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AHHOTALUSA

BBenenne. AHOMaIbHOE OTXOXKICHUE JIEBOW KOPOHApHOH apTepuu oT jerouHou aprepuu (AOJIKA, wmm cuaapom
Bland-White—Garland) — penkas BpoxIeHHas aHOMaJHsi CEpJlla, BBI3BIBAIOIIAsS 3HAYMTEILHYIO 3a00/1€BAEMOCTh M
CMEpPTHOCTh B MJIaJICHUECTBE MIPHU HECBOCBPEMEHHOM MUATHOCTHKE M XUPYPruueckoil koppekuuu. IlepBbie cCHMITOMBI
nHpanTribHol dopmbl AOJIKA mosBisitoTcss B Bo3pacte 2—-3 MecsueB. Lleqb wmcciaenoBanusi — IeMOHCTpAIMs
KIMHUYECKOTO clydass peOeHKa ¢ OmnepupoBaHHBIM MmopokoM cepana - AOJIKA, mporekaromuM ¢ MHUTpalbHON
HEJIOCTaTOYHOCThI0 3 cT. MaTepuaa M MeTOAbl. PETPOCHEKTUBHO - NPOCIEKTHBHOE aMOyJaTOpHOE HaOJI0JIeHHE
MAaIMeHTKH 1 roja KU3HU ¢ ONEPUPOBAHHBIM ITOPOKOM — aHOMAJIBHBIM OTXOXKICHUEM JICBOW KOPOHApHOM apTepuu OT
JIETOYHOH, MPOTEKAIONINM C MHTPAJbHOH HEIOCTAaTOYHOCThI0O 3 cTemeHH Ha ©0aze CBepasioBckoit 00macTHOMH
xkiuandeckoil 6ompHUIBI Nel (COKB Nel) r. ExarepuuOypra. PesyastaThl. B Bo3pacte 7 mecsmeB y pebeHKa ¢
BpPOXKIEHHBIM IOPOKOM Pa3BUTHUS AbIXaTeIbHBIX MyTel nuarHoctupoBana AOJIKA ¢ MuTpalibHOM HEJOCTATOUHOCTHIO 3
cT. B mocieonepanoHHOM meproie MUTpaibHas HEIOCTaTOYHOCTh 2-3 CT. coxpansercs. [1o pe3ynpraTamMm HaOIOACHUSA
B JIWHAMUKE ITUIAHUPYETCS PEIICHIE BOIPOCca O XHUPYPIUIECKON KOPPEKIIMA MUTPATHHON HEAOCTaTOYHOCTH. BBIBOABI.
HecBoeBpeMeHHOCTh NUATHOCTHKH BeposiTHee Bcero oOycioBieHa komOmHarmen AOJIKA ¢ BpoKICHHBIM TOPOKOM
Pa3BUTHSI IbIXaTENbHBIX MyTeH, 00YCIOBUBIIMM TSDKECTh COCTOSIHUSI peOeHKa ¢ pokAeHus. JlnuTenbHoe aHOMallbHOE
KOpOHapHOe KpOBOOOpAIEHHE B OMNKCHIBAEMOM CIIy4ae OCJIOXHWIOCH MHUTPAIBHON HENOCTaTOYHOCTBIO, OOBIYHO
BO3HHMKAIOIIEH BCJIENCTBUE pacuIMpeHust GpuOpO3HOro KOJblla MUTPAJIBHOTO KJalaHa W/WIW pa3pblBa MalHUISIPHON
MbImIel.  [laneHTs], KOTOPBIM BBINOJNHEHAa XHpyprudeckas omepaius no noBogy AOJIKA wumeror xoporryro
BBDKHMBAaEMOCTh, OJHAKO BBIPAKEHHAs MHUTpaJbHas HEAOCTATOYHOCTh B coueTaHuu ¢ BIIP ppixaTenpHBIX mMyTeit
OCJIOKHSIOT MPOTHO3 Y HAOII0JaeMOTro pebeHKa.

KutoueBblie cioBa: AOJIKA, MuTpanbHasi HEIOCTaTOYHOCTh, TAKTHKA, METO/IbI JICUEHHUS, ACTH.

