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Annomayus. CaMbIM yS3BUMBIM TI€PHUOJOM B OTHOLIEHUH (OPMUPOBAHUS BPOKAEHHBIX
MMOPOKOB PAa3BUTHUSI OPTraHOB cuuTaloTcs 3—4 Hemenu OepeMeHHOCTH. VIMEHHO B 3TOT MepUO.
MPOUCXOIUT (OPMHPOBAHUE U MEXOKENYI0YKOBOM meperopoiaku. BosmeiicTBue TepaToreHHbIX
(bakTOpOB Ha IJIOA WM TEHEeTHMYECKHME MYTallMM Ha HadaJbHBIX 3Tamax SMOpHOreHe3a MOTYT

m Tun nuyenzuu CC: Attribution 4.0 International (CC BY 4.0) 270



broemens nayxu u npaxkmuxu [ Bulletin of Science and Practice T. 10. Nel1 2024
https://www.bulletennauki.ru https://doi.org/10.33619/2414-2948/108

NPUBECTH K Pa3BUTHUIO EAMHCTBEHHOTO XXEITyAOUKa CEpAla, YTO CUUTACTCS TSHKEIIBIM BPOXKICHHBIM
NOpPOKOM. B crarbe mpeacTaBieHO ONMMCAHWE KIMHHYECKOTO CIydas eIMHCTBEHHOTO JKETYIO0uKa
cepaua y nanuenra 19 jnert, 0Cl0)KHEHHOTO KapAMOPEHAIBHBIM CHHIPOMOM.

Abstract. The most vulnerable period in terms of the formation of congenital malformations
of organs is 3-4 weeks of pregnancy. It is during this period that the formation of the
interventricular septum occurs. Exposure to teratogenic factors on the fetus or genetic mutations at
the initial stages of embryogenesis can lead to the development of a single ventricle of the heart,
which is considered a severe congenital malformation. The article describes a clinical case of a
single heart ventricle in a 19-year-old patient complicated by cardiorenal syndrome.

Knrouegvle cnoéa: eIMHCTBEHHBIN JKETYNOYEK CEp/la, SPUTPOLMTO3, MOYKU, TUIOKCHUS,
[IUTOKHUHBI, TPOTEUHYPHUS.

Keywords: single ventricle of the heart, erythrocytosis, kidney, hypoxia, cytokines,
proteinuria.

EnunctBennsiii xenynouek cepaua (EXKC) xapakrtepusyercst OTCYTCTBHEM IE€PErOPOIKU
MEXy Kemynoukamu cepaua [1].

B wmeaunuuckom sekcukone EXKC o6o3HauaeTcs kak BpOXACHHBIM TOPOK  cepila
«IIMAaHOTHUYECKOTO THUIIA», «EAMHCTBEHHBIN JKEIyI0YeK C PYIMMEHTAPHON BBIBOJHOW KaMepoi»,
«OJTHOXKEIYIOUKOBOE CEpJALIE», «TPEeXKaAMEPHOE CepJLe C ABYMs MPENCEepIUsIMI», «[IPUMUTUBHBIN
xemymouex» [2, 3].

Benymum npusznakom EXKC sBnsiercs cooOuienne o00uX mpencepauii 4epe3 MUTPAIbHbBIN 1
TPEXCTBOPYATHIN KjamnaHbl ¢ OOMIMM XenyrodkoM. [Ipu 3TOM THIle aHOMalIMU CTpOEHHE cepAala
TpéxkamMepHoe. 3akyajka cepjlla 4YelloBeKa HauuHaeTcs ¢ 3-4 Henenu OEpeMEHHOCTH U
XapaKTepU3yeTcsl MapHbIM CKOIUIEHUEM ME3EHXHMMHBIX KJIETOK B 3aJHEHM 4acTu roJIOBHOIO OTIEla
AMOPHUOHAILHOTO IIMTKA TI0J] BUCHIEPATHHBIM JIUCTKOM ME30/IepMBI [4].

ITponiecc opMHUpOBaHUS MEXIKETYIOUYKOBOM MEPEropojIki TaKkKe MpOHCXonuT Ha 3—4
Henensx OepeMeHHOCTH. [1o COBpeMEHHBIM JIaHHBIM, MOPOKH Pa3BUTHsS OPraHOB BO3HUKAIOT B
smOpuoreHese Ha 30—-56 nuu 6epemMeHHoCTH [5].

[Ton BnMsiHMEM TepaTOTreHHBIX (PAKTOPOB, JMOO0 NEHETHUECKOM MYyTaIlMH MEXOKENTyI0uKOBast
neperopoaka ¢opmupyercsi n1ub0 He OO0 KOHLIA ¢ oOpa3oBaHueM B Heil aedekra, nmubo He
(dbopmupyeTCsl BOBCE C pa3BUTHEM OOILICH emylnouyKoBOW Kamepbl B TpexkamepHoMm cepiue. Kak
MOKa3bIBAIOT PE3YIbTAThl HAYyYHO-HCCIIEOBATEIbCKUX paboT, m3BecTHO Oonee 200 BapuaHTOB
BPOXKAEHHBIX TIOPOKOB cepata [6, 7].

OCHOBHBIMU TNIPUYMHAMH DPOXKICHUS JA€Tel ¢ BPOXKAEHHBIMU MOPOKaMM CepAlla SIBISIOTCA
XpPOMOCOMHBIE ~ HApyLIEHHUs; MyTalus OJHOIO TeHa; BHEWHHEe (AKTOpbl  (AJKOTOIH3M,
nepeHecEHHbIe BO BpeMsi OepeMEeHHOCTH BUPYCHbIE HH(EKINU, TPUEM JIEKapCTBEHHBIX IpenapaToB
u T.4.). HMccnenoBanusi mokasweiBatoT, 4yto yactora EJXXC cocraBmser okomo 0,13 wa 1000
HOBOPOX/ICHHBIX, a B CTpYyKType Bcex BIIC — 1,7% [8, 9].

EXC 3HauntenbHO 4yale BCTpeyaeTcs Y JIMI MYKCKOTO Ioja IO CPaBHEHHIO C KEHCKUM
nosioM. B Hactosiiee Bpemst BbIIENsIOT Heckonbko TunoB EXKC (Tabmuma 1).

[To oTnensHBIM coobmeHusM, puMepHO 75% OGonbpHBIX ¢ EXXC morubaror Ha nepBoM rony
KHU3HU, CPEIHSs MPOJOKUTENBHOCTh XKU3HU OonbHBbIX 6,7 meT [8]. K tomy xe y mun ¢ EXC
CTapIIUX BO3PACTHBIX IPYIII UMEETCS MHOXKECTBO COMYTCTBYIOLINX 3a0oneBanuii [ 10].
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Tabauma 1
AHATOMUYECKAS KJIIACCUDPUKALIMS EAMHCTBEHHOI'O XXEJIY IOUYKA CEPALIA

Tun Yacrora XapakTepucTuka
BCTPEYAEMOCTH
A tun 74% Enuneiii xemymodek cepiala MpeACTaBICH MHOKApIIOM JEBOTO SKEIyA0YKa.

