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B Hacrosiiee BpeMsi HMeIOTCS pa3jiMUHbIe MPEINOJIOKEHHS, TO3BOJSIIONIUE OOBSICHHUTH CBSI3b MEKIY
aHOMAJTUSIMU PA3BUTHS CePAEYHO-COCYAUCTO U MouyeBOi cucreM. M3BecTHO, YTO OpraHbl JAaHHBIX CHCTEM
NPOUCXOISAT U3 Me30/IepMbl, IPU HAPYLIEHUH PA3BUTHS KOTOPOiIl BO3HUKAIOT BpOsKAeHHbIe NOpoku. IIpu penkoii
BPOKIEeHHOIl naTojoruu — cunjapome baanga — Yaiita — Fapianaa HapymaeTcsi HOpMaJibHOEe KPOBOCHA0KeHUe
cepaua, 4YTo BeleT K Pa3sBUTHIO HIEeMHMYeCKHX H3MeHeHH B Muokapae. KiilmHnyeckn JuarHocTuka 3aTpyaHeHa
B CHJIy TOI'0, YTO JAHHBIH CHHAPOM MOKET MMETh «MACKH» APYTUX HO30JIOTHil CepIevyHO-COCYIMCTON CHCTeMbl.
Jas yrounenuss nuarnosa ucnodndyres: IKI, IXOKI', penTrenosiornyeckoe ucciegoBaHue, KOMIbIOTEPHAS
U MATHUTHO-pe3oHaHCHass Tomorpadusi. KoHcepBaTuBHOoe JjeuyeHue He siBjaseTcs I(PPeKTUBHBIM, MOITOMY
BCer/ia BCTaeT BONPOC O XMPYPruyeckoM BMematejlbcTBe. B Hamem kiaumHu4yeckoM npumepe pedenok II. ¢
POXKIeHHUSI HAXOAUTCA TMOA HAOJIOEHHMEM KapAauoJora ¢ /[AMarHo3oM: BpOXIEGHHBIH TIOPOK cepAaua,
MesKIpeacepAHoe coodlIeHue; ypoaora ¢ 1uario3oM: L-o0pa3Hasi nouka, IByCTOPOHHHUI CMeIIaHHBII My3bIPHO-
MO4eTOYHUKOBBIH peduitoke II crenenu cnpasa, IV crenenu ciieBa; HeBpoJIOra ¢ AMArHO30M: KPAHUOCTEeHO3. B
Bo3pacte 1 roga 8 MecsineB NOCTyNWJa B OTJeJeHHE YPOJIOTMM B CBfA3M C o0ocTpeHHeM HHGeKIHH
MOYEBBLIBOISIIUX MyTeil I o00ciaeloBaHusi MW JiedeHusi. B janbHelimeM u3-3a HapacTaHusl OJbIIIKH,
NMACTO3HOCTH HMKHUX KOHeuHocTeil Obuia npoBeneHa JIxoKI, rae BbIsiB/IeHO: cHHXKeHUe pakuuu BbIOpoca /10
27,5 %, yBeauueHne KOHEYHOT0 THACTOJIMYECKOr0 pa3Mepa JIeBoro :keiayaouka — 39 mm. PedeHok mepeBeneH B
oTJeJIeHHEe PeaHHMMAIMH, 3aTeM B oraejdeHue Kapauoyoruu. B ®I CCX (r. Iensza) auarHos AOJIKA 6bua
NMOATBEP:KAeH ¢ mociaeayromum Hanpapienuem nanuenta B HMHUL[ CCX um. A.H. bakyaeBa, rae HacTtynu
JleTaJbHbIA HCXO0A NPH BbINOJHeHUM KopoHaporpadumn. CoBpeMeHHbIe MeTOAbl MCCJeJ0BAHUS MO3BOJSIOT
BbIIBUTHh HAJIMYMe BPOKAEHHOH NATOJOIMHM HA Pa3jJMYHBIX 3Tanax oHToreHesa. IloaTomy Bcerga Hy:KHO
NIOMHUTH O PACHPOCTPAHEHHOCTH COYETAHMA NMOPOKOB, YTOObI KAK MOKHO PaHblle HA3HAYUTH HeOOXOAMMBINH
KOMILJIEKC 00CJ1eI0BAHUIl U MPEAOTBPATUTh PA3BUTHE THKEIO0 KIUMHUYECKOH KAPTHHBI, 2 B MOCIEAYIONIEM U
rudejib peGeHka.