CLINICAL CASE OF LATE DETECTION OF ANOMALOUS ORIGIN OF THE LEFT
CORONARY ARTERY FROM THE PULMONARY ARTERY IN A CHILD: COURSE
FEATURES, TACTICS, TREATMENT METHODS, PROGNOSIS.
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Abstract

Introduction. Anomalous origin of the left coronary artery from the pulmonary artery (AOLCA, or Bland-White—
Garland syndrome) is a rare congenital cardiac anomaly that causes significant morbidity and mortality in infancy if not
diagnosed and surgically corrected in a timely manner. The first symptoms of the infantile form of AOLCA appear at the
age of 2-3 months. The aim of the study is to demonstrate a clinical case of a child with an operated heart defect -
AOLCA, occurring with stage 3 mitral insufficiency. Material and methods. Retrospective - prospective outpatient
observation of a 1-year-old patient with an operated defect - an anomalous origin of the left coronary artery from the
pulmonary artery, occurring with mitral regurgitation of the 3rd degree on the basis of the Sverdlovsk Regional Clinical
Hospital Ne 1 in Yekaterinburg. Results. At the age of 7 months, a child with a congenital malformation of the respiratory
tract was diagnosed with AOLCA with grade 3 mitral regurgitation. In the postoperative period, mitral insufficiency is
grade 2-3. is saved. Based on the results of observation over time, it is planned to resolve the issue of surgical correction
of mitral regurgitation. Conclusion. Late diagnosis is most likely due to the combination of AOLCA with a congenital
malformation of the respiratory tract, which caused the severity of the child’s condition from birth. Long-term abnormal
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coronary circulation in the described case was complicated by mitral regurgitation, usually resulting from dilatation of
the mitral valve annulus fibrosus and/or rupture of the papillary muscle. Patients who have undergone surgery for AOLCA
have good survival, however, severe mitral regurgitation in combination with congenital airway complications complicate
the prognosis of the observed child.

Keywords: AOLKA, mitral insufficiency, tactics, treatment methods, children.

BBEJIEHUE
AHOMaJILHOE OTXOK/ICHUE JICBOM KOPOHAPHOH apTepuu oT Jierounoi aprepuu (AOJIKA, niun
cuapom Bland-White—Garland) — pexakass BpokaeHHass aHOMalMsi Ceplla, BbI3bIBAIOIIAS

3HAYUTENIbHYI0 3a00JIeBa€MOCTh M CMEPTHOCTh B MJiajeHdecTBe [l] mpu HecBOoeBpeMeHHOH
JUAarHOCTUKE U XUPYPru4ecKol KOPPEKIIUH.

ITpu AOJIKA neBast koponapnas aptepusi (JIKA) 6eper Hadamo HE OT KOPHS aoOpThl, a OT
nerouHoit aprepuu (JIA). B HeoHaTanpHOM Iepuo/ie, HaueHThl 00BIYHO HE UMEIOT CHMIITOMOB, TIOKa
II0CJI€ POXKIEHUS JIaBJICHUE B JIETOYHOM apTepHH U CONPOTHBIIEHHUE JIETOUHBIX COCYA0B HE CHU3ATCS
70 KPUTHYECKOTO ypoBHA. HampaBiieHne KpOBOTOKAa OCYILECTBISETCS OT IPaBOM KOPOHapHOM
apTepuu, yepe3 MEKKOPOHApHbIE KOJIJIATEpPaId PETPOrpaHO K JIEBOM KOPOHApHOW apTepuu U B
JIETOYHYIO apTEpUI0, YTO MPUBOJAUT K JIEBOXKEIYJOUKOBOM HEAOCTATOYHOCTU WJIM HIIEMUU
(urdapxry) [2]. [lepBbie cumnTombl nHGaHTUIBHON hopmbl AOJIKA mosiBisitoTCS B Bo3pacte 2—3
Mmecsiues. [Ipu B3pociiom Tune KIMHUYECKUE MPOSBICHUS MOT'YT pa3BUBaThCs B Bo3pacTe 3—25 jieT u
mo3xe [3].

Hesas uccjaeroBanus — JEMOHCTpALMs KIMHUYECKOTO cily4as peOeHKa ¢ ONepUpOBaHHBIM
nopokoM cepaua - AOJIKA, nporekaromum ¢ MUTpaIbHOW HEAOCTATOYHOCTBIO 3 CT.

MATEPHUAJI U METO/1bI

PerpocriekTuBHO - IpoCHEKTUBHOE aMOy1aTOpHOE HAOII0IeHUE MAllUeHTKH | roja *Hu3HU ¢
OIIEPUPOBAHHBIM ITOPOKOM — AHOMAJIBHBIM OTXOX/IEHUEM JIEBOM KOPOHAPHOW apTepUH OT JIETOUHOH,
MPOTEKAIOIINM C MHUTPAJILHOW HEJOCTATOYHOCTHIO 3 creneHu Ha Oa3e CBepIUIOoBCKOM 001acTHOU
knuHudeckor 6ompHUIBI Nel (COKB Nel) r. ExarepunOypra.

