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Features Of Diagnosis and Choice of Treatment
Tactics of The First-Diagnosed Bland-White-Garland
Syndrome with Severe Coexisting Somatic Pathology
(Clinical Case)

Pesome
CuHapoM bnaHpga-Yaiita-fapnavaa (BYT-cuHApoM) npeAcTaBaseT coboii pesKyo 1 ONacHyto BPOXAEHHYI0 aHOMaNIO, ABASIOLLYIOCS O4HOM U3 BeAy-
Wwnx I'IpI/NI/IH nwemMmn n MH¢apKTa MVIOKapp,a y,quel‘/'l. bes CBoeBpeMeHHOFO e4yeHnAa n KoppeKme 3aboneBaHne MOXeT I'IpVIBECTVI K KpaﬁHe TAXeNbIM

nocneactemaM: 4o 90 % naLuueHTOB yMUPaIOT B TeUeHWe NepBOro rofa XKu3HWU. B ciydae co B3poC/IbIMM, NaLMEHTI, CTpajatolime STUM CUHAPOMOM,
MOTYT CTO/NIKHYTbCA C Pa3/IM4HBIMU OCNIOKHEHNAMM, TAKUMU KaK AUCHYHKLMA 1€BOTO Ke/yA04Ka, MATPa/bHaA peryprutaums, 6ecCMnTOMHas uile-
MU MUOKap/Aa 1 MH$apKT, a TaKxKe BbICOKMM PUCKOM BHE3aMHOMN cepeyHoli CMepTU. YunTbiBas, YTo 3a60/1eBaHNe Pe/iKO ANarHOCTUPYeTCH, BaXKHO
BbIABAATL BYI-CUHAPOM Ha paHHei CTaguu ANA NPEBEHTUBHOIO IeHEHWA U NPejOTBPALLEHNA OC/IOKHEHUIA.

B AaHHO paboTe onuncaH yHWKabHbIV Cyyaii Biepeble BbiABAeHHOro BYT-cuHapoMa y 27-neTHell nauneHTKM. [TOMUMO NOPOKa, XeHLMHa CcTpa-
[lana oT TAXKE/NOW CONyTCTBYHOLLE NaTONOr MM — NEPBUYHOTO CKNEPO3MPYIOLLLETrO XONAHIUTa, KOTOPbI OC/NOKHSA/CA LIMPPO30OM MeYeHU 1 runepcne-
HU3MOM. Hannume faHHbiX 3a60/1€BaHUi B 3HAUNTE/IbHON CTEMEHU YCNOKHIUO BbIGOP Ne4e6HOM TaKTUKK, TpebyA NepCcoHaNM3MPOBAHHOIO MOAX0Aa.
B cBA3M C BbICOKMM PUCKOM Pa3BUTHA MOC/TEOMNEPaLMOHHbIX OC/IOKHEHWI, MpeAnoYTeHne 6bl10 OTAAHO Ma/JIOMHBA3MBHOM SHA0BACKYAAPHON 3M60-
/N3aLuK NeBOVi KOPOHapHOIA apTepun. Onepauus Nokasasa XopoLuve pe3y/ibTaThl U NPpYBe/a K 3Ha4MTeIbHOMY YNYYLIEHWIO COCTOAHUA NaLUEHTKH,
B TOM YMC/IE K AOCTUKEHMIO KOMMEHCALMM CEPAEYHON HEAOCTATOMHOCTU A0 GpYHKLMOHabHOTO Kaacca Il (NYHA). MpeacTaBneHHbIN cayyait 4eMOH-
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CTPUPYET BaXKHOCTb MHAVBUAYAIbHOTO MOAXO/A B /IEYEHUN PEAKUX BPOX/AEHHbBIX MOPOKOB CEPALLA Y B3POC/IbIX, 0COGEHHO MPU HANMYUN CEPbE3HbBIX
COMyTCTBYIOLWMX 3a601€BaHNI PYrX OPraHOB U CUCTEM.

KnroueBble cnoBa: Curdpom bnanda-Yalima-lapnarda, cocyducmsie Manb@popmayuu, cepdeyHas HedocmamoyHoCmb, 3HO0BaCKyASpHas 3M6O-
nusayus
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Abstract:

ALCAPA (Anomalous Left Coronary Artery from the Pulmonary Artery) is a rare and dangerous congenital anomaly that is one of the leading causes
of myocardial ischemia and infarction in pediatric patients. Without timely treatment and correction, the disease can lead to extremely severe
consequences: up to 90 % of patients die within the first year of life. In adults, patients suffering from this syndrome may face various complications
such as left ventricular dysfunction, mitral regurgitation, asymptomatic myocardial ischemia and infarction, and a high risk of sudden cardiac death.
Given that this disease is rarely diagnosed, it is important to detect it early for preventive treatment and avoidance of serious disorders.

This paper describes a unique case of first-diagnosed ALCAPA syndrome in a 27-year-old female patient. In addition to the malformation, the
woman suffered from severe concomitant pathology — primary sclerosing cholangitis, which was complicated by liver cirrhosis and hypersplenism.
The presence of these diseases significantly complicated the choice of therapeutic tactics, requiring a personalized approach. Due to the high risk of
postoperative complications, preference was given to minimally invasive endovascular embolization of the left coronary artery. The operation showed
good results and led to significant improvement of the patient’s condition, including the achievement of heart failure compensation up to functional
class Il (NYHA). This case highlights the importance of an individualized approach in the treatment of rare adult congenital heart disease, especially
in the presence of serious concomitant diseases of other organs and systems.

