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BpoxaeHHble pegkne aHomManum pasBuTUS CEpAEYHO-
COCYOMNCTOM cuUcTeMbl TPeOYIOT 0COOEHHOIrO BHUMAHUS OT
Bpayeil MHOrMxX crneumanbHOCTen, 0COBEHHO NpW nx auar-
HOCTMKe. Pe3ynbTaThl BCEX AOCTYMHbIX METOL0B 06Cneno-
BaHWS naumeHTa O0OYyCNOBAMBAKOT AaNbHENLLYI0 TaKTUKY
JIe4YeHns, NoApPasyMEeBAIOLLYI0 UHAMBUAYANbHbLIA MOAXON4,
K KOHKpeTHOoI natonornm. OcobeHHbI MHTepecC Bbi3blBaOT
C/ly4yan COYEeTaHHbIX MOPOKOB Kak apTepuasibHOW, Tak u
BEHO3HOI cucTeMsl. MNpeacTaBieHo KIMHNUYECKoe Habio-
OEeHMEe OOHOWM M3 TakMx aHOManuUi CTPOEHMS COCYAUCTON
CUCTEMbl B BUAE BPOXAEHHOro nepervba Ayrn aopThbl
C UCTUHHOW KOapKTaLmen 1 nepcucTUpyioLLEer 1eBON BepX-
Heli NOJION BEHBI.

KnioueBble cnoBa: koapkraums aopThl, nedopmaLms
A0pTbl, KNHKMHI a0PThl, eBasi BEPXHAS Nonas BeHa.
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Inborn specific anomalies in the development of the
cardio-vascular system require strong attention from physi-
cians of many specialties, especially during diagnosing
process. The results of all available diagnostic methods of
patient examination determine the further treatment tactic.
This tactic implying an individual approach to a specific
pathology. There are some cases of combined defects of
both, the arterial as well as the venous systems, which
appealing special interest. This article describes case report
of such anomalies in the structure of the vascular system.
This case shown in the form of congenital inflection of the
aortic arch with true coarctation and the persistent left vena
cava superior.
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BeepneHue

BpoxaeHHaa gedpopmaums ayrmn aoptbl (BOLA) —
3TO BPOXAEHHbIM MOPOK a0PThl, KOTOPbIM XapakTepu-
3yetca yanaumHeHmem (elongation), W3BUTOCTbIO
(tortuosty), konbueobpasoBaHmem (coiling), netne-
o6pa3zoBaHneM (looping) n nepernbom ayru aopThbl
(kinking, buckling). Takxe B knaccudukaummn, npen-
JIOXXEHHOW B pykoBOACTBe “KnuHnyeckas aHrmonorms”,
M3O0aHHOM MNoA pykoBoacTBOM akand. A.B. lNokpos-
ckoro eule B 2004 r., oTpaxeHa CBA3b C APYrMMK MNo-
poKaMu cepaeyHO-coCyancTon CUCTEMbI U NOAPasy-
MEBAeTCs Pas3fiMyHOe KIMHUYECKOE TeyeHue Kak
aCUMNTOMHOE, Tak MU C Hanuynmem cumntomos [1].
B pabote B.C. ApakensiH u coaBT. OTMe4aeTcs B
83,3% cnyyaeB Hannume KOaApPKTaLMOHHOIrO CUHOPO-
Ma y naumeHToB ¢ BAJA, aHeBpu3Mbl B 06/1aCTH U3-
MEHEHHOW aopTbl BCTPEYAKTCH Y MAUMEHTOB CTapLue
20 net B 100% [2].