[TpuTOYHBIA OTHEN MPaBOro KEMyJO4YKa OTCYTCTBYET, HO MMeeTcsl HeOOoibluast
pyAMMEHTapHas KaMepa BbIBOJHOTO TpakTa - BbITYCKHMK. OH IpeicTaBisieT
co0OH TITaZKOCTEHHYIO KaMepy, PacllOJIOKCHHYIO Ha IMepeJHEHd IOBEPXHOCTH
cepaua, OT KOTOpoi OTXOAAT o0a (MM OJUH) MarucTpanbHbIXx cocyna. Ilonocts
€AMHCTBEHHOI'O JKEIYyIOYKa IE€PEeCeKaeTCsl Pa3BUTBIM MBIIICYHBIM TSDKEM,
OTPaHUYMBAIOIIUM BXOA B BBIIYCKHHMK. TsDK, BEpOATHO, CIIEAyeT CUYHUTaTh
HENPaBUIBHO PACHOJIOKEHHON MEXOKETYJOUYKOBOW IMEpPEeropoAkod, Tak Kak B
TOJIIIIE €r0 MPOXOAUT My4oK ['nca. IToT THI 00YCIOBICH BPOKICHHBIM TOPOKOM
Pa3BUTHS JKEIIyAOYKOBOM NETIN CEepALA: €IUHBIN JIEBBINA KEITyJOYKOBBIA CHHYC,
BCJIE/ICTBUE OTCYTCTBUS PABOr0 JKEIYyAOUKOBOIO CHHYCA.

B tun 5% Bech MHOKapJ HUMECT CTPOCHHUEC IPABOro KEJIyAOYKa. BI)IHYCKHI/IKa HET. JTO
O6YCJ'IOBJ16HO C€AWHBIM IIPpaBbIM KEJIYTOUYKOBBIM CHUHYCOM BCJICACTBUEC OTCYTCTBUA
JICBOI'O JKCJIYJOYKOBOI'O CMHYCA.

C tun 7% Mpuokaps, uMeeT CTpOEHHE KakK JIeBOTO TaK M TIPaBOro JKeIyJo4Ka, HO
MEXOKETY0YKOBas TIEPeropoika OTCYTCTBYET WIIM HMEETCsl €€ pyJIUMEHT. DTOT
TUI TIOPOKAa OOYCJIOBIEH OTCYTCTBHEM WJIM PYIUMEHTapHBIM pa3BUTHEM
CHHYCOBOMW YaCTH >KEIYJTOYKOBOW MEPErOPOJKH.

J tun 10% He wumeer pmuddepeHIMpoBKM MHOKapAa, HET HH  BBIIYCKHUKA, HHU
MEXKETYJOYKOBOM Teperopoku. XapakTepu3yeTcst OTCYTCTBHEM, KaK MPaBoro,
TaK M JICBOTO )KEJITyI0YKOBOTO CHHYCA U MEKIKEITYIOYKOBOH IEPErOpOIKH.

[Ipu EXKC npoucxoguT cMelMBaHue apTepuaIbHON U BEHO3HOM KpoBH. B aopte u nérounoit
apTepuu, OTXOASIIMX HEMOCPEICTBEHHO OT JKEMyA04YKa — OJMHAKOBOE JIABJIICHHUE, YTO MPUBOJIUT K
pa3BuTHIO J€rouHoi runepren3un. Kak ormedeno B padore E. I. CxopoxymoBoii ¢ coaBTOpaMu, B
3aBUCUMOCTH OT BapHaHTa PACIIOJIOKEHUS MATUCTPAIbHBIX apTEPUN BBIIEIAIOT HECKOJIBKO THIIOB.
Tak, Tun | xapakTepusyeTcsi HOpMaJIbHBIM PAacIONIOKEHUEM MarucTpaibHbIX aprepuid; tun I1-D —
TPAHCIO3UIIMOHHBIM PACIIOJIOKEHUEM MarucTpaibHbIX apTepuil u tum |- L — TpaHCHO3ULIMOHHBIM
pacrnoiaokKeHueM MarucTpanbHbIX aprepuit [11].

Onucanue KIUHUYECKO20 CIYYas]

[Tanment, 19 ner, HaxoauTcs MoJ HAOMIOJEHMEM Kapiauojora Ha kKadenpe ¢axkylbTeTCKON
tepanuu KI'MA um. UK. Axyn6aeBa ¢ nuarnozom: Bpoxaennsiii nopok cepaua. Tpancrnozunus
MarucTpaibHbIX COCYIOB. EJNMHCTBEHHBIM JKEIy0o4eK cepAla. PecTpukTUBHBIN JedekT
MEXOKETYIOUKOBOM  IIEpEeropoAku. AHEBpHU3Ma JIETOYHOM aprepud. JlerouHas rumnepreH3us.
XpoHHYecKasi cepieuHasl HeIoCTaTOYHOCTb, GyHKIMoHaIbHbIHA Kiaacc II-111 mo NYHA (New York
Heart Association). BropuuHsIii 3pUTpOIUTO3. XpOHUYECKHN KapanopeHanbHbiid cuuaapoM (11 tum).
Xpouunyeckas 6one3ns nouek C1 Al. benkoBo-sHepreTrueckas HEAOCTaTOYHOCTD | cTeneHu.

JKanobwi: ymepeHHast ofpIlIKa MpH X0/1b0€ U PU3HMUECKON HArpy3Ke, MbIIIIeyHast c1a00CThb.

Anamnesis morbi: ¢ mercTBa ycTaHOBIEH BpPOXKAEHHBIH IMOPOK cepaua. TpaHCIo3umms
MarucTpajgbHbBIX COCYI0B. EquHcTBeHHBIH x)emynouek cepana (Pucynok 1, 2).
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Pucynox 1. EnuncTBeHHBIN )enynodek cepaua. [lapactepHanbHas mO3ULMS IO AIMHHOM OCH, IpaBoe
U JIEBOE MPEACEP s, MEXIPEICEPIHAS IEPETOPOIKA, MUTPATBLHBIN KJlanaH, €AUHCTBEHHBIH JKey10YeK

Pucynox 2. EamHCTBeHHBIM >Xemymodek cepama. JleBoe W mpaBoe Tpeacepausi, €IMHCTBEHHBIN
JKEITy104€eK, aTPUOBEHTPUKYJISIPHBIE KJIallaHbl

B omneparuBHONM KOppeKIMU MOpOKa cepiaua OoibHOMY ObUIO OTKa3aHo. HaOmromancs y
TepameBTa IO MECTy JKHUTelbcTBA. [IpUHMMaeT HMHTUOUTOPBI AHTMOTEH3MHIIPEBPAILAIOIIETO
depmenra (kanronpui). B 2020 roxay, npu njaaHoBoM 00ClI€I0BaHUHU, B KIIMHUYECKOM aHAJIN3€ MOYU
ObUIM BBISIBJICHBI NPOTEMHYpUs (OeoK B yTpeHHeW mnopuuu Moun 4,26 T1/1) U reMarypus
(aputporutsl 6omnee 20-30 B 11/3). OCMOTpEH ypoJOroM W He(POJIOroM, YCTAaHOBIEH CHHAPOM —
XpoHHYecKas 00ie3Hb MoyeK. XPOHWYEeCKHi KapauopeHanbHbl cuHapoM (Il Ttum). bemkoso-
SHepreTuyeckasl HeocTaro4HocTh | crenenn. OObeKTUBHO: pocT 155 cM, Bec 43 KI, HHIEKC MacChl
tema (MUMT) 18 Kkr/m°, acTEHHYECKOTO TEIOCIOXKEHHS, YMEPEHHOTO ITHTAHMS, KOXHBIEC TOKPOBBI
HOpMaJIbHOM OKpackH, cyxue. AKpOIHMaHO3 ry0, KOTOpBIM BbIpakeH Oojblne mpu (HU3HUECKOM
Harpy3ke ¥ UMeEeT royiyOod OTTEHOK, MaNbIbl M0 THIY «OapabaHHBIX manodek» (Pucynok 3, 4),
MOJIOXKUTENBbHBIA CUMIITOM 4acoBbIX cTekol (PucyHok 4), nepudepudeckux (BUAMMBIX) OTEKOB HET.