K ey words: ALCAPA S yndrome, vascular malformations, heart failure, endovascular embolization
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AJl — aprepuanbraoe nasnenne, bYI-cunnpom — Cunppom branpa-Yaiira-Tapmanga, JDK — nesbiit sxenygodex, MPT — marauropesoHaHcHas TOMO-
rpadmst, OK — dynximonanbHbit knacc, OH — usndeckast Harpyska, XCH — xpoHmdeckas cepfiedHast HeffOCTaTOYHOCTD

BBepenue
A 1:300 000, uro cocrasnseT 0,25 % - 0,5 % BcexX BpPOXKIEHHBIX

Cungpom bnanpa-Vaiira-Tapnanga (BYT-cunppom),
takke n3BecTHbI Kak ALCAPA (ot anri. Anomalous Left
Coronary Artery from the Pulmonary Artery) — penxas
BpO>KJieHHas MMaTONOTUA CepALa, XapaKTepU3yIollascsa aHO-
MaJ/IbHBIM OTXOXKJ€HMEM CTBOJIA JIEBOJI KOPOHAPHON apTe-
puu OT 71er09HOro crBosa. ITopok BcTpevyaercs ¢ 4acTOTO

anomasmit u 0,5 % BceX BpOXKAEHHBIX OPOKOB ceppma [1].

B HeoHnarasnbHOM nepuofie, BCIEACTBYE IOBBIIIEHHO-
IO [aBJIEHUA B JIEBOI JIETOYHON apTepUy, COIIOCTABUMOTO
C IaBJ/IEHVIEM B a0pTe, 00ecrednBaeTcs JOCTaTouHas nepdy-
3111 MMOKApPAa, Y KIIMHMYECKY [TaTOIOI M MOXKET IIPOTeKaTh
6eccuMOTOMHO. B fasnbHeiliieM B IepBble HeTeMN XXU3HIL,
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[aBJI€HIE B JIETOYHON apTepUy CHIDKAETCA, YTO IPUBOINUT
K HefjocTaTouHoil nepdysun mmokapaa. Okono 90% ciy-
yaeB 3a00/1eBaHNA MaHU(DECTUPYIOT B IepBble 2-3 Mecsla
JKMBHU PAa3BUTHEM HUIIEMUN MUOKAPAA, ANCHYHKINY JIEBO-
IO JKeTy/I049Ka ¥ MUTPAIbHOM PerypruTalyiu, YTo KIHude-
CKU TIPOSIB/IAETCA aKPOIIAHO30M, TaXNMITHOD, TaXMKap/ue
(nudantwnbHbt T BYT-cungpoma). B ciyuae pmocra-
TOYHOTO PasBUTHS KOJIaTepaJbHOIO KPOBOOOpAleHNs
apTepyuaabHasA KPOBb PETPOrPaHO MOCTYIAET M3 IIPaBOil
KOPOHAPHOIT apTepIN B JIEBYIO, UTO TAKXKE BbI3bIBAET (heHO-
MeH 00KpajbIBaHUA MIOKApPAa, OHAKO IINTEIbHOE BpeMs
MOXeT HOCUTb CyOKIMHIYECKIT XapaKkTep (B3POCIIBbLIL THII
BYT-cunppoma). IIpy HanMumy CUMNTOMATUKM ITPeBau-
PYIOLVIMY IIPOSABICHNUAMY 3a00/IeBaHVA Y JAHHOI IPYIIIIBL
IIAIIMEHTOB ABJIAIOTCSA OfIbIIIKA, CTEHOKApAus, CHIDKEHMe
TOJIEPaHTHOCTHU K pusndeckoi Harpyske (OH) u BHesanHas
cepaedHast cMepTb [2-5].

[IpencraBnseM KNMHUYECKUI Cydail BIIepBble BbIAB-
TIEHHOTO cuHJpoMa brmanpa-Yaiita-Tapmanga y B3pocroit
narueHTKn. OCO6EHHOCTBIO JAHHOTO K/IMHUYECKOTO CITy-
4asg ABUIOCH Ha/lM4Me TsHKENOM CONYTCTBYIOIEN MaToso-
I, OKa3aBlIIleil BVAHNE HA TAKTYUKY BefleHI HallVeHTKI.

Kanandeckuii caydam

[ManmenTka B., 27 net, o6parmnace B mpueMHbI IOKOI
MHoronpoduIbHOro  pecrny6IMKaHCKOTO MeRUIVHCKO-
ro meHTpa [OCyZapCTBEHHOTO OGIOKETHOTO YUpPEeK[eHUs
3npaBooxpanenus Pecrrybmuku KpbiM «PecriybnmkaHckas
Knnunyeckast bonpauna nm. H.A. Cemamko» r. Cumdepo-
07T C )Ka71006aMt Ha 9YBCTBO Iepe6oeB B paboTe cepplia,
OZIBILIKY IpK ObICTPOIT X0AbOe, IIpU IOogbeMe Ha 2 9TaK,
yJaleHHOe ceppuebuenne npu (GusMIecKoil Harpyske
(OH). IIpn 06BEKTUBHOM OCMOTpE BBISIB/IEHA TelaToMe-
rajns, CIUIEHOMeTanus; MalyieHTKa HU3KOro PocCTa, CO
CHIDKEHHOIT Maccoil tena (poct — 148 cm; macca Tema —
43,0 Kr; MHEKC Macchl Tena — 19,6 Kr/m?2).