KiroueBbie cnoBa: cunapom bnanna — Yaiirta — [Napnanna, aHOManbHOE OTXOXKIIEHUE JIEBOM KOPOHApHOW apTepuw,
BPOXKIEHHBII MOPOK CepAlia, CepedHasl HeJJOCTATOYHOCTh, aHOMAJIHS PA3BUTUS MOYEBBIBOISIIEH CHCTEMbI
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Currently, there are various assumptions that allow us to explain the relationship between anomalies in the
development of the cardiovascular and urinary systems. It is known that the organs of these systems originate
from the mesoderm, with a violation of the development of which congenital malformations occur. With a rare
congenital pathology — Bland — White — Garland syndrome, the normal blood supply to the heart is disrupted,
which leads to the development of ischemic changes in the myocardium. Clinically, diagnosis is difficult due to
the fact that this syndrome may have ""masks" of other nosologies of the cardiovascular system. To clarify the
diagnosis, the following methods are used: ECG, ECHOCG, X-ray examination, computer and magnetic
resonance imaging. Conservative treatment is not effective, so there is always a question of surgical intervention.
In our clinical example, the child P. from birth is under the supervision of a cardiologist with a diagnosis of a
congenital heart defect atrial communication; a urologist with a diagnosis of an L-shaped kidney. Bilateral
mixed vesicoureteral reflux of the 11 degree on the right, IV degree on the left; a neurologist with a diagnosis of



craniostenosis. At the age of 1 year and 8 months, she was admitted to the urology department due to an
exacerbation of a urinary tract infection for examination and treatment. Later, due to the increase in shortness
of breath, pastyness of the lower extremities, an echocardiogram was performed, where it was revealed: a
decrease in the ejection fraction to 27.5%, an increase in the final diastolic size of the left ventricle-39 mm. The
child was transferred to the intensive care unit, then to the cardiology department. The diagnosis of abnormal
discharge of the left coronary artery was confirmed in the Federal Medical Center of cardiovascular surgery of
the Penza, followed by the patient's referral to the A.N. Bakulev National Medical Research Center of
cardiovascular surgery, where a fatal outcome occurred during coronary angiography. Modern research
methods allow us to identify the presence of congenital pathology at various stages of ontogenesis. Therefore, it is
always necessary to remember about the prevalence of a combination of defects in order to prescribe the
necessary set of examinations as early as possible and prevent the development of a severe clinical picture, and
subsequently the death of the child.

Keywords: Bland — White — Garland syndrome, abnormal discharge of the left coronary artery, congenital heart disease,
heart failure, abnormal development of the urinary system