PE3YJIbBTATBI

[Taumentka JI., 11 MecsueB, HaxoauTcss MOJA HAOIIOAEHUEM JETCKOrO KapJuoJjora
KOHCyJbTaTUBHO-AuarHoctuueckor nonukimHukn  (KAID) T'AY3 CO  «COKB  Nel» .
ExatepunOypra ¢ KIMHMYECKUM JuarHo3oMm: OrmnepupoBaHHBIA BpPOKIACHHBIM TMOPOK cepala —
AHOMaJIbHOE OTXOXACHHUE JIEBOM KOPOHApHOW apTepuu OT JIErOYHOM apTrepuu. MuTpanbHas
HeslocTaToyHocTh, Re 3 crenenu. IlloBHas miacTuka MUTpPaJbHOTO KiamaHa. Penykuus jeBoro
npencepaua. HK  2A  mo  Crpaxecko-Bacunenko-Jlanry. PesugyanbHas — mMuTpanbHas
HenoctatoyHocTh |l ¢.x1. mo Ross R.D. BpoxxaeHHbIN MOpOK pa3BUTHUSA JbIXaTEIbHBIX IMyTEH:
TUCKUHE3Us MeMOpaHO3HON dYacTu Tpaxeu. OCIO0XHEHMs: KOMIIPECCHOHHBI CTEHO3 JIEBOIO
IJIaBHOT'O OpOHXa, 10JIEBBIX OPOHXOB clieBa 2-3 creneHu. CyOTOTalIbHBIN aTeneKTas JeBOro JErKoro,
C2 u HwxHeN 107 npaBoro Jerkoro. bpouxoooderpykrusHbiii cunapom. /IH 3. ComyrcrBytoiue
3a00JeBaHUsA: TepUHaTaibHas HHLE(pANONaTus TUIMOKCHMYECKU-MIIEMUUYECKOIO TeHe3a, TKeIon
CTETIEHW, PAHHUHA BOCCTAHOBUTENbHbIM mepuos, CHHIAPOM JBHUraTENbHBIX HapyLIEHUH 110
rUNnoToHNYeckoMy Ttumy. Hapymenue pezopOuum nukBopa. CymOpOKHBIH CHHIPOM B MEpUOJEe
HOBOPO’KJICHHOCTH.