Co /10B MaIMeHTKH, C [ETCKOTO BO3PacTa COCTOUT Ha
AMCIIAHCEPHOM yd4eTe Y KapfMOJIora B CBA3M C Ha/lIM4IueM
MIUHVMAJIbHOM AOpPTAJbHOM HEOCTATOYHOCTU ¥ MWHMU-
Ma/JIbHOTO CTeHO3a KjamaHa jeroyHou aprepun. OT 3a-
HATUIT QU3KYIBTYPBI B 1IKOMTE ObITa 0CBOOOXKEHA B CUITY
HU3KOJI TOIPAaHTHOCTH K pu3ndeckort Harpyske. C paHHe-
O JleTCTBa OECIIOKONT MHTEHCUBHBIN KOXHBI 3y, C mog-
POCTKOBOTO BO3pacTa IepUOANYECK) OTMedYaeT IOBBbIIle-
Hue aprepuanbHoro gasnenus (All) mo 170/80 mm pr. CT.,
affanTrpoBaHa K mm¢pam 110/70 MM pT. CT., CUTYALMIOHHO
[IpMHMMasa sHananpui. Bo BpeMs mepBoii 6epeMeHHOCTH
(2021 r.) mab6mopanocs nosbinedye AJl mo 180-190/80 mm
PT. CT., IPOBOAUNOCH JedeHMe IpenapaToM MeTUIIONa;
TOTJIa )Ke BIIEpBble ObUIA BbIsIBIIEHa TPOMOOIMTOIIEHNUS [I0
34,0 x 10°/1. Teuenne 6epeMeHHOCTH OC/IOKHIIOCH PAa3BU-
THEM 3KJIaMIICUM, pofopaspellleHye MPOUCXOANIO0 IyTeM
KecapeBa ceueHus Ha 34-11 Heiene. Yepes Mecsl 1ocie po-
JIOB TAIMieHTKa Obl/Ia TOCIMUTAIN3IPOBaHA C Pa3BUBLINMCS
OTEKOM JIETKMX HEsACHOTO Ie€He3a; BBINNCAHA Ha JUYpeTHu-
YeCKOJil Tepanuy, KOTOPYyIo NPMHMMAIa HEKOTOpOe BpeMs
C MOC/IEAYIOIEN CAMOCTOATEIHONM OTMEHOIA.

B manbreitmem, ¢ Becunr 2023 rofa mareHTKa, OTMeda-
eT yXyplIeHne 06IIero COCTOSHNS, HapacTaHue OfbILIKIL,

CHIDKEHIe TO/IPAaHTHOCTHU K M3M4ecKoll Harpyske. B cen-
Ts16pe 2023 roma caMOCTOATENbBHO OOpaTuaach B IpueM-
ubiit mokoit I'BY3 PK «PKB um. H.A. Cemamko», rjge 6bi1
BBISIB/IEH IAPOKCV3M GUOPWIISIINK TPefCcepAuil ¢ Taxu-
CHUCTONMEN >KEMy[09KOB, BCIE/ICTBME YeTo MalliieHTKa To-
CIOUTANN3UPOBaHa B OTJENEHNE XUPYPTUIECKOTO JI€YE€HNA
C/IOKHBIX HApyIIEeHMiT pUTMa CEpAlLla U 37eKTPOKAP/O-
CTUMY/ALIVN. PUTM BOCCTaHOB/IEH MeIVIKaMEHTO3HO ITy-
TeM BBefieHMst ammoypapona (450,0 mr). B pamkax rocnmra-
NU3alMy TAIVMEHTKe IPOBENEHO 3XOKapamorpaduieckoe
UCCIIeloBaHue: JIeBOoe Ipenceppue — 6,1 cM, 00'beM JIeBOro
npencepans — 150 M/, KOHEYHO-JUACTOMNYECKUIT 00D-
€M JIEBOTO JKeNyflouka — 87 MJI, KOHEYHO-CUCTONYECKIIT
06beM JIEBOTO JKeMyJouKa — 36 MJI, TO/IIVHA MEXIKely-
LO4YKOBOII neperopopku — 0,9 cM, TONMHA 3aHEN CTE€H-
KI JIeEBOTO >Xenypouka — 0,9 cM, ppaxuys BIOpOca 1eBOro
JKeNmyfodKa — 58 %, MUTpanbHasA PErypruTanus 1 cremnenn,
IBYXCTBOPYATBIil AOPTA/IbHDBIN K/IallaH, a0pTa/lbHasA peryp-
rutanua 1 crenenn. ITo pesynbraram n1aboparopHOro 06-
C/IefloBaHMsA Y MAIVIEHTKM IMAarHOCTMPOBAaHA TPeXPOCTKO-
Basl LMTOIEH, XO/IeCTaTUYeCKuit cuHapoM (tabm. 1).
[TamyeHTKe BBINOTHEHA MYIbTUCHVPATIbHAS KOMIIBIO-
TepHas ToMOrpadusi OpraHoB OPIOLIHOI TOIOCTA U TPYH-
HOJl KJIEeTKM C KOHTPAacCTMPOBAHMEM QAOPTHI: BbISABIEHO
AHOMAJIbHOE OTXOXKJEHNE JIeBOJ KOPOHAPHON apTepuy OT
TIErOYHOM aprepuy — cuHApoM branpa-Yaiira-Tapnanpa,

Ta6nuua 1. Pesynvmamut 1a60pamopHuix Memooos
UCCTIE008aAHUSL.
Table 1. Results of laboratory methods of examination

ITokasaTenn Pesynbrar Hopma
Indicator Result Standard
OO0uuit aHanN3 KPOBK
Total blood count
reMOI‘H06]/I.H (r/n) 88.0 120,0-140,0
Hemoglobin (g/1)
T'ematoxpur (%)
Hematocrit (%) 29,3 36,0-42,0
Opurpouutsi (10712/m)
s ,9-4,
Red blood cells (10A12/1) >0 3947
Tpomborursr (10/A9/11)
Platelets (109/]) 94 150-400
Jleiikouutsr (10A9/n)
Leukocytes (1019/1) 1.8 4,0-5,0
Buoxummnyeckoe uccuegoBaHme KPOBU
Blood biochemical examination

Ienouynas ¢ocdarasa (E/m)
Alkaline phosphatase (U/L) 128,6 <105.0
T'TII (E/n)
GGTP (U/L) 134,2 <32
AJIT (E/m)
ALT (U/L) 409 32
ACT (E/n)
AST (U/L) 27,3 31
bunupy6un (MKmMonb/m) 170 34170