B mnacrosimee Bpems MMEIOTCS Pa3IUUYHBIC TMPEAINOJIOKEHHS, MO3BOJISIONNE OOBSICHUTH
CBSI3b MGy AaHOMAJIMSIMH DPAa3BUTHs CEPACUYHO-COCYAMCTOW M MoueBbIBOJsmIeH cuctem [1]. Tlo
JAQHHBIM JIUTEpaTypbl H3BECTHO, YTO OpPraHbl [JAHHBIX CHUCTEM HPOUCXOAIAT U3 OAHOTO
3apOJBIILIEBOIO JIMCTKA — ME30JEpMbl, IPU HAPYIIEHUH pPa3BUTHUA KOTOPOM B IpoLECcCce
IMOpHOreHe3a BO3ZHUKAIOT BPOKACHHBIC MOPOKH [1]. DT M3MeHeHus Moryt BMecte (OpMHUPOBAThH
pa3auyYHbIE CHHJIPOMBI U XPOMOCOMHBIE MATOJIOTMM JMOO BCTpEYaThCsl B BUJE CIIOPAJIUYECKUX
cnydaeB [1]. B HarieM KIMHHYECKOM IMPHMEpPE MPEACTAaBICH CIy4aidl BPOXICHHOW COYETaHHOMN
natojoruu: L-o6pa3Has mouka u aHOMaIbHOE OTXOXKIEHHUE JeBoi kopoHapHoii apTrepun (AOJIKA)
OT JieroyHoro crBosa. Penkuii BpoxkaeHHbld nopok cepaua (BIIC), korma neBas kopoHapHas
apTepus OTXOJUT HE OT aOpThI, a OT JierouHou aprepuu (JIA), HazpiBaeTcsa cuHApoMoMm branmga —
Vaiita — Tapmangma (CBYID') [2-4]. Tlpu [naHHOW NATONIOTHH HAPYIIAETCS HOPMAaIbHOE
KPOBOCHA0XEHHE Ceplla, YTO BEAET K Pa3sBUTHIO MIIEMHYECKUX M3MEHEHHH B MHOKapae [2, 4].
Knunnyeckn nuarHoctuka 3aTpyAaHeHa B cuity Toro, uro CBYID' moxer nMmers «Macku» Apyrux
HO30JIOTUH Cep/IeYHO-COCYAUCTON CHCTEMbI. MHUOKAapJuTa, AWJIATAllMOHHOW KapAMOMHOMNATHUH,
uH(papkTa MHOKap/1a, MUTPAIbHOIN HeloCTaTOYHOCTH [5]. JInst yrouHeHHs AMarHo3a UCroib3yrTCs:
OKI', OXOKI', peHTreHOoNIOrn4eckoe HCCIEN0BaHUE, KOMIIBIOTEPHAs W MarHUTHO-PE30HAHCHAs
ToMorpadus, a Takke nepdysuonnas cuuHturpadus [4, 6]. B Hactosimee Bpems cymiecTByeT 9
sxokapauorpapuueckux npuzHakoB AOJIKA: 1) BblpakeHHas aujaTalusl JIEBOTO >KETyJOYKa
(JDX); 2) camxenne HacocHol ynkiun JDK; 3) dopmupoBanue aneBpusmsl JUK; 4) yninotHenue
supokapaa JDK; 5) pacmumpenue ¢ubpo3Horo konbia wmutpansHoro kinamaHa (MK); 6)
HegocratouyHocTh MK; 7) pacmmpenue ycThsi M NMPOKCHUMAJIbHOTO OT/eNa MpaBOd KOPOHApHOM
aprepun (KA); 8) orcyrcTBre Bu3yam3auu ycThs JeBoi KA; 9) cucTonoamacToImuecKuii ToToOK
B JIA mo manaeiM Dx0KI' [7]. KoHcepBatuBHOE NieueHHe HE SBISACTCS d(PPEKTUBHBIM, ITOITOMY
BCErJla BCTAeT BOMPOC O XUPypruueckom BMmelnatenbeTBe [8]. B cBoeit cratbe M.U. YmanatoBa
JieNaeT BBIBOJ O TOM, 4YTO HMEETCS OINpEeAeNeHHBbIH IMaTOreHEeTUYECKH  MEXaHU3M,

CIIOCOOCTBYIOIIMI ~ Oo0Jiee  BBICOKOW COYETAGMOCTH IATOJIOTHU  CEPIEYHO-COCYIHCTON U



MOYEBBIBOJSIICH CHUCTEM, YEM CJIEIOBAJIO Obl OXKMIATh MPH MPOCTOM coBmaaeHuu [1]. A Takxke
MPUBOAMT IipuMep uccienoBanus, rae S. Mukhopadhyay u coast. (1991) u3 667 nereit ¢ mopokamu
CEPJIeYHO-COCYAUCTON CUCTEMBI ¥ 51 pebeHka oOHapYKUIM aHOMAJIMKA MOYEBBIBOJISIIEH CHCTEMBI,
410 cocTtaBuiio 7,53 %, HO KaKO-TMO0 3aKOHOMEPHOCTH MEXy JaHHBIMU MaTOJIOTUSAMHU BBISBICHO
He Obuto [1]. M.B. Dpman u coaBt. Habmonanu 190 nmereil ¢ aHOMAIMSIMU Pa3BUTHS MOYECBOM
cucTeMbl B Bo3pacte oT 2 mecsueB a0 16 met [9]. BIIC obGHapyxen y 25 nmereit (13,2 %). Yame
Bcero u3 BIIC Berpewanuch: aeeKkT MEXIKETyJ0YKOBOW MEeperopoakd — 28 %, OTKPBITHINA
apTepuasbHbIi TPoToK — 20 % 1 KedeKkT MexpeacepAHoi neperopoaku — 16 % [9].