N3 anamHe3a ’KHM3HU U 3a00JIeBaHUS U3BECTHO, YTO peOEHOK OT 3 OEpeMEHHOCTH, 2 CPOUHBIX
ponoB. Macca nipu poxkaennn 3710 r, ;yiuaa 51 cM. B HeoHaTalbHOM MEPUOIE COCTOSIHUE TSHKEII0e
3a CYeT JAbIXaTeNbHOW HEJOCTaTOYHOCTH, U3 POJJOMa JeBOoYKa ObUIa NepeBelieHa B OTHEJIECHUE
peanumanu HoBopoxaeHHbIX OJIKb, B3sita Ha UBJI. 1o nanueim KT, a 3aTem pubpodbponxockonuu
BbIsIBIIEH MOpok pa3BuTus (BIIP) npixarenbHbIX MyTei: AUCKUHE3Uss MEMOpPAHO3HOM 4acTH TPaxeu.
[IpoBoaunace JUIMTENbHAs pecnHpaToOpHas MOAJEP)KKA, CHHIpOMaibHas, aHTHOAKTepHalbHas
Tepanus. B Bospacte 1,5 Mec. NanMEHTKE BBINOJIHEHA HWXKHSSL TPAaXxeOCTOMHS, IPHUCBOEH
najyiMaTUBHBINA cratyc. [locne crabunm3anuu cocTosHUS AeBOYKa Oblja MepeBefieHa B OT/IENICHHE
namatuBHod  nomou  OJIKB. Ilepuonuueckn oOTMeyanuch SMU301bI  OpoHXOcmasma U
JiecaTypannu, peOeHOK NepeBOANIICS B OTJEJIEHNE PEaHUMalUH.
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B Bo3pacte 7 mecsiieB Ha oHE HapacTaHUs TUIIOKCEMHH, JIbIXaTeIbHON HETOCTATOYHOCTH
npoBeneHo sxokapauorpapudeckoe (DxoKI') obcnenoBanue, Ha KOTOpOM ObUIa 3ammoj03peHa
aHOMaJMsi KOpPOHapHBIX apTepuil. PeOeHOK KOHCYJIBTUPOBAH JETCKUM KapAHOXUPYPIOM,
PEKOMEHIOBAaHO MpPOBEACHUE KOpoHapoaHTuorpaduu. s yToOuyHeHHs IuarHo3a M ONpeeNCHHS
JalbHENIe TaKTUKY MallieHTKa Oblla nmepeBeicHa B HEOTIIOKHOM IMOPSJIKE B OTAEICHHE AETCKON
kapauoxupyprun COKB Nel ¢ nmarnozom - OcHOBHOE KOMOMHHpOBaHHOE 3a0oneBanue: 1.
BposkaeHHbIN MOPOK pa3BUTHSL AbIXaTEIbHBIX MyTEN: TUCKUHE3Hs] MEMOpPAHO3HOW 4acTu Tpaxeu. 2.
BropuuHnas nerounas runepreH3us, KOMOMHHUPOBAHHAS MTPE- U MOCTKAMUIUIPHAS, aCCOLMUPOBAHHAS
¢ 3a0071€BaHNEM JIETKHX M TTATOJIOTHEH J1eBbIX Kamep cepana. @K 3. OcinoxHeHns: KOMIIPECCHOHHBIN
CTEHO3 JICBOTO IJIABHOTO OpOHXA, 0JIEBBIX OpOHXOB cieBa 2-3 creneHu. CyOTOTaNbHBIN aTeNeKTa3
neBoro Jierkoro, C2 W HWKHEH J0JM MpaBoro Jierkoro. bporxoobctpykTuBHbIA cuHapoMm. [IH 3.
ComyTcTByltomue 3a00J€BaHUs: TEpUHATAIbHAs SHIE(ATONaTHs] TUIOKCUYECKH-UIIEMUYECKOTO
reHes3a, TSDKEJION CTENeHH, pPaHHUW BOCCTAHOBUTENBbHBIN mepuol. CHUHAPOM JABUraTENbHBIX
HapyIIEHUH 10 TUITOTOHNYeCKoMY TuIly. Hapymienue pe3opOiun imkBopa. CynopoKHBIA CHHAPOM
B MEepuoJie HOBOPOXKIEHHOCTU. Ha MOMEHT rocnuraiu3aiui B KapJIUOXUPYPTUYECKOE OT/EIICHUE
nonydana (eHobapOuTan, MuaazonaM, TUIAPOXIOPOTHA3WA, CIHPOHOJIAKTOH, KANTOIPWI,
CUMETHKOH.

B COKB Nel mpoBenieHa TOMOTHATEIbHAS TUATHOCTHKA. AHTHOTpaQUUIECKOE UCCIICIOBAHHE:
onpeaensitorcsa anruorpapuyeckue npusHaku AOJIKA - mpaBas kopoHapHas apTepusi OTXOIUT OT
aopTHI, JIeBasi KOPOHApHAs apTepHs OT aOpPThl HE BH3YyaIHM3HpyeTcs, dyepe3 kKoywarepanu oT [TKA
KOHTPAaCTUPYETCSl JieBas KOpOHApHas apTepust co cOpOCOM KOHTpAcTa, MPEANOIOKHUTEIBHO, B
JIero4HbId cTBOJ (pucC. 1, puc. 2).

IIpaBas
KOpOHapHasA
apTepHA

Puc. 2 IIpaBast u ieBast KOpOHapHBIE apTEPUU
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KT anruorpadus: BeipakeHHass KapIuOMETaNs 32 CUET PACIIMPEHHS JIEBBIX KaMep cepia
CO C/IaBJIEHUEM IIPaBOro MPEACEPANs U MPaABOro Xkelyaouka. JleBas KopoHapHas apTepus OTXOIUT
OT HIDKHEH CTeHKH JIerouyHOoro crBoja. [IpaBas koponapHas aprepust 6e3 ocobeHHocTel. Jlerounslit
kiarnan 0e3 ocodennocrtei. Jlerounslii cTBoa 10 16 MM B nuamerpe. Bocxoasmuii otaen aoptsl 11
MM, Jyra aopThl 9 MM, miepenieek 7 MM, HUCXOASIIUN OTes 8 MM. MHOKECTBEHHBIE aTeJICKTa3bl B
3aJHUX OT/AENaX JIETKUX Pa3lW4HbIX pasMepoB. [lannoOymnspHas smdu3emMa B mepeHux OTAenax
npaBoro Jerkoro. ['omoBHOW MoO3r ©0e3 o0YaroBbIX H3MEHEHHIl. YMepeHHas CMelllaHHas
rugporedanus.