Bilirubin (umol/L)

Cokpamennsa. [TTII — ramma rmoTaMuaTpaHCIIeNTHA3A,

AJIT — anaunnamunorpancdepasa, ACT — acnapraramuHoTpancepasa
Abbreviations. GGTP — gamma-glutamyltranspeptidase, ALT — alanine
aminotransferase, AST — aspartate aminotransferase
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IPOCIEXNBAINCh M3BUThHIE NVCTAJbHbIE OTHENbl IPaBO
KOPOHApHOJI apTepun guaMeTpoMm fio 3 MM. OTMedanach
BBIpDO)KE€HHAsA [MIaTallMA JIeBOro npepcepaudA. Pasmep
CeNIe3eHKM Pe3Ko yBenmdeH: 68x136x177MM (ceneseHOU-
HbII MHAEKC — 1637), ceneseHOYHas: BeHa paclIMpeHa o
17,5 mM. Jedopmanys nedeHs; JTOKaIbHBIA y4acTOK pac-
MIMPEeHsI eAMHIYHOI eYeHOYHOI BeHbl B S4b (puc. 1).

BeimcaHa co CreyomymMy peKOMEHFALVSIMHU IO Te-
pamy: puBapokcaban 20 mr 1 p/m, MeTOIpoOIoNa CyKIu-
Har 50 mr 1 p/nm, amnanuans 25 mr 3 p/a. Ha done npuema
puBapokcabaHa IanueHTKa OTMedYasIa OOMIbHbIE MEHCTPY-
aluy, B pe3ylbTaTe Yero mpernapar 6bII CaMOCTOATENIbHO
orMeHeH. [103Xe, B CBSI3YM C BBIPQKEHHBIM TOIOBOKpPYXKe-
HIeM, Obl/la CAMOCTOSTE/IbHO CHIDKEHA /1032 a/UIAIMHIHA

Pucyuox 1. My/zbmucnupaﬂbﬂa}l KOMNbiomepHas mo;vtozpagﬁuﬂ opeaxos 6pKJWHOIZ NOn0CMU U 0peanos zpyaﬂoﬂ KnemxKku
Ob6osnauennsa: RA — npasoe npepncepane, LA — nesoe npencepane, LV — neBbiii xenyzgodek, RV — mpassiit xenygodek, A — aopra, PA — nerounas aprepus, RCA — npasas
KxoponapHnas aprepus, LCA — nesas koponapHas aprepus, LIV — neuens, SPL — cenesenka

Figure 1. Multi-slice computed tomography of the abdominal cavity and of the chest organs

Designations: RA — right atrium, LA — left atrium, LV — left ventricle, RV — right ventricle, A — aorta, PA — pulmonary artery, RCA — right coronary artery, LCA — left
coronary artery, LIV — liver, SPL — spleen
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mo 25 mr B cyTku. Ilocnme BBIMMCKM COXpaHANACh OJbINI-
Ka, ZaBALIMIl FUCKOMGOPT 3a TPYAMHOIN MPY yMEPEHHOI
®H, 6pIicTpas yTOMIAEMOCTDb, cmabocth. Hampasiena Ha
rocnutanusanuio B HammoHanbHBIT MEIMIIMHCKUI WC-
CllefioBaTeNbCKNMIt eHTp uMeHu B. A. Anmasosa r. CaHKT-
IMetepbypr mst ob6cmenoBanms 1 06CyXKaeHNEe KOHCUINY-
MOM BbI6OPA METO/A JIEUEHUSL.

B sanBape 2024r. mocTynmna B OTHeNeHUE Tepanmuu
HMUII nm. B.A. AnMasoBa B IZTaHOBOM IOpsAZAKe. Ydn-
TBIBAsA MMEIOLMIICA Y MAaLMEHTKM CUHIPOM IOPTaNbHOM
TUTIePTEeH3MM HEesCHOI STUOIOTUM, J/Is MCK/TIOUeHM S CKIIe-
PpO3SHUPYIOIETO XOJAHIUTA BBIIIOTHEHBI MAarHMTHO-PE30-
HaHCHas xonmaHruorpadusa (MP-xomanruorpagus), a Tak-
e pubpockaHnpoBanue meden. JlaHuble smacrorpapun
medeHu cOOTBeTCTBYeT F4 cragmm ¢ubposa mo Iukame
METAVIR. Ilpu MP-xonaururorpa¢pum — KapTuHa, CO-
OTBETCTBYIOIIAsA CKAEPO3UPYIOLIEMYy XOMaHrury. MP-
IIPU3HAKY IMPPOTUYECKMX M3MEHEHMII IIeYeHH, CIITIEHOMe-
rajny, )XKeTYHOKaMeHHas 00JIe3Hb, HUCKIHE3UM KETYHOTO
myssIps (medopMariys, HapyleHre KO/UIOUSHBIX CBOJICTB
XKemuy), SKTONMY IIPaBOil MOYKHU. BIiepBble ycTaHOBIIEH
AVIaTHO3 NIePBUYHOTO CKIEPO3MPYIOIET0 XOMaHTUTA C JIC-
XO[IOM B TMIIEPCIITIEHM3M C PasBUTHEM LMPpO3a IedYeHN.
ITokazaH IOCTOSIHHBIN IpVEM YPCOJe30KCUXO/IeBOil KIC-
JIOTBI, TepaIIysi HeCeJIeKTUBHBIMM OeTa-6IoKaTopamt.

ITo paHHBIM KOpoHaporpadum IepefHsAs MeXOKeny-
JIOYKOBas BETBDb U Ormbaronias BeTBb JIeBOJ KOPOHApPHOI
aprepun runomepdysnuposansl, guddysHo n3MeHeHsl, 6e3
¢dbopMupOBaHNsA 3HAUYMMBIX CTEHO30B, 3AIONHAITCA pe-
TPOTPaHO 110 MEXCUCTEMHBIM KOJUIATePAIAM U3 N3BUTOI,
KpymHOro amametpa (OKOMO 5 MM) IpaBOil KOPOHAPHOI
aprepum.