Ilenp wuccnenoBaHUs — ONHMCAaHWE KIMHUYECKOTO Ciydas COYETaHHs aHOMaJbHOIO
OTXOKJICHHS JIEBOM KOPOHAPHOW apTEPUM C IMATOJIOTHEN MOYEBBIBOJSIIEH CUCTEMbl. B naHHOM
HaOIIIOICHUU 0TOOpaXaeTcs CI0KHOCTh TMAarHOCTUKU cuHApoma branna — Yaiita — [aprnanga Ha
(hoHE cOnMyTCTBYIOIICH aHOMAJIUH.

MaTtepuaibl M1 MeTOAbI HCCJIETOBAHUS

Pebenox II. or mepBoii OepeMEHHOCTH, TMpOTEKaBIIEW HAa (POHE XPOHUYECKOTO
nuenonedpuTa, XpOHMYECKOHW TIMOYEYHOH HENOCTaTOYHOCTH, TeCTO3a, THUIOKCHU IUIOAA,
JBYKPAaTHOTO OOBUTHUSI MYMOBUHBI BOKPYr Ieu IMmoga. Poasl Ha cpoke 37 Hemenb MOyTeMm
HKCTPEHHOT'0 KecapeBa CEUeHHUsl B CBS3U C HauaBleiics acukcueil HoBopoxaeHHoro. OmeHka mno
mkane APGAR 7/7 6amnos. Bec npu poxxaenuun — 2660 r, poct — 46 cMm. JleBouka ¢ OTATOIMIEHHOM
HACJIEICTBEHHOCThIO 10 3a00JIEBaHHUSAM MOYEBBIBOJSLICH CHUCTEMBI: y MaMbl IPOONEPUPOBAH
My3bIPHO-MOYETOUYHUKOBBIN PEQIIIOKC, XPOHUYECKH muenoHedputr B aHamHe3e. PebeHok c
POXIEHUS HAXOAUTCS 0/ HAaOII0IeHUEM KapIoJora ¢ TMarHo30M: BPOXKIEHHBIN MOPOK cepana —
MEXIMPEJCepHOE COOOILICHUE, BBIBIEHHOE NMPU POXKACHHUM; ypojora ¢ auariHo3om: L-oOpasHas
MOYKa, ABYCTOPOHHHUM CMEIIaHHBIN My3bIpHO-MOYeTOYHHKOBBINA pediioke Il crenenu cnpasa, IV
CTETIEHU CJIEBA; HEBPOJIOra ¢ JMAarHo30M: KpaHHOCTEHO3. B Bo3pacre 1 rona 8 mecsaues nocrynuia
B OTICJICHHE YPOJOTHH JETCKOW pecnyOnuKaHckoi kiuHudeckoi OonbuuIpl (JIPKB) mo
SKCTPEHHBIM IOKa3aHUSIM B CBSI3U ¢ o0ocTpeHueM HH(eKuuu MoueBbiBojsAumx nyred (MMBII)
(mogbem Temmepatypsl Tena 1o 38,5 °C, B 00IIeM aHaM3e MOYH BBISBICHA JIeHKOIUTYpuUs 10 S50
KJICTOK B I10JIE 3peHMsl) Ui oOcienoBanus u gedeHus. [Ipu onpoce Mama npeabsBisiia xkajnoObl Ha
oJIbeM TeMIepaTypsl y pederka a0 38,5 °C, BsiocTh, CHIDKEeHUE anmnetuTa. [Ipu ocMotpe: olree
COCTOSIHME CPEIHEW CTENEeHW TSKECTH, CO3HaHue sicHoe. Temmeparypa tena 38,5 °C. Bec 9 kr
(mmxe 2 ueHTWIA), pocT 76 cM (Hmxke 2 meHtuns). [1oaxkoXHO-)KMpOBOW CIOW HMCTOHYEH Ha
TYJOBUIIE M KOHEYHOCTSX. KO)KHBIE MOKPOBBHI OleqHBIE, IIMAHO3 HOCOTYOHOT'O TPEYroJIbHUKA,
BUJMMBIX CIM3UCTHIX. BHIHA MacTO3HOCTH TOJIEHEH M mepeaHed OpromIHOM cTeHkH. ['pynHas
KJIeTKa ¢ Tnpu3HakamMu oSMm@u3eMbl. OTMedanach OJbIIIKA C Y4YacTHEM BCIOMOTaTeIbHOM

