nawkos
http://orcid.org/0000-0002-3197-2879
Y.C. MansaBuHa
http://orcid.org/0000-0002-8968-1935
E.A. AnekceeBa
http://orcid.org/0000-0001-9958-9123

Ja oTopuHonapuHronoros Poccun. — H. Hosropog, 2006. —
489 c. [Tavartkiladze GA. Sovremennoe sostoyanie i tendencii
razvitiya kohlearnoj implantacii u detej. In: Tezisy XVII s”ezda
otorinolaringologov Rossii. Nizhnij Novgorod; 2006. 489 p. (In
Russ).]

8. CanoxHukoB #A.M., TapacoBa H.B., CupaeBa A.P. 3HayeHune
COBMECTHOM paboTbl CypAonora WM cypgonejarora npu HacTponKke
CUCTEM KOXJIeapHOW uMmnnaHTauuu // BecTHUK OTOPMHONapPUHIO-
aormn. — 2018. — T.83. — N22. — C. 22-25. [Sapozhnikov YaM,
Tarasova NV, Siraeva AR. The importance of the joint work of
an audiologist and a teacher of the deaf and hard-of-hearing
subjects for the adjustment of the cochlear implant systems. Vestnik
otorinolaringologii. 2018;83(2):22-25. (In Russ).] doi: 10.17116/
otorino201883222-25.

9. Koponesa W.B., Xykosa 0.C., 3oHtOoBa O.B. KoxneapHas
MMMAaHTauus y geten mnagwero Bospacrta // HoBoctu oTopuHO-
napuHronormm u aoronatonormn. — 2002. — Nel. — C. 14-24.
[Koroleva IV, Zhukova OS, Zontova OV. Kokhlearnaya implantatsiya u
detey mladshego vozrasta Novosti otorinolaringologii i logopatologii.
2002;(1):14-24. (In Russ).]

10. Hawksworth C, Ravury S. An audit of anesthesia safety in
a pediatric cochlear implantation program. Paediatr Anaesth.
2015;25(6):630-635. doi:10.1111 /pan.12613.

11. Chakrabarty A, Tarneja VK, Singh VK, et al. Cochlear implant:
anaesthesia challenges. Med J Armed Forces India. 2004
60(4):351-357. doi: 10.1016/s0377-1237(04)80009-1.

12. Clark GM, Cowan RSC, Dowell RC, ed. Cochlear implantation for
infants and children. Singular Publishing Group, San Diego;1997.
pp. 71-110.

13. Scott-Warren V, Bendon A, Bruce IA, et al. Cochlear implantation
in children with congenital long QT syndrome: introduction of
an evidence-based pathway of care. Cochlear Implants Int.
2018;19(6):350-354. doi: 10.1080/14670100.2018.1518686.
14. Crapoxa A.B., banakuHa A.B., JlutBak M.M., n ap. Ocob6eHHOCTH
KOX/IeapHON MMMAaHTauUMK y MOXUAbIX NauuMeHToB // BroineteHb

™
ol
=z
~
©
~
=
O
—
)
-
o
N
X
xR
=
[
[=]
=
(=)
x
<
=
o
<
e
xR
<
x
Q
7]
T
=
g
<
=
=
7]
=



cubnpckor meanymHel. — 2014, — T.13. — Ne1. — C. 122-128.
[Starokha AV, Balakina AV, Litvak MM, et al. Cochlear implantation
prevalence in elderly. Bulletin of Siberian medicine. 2014;13(1):122—
128. (In Russ).]

15. CBapuHcKasa E.M., ArasensaH 3.I., XunuxHes A.B. Oco6eHHoCTH
NPOBeAEeHN aHeCTe3WU U UCKYCCTBEHHOW BEHTUNALMMK NETrKux y
feTel C XMPYPruyecKon naTonorver u CconyTCTBYIOLLMMU BPOX-
[leHHbIMW MOpoKaMu cepaua // AHecTe3nonorns U peaHUMato-
nornsi. — 2016. — T.61. — N°1. — C. 54-57. [Svarinskaya EM,

OT pepaKuum

Agavelyan EG, Khilikhnyov AV. Peculiarities of anesthesia and
mechanical ventilation in children with surgical pathology and
related congenital heart defects. Anesteziologiia i reanimatologiia.
2016;61(1):54-57. (In Russ).] doi: 10.18821/0201-7563-2016-
61-1-54-57.

16. LiJ, Hoskote A, Hickey C, et al. Effect of carbon dioxide on systemic
oxygenation, oxygen consumption, and blood lactate levels after
bidirectional superior cavopulmonary anastomosis. Crit Care Med.
2005;33:984-989. doi: 10.1097/01.ccm.0000162665.08685.€2.

Joporue Konneru!
MpeactaBasem BalleMy BHUMaHWE MHEHWE Kapauonora 4.M.H. Bawakmag3ae Hato [Xym6epoBHbI.

CuHapom runonna3umn nesbix otgenoB cepgua (Cr/10C) coctasnsiet 1,4-9% cpean BCeX BPOKAEHHbIX MOPO-
KoB cepaua n 16% cpean KpUTUYECKUX BPOXKAEHHbIX MOPOKOB cepala. HapyweHns reMmoguHaMuKn BO3HUKaIOT
YK€ Ha paHHNX CTaansiX BHYTPNYTPOOHOro pa3Butus pebeHKa. KnnHudeckas KapTuHa rnocse poxaeHus pebeHKa
MOXET 3HaYMTEIbHO BapbMpOBaTb B 3aBUCUMMOCTH OT Kaacca M aHatommuyeckoro nogtuna CrJ/10C. Yaiwe Bcero
Ha MOMEHT pOXXAEHUS yxe HabagaeTcs neperpyaKa npasbiX OTAE/0B cepAla ¢ ux gunataunen. M Hago cpo4yHo
OKa3bIBaTb KBaJMPULMPOBaHHYIO MEAULMHCKYIO TOMOLb. be3 xupyprudeckoro BsmeluatensctBa 25-30% geten
¢ CI710C nornbaet Ha NepBoOM HEAENE HU3HM.

B HacTtosiwee Bpems atmonatoreHe3 CI/I0C go KoHua He usyqeH. BepOosaTHOU NMpuYuHON pa3BUTUS MOpOKa
MOryT 6bITb U FTEHETUHYECKUE QAKTOPbI, TeM 60Jiee Korja y pebeHKa MMEETCS NOPOK pa3BUTUSI Clyxa (ABycCTO-
POHHSISI CEHCOHEBPaJibHas TyroyxocTsb). llaLnMeHTy peKoOMeHAO0BaHa KOHCY/bTalus reHeTuka A1 BepnduKalmm
HacsieCcTBEHHOro 3aboaeBaHus. B nepByto ovyepeb, HEO6X0AMMO UCKITIOYNUTb MUKPOAENELMIO U MUKPOAY/IMKa-
LMI0 XPOMOCOM.