JJIs OLleHKM 3HAYMMOCTHM MIIEMMV MUOKApJAa BBIIOJ-
HEHO MarHUTHO-pe3oHaHCHas tomorpadus (MPT) cepn-
na: gpakuus Boibpoca neBoro xemnypouka (JIDK) — 46 %;
KOHEYHBIII JVACTONINIECKIIT 00BéM — 133 MJI; KOHEYHBII
CUCTONMYECKUIT 06beM — 59 MII; IVTaTalVs TeBbIX KaMep
cepaua; crenkn /DK He yTommmeHsl; COKpaTUTeNIbHAs CHO-
cobnocTh JDK yMepeHHO cHIDKeHa 3a cueT Auddy3HOIt ru-
IIOKVHEe3MN; IPYU3HAKM OTeKa MIUOKAp/ia He ONpee/aTCA.
Ha OTcpOodYeHHBIX HOCTKOHTPACTHBIX M300PKEHMSIX OT-
YeT/IMBOrO MaTOJIOTMYECKOT0 HAKOIJIEHMsl KOHTPAcTHOTO
npemnapata B Muokapye /UK He BbIsB/IEHO.

3a Bpemsi HAOMIOEHMSI OTMEYANINCh KOPOTKUE CUM-
IITOMHbIE, TeMOJVHAMIYECKY Ma/IO3HAYMMBble IIAPOKCU3MbI
GubpWIIALINMM Ipefcepaui ¢ YacTOM COKpAaIleHMs XKeIry-
noukoB (KC) mo 110 B muH. [Ipu cyTOYHOM MOHUTOPH-
poBanyu snexkrpokappuorpapuu (OKI') Ha Ppone Tepanuu
COTaIoNIOM B J103e 120 MI' B CYTKM — IapPOKCU3MBI Tpelie-
TaHMA HpeicepAuil ¢ NPeUMYyIeCTBEHHbIM IPOBENeHIEM
2:1, 3:1 obuIeit IIUTENBHOCTHIO M0 2 CeK ¢ yacToToi 108-
116 (cpemuas 112) yu/muH. JIpyryx sHAYMMbBIX HapyIIEHW
pUTMa U IPOBOMMOCTY HE 3aPErCTPUPOBAHO.

ITarenTKe GBI BBICTAB/IEH K/IMHNYECKUIT AMATHO3:

OcHOBHOI: BpoXHeHHBINI MOpPOK CepAlia: CUHAPOM
branpa-Yarira-Tapnansa (aHOMaIpHOE OTXOXKIEHNE JIEBOI
KOPOHApHOII apTepuy OT JIETOYHOI apTepun). Iumoma-
31 HUCXOJAILETO OT/leNIa IPY/HON aopThl. JBycTBOpYa-
TBIIl A0PTa/IbHBIN K/IalaH. AopTalbHas HEIOCTAaTOYHOCTD
1 crenean. CTeHO3 MUTpaIbHOTO K/1anaHa 1 crenenn. Cum-

IITOMAaTMYeCKas apTepyanbHasA TUIePTEH3N 3 CTafus, Ja-
CTMYHO KOHTDPONMPYeMOe Te4eHME, PUCK CepfiedHO-COoCy-
IVICTBIX OCTIOXKHEHMIA 4, eneBoit yposenb AJl <130/70-79.

Ocnoxxnennst: ITapoxkcusmanpHas ¢opma Gubpmms-
uuu-tpeneranns npencepauit. CHA2DS2-VASc 2 6ana,
HAS-BLED 1 6amn, EHRA 2 6amma. XCH ITA ¢ ymepenHo
CHIDKEHHOIT paKIyert BbI6poca 1eBOro xxenygouka (46 %),
IIT ®K.

Comnytcryromuit: [lepuiur maccer tena. Kapananpaas
IpbDKa MUIEBOJHOTO OTBepCTMsA AmadparMel. JuckmHe-
3115 JKe/TYeBBIBOAAIINX IyTell. YKemuHokaMeHHas 60J1e3Hb.
Menkme KOHKPEMEHTBI >KEIYHOTO IIy3bIpsA. XO/IecTas.
®ubpos meyern METAVIR F4. Cnnenomeranus. Iumep-
cwienusM. JKenesopgedunutHas aHeMUS JIETKOJ CTeIICHM.
Tpom6oruromnenus 1 cr. Jleitkomenus 1 cr.