MYCKYJIaTyphl, BTSDKEHHUEM YCTYNUYMBBIX MECT IpyAHOW KieTku. IIpu ayckynapTanmy B HUKHUX



OTJeNax JErKUX BBICIYIIMBAIMCH €AMHUYHBIE BIAXKHBIE MEJIKO-My3blpyaTsie Xpumbl. YJ[ no 50 B
MuH. [lanbnaropHo BepXylIEYHBI TOMYOK CMELIEH BJIEBO Ha 1,5 cM KHapyXu OT CpeAMHHO-
KJIFOUMYHOH JTMHUU. [IepKyTOpHO IpaHULbI cepAlLla pacIuPEHB] BIEBO 10 NEpEAHEN TOAMBIILIECYHON
JUHUU. AYCKYJbTaTUBHO PUTM IPaBUJIbHBIM, TOHBI CEPJALIA NPUIJIYIIECHbI, CUCTOJIMYECKUN ILIyM
MUTPaAIbHOM HEIOCTATOYHOCTH CpEIHEH WHTEHCHBHOCTH Ha BepXymke M B 5 Touke. JKuBOT
MSTKHH, HEe B3yT. IledueHs BbicTymaeT u3-mox kpas pebepnoit ayru Ha 1 cm. OGmacte mouek
BU3YyaJIbHO HE K3MeHeHa. CHMIITOM IOKOJIAYMBAHUS MOSICHUYHON OOJIACTH TOJIOKUTENBHBIA ¢
00enx CTOpOH.

[Tpu aHamu3e MEIUIMHCKON JIOKYMEHTAIlMHM yCTaHOBIEHO: Ha amOynatopHoit DXOKI (B
Bo3pacte | Mecsla) paclMpeHus moyiocTei He BbisiBiieHO. Ha amOynaropuoit OKI™ peructpupyercs
CUHYCOBAs TaXMKap.Ius, OTKIOHEHUE AiekTprudeckoii ocu cepamna (DOC) BneBo, naBepcus 3youa T
U cHIKeHHe cermMeHTa ST. B CBA3M ¢ 5TUM HampaBlieHa Ha KOHCYJNBTAIMIO K KapJIuOJIOTy, HO
JaHHBIE 00 OCMOTpE KapAHOJIOrOM B aMOYyJIaTOPHON KapTe OTCYTCTBYIOT.

[Ipn mnoctymnenun B ycinoBusax crauvoHapa BbinoiaHeHo OXOKI', rme ormeuaercs
camwkenne Qpaxuu Beiopoca (PB) JIK 1o 44 %, nunaranus JeBbIX OTACIOB Cep/iia, KOHSUHBIH
muactonuueckuit pazmep (KIAP) JDK 35 mwm, monocte sieBoro mpencepaust 24 MM, BBIpaKCHHAs
HEJ0CTaTOYHOCTh MUTPAJILHOTO KianaHa. [ unokunesus: ceoboanoi crenku JOK. Beimot B monoctu

nepuKapia 1o nepeaHen crenke 5—7 M, 1o 3axHei — 1-2 mum (puc. 1).




Puc. 1. OxoKT': ounamayus nesvix omoenos cepoya. Koneunwviii ouacmonuyeckuii pazmep ieeoco
arcenyooura 35 mm, ppakyus eévibpoca 44 %, nonocms nesozo npedcepous 24 mm, 8vinom 6

noa0CMU nepuxkapoa

Ha OKI' 3apeructpupoBaHo: cunycoBelii putM ¢ YCC 107-106 ya/muH, smm3on
opagukapauu ¢ YCC no 65 ya/muH. DiiekTpudeckas 0ch cep/iia OTKIOHEHA Pe3Ko BIIeBO. biokama
MIPaBOM HOXKKH, TIEpeIHel BeTBU JeBoil HOXKHU mydka ['uca. Cerment ST B V2-V3 Hibke n301MHAM
Ha 2mMm, B V4-V6 ST neyxdasusiii (puc. 2).
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Puc. 2. OKT: cunycoguwiii pumm ¢ YCC 107—106 yo/mun, sanuzoo 6paduxapouu ¢ YCC do 65