PebGenky OBLJIO BBINOJIHEHO XUPYPrUYECKOe BMEIIATEIbCTBO: B YCJIOBHUSX HOPMOTEPMHH,
HCKYCTBEHHOT'O KPOBOOOpaIeHus U (papMaKoXoJI0J0BOM KapAUOIIETUH MPOBEACHA TPAHCIOKALIUS
JIEBOM KOPOHAPHOM apTepuH HA a0PTY, HIOBHAS IJIACTHKA MUTPAJIBHOTO KJIalaHa, PeIyKIus JIEBOTO
npeacepaus.

OO0cnenoBanus TOCIIe XUPYPrudeckoil Koppekiuu: Ixo-KI'-KOHTpoIIb: clie/ibl )KUIKOCTH B
JIEBOM IIJIEBpalibHOM cuHyce. B nepukapnae Beimora Het. JIIT — 23*40 mm. K/IP — 26 mm. @B — 80%.
MurtpanbHas peryprutamus 3 creneHud. OKI: cunycoBelii putm, 150 ya/MuH. YMEHBIIMIUCH
IIPU3HAKU NIEPErPY3KH JIEBOTO JKEITYJ0UKA.

[Tocne omepaTHBHOrO BMENIATENbCTBA MAllMEHTKa OblIa MepeBe/eHa B KapAHOJIOTHYECKOe
otrnenenue OJIKb nmst mpoaomkeHus IeYeHUs U IMHAMUYECKOTO HAOII0ICHUS, TOCTIE CTa0MIN3auN
COCTOSIHUS — B OTJICJICHHE MAJTHATUBHOM IMOMOIIH JIETSM.

J11s1 mocnieonepanoOHHOT0 MOHUTOPHHTA CEPACYHON TeMOJMHAMUKN PEOEHKY OpraHu30BaHO
ambynaropnoe Habmogenue B KJIII 'AY3 CO «COKB Nely.

[Ipu ocmoTpe pebeHka Ha amMOyJIaTOPHOM IpHEME AETCKOTO Kapiauojora B Bo3pacte 11
MecsIeB: Bec 7 KT, pocT 72 cm, t = 36.6, UHCC nexa 102 ya/mun, U/ 40 B munyty, SpO2: 97%, A/l
npaBass pyka: 94/58 mmHg. CocrosiHue cpemHell CTENeHH TSHKECTH OO0YCIOBIEHHOE OOMEHHO-
IUCTPOPUUCKIMH HApYIICHUAMHU, TIpeMopOuaHbIM poHoM. [Tonoxenue aktuBHoe. Co3HaHUE SICHOE.
Peaknus Ha ocMoTp anekBatHas. HepBHO-TICMXMYECKOE pa3BUTHE IO BO3pacTy. ['0j10Ba mpaBUiIbHON
¢dbopMbl. O4yaroBoil HEBPOJIOTMYECKON CHUMITOMATHKU HeT. BckapmnuBanue ycBamBaeT. B Bece
npubasisier xopomio. KoxHble MOKpOBEI 0JIeIHO-pO30BBIE. BIaKHOCTh KOXKHBIX TMOKPOBOB
HOpMaibHas. Typrop MSrKuX TKaHEH yAOBIETBOPUTENbHBIN. Cnusucteie OJIeAHO-PO30OBHIE.
[TonkoxHO-)KUpOBasi KJeT4aTKa BbIpakeHa jaocTaToyHo. Ilepudepuyeckue oTekn OTCYTCTBYIOT.
bixanue udepe3 Tpaxeocromy. OJpIIKa B MOKOE yMepeHHas. ['pyqHas KieTKa: CUMMETPUYHAs.
AyCKyJIbTaTUBHO JIBIXaHUE: IyIpWIbHOE. I’ paHuIlbl cepana: He pacmupeHbl. TOHBI cepana: sICHBIE,
purMmuuHble. Ilynbcanus mnepudepuueckux apTepuil Ha HIDKHUX KOHEUHOCTSX ONpeAessercs
otueTninBO. JKMBOT mpaBUiIbHOW (QOpPMBI, MpH Hadblaluu 0e3007€3HEHHBIA. ACHUT: He
omnpenensercs. [ledens: He yBennueHa. [lepudepuueckux oTeKOB HeT.

Junamuka sxokapauorpaduyeckux Iokaszarene mocie omneparuBHoro jeueHus: AOJIKA
npezcTasieHa B Tabnune 1.