[TprHUMas BO BHUMaHMe COIYTCTBYIOLIYIO ITATO/IOTUIO
U CBSI3aHHBIE C 3TVM II0C/I€OIepAllVIOHHbIE PYCKM, IIPUHA-
TO pellleH)e B IT0/Ib3y Ma/IOMHBA3MBHOIO BMENIATEIbCTBA.
B mapre 2024 roga BbIIIOTHEHA SHIOBACKY/LAPHAsA 9MOOMNU-
3aIMA CTBOJIA JIEBOJ KOPOHAPHOI apTE€PUM, OTXOJALIEN OT
neroyHoi aprepun. Ilog MecTHOI aHecTesueil pacTBOPOM
mmpokanHa (1% — 20,0) BBIIONHEHa IYHKIVA M KaTeTe-
pusanus OeqpeHHOI BeHbI, NPOM3BefeHa 3MOOMM3aIs
CTBOJIA JIEBOJ KOPOHAPHOI apTepUM OKK/IIOLEPOM 7X7 MM.
ITpy KOHTPOIBHOI aHIMOrpaguu — KPOBOTOK IO JIEBOI
KODOHApHOJ apTepuy OCYIIECTB/AETCs KOJIaTepaabHO
U3 IpaBoOil KOPOHAPHOI apTepu, KpOBOCHAO>KeHMe TeBOI
KOPOHApHOJ apTepuy U3 JIETOYHOI apTEPUM OTCYTCTBYET.
[TocneomnepalIOHHBIIT TIepMOJ, TPOTeKan 6e3 OCIOoXHe-
Huil. B pesynbraTe onmepaTMBHOTO BMEMIATE/NIbCTBA COCTO-
SHME MAIVEHTKN YIy4IINIOCh, JOCTUTHYTa KOMIIEHCAIs
cepmeuHoit HemocTarouHocTy Ha ypoHe OK II (NYHA).
JIs1 TOCTOAHHOrO TIIpyeMa IaIMieHTKe pPeKOMEeH[0Ba-
HBL: ypCofie30KcHxoneBas Kucmora 500 mr/cyT, donuesas
KkucnoTa 15 mr/cyr, Bancaprad/cakyoutpun 100 mr/cyr,
3IIEPEeHOH 25 MI/cyT, ganarmidnosuH 10 Mr/cyT, coTamon
160 Mr/cyTKy, anukcabau 5 Mr 2 p/zi, aneMeTroHMH 400 Mr
1T1ab6 1 p/g — 1 Mecsu. BpemeHnHas mkaxa coOBbITIII Ipefi-
CTaBJIeHa Ha PUCYHKe 2.

O6cyxpeHue

BYT-cuuppom sBisercs 3aboneBaHueM, KaK IIPaBUIO
KIMHUYECKM MaHU(ECTUPYIOLMM B [JETCKOM U, KpaiiHe
penko, Bo B3pocnoM BospacTe. COIacHO MUTEpaTypPHBIM
JaHHBIM, 0€3 XMPYPrU4ecKoro BMelarenbcTsa 6onee 90 %
MALMEHTOB C JAHHO [TaTOJIOTMEN yMIUPAET B T€YEHME TIep-
Boro roga >xu3uu [1]. Takum 06pa3om, O3THsIsA Ipe3eHTa-
11, KaK B HAIleM CITydae, ABIAeTcsa nuckmodenneM. C yde-
TOM OTCYTCTBUS KaKMX-TUOO CrenyuIHBIX CUMIITOMOB
3abomeBaHus U 4dacToit MaHudecranueil B BUje TEKOM-
MIEHCAL[UI CEePAIeYHOII [IesATeNIbHOCTI, HEOOXOMMO IPOBe-
menvie puddepenimanproi guarnoctuky bYT-cuugpoma
C KapAMOMMOIIATVSIMYU M MIIEeMIYecKoil 60me3Hn ceppua,
0CO0EHHO Y MAI[MEHTOB MOJIOJOr0 Bo3pacTa. Llenecoo-
6pa3HO BKIIIOYATh B JUATHOCTUIECKUI aJITOPUTM, IOMUMO
K/IMTHIYECKOTO 00CIeNOBaHMsI, TAKIE COBPEMEHHbIE METO-
IbI BU3YanM3aluy, Kak axokappmorpadusa, MPT ceppa,
KT-auruorpadus n koponapuas anruorpadus. Itu gna-
THOCTHYECKIe MHCTPYMEHTBI HEOOXOAMMBI /LI TOYHOTO
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BPEMEHHAA ®—o MAPT 2024
LWKAJNA MAPT -CEHT 2023 e
ManonHBa3uBHas
Vonb 20211 MocrenexHoe 3HAOBacKynspHas
Sknamncus, yxyAleHue obuiero sm60nu3aumu JIKA
poaopaspelueHve COCTOSIHUA, HapacTaHue
AETCTBO nyTem kecapesa OABILLKM, CHUXEHMe
AvarHoctuposaH BMNC: ceyeHus Ha 34-ii Heaene. TonepaHTHocTK K PH
MuHUMansHas @—o AHBAPb 2024
aopranbHas Focnutanusayus B
HeAO0CTaTOYHOCTb. - HMWL um. B.A. AnmasoBa
MUWHUManbHbIV CTEHO3 © Bnepsbie BbIABNEHHbI
KnanaHa nero4YHom nepBUYHbIIA
apTepuw. C CKNEepo3NPYHOLLNIA XONaHTUT
Xanob6bl Ha ogbILIKY Npw
Suswueckoll aTfiyaie 2020-2021 ABryYCT 2021 CEHT 2023
BepeMeHHOCTb locnuTtanusmposaHa locnutanusauusa B FeY3 PK

nossbilWweHne A o
180-190/80 MM.pT.CT.,
Brepsble 6bina

NnoAPOCTKOBLIA

BbIABNEHA
BO3PACT
TPOMBOUUTONEHNSA A0
Mepuroanyeckn nogbemsi 34x10°

Al Ao 170 MM.pT.CT.

Pucynox 2. Bpemennas ukana

C OTEKOM Nerkmnx
HeACHOro reHesa.

«PKB nm. H.A. Cemaluko»
Mapokcnam pubpunnaunm
npeacepauii.
BriepBble BbisiBNEHHbIV
BYl-cuHApPOM No AaHHbIM
MCKT.

Coxpamenns: BIIC — BpoxpeHHbIif TOpok cepana; AJl -aprepuanbHoe gasnenne; PH — busmdeckas narpyska; BYT-cungpom — Cunppom Branga-Yaiira-Tapnaspa;
MCKT — mynprucnupanbHas KoMnbiorepHas romorpadus; JIKA — neBas koponapHas apTepus.