VO/MuH. Dnekmpuyeckas ocb cepoya OMKIOHeHa pe3Ko 61e6o. brokada npasou nodcku, nepeoneii
semeu negoul nodicku nyuka I'uca. Ceemenm ST 6 V2-V 3 nuoce uzonunuu na 2 mm, 6 1, V4-V6 ST

o0syxgasznviti ompuyamenvrvii. IKI -npusnaxu ouacmoauyeckoul nepezpy3Ku i1e6020 Hceryo0ouKa

B OuoxumuueckoMm aHanm3e KpoBu: MoueBuHa 20,0 mMmonb/nm (Hopma 1,8-6 mmoib/m),
kpeatuaud 0,13 mmounw/n (0,021-0,036 MMoOIb/iT), pe3Koe CHUKEHUE (UIbTPAIMOHHON (YHKIIUH
28-29 ma/mun (Hopma 80—120 mir/mMuH), MoueBas kuciora 414 mxmouns/i (142,8-339,2 MkMob/1),
JaKTaTAETUAPOTHHA3a M KpeaTHH(POC(HOKMHA3a B Ipeaesaax HOpMBL. Takke oOHapyKEeHBbI: MapKep
noBpexaeHust Muokapaa — tpornonuH | 0,052 vr/mn (Hopma 1o 0,020 Hr/miT), TOBBIIIEHHE YPOBHS
Hatpuii-ypetrueckoro nentuga (NT-proBNP) mo 30000 nr/mi (Hopma o 125 nir/mi). [IpoBenenue
VY3U novek 1 OpraHoB OPIONIHON MOJOCTH BBISIBUIIO MPU3HAKH T'€IaTOMETrauK, PEaKkluu COCYI0B

nedeHu, L-o0pa3Hylo TUCTONUPOBAHHYIO MOYKY clpaBa. Ha peHTreHorpamme OpraHoB IpyIHON



KJICTKH BBIABJIICHO YCHUJICHHUEC JICTOYHOI'O PHUCYHKA, KapAUOMCTaJlus, Kapzmo-TopaKa.anmﬁ HHICKC

coctaBisit 71 % (Hopma 110 55 %) (puc. 3).

il

Puc. 3. Kapouomezanus, kapouo-mopaxanvhuiii unoexc 71 %

YuuteiBasg MOPOK Ppa3BUTUS MOUEBBIBOASAIICH CHUCTEMBl M BbIPRKEHHOCTh HapyIIEHUS
(GYHKIMU TOYEK, U3MEHEHUS CO CTOPOHBI cep/iia ObUTH paclieHEeHbl Kak BTopruHble. Ha ocHOBaHUM
JAHHBIX aHaMHe3a, OOBEKTUBHOTO OCMOTpa U PEe3yibTaTOB OOCIIEIOBaHUS BBICTABJIEH IUArHO3:
KapJIMOpEHAbHBIA CHHIPOM, BTOpWYHAs KapauoMmuomnarus. HapymieHne TpoOBOIUMOCTH —
JBYXITy4KOBasi OJI0Kaja: mepeaHel BeTBU JIEBOM HOXKKM Mydka ['mca u mpaBoil Hoxku myuka ['uca.
Cepneunas nHemoctarouHocTh (CH) Il cremenn mo RosSs. benkoBo-aHeprernyeckas
HEJ0CTaTOYHOCTD 2 CTENEHHU.

3a BpeMsl TOCHUTAIM3AlMU MoJlyyana Tepanuio, HallpaBJICHHYI0 Ha JIEYEHHE OCHOBHOIO
3a00JeBaHNs — MH(PEKIIUN MOUEBBIBOSIIMX yTel: aHTHOAKTepHaIbHbIE Tpenapartsl (HepTpuaKkcoH
0,4 r/cyr B/B KamenbHO, (pypazuauH 1Mo 5 MI/Kr/CyT, BHYTpb). Hopmanuzanus u crabunusanus
paboThl  CEepIEYHO-COCYAMCTONM CHCTEMBbl JOCTUTalach CIEAYIOIIMMU  TeparneBTHYECKUMU
NEHCTBUSIMHU: CHIDKEHHE IIpel- W IOCTHArpy3KHM Ha cepile 3a CYeT YMEHbIIeHHS o0bema
LUPKYJIUpYIOIIeH KpoBH  jaumypetukamu  (dpypocemun 1 MI/Kr/CyT, BHYTPHUMBIIIEYHO),
uHruouropamu AIl® (sHananpun mo 1,25 mr 1 p/cyr, BHYTpb), yIydlI€HHE SHEPreTHUYECKOTrO
oOMeHa B Muokapnae (neBokapHutuH 30 % mno 5 kamens 3 p/cyr, BHyTph). B KauecTBe
YKAPOTIOHWKAIOMIET0 TMpuMeHsuics ulymnpoden B moze 10 mr/kr, BHyTpb. s mpoduiakTUKu