CepaeuHblii TOTYOK DPA3IUTON, MPUNOJHUMAIOIIMNACS, TPAHULIBI CEpALa pPacIIUpeHbl B 00e
CTOpPOHBI, CHCTOJIMYECKOE JpokaHWe Ha Bepxyuke. IIpm ayckympranmu: II TOH Hax jerodHou
apTepueil ycwieH (JlerouyHas THUIEPTEH3Us WM JIeBONO3MILHMS aopThl), ci1abo paclleruieH,
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MMaHCUCTOJIMYECKUH ITyM (MMPOXOXKACHUE KPOBU Yepe3 BBIITYCKHUK) onpesenseTcs B couetanuu ¢ 111
TOHOM M M€30JJMaCTOJMYECKHUM IIIyMOM BJOJIb JIEBOTO Kpasi TpyAUHBI U Ha Bepxyuike. Ha Bepxyiike
BBICJTYIIIMBAETCS CHUCTOJIMYECKUN IIYyM HEJOCTAaTOYHOCTH MHUTPAJIBHOTO KIallaHa, B TPEThEM
MexXpeOepbe CclieBa UMEETCsl TPYyObIil CHCTONMYECKUH IIyM TUMNa W3THaHUA. [ledeHb — y Kpas
npaBoii pedepHoit ayru. Cene3eHKa U MOYKH HE MaIbITUPYIOTCS.

‘

Pucynok 4. CHHIOIIHOCTE KUCTEN PYK H KOHYHKOB NAJIBLEB.

W3 Tabnuuel 2 BUAHO, YTO KOHIEHTpAIHsI TeMOINIOOMHA, TeMaTOKPUTA U YHCIIO SPUTPOLIUTOB
neprudepudecKoil KpOBH 3HAYUTEIHHO MPEBBIIIAIOT HOpMY. CTOUT 3aMETHUTh, YTO IPUTPOIUTAPHBIE
uuaekcsl (MCV, MCH, MCHC), a Takxke Iuamna3oH paclpeleicHHs] 3PUTPOLUTOB OBLIM B
npenenax pedepeHcHbIX 3HadueHuil. [loBblmieHue ypoBHs Jl-mumepa KpoBM HE BBIABISIOCH
(Tabmuma 3). B 6uoxumudeckom aHanuse kposu (Tabmuia 3) oTMEYanocs IBYKPATHOE MOBBINICHHUE
cofiepaHHe MOYEBOM KHCIOTHI CBHIBOPOTKH KpoBu (16,0 mr/an mpu nHopme 3,5-7,2 wmr/mm).
[TpumedarenbHO, YTO YPOBHU JIEKTPOIUTOB CHIBOPOTKU KPOBHU OBLTH ONTHMATbHBIMH.

Kak crnenyer u3 TaOmuupl 3, oTMmedaercst aucOanaHC B IIUTOKMHOBOM CTaTyce MallMeHTa:
coziepkaHue (pakTopa HeKpo3a omyxoiu-aibda 3assiiieHo (10,414 nr/min npu Hopme 10 6 nr/mi), a
ypoBHU uHTepnelkuHa — 6 (9,797 nr/mu npu HopMme Ao 10 nr/mi) u VEGF kposu (651,28 nr/min
ripu HopMe 10-700 rr/mir) UMEIOT TEHIEHIUIO K MOABEMY.

Cxopocts  kiyboukoBoii ¢unbrpanmu (CK®), omnenennas mno ¢opmyne CKD-EPI ¢
UCIOJIb30BaHHEM KpeaTHHUHA KPOBH Mokazan runepduistpanuio (137 mu/mun/1,73 M?). B 10 xe
BpEeMsI pacueT CKOPOCTH KIIyOOYKOBOW (pHIBTpammu 1Mo MeTOoauKe XOyke Ha OCHOBe IuctaruHa C
KPOBH, HalpOTUB, MPOIEMOHCTPUPOBAI CHIDKCHHE (DMIBTPAIMOHHOW (YHKIMH TIOYEK (pacdyeTHas
CK® = 49 mn/mun/1,73 M).

Kak Buano n3 Tabnuier 3, y Hamero nanuenta ¢ EXXC obnapyxena nporennypus (yrpeHHel
nopuuy Mouu oOmmii Oenok 1,51 1/1m). 3mech HYXHO TOJYEPKHYTh, YTO B TOCJIEIHHUE IIECTh
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MECSIICB Y MalMeHTa Ha0Ioaanach NpoTeHHYpus (YTpEHHEH Mopiuu Moun oomuit 6emok 4,31 1/i).
C nomomipto sxokapauorpadun (3D-, M-pexxum, mBETHOE MOMIIJIEPOBCKOE CKaHMPOBaHUE) OblLiia
BoisiBiieHa kaptuHa EXKC (Pucynok 1).

JuameTprl aopThl (BOCXOAsIIAs), a TAKXKE JIEBOIO IpPEACEpArs MPEBbIIAIN HOPMAaTHBHbBIE
nokaszarenu. KoHEUHbBIN JUacTONWYECKHH W KOHEUHBIH cuctoimueckuid pasmepbl EXXC Oblm
YBEIUYCHHBIMH, COCTaBJsAA 6,8 cM u 4,5 cM, cooTBeTCTBeHHO. Habmromancs moabeM JaBJICHHS B
JIErOYyHON apTepuu (42 MM pT. CT.).