TIMELINE O— MARCH 2024
MARCH-SEPT Minimally invasive
2023 endovascular
JULY 2021 Gradual deterioration of Smbolization of the LUA
l diti performed.
Eclampsia, delivery via ) general condition,
CHILDHOOD cesarean section at 34 increased dyspnea, and
Diagnosed with CHD: weeks of pregnancy. reduced exercise
Minimal aortic tolerance. ©—o JANUARY 2024
insufficiency. Hospitalization at
Minimal stenosis of the Almazov National Medical
pulmonary valve. @ Research Centre.
Complaints of shortness Newly diagnosed primary
of breath during physical f; sclerosing cholangitis.
exertion.
2020-2021 AUGUST 2021 SEPT 2023

Pregnancy with blood
pressure rising to 180-
190/80 mmHg,
first-time detection of
thrombocytopenia down
to 34 x 10°.

ADOLESCENCE

Periodic increases in blood
pressure up to 1770 mmHg.

Figure 2. Timeline

pulmonary edema of

Hospitalization in the
Republican Clinical Hospital
named after N.A. Semashko.

Atrial fibrillation episode.
ALCAPA syndrome
identified for the first time via
MSCT.

Hospitalized with

unclear origin.

Abbreviations: CHD — congenital heart defect; BP — blood pressure; PA — physical activity; ALCAPA — anomalous left coronary artery from the pulmonary artery;

MSCT — multi-slice computer tomography; LCA — left coronary artery.

oIlpefie/ieHNs aHATOMMM KOPOHApPHBIX COCYZIOB, OLIEHKM
nepdysuu MMOKapha M IUIAHMPOBAHMA XMPYPIUYECKOro
BMeNIAaTeNbCTBA. B OMMCaHHOM C/lydae JIMTeNbHasA OTHO-
CUTEeNIbHAA CTAOMIBHOCTb OOYCIOBIIEHa (POPMMPOBAHUEM
KOJUIATePaIbHOTO KPOBOOOpaleHys, 00ecIednBarolero
peTporpagHblili KpOBOTOK M3 IIPaBOil KOPOHApHOM apTe-
pun B 6acceliH neBoit. TeM He MeHee, TaHHBIE 9XOKapAMO-
rpaduyeckoro yccregoBannA u pesynsratel MPT cepnua
CBUJIETE/IbCTBYIOT O [IM/IATaLMM JIEBBIX OT/IEZIOB U YMEPEH-
HOM CHJDKEHUM COKPATHUTETIbHON CHOCOOHOCTY JI€BOTO
JKENYIOYKa, 9TO YKa3bIBaeT Ha IOCTENIEHHOE HapacTaHue

HapylIeHNI TeMOAVHAMUKI C Pa3BUTHEM [MACTONNIECKON
Y CUCTO/INYECKON AUCPYHKIIUN.

B mpepcraBieHHOM KIMHMYECKOM C/Iydae OTMEYaeTcs
penKoe coyeTaHMe BPOXXIEHHOIO IOPOKa Cepfilja — CMH-
npoma bnanma-Yaira-Tapmanga u TsDKEmoi rernaToOm-
JIMAPHOV IaTOJIOTUN, IIPECTaBIEHHON IIePBUYHBIM CKJIe-
PO3MPYIOLMM XOJIAHIUTOM C (POpMUpOBaHUEM LMPpO3a
IeYeHy ¥ NpU3HAKaMyU IOpTaJbHONM runepreHsun. [lan-
Hasg KOMOMHAIVs TaTONIOTMHU BCTPEYAeTCs B JIMTEpaType
B eVIHNYHBIX HaOJTIONICHNAX, YTO OIIpefe/iieT ee HayqHYIo
3HAYMMOCTb U IIOAYEPKUBAET HEOOXOMMMOCTb aHAIM3a
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PA3BBOP KAMHMYECKUX CAVIAEB

MEXaHM3MOB KOMIICHCALIMM ¥ [eKOMIEHCAMN B IOH00-
HBIX CTy4YasX. Y4MTbIBas Ha/lM4lMe BbICOKOTO PMCKa pa3Bu-
THA MHTPAOIEPAIVIOHHBIX ¥ ITOCTIEONePAIIOHHBIX OC/IOXK-
HeHull (MaccuBHble IPOdy3HbIE KPOBOTEUEHNA, OCTpPOe
HOBpPEeXJieHNEe TOYeK, MHPEKIMOHHbIE OCIOKHEHV) MpH
BBIITOJTHEHNY OTKPBITOTO KapAVMOXMPYPTMIECKOTO BMeIIa-
TENbCTBA, YAaCTOTAa KOTOPBIX, KaK IPaBUJIO, KOppenIupyer
C ero 00BEMOM U JIUTENIBHOCTBI0 VICKYCCTBEHHOTO KpO-
BOOOpaleHusi, B JAaHHOI KIMHIIECKOI CUTyaluu Ipej-
HOYTHUTENTbHBIM BEIOOPOM SBMUIACH S9HAOBACKY/IAPHAS KOP-
PeKIs BpOX/IEHHOTO IOPOKa CepALia BBUAY 00jIee HUBKIX
OIlepallViOHHBIX PUCKOB [6,7]. [IpuMeHeHne MaOMHBa3NB-
HOJ1 aMOO/MM3aLMy CTBONMA JIEBOV KOPOHApPHOM aprepuu
IIPECTAB/ACTCS ONPABAAHHBIM B YC/IOBVAX BBIPAKEHHO
COMATMYECKON OTATOLIEHHOCTH, YTO IIO3BOMMIO YacTUY-
HO YCTPaHWUTb IIATOJIOTMYECKNUI KOPOHAPHBIN KPOBOTOK
U CHM3WUTD MIIEMUYECKYI0 HaTPY3KYy Ha JIEBBIN JKemyodeK.
JanpHeiinee BefileHMe MALMEHTKM IPEIIONArano Koppekx-
LVI0 aHTMAPUTMIYECKOI I TeIIaTOIPOTEKTOPHON TepaInmn
C y4eTOM COXPAHSIOMUXCS MAapOKCU3MOB (GUOPUILINY
IpeficepAuii U eYeHOYHOI HeloCTaTOYHOCTH. PesymbTaThl
AMHAMIIECKOTO HAOMIOfieHsI OYAyT NMETb IIPAKTIUIECKYI0
LIEHHOCTb AJIs1 pa3pabOoTKY TAaKTUKU MY/TbTUUCINAIUINHAD-
HOTO BeJieHNA IALMEHTOB CO CXOXXMM IIOJIVIMOPOUIHBIM
dbonoM.