Tabnuua 1
Junamuka 9xoKI 3a nepuon amOynaTopHOro HaONOAEHUS!.
Hara Pasmeps! ieBoro | Pasmepsl neBoro Opaxuus 3akinroueHue
MPOBEACHUS npecepaunst JKETyJI0uKa BBIOpOCa
16.02.24r 24x40 MM MXII 5mm, 70% MarucTpanbHbIi TOTOK B OPIOIIHON aopTe.
KIP 30 mm, OnepupoBannas AOJIKA. Ilponanc u
KCP 17 mm MHKCOMATO3 NepeAHEN CTBOPKH MUTPAIBHOTO
knamaHa, Re 3 crenenu. BeipaxkeHHas
JIAIIATALINS JIEBOTO TIPEICEPINs, PaCINpEeHNe
JIEBOTO JKEITY/I0UKa.
15.03.24r 28x46 MM MXII 7 mm, 77% MarwucTpanbHbIi TOTOK B OPIOIITHOMN aopTe.
KIIP 25 mm, OnepupoBannas AOJIKA: agexBaTHas
KCP 14 mm koppekuus. [lnacTuka MUTpaIbHOIO
kJamaHa, Re 2 crenenu. Xopomas GpyHKIHS
JIEBOTO JKEIy04uKa, yBEIUUEHHE JIEBOTO
TIpe/icepausl.
28.03.24r 37x50 mm KIP 31,7 mMm, 77% OnepupoBaHHBINA BPOXKJIEHHBIH TOPOK
KCP 17,4 mm cepAlla: TPAHCJIOKALUs JIEBOW KOPOHAPHOU
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apTepuu Ha aopTy, IOBHAs IIACTHKA
MUTPAJIbHOTO KJIalaHa, peayKIHs JIeBOTO
npeacepans. MutpaibHas peryprutanus 2—3
CTEIEHU. YCKOPEHHBIN KPOBOTOK Ha
MUTpaJbHOM KilanaHe. Pacmupenue geBoro
npeacepaus. ['uneprpodus Muokapaa j1eBoro
s)kenynodka. [lyneMoHanbHas peryprutanus 1
crerieHn. CokpaTuTenbHas GyHKIUSI
MHOKap/ia B Ipeziesiax HOpMBI.
[TpumedaHue: Ha MOMEHT HCCICIOBAHUS
pebenok nepeHocut OPBU.

Pesynbrarer OxoKI'-koHTpoOIs 3a mporiemee BpeMs IOCIEOoNepaloHHoro nepuoga 6e3
OTpHULATEIbHON TMHAMUKHU: COXPAHSIETCS] MUTPaJibHAsL HEJJOCTATOYHOCTD 2-3 CT., JUJIaTanus JeBOro
npeacepaus.

B nacrosiee Bpemst pedeHOK ModydyaeT MeaukaMeHTo3Hyto Tepanuio XCH: cnupoHogakToH
15 mr 1 pas/cyt., ruapoxiioporrazua 10 mr 2 paza/cyt., 6ucompomnon 0,625 mr 2 pa3a/cyT.

[To pe3ynbraram HaOIIOEHUS B AMHAMUKE TUIAHUPYETCS PEellIEHUE BOIIPOCA O XUPYPrudecKon
KOPPEKIUU MUTPATIbHON HETOCTATOUHOCTH.

OBCYXJIEHHE

B mpencraBneHHOM KIMHUYECKOM Cilydae y peOeHKa MMeeTcss KOMOMHAIUS BPOXKICHHBIX
MOPOKOB Pa3BUTUSA CEpALla U JbIXaTeldbHBIX IyTed. [lockonbKy € poXKACHHS MpeBaIUpOBAIH
CUMIITOMBI JIBIXaTCIIbHON HEJ0CTATOYHOCTH, cBsi3aHHbIe ¢ BIIP — nuckuHesmedr MeMOpaHO3HOMN
yacTu Tpaxeu, kinuHu4deckue mposiBieHus AOJIKA Hamoxuinmch Ha OOLIYIO TSDKECTh COCTOSHUS
peOeHKa U AMArHOCTHKA CEePJICUHON TaTOJIOTHH COCTOSIIaCh HECBOEBPEMEHHO.