Tabnuna 2
JJABOPATOPHBIE AHAJIM3bI TAITMEHTA TTPU ITIJTAHOBOM OBCJIIEAJOBAHUN
Toxazameny 3uauenue  Peghepenmmuuvie
3HAYeHUs
Spurpountsl, X 107/1 >7,1 4.3-5.7
I'emormo6uH, /1 237 131-172
I'emaroxpur, % 66,1 39-49
TpomGommter, x 107/ 156 159-376
JIelKoIuUTEI, X 10%n 9,836 4-11
SpumpoyumapHvle UHOEKChl nepugeputeckoi Kposu
Cpennuii 06beM sputporutoB (MCV), ¢ 93 80-99
Cpennee conepxanne remoraoouna B spurpouute (MCH), nr 33 27-34
Cpennsas koHeHTpanus remoriodnHa B apurpouute (MCHC), r/mn 35,8 32-37
JuamazoH pacnpenenenus 3putpouutoB (RDW), % 13,5 11,5-14,5
Jletixoyumapnvle unoexcuvl nepughepuueckoii Kposu
Hetitpodumnst (%N), % 43,92 47-72
Heiitpoduner (NEU), x10%n 4,222 2,04-5,8
Dozunoduisl (E%), % 0,1592 1-5
Dosunodumst (EOS), x10%/1 0,0172 0,2-0,3
bazodwsr (%B) 0,029 0-1
bazodwunsr (BASO), x10%/n 0,012 0-0,065
Jlumdouutsr (%L), % 47,17 19-37
JIumbouuts: (LYM), x10%/1 4,639 1,2-3,0
Mowuorutsl (%M) 8,72 3-11
Morouutsl (MONO#), x10%/1 0,477 0,09-0,6
CKkopocThb ocelaHust APUTPOLUTOB, MM/ (110 BecTeprpeny) 5 2-15
Tabmuua 3
BUOXMUMUNYECKUE AHAJIU3bI ITALIMEHTA ITPU ITJIAHOBOM OBCJIEJJOBAHUU
Tloxazamens 3nauenue Peghepenmmnuie 3nauenus
I'mrok03a, MMOJIB/IT 55 3,8-5,82
OO6muii 60K, 1/11 73 64-83
AnpOymuH, /11 32 33-50
MoueBas KMCI0Ta, ML/ 16,0 3,5-7,2
Maruwii, MMOJIb/JT 0,92 0,73-1,06
Kamuii, MMOIB/1 43 3,4-5,5
Kanpmuii, MMOJIB/1 2,11 2,11-2,55
Harpwuii, Mmoutb/n 137 136-145
Heoprauunueckuit pochop, MMOIIb/ 1 1,35 0,87-1,45
X710p, MMOJIB/JT 101 95-110

m Tun nuyenzuu CC: Attribution 4.0 International (CC BY 4.0) 275



bBroanemens nayxu u npaxmuxu [ Bulletin of Science and Practice
https://www.bulletennauki.ru

T. 10. Nel1 2024

https://doi.org/10.33619/2414-2948/108

Toxazamenw 3nauenue Peghepenmuvie snauenus
C-peakTHBHBII O€IOK KOJIMYCCTBEHHBIH, MT/IT 4,76 o 5
Peakuus Baccepmana/Rapid Plasma Reagin OTpHILl OTpHIL
donmeBast KHCI0TA, HI/MII 4,2 3,1-20,5
AnannHamuHoTpanchepasa, Ex/n 15,3 0-20
AcnapraramunoTpancdepasa, En/n 28,8 0-20
Jlunuanelii npoduis
O6mmit xomectepud (XC), MMOJB/JT 44 mo 5,17
XC MUAIONPOTENHOB BHICOKOH TIIOTHOCTH, MMOJIB/J 1,3 or 1,2
XC munonpoTenHOB HU3KOH IJIOTHOCTU, MMOJIB/JT 2,1 2,6-3,34
Tpurnunepuibl, MMOJIB/ T 1,0 mo 1,7
T'emocmasuoepamma
[IporpombuHOBEIA HHAEKC 110 KBUKY,% 105 95-105
AKTUBUPOBaHHOE YaCTHYHOE TPOMOOIIIACTHHOBOE BpPEMH, 31,7 21-35
ceK
[IpoTpombuHOBOE BpeMmsl, CeK 34,6 14-20
MexTyHapoTHO€ HOPMAIN30BAHHOE OTHOIIICHUE, €] 1,84 0,81-1,25
dubdpuHoreH, 1/1 3,12 1,8-3,5
H-mamep, mr FEU/n 0,434 0-0,55
Lumoxunoswiii npoghuns
WnTepneiikun-10, rr/mi 4,464 1o 30
WuTepneiikun-6, nr/mi 9,797 o 10
daxkTop Hekpo3a omyxonu-anbda (TNF-a), or/mi 10,414 1o 6
®daxTop pocta 3rm0TeNHsA cocynoB (VEGF), nr/mn 651,28 10-700
DYHKYUOHATILHOE COCTOSIHIUE NOYEK
KpeaTuHuH, MKMOJIB/IT 62,1 62-115
Hucratun C, Mr/n 1,61 0,31-0,79
I'oMonucTeNnH, MKMOJIB/JI 14,42 5,46-16,2
MoueBrHa, MMOJIB/JI 57 2,5-8,3

PacuetHas ckopocTh KITyOOUKOBOM (DUIBTPAIUH, 137 ma/mun/1,73M2 110 KpeaTHHUHY

PacuerHas ckopocTh KITyOOUKOBOM (DUITBTpaIIum 49 mn/mun/1,73M2, o nuctatuny C

Kimupenc kpearnanna o gpopmysie Kokpodra-I'onra, 131 mr/mun/1,73m°

KananbreBas peabcopOrus, 99%

[Ipo6a PeGepra-Ilaynbca-Tapeera, 104,3 mo/mun/1,73m°

[Iporeunypust B pa3oBoii yTpeHHEN Moue, 1,51 r/n

Amnanus Moun 1o «JIutocy cucreMe, IpOTEUHYpUS, 2,1 v/n
Obcyacoenue

OnHO W3 BemyIMX MECT CPeld BPOXKIEHHBIX MOPOKOB PAa3BUTHUSA 3aHUMAIOT BPOXKIAEHHBIC
MOpoKu cepana. Yactora BpOKIEHHBIX MOPOKOB cepaua cocrasinser oT 2,4 no 14,2 ma 1000
HOBOPOXKICHHBIX [6-8]. BechMa BaKHBIM SIBJISIETCS CBOCBPEMCHHAs JIHArHOCTHUKA BPOXKIEHHBIX
MOPOKOB CepAlla M TPOBEJIEHUE COOTBETCTBYIOLIEH XUpypruuyecko koppekuuu. Ecin
CBOEBPEMEHHOE JIEYUeHHE HE MPOBOAUTCA, TO Ha 1 rony >ku3HHU morudaer nmpumepHo 55% naereit ¢
BPOKIEHHBIMH ITOPOKaMHU CEP/IIa, a 10 S-jaeTHero Bo3pacta — 85% [8, 10].

CormacHo kinaccupUKAIMM BPOXKICHHBIX MOpokoB cepana EXXC oTHocutcs k mopokam
«IIMAHOTHUYECKOro Thmay [8].