Takum o6pasoM, AaHHOe HAOIOfCHME NEMOHCTPUPY-
eT 0COOEHHOCTY JVIATHOCTUKM M JIe4eHMA IIPY COYeTaHUN
bYT-cunppoma 1 mepBUMYHOTO CKIEPO3UPYIOIIETO XOIaH-
TUUTa, OC/IOKHEHHOTO LMPPO3OM IEYEHM ¥ IOPTa/NbHOM
runeprensuent. IlpeacraBneHHas KIMHMYECKas CUTYaIsa
HOAYepPKIBAeT HEOOXOAMMOCTh KOMIUIEKCHOTO IIOAXOZA
K 00C/IeOBaHMIO U BeleHNIO, OPUEHTYPOBAHHOMY Ha KOH-
TPOJIb CEPAEYHO-COCYIUCTON IATONOTUM Y KOPPEKIMIO
TSDKEMBIX AUCYHKINIT TeratoouaapHoi cuctemsl. [lomy-
YEHHDIJI OIBIT MOXET OBbITh MCIO/Ib30BaH IIPY OIIpefese-
HUU TepalleBTUYECKNUX U XUPYPIUIECKUX CTPATEINil y TIa-
I[VIEHTOB C KOMOVHUPOBAHHBIMM PEJKUMI ITaTOTOTUAMIA,
a TAaKoKe IIPU OLlEHKe PYCKOB M IVIAHMPOBAHUM OepeMeH-
HOCTH Y JAHHOJ1 KaTeropyuy MallieHTOB.

3aknueHue

Cunppom bnanpa-Vaiita-Tapnanja — pefkas BpOX-
[leHHas1 AaHOMa/INsl KOPOHAPHOTO KPOBOOOpaleHus, Jae
MaHudecTupyouas B MaajeHdecTse. ONMMCaHHbIA CTyvail
JNEeMOHCTPUPYET BO3SMOXKHOCTD [IMTETbHOIO KOMIIEHCH-
POBAHHOTO TEYEHNsA 3a CUET PA3BUTUA KOJIATepPasbHOIO
KpPOBOOOpAIlleHNA, YTO IO3BOIMIO TIAIMEHTKE HOXKWUTb
10 B3POC/IOr0 BO3pacra 6e3 XMPYPIu4ecKoil KOPPeKINN.
C0>KHOCTD BefleHsI MAL[IEHTKY 00YCIIOB/IeHa COYeTaHNEeM
BYTI-cunppoma ¢ TsKenol COMyTCTBYIOIIEN IMaTONOTMEN,
BKJII0Yas IEPBUYHBIN CKIEPO3UPYIOLUIT XOMAHIUT C UCXO-
moM B uppos nedeny. CoBpeMeHHble METObI BU3Ya/In3a-
LMV TIO3BO/IM/IV CBOEBPEMEHHO IMAarHOCTIPOBATh 3a0orie-
BaHIeE U OLEHUTDb CTeleHb uieMuy Myuokapaa. C yyetom
BBICOKOTO PHMCKa OTKPBITOTO XMPYPIU4eCKOr0o BMeIlaTe/Nb-
cTBa ObUI BHIOpaH Ma/IOVHBAa3VBHbI 9HIOBACKYILAPHBIN
MeTOfi, KOTOPBII IpUBENT K CTaOMIM3ALUU COCTOSHYUS
U KOMIIEHCALMM XPOHMYECKON CepIeYHOil Hef0CTaTo4-
HOCTH. JTaHHBIN C/Ty4ali MOJYEePKUBAET BaXKHOCTh paHHEN

OVATHOCTUKM BPOXKICHHBIX aHOMAjIMII KOPOHApHBIX ap-
Tepuii, NPUMEHEHNA MYIbTULVCIUIUIMHAPHOIO IIOJXO0/a
U TePCOHANMM3MPOBAHHON TAKTUKM JIeYeHUsI, OCOOEHHO
y MALMEHTOB C OTATOI[EHHBIM COMATUYeCKUM (POHOM.

Bknap aBTopoB:

Bce aBTOpbI BHEC/IM CYL@CTBEHHbIN BKAa/, B MOATOTOBKY paboTbl, Npoy/n
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Lu

Ycranu uckatpb

KayeCTBEHHYI0 MeJUIMHCKYI0 HHpopManuio?

MbI y2xe BCé HaIlJIM AJ14 Bac!

Telegram-kanaJs )xypHaJia «ApXMBb BHYTpEHHEN
MeJIUIIUHbBI» — 3TO:

6 TobKO AOKa3aTe/JbHAs MeJULMHA —
6e3 MU(DOB U CIEKYJASALUN

Knuaunyeckue saiipxaky —
rOoTOBbI€ pelleHUd AJA CJIOKHBIX CJIy4aeB

Pa36opsl UccIeJOBaHUIT —
6e3 BOJibl, C MPAaKTUYECKUMHU BbIBOJaMHU

3anucu KoHdepeHI M —
JIOCTYTI K BBICTYILJIEHUSIM BeyLIUX CIEeHaTHCTOB

IIpodeccuoHanbHOE COOOILECTBO —
obleHMe C KoJlJleraMu

IloanucekiBaiiTecb — GyJeT noJie3Ho!

7 https://t.me/medarhive