MutpansHnas peryprutanus (MP) Bo3Hukaet y 3HaunTenbHOIN yacTu nanueHtoB ¢ AOJIKA B
pe3ynbTare auinaraui GuOpPO3HOTo KoJblia KiianaHa Ha (oHe TUC(hYHKINH JIEBOTO JKEITyA0UKa I
BCJIE/ICTBUE AUCQPYHKIMU NAMWUSIPHBIX MBIIII, BBI3BAHHBIX HIIeMHel. J[0kazaHO, 4yTO co3naHue
nBOMHON kopoHapHOU cucteMbl npu AOJIKA, myTteM npsiMoil KOpOHApHON pEUMILIAHTALUH, JAeT
OTJIIMYHBIE JOJITOCPOYHBIE PE3YNIBTAThI, C TOYKH 3PEHHUS BBDKUBAEMOCTH U BOCCTAHOBJICHHS (PYHKIIUU
neBoro xemynouka [4, 5]. MP HuBenupyercss mociae yCTpaHEHUs HapyLIEHUH KOPOHApHOro
KpOBOTOKa, 0€3 HEOOXOAMMOCTH COIMYTCTBYIOUICH IMIACTUKH WM 3aMEHbl MHUTPAJIHHOTO KJlaraHa.
OnHako, B OTHOILIEHUH JIETEH C JUIMTEIBHO CYLIECTBYIOMEH TuCyHKIMEH ManWIIIPHBIX MBI IPU
AOJIKA, npuBojsie K MUTPaIbHONW PErypPrUTALUU, UCXOJ MUTPAJIBHON HEAOCTaTOYHOCTH MEHEE
siceH [6, 7]. Heo0xonuMoCTh BOCCTAHOBIIEHUS MUTPAJILHOTO KJIallaHa BO BPEMsI OTIEPAIIUU T10 TTIOBOTY
AOJIKA, Bce eme oOcCTaeTcs NpPeaIMETOM JUCKYyCcCHH. Y  JeTel crapuiero BoO3pacra, C
HEBOCCTaHOBJIEHHON (YHKIIMEH MHUTpaJIbHOTO KJlanaHa, HaOMoAaeTcs AJIMTENbHAsT MEePCUCTEHIUS
VI IPOTPECCUPOBAHUE NIPEAONIEPALMOHHON MUTPAIbHON PErYPIUTALUU C TEUEHUEM BPEMEHH U UM,
c Oombuiell BepOSTHOCTHIO, YEM MIIaJIEHIIaM, MOTPeOyIOTCS IMOBTOPHbIE BMEIIATEIbCTBA MPHU
nociuenyoomeM HabmoneHuu. [loaToMy omnepanMoHHBIN MPOTHO3 y HaOMI0ZaeMoro HaMu pedeHKa
IIOKa HE SICEH.

BbIBO/IbI

1. HecBoeBpeMEHHOCTh TUArHOCTHKHU BEPOSITHEE BCero o0yciioBieHa komOnHanuen AOJIKA
C BPOXXICHHBIM TOPOKOM DAa3BUTHS JIBIXaTEJbHBIX MyTeH, OOYCIOBHBILIUM TSKECTh COCTOSHUS
pebeHKa ¢ poXKIeHUS.

2. JlnuTenbHOE aHOMAJIbHOE KOPOHApHOE KPOBOOOpAIEHHWE B ONKMCHIBAEMOM Clyyae
OCJIO)KHUJIOCh MUTPAJIBHOM HEIOCTAaTOUHOCTHIO, OOBIYHO BO3HHMKAIOIIEH BCIEICTBUE PACIIUPEHUS
¢$uOpPO3HOro KOJIbIIa MUTPATBHOTO KJIAaHa M/UITH pa3pbiBa MAaTMUISIPHON MBIIIIIBL.

3. [TarueHTsl, KOTOPBIM BBINIOJIHEHA XUpyprudeckas omeparus no nosony AOJIKA umeror
XOPOIILYI0 BBDKMBAEMOCTb, OJJHAKO BBIpaKCHHAsI MUTpajbHasl HEJOCTATOYHOCTh B coueTanuu ¢ BITP
JBIXaTENBHBIX MYyTEH OCTIOKHSIOT MPOTHO3 Y HA0MI0aeMOT0 peOeHKa.
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MYTAIUU I'EHOB ®EPMEHTOB ®OJATHOTI'O HUKJIA B PEAJIM3AIIU
TPOMBO30B Y HOBOPOXXJIEHHBIX JETEN

Xpamoa Mapus [lenucosna, Yagosa Upuna IOpbeBna, @ununnosa Onecs AHIpeeBHa
Kadenpa rocriuranbHol neguaTpun

®I'bOY BO «VYpanbckuil rocyjapcTBEHHbIN MEUIIMHCKUI YHUBepcuTeT» MuHn3npasa Poccun
ExarepunOypr, Poccus