B mactosmiee Bpems Xupypruueckass KOPPEKIMsS aHAaTOMUYecKoro aedekra, JIeUeHUe
HEJIOCTAaTOYHOCTH  KPOBOOOpAICHHUS, KyMHUPOBaHWE W TNPOPWIAKTHKA OCJIOKHEHUH TIpH
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BPOKJIEHHBIX TIOPOKAax cepAla Bc€ em€ NpOJ0JKAIT OCTABAaThCs MPEIMETOM aKTUBHOTO U3YyYEHHS.
Jlua ¢ BpOXKIIEHHBIMM TOpPOKaMHM cepjilla B Bo3pacte crapmie 18 jer — 3To, Kak IpaBuIIo,
MAIMEHThl, KOTOPhIE B JETCTBE MO TEM WU WHBIM MPUYMHAM HE OBUIM MpOoonepupoBaHbl. B
npencraBieHHoM ciydyae EXKC y mnanmeHTa OCIOXKHMICS IPUCOSAMHEHUEM XPOHUYECKOIO
KApAMOPEHAJIbHOTO CUHJIpOMa. PaHHEee BBISBICHHUE MOPAXXEHMS MOYEK NPU BPOKIACHHBIX MOPOKaAX
ceplia OUYeHb BAXKHO JUIS OLIEHKH PHCKA, BBIPAOOTKHU CTPAaTerMy M TAKTUKHU BEACHUS MAIEHTOB,
IIOCKOJIBKY IIOYKH YYacTBYIOT B METaOOJIMYECKUX MpOLEccaX, PErYISIMY 'yMOPaJIbHOU CUCTEMBI,
Mpoleccax MUKPOLUPKYIISALMH, @ TAKKE MMOJABEPKEHBI OCTPHIM U XPOHUYECKUM BO3JICUCTBUSIM MPU
pa3nuYHbIX 3a00JIeBaHUSAX U BIMSIOT Ha (QOPMHPOBAHHE M TMPOTPECCHUPOBAHUE CEPICUHO-
cocymucTtoi marosnoruu. Jlaxke HeOOJbIIOe CHIDKEHUE (YHKIIMM TMOYEK 3HAUYUTENbHO YCYryOsseT
TEUEHHE CepIAeYHO-COCYAMCTHIX 3aboneBanmii. HyxHO cka3ars, uyTo y Hamero manueHta ¢ EXKC
MIPOTEUHYPHS COUYETANACH C TIOBBIILICHUEM YPOBHSI MMPOBOCHAIMUTENIbHBIX IUTOKUHOB KpoBU (TNF-a
= 10,414 nr/mn). B ucciaenoBaHusx MOCISAHMUX JIET MTPOJEMOHCTPUPOBAHO MIPSAMOE TTOBPEKIAIOIIIEE
nevicteue TNF-o Ha cTpyKTypy KiIyOOYKOB M SHIOTEIUH COCYIOB ModueK. [IpoBocmamuTenbHbIC
[IUTOKHHBI MOTYT UHAYIIUPOBATh TKAHEBOE BOCHIAJICHHE U, KaK ClIeCTBUE, Hehpohubpo3 [12].

[To-Bupumomy, runeprnponykuuss TNF-o conpoBOXIaeTcss MOBBILICHUEM MPOAYKIIUU
aHTUOTEHHBIX (QakTopoB pocta, Takux kak VEGF (tabn.3). C npyroii croponsi, TNF-o npuHumaer
aKTUBHOE YYacTHe€ B pa3BUTUU HMMYHHOTO OTBeTa, 3amyckaeT mnponudepanuio T- u B-
TUMQOIUTOB, aKTUBUPYET Makpodaru [13].

Xpounueckue 3¢ ¢dekTsl nosbiieHHOro ypoBHs TNF-o y 5uil ¢ BpOoXIECHHBIMU MOPOKaMU
ceplia MpOSABISAIOTCA B BUAE Ne(dUIMTAa MacChl Tela, YTO M OTMEUEHO B HalleM HaOIroIeHUU
(mokazarenr UMT y mauuenra paBHsuics 18 kr/m?. Bmecre ¢ TeM, yposeHb TNF-o koppenupyer ¢
BEPOSATHOCTHIO HACTYIUIEHHS HEOJAronpusTHOTO MCXOJa MPU BPOXKACHHBIX IMOpoKax cepiaua. B
Hamem cinydae ¢ EXC, nmamnbple 3XoKapauorpapuvecKoro WMCCIICAOBAaHUS CBHJIETEIBCTBYIOT 00
yBEIMYCHUH JaBJICHUS B JierouHoi aprepuu (Tabmuma 4).

Tabmuna 4
KOJIMYECTBEHHBIE TTOKA3ATEJIM 5XOKI' UCCJIEAOBAHUA

Tloxaszamens 3uauenue  Peghepenmuvie 3nauenus
Aopra B BOCXOJIAIIEM OT/IENIC, CM 5,6 2,0-4,0
Jleroe npencepaue, cM 53 1,9-4,0
KoneuHsI#1 muacTonmyeckuil pazmep Keryao4ka, CM 6,8 4,0-5,5
KoneuHsI# cucTonmuiecknii pa3mMep KemyJ0uKa, CM 4,5 2,5-3,8
KoHeuHbI# [uacToNnyYecKuit 00beM JKeIya049Ka, Ml 241 59-157
Koneunslit cucronnvecknii 00eM Kemy0uKa, Ml 91 18-68
Y napHsIii 00BEM JKETyA0UKa, MIT 150 44-100
@paxnus BeIOpoca xemyaouka, % (Simpson) 62
MesxKeTyI04KOoBas eperopoika, CM 0,9 0,6-1,0
TosuHa 3aHEH CTEHKH JKETyA04Ka, CM 0,9 0,6-1,0
Jlerounas aprepus, cM 15 <2,5
Cucronudeckas 5KCKypcHs KOJIblia TPEXCTBOPUYATOrO KiarnaHa, cM 2,7 >1,7
CucTonmaeckoe JeroYHOe apTepruaIbHOe JaBJICHUE, MM PT. CT. 42

CucremHOe BOCHANIEHUE, NPEACTABIECHHOE IOBBIIEHHBIMU YpOBHSIMH TNF-o, BbI3bIBaeT
nposnepanuio MAJKOMBIIIEYHbIX KIETOK, YCHJIMBAeT arlolTo3 JHIOTENUS U, TEM CaMbIM,
MPUBOAMT K CTPYKTYPHO-(PYHKIIMOHAIBHBIM U3MEHEHHSIM cOoCynoB [14].

VY nun ¢ BpOXKIEHHBIMH TOPOKaMM Cepjilla, KaK IpPaBHUIIO, Pa3BUBAETCS BOCIAIUTENbHBIN
npoliecc, CBsI3aHHBIN ¢ HHUIBTpaleil Makpo(haroB 1 MOHOIIUTOB B MOYKax. UTo, B CBOIO OUepe/ib,
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CTAaHOBUTCS HCTOYHHMKOM TOBBIIICHHUS 4YMCIA LIEJIOT0 psAlla MEIUaTOpOB BOCIHAJIEHHS, TAaKUX Kak
uHTepnekuH-6 1 TNF-a. B psnge pabor ycranosneno, yto TNF-o u wHTEpiaeHKMH-6 OKa3bIBAIOT
npsMOe TOBPEXKAAIONIEe JCHCTBHE HAa CTPYKTYpy M (YHKIHIO TOYEK IyTeM mponudepannn
SHJIOTEIHAIBHBIX KJIETOK KIyOOYKa M YBETMYEHHUS MPOAYKIMH KoutareHa IV Tuma, mpuBonms K
(GbOopMUPOBAHUIO TJIOMEPYJIOCKIIEPO3a U PAa3BUTHUIO MPOTEUHYPUH AaXKE IPU HOPMaJIbHOM YpPOBHE
apTepuanbHOro gasienus [15].

WuTepecHo OTMETHTh, YTO B HamieM HaOmonenuu y mnamuenta ¢ EXKC ormeuanuch
MOBBIIIICHHBIC YPOBHU MOYEBON KUCIOTHI KpoBH (16,0 mr/mr). B moctymHo# nureparype Mbl He
HallUTH TIOOOHBIX M3MEHEHWH B mMokaszarenssx mypuHoBoro oomena mpu EXKC. IloBpexparomiee
neiicTBre M30BITOYHOTO CONEP)KaHWE MOUYEBOM KHCIOTHI HA SHAOTEIUN COCYIOB OOILEHU3BECTHO.
l'unepypukeMusi HEMOCPEACTBEHHO YBEIMYMBAECT IMPOHMLIAEMOCTh 0Oa3aidbHON  MeMOpaHbI
KITyOOUYKOB, YTO CIIOCOOCTBYET HapacTaHUIO MPOTenHypuu [16].