TpOM6006p330BaHI/I$I HCIOJIb30BAJIUCh aHTUAT'PCTaHThL (,Z[I/IHI/IpI/II[aMOJI 5 Mr/kr B CYTKHU B 3 npuema,



BHYTph). OpHAKO HECMOTpPs Ha MPOBOJUMYIO TEpaANUI0 COXPAHSUIUCh MPU3HAKU CEpACYHOM
HEI0CTaTOYHOCTH: OJbINIKA 10 60 B MUHYTY, BIQ)KHbIE XPHUIIbI B JIETKUX, IEBOYKA IIepecTaja CraTh
Ha cruHe (TONMbKO Ha BbicokoW moxaymike). [lo DxoKI' ormeuanock cHmwkenne @B mo 27,5 %,
yBenmuenne KJ/IP no 39 wmm, pe3kas TUNOKUHE3Us] 3aJHEA CTEHKH JIEBOTO JKEIyJ0YKa,
BU3YyaJIH3UPOBAJIOCHh KOJMYECTBO BBINOTA B MOJOCTU Mepukapaa A0 10 MM mo nepeaHeil cTeHke u
10 4 MM 1o 3aaHel crenke JOK, BbpaxkeHHasi MUTpaJIbHAst HEJOCTaTOYHOCTb.

[To TspKecTH cocTOsiHUS peOCHOK MEpeBEACH B OTICIIEHHE PEaHUMAllMd U MHTEHCHBHOMN
Tepanuu, TJe MOJKIIOYEHbl HHOTPOIHbIE HETJIMKO3WIHBbIE Mpenaparsl — jgonamMuH B po3e 0,5
MKI/KI/MHUH B\B KarejbHO, a 3aT€M CEepACYHbIC TIMKO3HUIbI (IUIOKCHH B MOJICPKHUBAIOIICH 03¢
0,01 Mr/kr/cyT, BHYTpS), yBenHueHa A03a GpypoceMuaa 10 3 MI/KI/CyT, HOJKIIOUYEH CITMPOHOIAKTOH
3 wmr/kr/cyr. C aHTHarperaHTHOM Ienpl0 HasHaueH remapuH 600 ME/kr/cyr B/B KamembHO C
MepexoIoM Ha aleTWICAIMIMUIOBYIO KHUcIoTy 1o 12,5 wr/cyr, BHyTps. B kaudecTBe
MeTabonnueckoil Tepanuu ucnoiab3oBaics docdokpeatun 500 mr/cyr, B/B kamenbHo. Ha Qone
JIeYeHHsI COCTOSIHME peOeHKa CTAaOMIM3UpPOBAIOCH: YMEHBIIMIINCH OJBIIIKA, uaHo3. [1o naHHBIM
Ox0KI" orMeuanach nojoxxkurenbHas quHamuka, Tak @B Bo3pocna no 36 %, 3atem mo 48 %. KJIP
JIK o 33 Mm. BINIOT B 110JI0CTH NIepuKapa 10 6 MM 10 TIepeIHed CTEHKE U J10 2 MM — IO 3aJIHEH.