AHHOTaIUA
BBeueHne. donatHeIl OUKII — KaCKaI[HBIﬁ mponecc nmpeBpamcHust (1)0JIH€BOI>'I KHUCJIOTBI B JOCTYITHOC ISl YCBAUBaHUSA
OpraHW3MOM TIpom3BomHOe — S-metmirerparunpodonar. C (QolaTHEIM MUKIOM CONPsDKEH LUK 00pa3oBaHUA

MCTHOHMHA M3 TOMOIMCTEWHA, KOTOPBIH MPOWCXOOUT IPH y4acTWd BHTaMuMHa B12 u nByxX (hepMEHTOB: METHOHHH-
cuarazel (MTR) u Metnonus-cuaTasza-penykrassl (MTRR). Jdedurmur 6enka C, 6enka S, anturpom6OuHa III, MmyTammn
¢axropa V JlelineHa, THIIEPrOMOLMCTEMHEMHS M HEKOTOpBIC APYTHME TCHETHYECKHE NE(EKTHl SBISIOTCS XOPOIIO
N3BECTHBIMH (paKTOpaMM PHCKa Pa3BUTHS apTEpUALHOTO U BEHO3HOTO TpoMO03a. Cpean 3THX TeHETHYECKHX 1e()eKTOB
MyTanus MeTmieHTerparuapogonarpenykrassl (MTHFR), nHaubonee gactoit M1 XOpomo U3y4eHHOH SBISETCS MyTalus
C677T. Ha naHHBIM MOMEHT HET OOLIEIPUHATON KiacCH(UKAIMK THIEPTOMOIICTEHHEMUH Y AETeH, HO IPU 3TOM MBI
3HaeM pedepeHCHbIe 3HAYCHUs] YPOBHS 'OMOLIMCTEMHA B CHIBOPOTKE KpoBU — 1-5 mkmouns/i. Lleas ucciienoBanusi —
YCTAHOBHUTH PACIpE/IeNICHHEe U 4aCTOTY BCTPEYAEMOCTH TMOJUMOP(QHBIX BApUAHTOB F'eHOB (DepMEHTOB (DOJIATHOTO LUKIIA
y HOBOPOXKICHHBIX JIeTeH ¢ TpoMOO3aMH1 pa3IUYHbIX JIOKaIH3aui. MaTepuana u MeToabl. [IpoBeneH peTpoCIeKTHBHBII
aHayn3 89 nctopuii 601e3HeN TOHOIEHHBIX HOBOPOXK/ICHHBIX, HAXOIMBIIUXCS HA CTAI[MIOHAPHOM JICYCHUHU B OTACTICHUAX
OOGnactHOW neTckoil KimHWUYeckod OompHUIBI ¢ 2022 mo 2024 ron. Pesyasrarel. [Ipu cpaBHeHWH ABYX TpyIII
HOBOPOXKICHHBIX: JETeH, HE peajn30BaBIINX TPOMOO3, a TaKke JeTel, MMEIOINX B aHaMHe3e TPOMOO3bl PA3IMYHBIX
JIOKQJIM3alMi, CTaTUCTUYECKH 3HauuMo (Kpurepuid xu-kBaapar 0,043) mpeobnamama myranus nonmmopdusma rena
MTHFR 677 ¢ renoruniom T/T B rpymme meTei, peamn3oBaBIIMX TPOMOO3, YTO TaKKe MOATBEPIKTACTCS NAHHBIMHU
mureparypsl. BeiBoabl. JlaHHBIE O pacrpeneneHNH MOIMMOP(HBIX BAPHAHTOB I'eHOB (pepMEHTOB ()OJIATHOTO IHMKIA Y
nereif, 0coOEHHO Y HOBOPOK/IEHHBIX, HEMHOTOYHCIICHHBI, @ TAK)KE HAKOIUICHO MaJIO JaHHBIX, KOTOPbIE OITMCHIBAIOT POITh
HACJIEJCTBEHHBIX ()aKTOPOB B Pa3BUTUH TPOMOO30B Y JTOHOILIEHHBIX HOBOPOXKACHHBIX JIETEH.

KiiroueBble ci10Ba: HOBOPOXKICHHBIH, TpPoMO03, hOTATHBINA IIUKII, TPOMOOGUIHS.

MUTATIONS OF GENES OF FOLATE CYCLE ENZYMES IN THE IMPLEMENTATION
OF THROMBOSIS IN NEWBORNS

Khramova Maria Denisovna, Chadova Irina Yuryevna, Filippova Olesya Andreevna
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Yekaterinburg, Russia
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