B ycnoBusix rumepypukeMuu HaONloAaeTcs CcHa3M  IMPEUMYIECTBEHHO BBIHOCSIIEH
apTepHOIIbl KITyOOYKOB U 3TO OO0YCIIOBIMBAET MOBBIIICHUE BHYTPUKIYOOUKOBOTO JaBJICHHUS, 8 TAKKE
YBEJIMUEHUE TpaJMEHTa I[OYEYHOrO TPAHCKANWIUIAPHOrO JaBieHus. I3BecTHo, uTO cnasm
KITyOOYKOBBIX apTEPHl MOXKET MPUBOAMTH K IEPEPaCcIpEICICHUI0 KPOBU B MOYKE: YBEIHMYMBACTCS
IIYHTUPOBAHUE €€ B COCYIAbl MOYEUHBIX MUPAMHUJ, YTO BEAET K YAaCTUYHOW HUIIEMUU CTPYKTYpP
noyeuHoit kopsl [16]. Takum obpazom, EXKC npuBoauT K MpOrpecCHBHOMY MOBPEKICHUIO MOUYEK
yepe3 MHOKECTBO MEXaHHU3MOB. B pesynbrare yKa3aHHBIX HM3MEHEHUH HaONIomaeTcsi yCHIICHHE
MPOIECCOB (UIBTpAllM — TUNEPOUIBTPALUS, W YBEIWYCHHUE TIIOCTYIUICHUS allbOyMHHOB B
nepBuuHyr0 Mouy. CTOUT momuepkHyTh, uTo y mamueHta 19 ner ¢ EXKC ckopocth KiyOOYKOBOM
¢unsrpanuu, onenenHas mo Gopmyiae CKD-EPI (Chronic Kidney Disease Epidemiology
Collaboration) [17], mokasan runepduisrpanuio (pacuernas CK® = 137 mu/mun/1,73m%), Torma
Kak, pacdyer (UIBTPAlMOHHOM (QYHKIMH IOYEK C HCHONb30BaHMeM nuctariHa C KpOBH 110
Metoauke Xoyke [18] mpoaemMoHcTprpoBan cHIbKeHUEe peHanbHOU QyHKIuu (pacuetHass CKD = 49
mir/mun/1,73M).

E1me HeckoibKo JIeT Ha3ad, Uil paHHEeW TUarHOCTUKHA He(PONaTuid y JIUI[ C BEICOKUM PHCKOM
pa3BUTHS XPOHUYECKON OOJE3HU MOYEK B MPOTrpamMMy JUArHOCTHYECKOTO OOCiIEeI0BaHMSI, TTOMHUMO
OOIIENPUHATHIX MOKa3aTesiel, ObUI0 PEKOMEHIOBAHO BKIJIIOYEHUE OIpPEIENICHUs] YPOBHS IMCTaTHHA
C kposu [19].

Tak kak, B OmIMYME OT KpeaTUHUHA KOHIeHTpauus IuctatuHa C CBIBOPOTKH KpPOBH
MIPaKTUYECKH HE 3aBUCUT OT Macchl Tena, Xxapakrepa nutanus. CtabunbHble ypoBHU 1uctaruia C B
CBIBOPOTKE KPOBH ONPEAEISAIOTCS, MPEXIE BCEro, peHalIbHbIMM (QyHKIMsIMU. [TosTOMy HaydHbIe
WCCJIEIOBAHUS TIOCIEIHUX JIET y JIMI] C IOPOKaMH Cep/illa B HApaBICHUH U3Y4YEeHUS OMOMapKepoB
dbopMHpOBaHUS XPOHUYECKOW OOJIE3HM TOYEK MPOBOMATCS C OIEHKOM YpOBHS TOKa3aTesen
nucrtaruHa C B CbIBOPOTKE KpoBH U Mouu [20].

[lepcrieKTUBHBIM HaMpaBIECHUEM MMATOTEHETHYECKOM MPO(PUIAKTUKY U JCUYSHHS] XPOHUYECKOTO
KapauopeHanbHoro cusapoMa npu EXKC sBusercs MexAUCHUIUIMHAPHBIA TOAXOJ, B paMKax
KOTOPOTO OCOOBIN MHTEpEC MPEACTABISIIOT TaKHE KIII0OYEBbIE KOMIIOHEHTHI HE T€MOJMHAMUYECKHX
(GakTopoB, Kak TUNEPLUUTOKMHEMHUS U THUIEPYPUKEMHS, OKAa3bIBAIOIIME Pa3HOCTOPOHHUE
naropusnonornuyeckue 3PQeKTrl, CrocoOHble MPUBOAUTH K PA3BUTHIO U MPOTPECCHUPOBAHUIO
XPOHUYECKOH 00JIe3HU MOYEK.

3axnmouenue

B npencraBieHHOM KIMHUYECKOM CJlydyae OINMUCAaH EIUHCTBEHHBIM JKEIyJI0YeK cepjla
y nanueHTa 19 set, KoTopblil, BCIEACTBUE OTCYTCTBHS XUPYPTrUYECKON KOPPEKIIMN aHATOMUYECKOTO
nedexra cepala B JETCKOM BO3pacTe, OCIOXKHHUIICS XPOHMYECKUM KapIUOPEHAJIbHBIM CHHIIPOMOM
Il Tuma. ®akropamMu, CHOCOOCTBYIOUIMMH KapAWadbHOW M PEHATbHOW MAaTOJOTHH, SBUJIHCH
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TUIEPUUTOKMHEMHUS], TUTIEPYPUKEMUS U IPOTCUHYPHsL. B 3TO CBsI3H, y MALIMEHTOB C BPOKICHHBIMU
MIOPOKaMH CepAla «IUaHOTUYECKOTO THUIIA», HApsAy C PErylsspHOM OLEHKOW HMHTpaKapIualbHON
reMOJMHAMUKH, HEOOXOIMMO MOHHMTOPUPOBATH KOHIEHTpAIMIO MoueBoi kucinoTel U TNF-a, a
TaKXe POTCUHYPUIO.

Aemopwi 3a561a10m 06 OMCYmMcmeuu KOHQIUKMA UHMepPecos.

Cnucok numepamypbi:

1. Komma A. [I., Jlromepa T. @., Ceppyuca I1. B. bone3nu cepaua u cocynoB: pyKOBOACTBO
EBponeiickoro obmectBa kapanonoros. M.: '9OTAP-Menua, 2011. 1437 c.

2. Knszosa I'. XK. EnuHCTBeHHBIN XKemyaouek cepaia (caydaid U3 KIMHUYECKOW MPaKTUKH) //
Kmmanueckas meaumuna Kazaxcrana. 2011. Ne3, 4 (22, 23). C. 106-108.

3. Van Praagh R., Van Praagh S., Vlad P., Keith J. D. Diagnosis of the anatomic types of
single or common ventricle // American Journal of Cardiology. 1965. V. 15. Ne3. P. 345-366.
https://doi.org/10.1016/0002-9149(65)90329-2

4. T'ypun A. M. CTpyKTypHO-(DYHKIITMOHATIbHBIE OCOOEHHOCTH CEPAYCHON MBIIIEYHON TKAaHU
yenoBeka // CoBpemMeHHble HaykoeMkue TexHosoruu. 2009. Nell. C. 28-40.