YuuteiBas oTcTaBaHuE peOcHKa B (U3MUECKOM pa3BUTHH, MPOSBICHUS HapyIICHUS
KpoBooOpamienus, namMeHenns Ha DKI' umemmueckoro xapakrepa (naBepcus 3yona T u cHmxeHne
cermenTta ST, KOTOpbhIE MPHUCYTCTBOBAIM M Ha aMmOyJIaTOPHBIX IUICHKAX), BBICOKME MapKephl
noBpexaeHust muokapaa — tpornonu | 0,052 ur/mm, NT-proBNP no 30000 nr/mi, BbIpaKeHHYIO
JUJIATAlMIO0 TOJOCTH U TMHOKMHE3Uo cTeHkH JDK ¢ sBIeHUsIMM MUTpPaJIbHOM HEIO0CTaTOYHOCTH,
HU3KYIO COKpATHTEIbHYIO CIOCOOHOCTH MHOKapaa JieBoro sxemymouka: @B 27,5 — 3648 %,
npennosnoxed BIIC — AOJIKA u BbICTaBI€H JMarHO3: MHOXECTBEHHBIE BPOXKIECHHBIE MOPOKU
pa3Butus: BIIC — aHOManbHOE OTXOXKJIEHHE JIEBOW KOPOHApHOM apTepuu OT JIETOYHOW apTepuu?
Hapymenue kpoBooOpamenus 2b crenmenu. CH Il cremenn mno Ro0sS. Henocrarounocts
MUTpPAJILHOTO KianaHa. L-o0pa3Has nucronupoBaHHas rnovka crpana. [1y3pIpHO-MOUYETOUYHUKOBBIM
pedmrokc cneBa 2 crenenu, cmnpaBa 4 creneHu. KpanumocteHo3. benkoBo-sHepreTmueckas
HE/IOCTaTOYHOCTh 2 cTeneHdu. B nuddepeHumanpHplii psa  BKIOYEHBl jauarHossl: Kapaut?
JlunatanmoHHas KapJuoMuonaTus? BpoxaeHHas HeJ0CTaTOYHOCTh MUTPAJIbHOTO KilarnaHa?

Pe3yabTaThl Hccjief0BaHUA U UX 00CY KIeHHe

Jns yTouHeHHMs nMarHo3a M JaibHEWIed TAaKTUKW BeIeHUs peOEHOK HampaBjeH ISt
KOHCynbTalu B PenepanbHblil HeHTp cepaeuHo-cocyauctoil xupypruu (PL[ CCX) r. Ilensa, rae
nauarHo3 Obul moaTBepskaeH no OXxoKI': eBble oTAebl cepala QuiaTupoBanbl. JleBas KopoHapHas
apTepHsi B THIUYHOM MECTE HE JIOLUPYETCS, OTXOAUT OT JIETOYHOM aopThl UyTh BhIIE KianaHa JIA.

JIA ne uzmenena. CokpatuMocTtb pe3ko cHmkeHa. OB 45 %. [Ipuznaku AOJIKA ot JIA, pe3koe



cHIXKeHue cuctoiaundeckoil Gynkmuu JDK. B axcTpeHHOM MOpsiiKe peKOMEHIOBAaHO OINEPATUBHOE
neuenue. [locie oOcnemoBaHus JeBOYKA HampaBieHa B HalMoOHAambHBI — MEAWIIMHCKHMA
uccnenoBaTenbckuil mentp um. A.H. bakynesa (r. Mocksa), ObUTa Ha3HAuEHa JlaTa ONepaluu, HO BO
BpeMsl MPOBEACHUS IMPENONEPallMOHHON KOpoHaporpaduu MoJ HApPKO30M HACTYHHJI JIETaJIbHBIH
HCXOJI.

3akioueHue

CoBpeMEHHbIE METOJIbl UCCIEAOBaHUSI TMO3BOJISIIOT BBISIBUTH HAJIMYME BPOXKJICHHOU
MaTOJIOTUM HAa Pa3jUYHbIX 3TallaX OHTOTE€HE3a, YTO IMO3BOJSET HAayaTh CBOEBPEMEHHOE JICUCHHUE.
[TosTOMy BCerja Hy>KHO MOMHHTb O PacIPOCTPAHEHHOCTH COYETAHUS MOPOKOB, B JAHHOM Cllydae
MTOPOKOB CEPJICIYHO-COCYAUCTON U MOYEBBIBOSINCH CUCTEM, YTOOBI KaK MOXKHO paHbIIe HA3HAYHUTH
HEOOXOAUMBIA KOMIUJIEKC OOCIICIOBAaHUH W MPEJOTBPATUTh PAa3BUTHE THKEION KIMHUYECKON

KapTUHBI, a B IOCJICAYIOIIEM U rubesb peGeHKa.
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