5. Heaton J., Heller D. Single Ventricle // StatPearls. StatPearls Publishing, 2023.

6. Ocmono B. H., MakapoB M. A., XabuOymmuna P. T., AdanaceeBa T. 0. Cmyuait
€IMHCTBEHHOTO JABYXIPUTOYHOTO KEIYAOUKa Cep/ilia ¢ TPAHCIIO3UIIMEH MaruCTpaibHBIX COCYIIOB //
Kazanckuit menunuuckuit xxypnan. 2012. T. 93. Nel. C. 142-144.

7. Camurymuna [1. H., Hubynexkun H. A. Bpoxnénnas anomanus cepana "eInHCTBEHHBIN
KeIynodek": CTPYKTYpHO-(DYHKITMOHAIbHAS TMarHOCTHUKA B MIOBCEAHEBHON TpakTuke // Kazanckuii
MeTUIMHCKHI )KypHa. 2016. T. 97. Ne2. C. 295-299. https://doi.org/10.17750/KMJ2016-295

8. bokepus JI. A. KnuHuueckne peKOMEHJAIMH 1O BEICHUIO JETel C BPOXKICHHBIMH
nopokamu cepama. M., 2014. 342 c.

9. Jacobs M. L., Mayer Jr J. E. Congenital heart surgery nomenclature and database project:
single ventricle // The Annals of thoracic surgery. 2000. V. 69. Ne3. P. 197-204.
https://doi.org/10.1016/s0003-4975(99)01245-x

10. Copunmxyk M. B. Hapymenne (QyHKIMEM TICUEHH, MOKEITYIOYHON IKEJIe3bl M TOYCK
nocne onepanun @onrtena // Poccuiickuii kapauonormueckuit sxypHait. 2008. No2. C. 82-85.

11. CxopomymoBa E. I., CxoponymoBa E. A., Kocrenko B. A., Ilynenuna lO. b,
laiiBoponckuit M. B., Unbuna B. A., ®egopoB A. H. Knunuueckuit ciaydail Tpom6Gosambonun
MEJKUX BETBEH JIErOYHOW apTepuu Ha (PoHE EAMHCTBEHHOIo Xenynouka cepauna ID-tuma c
pa3BHTHEM KaBa-KaBaJbHBIX BEeHO3HBIX Koutarepanelt // Kapauomorus. 2019. T. 59. Ne7S. C. 53-60.
https://doi.org/10.18087/cardio.2664

12. Black L. M., Lever J. M., Agarwal A. Renal inflammation and fibrosis: a double-edged
sword // Journal of Histochemistry & Cytochemistry. 2019. V. 67. Ne9. P. 663-681.
https://doi.org/10.1369/0022155419852932

13. Liu P., Zhang Z., Li Y. Relevance of the pyroptosis-related inflammasome pathway in the
pathogenesis of diabetic kidney disease // Frontiers in immunology. 2021. V. 12. P. 603416.
https://doi.org/10.3389/fimmu.2021.603416

14. Rabinovitch M., Guignabert C., Humbert M., Nicolls M. R. Inflammation and immunity
in the pathogenesis of pulmonary arterial hypertension // Circulation research. 2014. V. 115. Nel. P.
165-175. https://doi.org/10.1161/CIRCRESAHA.113.301141

15. Papafragkaki D. K., Tolis G. Obesity and renal disease: a possible role of leptin //
Hormones. 2005. V. 4. Ne2. P. 90-95.

m Tun nuyenzuu CC: Attribution 4.0 International (CC BY 4.0) 279


https://doi.org/10.2174/1573403X15666181212102419
https://doi.org/10.2174/1573403X15666181212102419
https://doi.org/10.18087/cardio.2664
https://doi.org/10.2174/1573403X15666181212102419
https://doi.org/10.2174/1573403X15666181212102419
https://doi.org/10.2174/1573403X15666181212102419

broemens nayxu u npaxkmuxu [ Bulletin of Science and Practice T. 10. Nel1 2024
https://www.bulletennauki.ru https://doi.org/10.33619/2414-2948/108

16. Asakawa S., Shibata S., Morimoto C., Shiraishi T., Nakamura T., Tamura Y., Uchida S.
Podocyte injury and albuminuria in experimental hyperuricemic model rats // Oxidative Medicine
and Cellular Longevity. 2017. V. 2017. Nel. P. 3759153. https://doi.org/10.1155/2017/3759153

17. Levey A. S., Stevens L. A., Schmid C. H., Zhang Y., Castro Il A. F., Feldman H. I., CKD-
EPI A new equation to estimate glomerular filtration rate //Annals of internal medicine. 2009. V.
150. Ne9. P. 604-612. https://doi.org/10.7326/0003-4819-150-9-200905050-00006

18. Hoek F. J., Kemperman F. A. W., Krediet R. T. A comparison between cystatin C, plasma
creatinine and the Cockcroft and Gault formula for the estimation of glomerular filtration rate //
Nephrology  Dialysis  Transplantation.  2003. V. 18.  Nel0. P.  2024-2031.
https://doi.org/10.1093/ndt/gfg349

19. Inker L. A., Schmid C. H., Tighiouart H., Eckfeldt J. H., Feldman H. I., Greene T., Levey
A. S. Estimating glomerular filtration rate from serum creatinine and cystatin C // New England
Journal of Medicine. 2012. V. 367. Nel. P. 20-29. https://doi.org/10.1056/NEJMo0al1114248

20. Kee Y. K., Han S. Y., Kang D. H., Noh J. W,, Jeong K. H., Kim G. H., Kim B. S.
Comparison of different types of oral adsorbent therapy in patients with chronic kidney disease: a
multicenter, randomized, phase IV clinical trial / Yonsei Medical Journal. 2020. V. 62. Nel. P. 41.
https://doi.org/10.3349/ym;j.2021.62.1.41

References:

1. Kemma, A. D., Lyushera, T. F., & Serruisa, P. V. (2011). Bolezni serdtsa i sosudov:
rukovodstvo Evropeiskogo obshchestva kardiologov. Moscow.

2. Knyazova, G. Zh. (2011). Edinstvennyi zheludochek serdtsa (sluchai iz klinicheskoi
praktiki). Klinicheskaya meditsina Kazakhstana, (3, 4 (22, 23)), 106-108.

3. Van Praagh, R., Van Praagh, S., Vlad, P., & Keith, J. D. (1965). Diagnosis of the anatomic
types of single or common ventricle. American Journal of Cardiology, 15(3), 345-366.
https://doi.org/10.1016/0002-9149(65)90329-2

4. T'ypun, A. M. (2009). CtpykTypHO-()yHKIIMOHAIBEHBIE OCOOCHHOCTH CEPIYCHON MBIIICUHON
TKaHu 4yesoBeka. Cospemennvle naykoemxue mexrnonocuu, (11), 28-40.

5. Heaton, J., & Heller, D. (2023). Single Ventricle. In StatPearls. StatPearls Publishing.

6. Ocnomos, B. H., Makapos, M. A., XaouOysmuna, P. T., & Adanaceepa, T. 10. (2012).
Cnyyail eTMHCTBEHHOTO JIBYXIIPUTOYHOTO >KEIyAO4YKa Cep/la C TPaHCIO3ULIMEH MarucTpabHBIX
cocynoB. Kasanckuii meouyunckuti scypran, 93(1), 142-144.

7. Camurymmuna, [[. H., & Hubynekun, H. A. (2016). BpoxnaéHHas aHomanus cepiia
"€MHCTBEHHBIN JKemynouek'": CTPYKTypHO-(QYHKIMOHANbHAs JHarHOCTUKa B IIOBCEJHEBHOMN
npaktuke. Kasanckuti meouyunckuil xcypran, 97(2), 295-299. https://doi.org/10.17750/KMJ2016-
295

8. bokepus JI. A. KnuHuueckune pekoMEHAAIMM IO BEICHUIO AETE C BPOXKICHHBIMU
nopokamu cepama. M., 2014. 342 c.

9. Jacobs, M. L., & Mayer Jr, J. E. (2000). Congenital heart surgery nomenclature and
database project: single ventricle. The Annals of thoracic surgery, 69(3), 197-204.
https://doi.org/10.1016/s0003-4975(99)01245-x

10. Copunmkyk, M. B. (2008). Hapymienne GyHKINU TIEYCHHU, TOHKENYIOYHON JKENe3bl U
mouek mocie onepanuu @onrena. Poccutickuil kapouonocuueckutl sxcyprai, (2), 82-85.

11. Ckopomymosa, E. I., Cxopogymoma, E. A., Kocrenko, B. A., Illynenuna, 1O. b.,
laiiBoponckuii, . B., Unbuna, B. A., ... & ®enopo, A. H. (2019). Knuauueckuii cmyuait
TPpOMOO3MOOIMN MEJIKUX BETBEH JIErOYHOW apTepuu Ha (OHE €TUHCTBEHHOIO >KEeNIy[dodKa cepaua
ID-tuna ¢ pa3BHTHEM KaBa-KaBaJbHBIX BEHO3HBIX Koutatepaneid. Kapouonoeus, 59(7S), 53-60.
https://doi.org/10.18087/cardio.2664

m Tun nuyenzuu CC: Attribution 4.0 International (CC BY 4.0) 280


https://doi.org/10.2174/1573403X15666181212102419
https://doi.org/10.2174/1573403X15666181212102419
https://doi.org/10.2174/1573403X15666181212102419
https://doi.org/10.2174/1573403X15666181212102419
https://doi.org/10.2174/1573403X15666181212102419
https://doi.org/10.2174/1573403X15666181212102419
https://doi.org/10.2174/1573403X15666181212102419
https://doi.org/10.2174/1573403X15666181212102419

broemens nayxu u npaxkmuxu [ Bulletin of Science and Practice T. 10. Nel1 2024
https://www.bulletennauki.ru https://doi.org/10.33619/2414-2948/108

12. Black, L. M., Lever, J. M., & Agarwal, A. (2019). Renal inflammation and fibrosis: a
double-edged sword. Journal of Histochemistry & Cytochemistry, 67(9), 663-681.
https://doi.org/10.1369/0022155419852932

13. Liu, P., Zhang, Z., & Li, Y. (2021). Relevance of the pyroptosis-related inflammasome
pathway in the pathogenesis of diabetic kidney disease. Frontiers in immunology, 12, 603416.
https://doi.org/10.3389/fimmu.2021.603416

14. Rabinovitch, M., Guignabert, C., Humbert, M., & Nicolls, M. R. (2014). Inflammation
and immunity in the pathogenesis of pulmonary arterial hypertension. Circulation research, 115(1),
165-175. https://doi.org/10.1161/CIRCRESAHA.113.301141

15. Papafragkaki, D. K., & Tolis, G. (2005). Obesity and renal disease: a possible role of
leptin. Hormones, 4(2), 90-95.

16. Asakawa, S., Shibata, S., Morimoto, C., Shiraishi, T., Nakamura, T., Tamura, Y., ... &
Uchida, S. (2017). Podocyte injury and albuminuria in experimental hyperuricemic model rats.
Oxidative Medicine and Cellular Longevity, 2017(2), 3759153.
https://doi.org/10.1155/2017/3759153

17. Levey, A. S., Stevens, L. A., Schmid, C. H., Zhang, Y., Castro Ill, A. F., Feldman, H. 1.,
... & CKD-EPI (Chronic Kidney Disease Epidemiology Collaboration)*. (2009). A new equation to
estimate glomerular filtration rate. Annals of internal medicine, 150(9), 604-612.
https://doi.org/10.7326/0003-4819-150-9-200905050-00006

18. Hoek, F. J., Kemperman, F. A., & Krediet, R. T. (2003). A comparison between cystatin
C, plasma creatinine and the Cockcroft and Gault formula for the estimation of glomerular filtration
rate. Nephrology Dialysis Transplantation, 18(10), 2024-2031. https://doi.org/10.1093/ndt/gfg349

19. Inker, L. A., Schmid, C. H., Tighiouart, H., Eckfeldt, J. H., Feldman, H. I., Greene, T., ...
& Levey, A. S. (2012). Estimating glomerular filtration rate from serum creatinine and cystatin C.
New England Journal of Medicine, 367(1), 20-29. https://doi.org/10.1056/NEJM0a1114248

20. Kee, Y. K., Han, S. Y., Kang, D. H., Noh, J. W., Jeong, K. H., Kim, G. H., ... & Kim, B. S.
(2020). Comparison of different types of oral adsorbent therapy in patients with chronic kidney
disease: a multicenter, randomized, phase IV clinical trial. Yonsei Medical Journal, 62(1), 41.
https://doi.org/10.3349/ym;j.2021.62.1.41

Paboma nocmynuna Ipunsama k nyénukayuu
6 peoaxyuro 16.10.2024 2. 22.10.2024 ..

Ccblnka 018 yumuposanusi:

MypkammiioB U. T., Airbaes K. A., IOcynos ®. A., PaiiumxanoB 3. P., FOcymnosa 3. @.,
Ocynosa T. @., Xakumon III. II., CommxonoB K. M. EnUHCTBEHHBIA >XeNydo4yeK cepaua B
COYETAHHH C TPAHCIIO3MIIMEH MAruCTPaIbHBIX COCYIOB B NMPAKTHUKE Bpaya: KIMHWYCCKUM cirydait //
bromnerenr Hayku u mpaktuku. 2024. T. 10. Nell. C. 270-281. https://doi.org/10.33619/2414-
2948/108/34

Cite as (APA):

Murkamilov, 1., Aitbaev, K., Yusupov, F., Raimzhanov, Z., Yusupova, Z., Yusupova, T.,
Khakimov, Sh. & Solizhonov, zZh. (2024). The Single Ventricle of the Heart in Combination with
Transposition of the Main Vessels in the Practice of a Doctor: A Clinical Case. Bulletin of Science
and Practice, 10(11), 270-281. (in Russian). https://doi.org/10.33619/2414-2948/108/34

m Tun nuyenzuu CC: Attribution 4.0 International (CC BY 4.0) 281


https://doi.org/10.2174/1573403X15666181212102419
https://doi.org/10.2174/1573403X15666181212102419
https://doi.org/10.2174/1573403X15666181212102419
https://doi.org/10.2174/1573403X15666181212102419
https://doi.org/10.2174/1573403X15666181212102419
https://doi.org/10.2174/1573403X15666181212102419
https://doi.org/10.2174/1573403X15666181212102419