Hanunune nepcmnctTmnpyoLLLEen NneBon BEPXHEN NONON
BeHbl (JIBIB) Takxe 9BngeTcs pefkrm nopokoMm cpe-
O aHOMannin pPa3BUTUS NOJIbIX BEH N 0ObIYHO HE Bbl-
3bIBaeT QYHKLMOHAJIbHbIX HAPYLUEHUA U HE UMeeT
cneunduryeckmx KIMHUYECKMX NposiBneHnia. Mo gax-
HbIM pa3HbIX aBTOPOB, BcTpeyaeTcs B 0,5% cnyyaes
Kak B HOpPME, TaKk M B COYETAHUN C BPOXAEHHLIMU
cepaeyvyHbIM1 nopokamu. ATpes3ns npaBoii BepxHen
MOJIOM BEHbI MPU 3TOM BCTPEYAETCHA MeHee YeM B 2%
onucaHHbIX B nnutepaType HabnwoaeHuin [3]. B 605b-
LWMHCTBE cnyyaeB (80 92%) nobasoyHas JIBIB gB-
JINETCA 4acTbio OBYCTOPOHHEN CUCTEMbl BEPXHEWN
NnoJsiov BeHbI: 06e BEHbI CTPEMSATCS ObITb OANHAKOBO-
ro kanmbpa, ecnu He o6pasyeTcs coobLLEHMS MexXay
npaBoM ” NEBOW BEPXHUMU MNONbIMWU BEHAMMU.
3avactyio nepcuctupylowaa JIBIMNB nepexogunt
B PaCLUMPSIOLLMIACA KOPOHAPHbLIA CUHYC, a 3aTem
B NpaBoe npeacepane [4]. Pexe BeHa 3axoguT B Ne-
BOE npeacepave, otgasasi BETBM A5 NPaBo-1€BOro
LWYHTMPOBAHUS, 4TO YACTO COYETAETCH C CUHOPOMOM
HEMNOKPbLITOro KOPOHAPHOIro cuHyca [5]. Mpn nocnen-
HeM BapuaHTe y naumeHTa MoXeT HabnaaTbcs Luma-
HO3 BEPXHEN MNONOBMHbI TYNOBMLLA, BEPXHUX KOHEYHO-
CTeMl, LUEN W TON0BHI.

KnunHmnyeckyio 3Ha4MMOCTb 3TOT MOPOK npuobpe-
TaeT Npu NPOBEAEHUN KaTeTEPM3ALMM NPABbIX KaMep
CepAua 4yepes3 BeHbl IEBON BEPXHEN KOHEYHOCTU, B
TOM YMCIie NPU UMNNaHTaUUN S1EKTPOA0B AN NOCTO-
SIHHOWM SHAOKAaPAVaNbHOM CTUMYNALUUN UK NPoBeae-
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HUW onepaunin Ha NPOBOAALMX NyTSX. Hannyve nep-
cuctmpytowiein JIBMB 3HaUNTENbHO OCNOXHAET Mpo-
Leoypy v yBenMYMBAET BPEMS ornepaumn, MOXET
ObITb MPUYMHON OCNOXHEHWIA BO BpEMS BHYTpUCEP-
ne4yHbIx MaHunynauui [6-8]. AnarHocTtrka aaHHoro
BapuaHTa pas3BUTUA CUCTEMbl MOJIbIX BEH VMMEEeT
6osblLOe 3HAYEHWE B MiaHMPOBaHUKM NOOOro one-
paTUBHOrO BMELLATENbCTBA, NMPOBEAEHNE KOMMbIO-
TepHol ToMorpadumn no3sonseT nsbexarb UHTPa-
OMNepPaLMOHHBIX OLLMOOK M OCNIOXHEHNIA B Nocaeone-
paunoHHoM nepuofe [9]. Kpome TOro, maumeHTbl
C aHOMaSIMSIMWN KPYMHbIX CUCTEMHbBIX BEH (LOMONHUN-
TenbHas JIBIB unu azygos-coeMHeEHNe C NpepBaH-
HOW HWXHE MOMON BEHOWN) NPeacTaBnaloT coboi
rPynmny MOBbILLEHHOIO PUCKA BO3HWKHOBEHWUS MPO-
61emM C BEHO3HOW KaHIONSUMEN U OpeHaxem npu
NoAKMOYEeHNN annapata WUCKYCCTBEHHOINO KPOBOO-
OpaleHus.
MpeacraBnsem KIMHUYECKOE HAONOAEHNE.

MNaumenTtka K., 23 net. U3 aHamHe3a n3BECTHO, YTO MO-
poOK cepaua (Koapkrauus rnepelleinka aopTbl) BblSBJIEH
C poXneHus, Habnpanacb KapauosnoroMm no MecTy Xu-
TenbctBa. B 2009 r. KOHCYyNbTMPOBaHa KapAMOXMPYProM,
peKoOMeHO0BaHO xupyprudeckoe nevenue. B 2010 r. obpa-
Tunacb B UHCTUTYT xmpyprum nm. A.B. BruwHesckoro ans
rocnuTann3aumm B OTAeNeHne Kapamoxmpyprim, obcneno-
BaHMSA C LENbI0 pPeLleHns BONpoca O TakTUKE XUpypruye-
ckoro neyeHns. OT XMpypruyeckoro BMeLLaTenscTaa Obino
peLLEHO BO3OEPXKATbCS U OCTaBUTb MAUMEHTKY nof amby-
NaTOPHbIM HabsloAeHMEM.

Mpun o6paweHnmn B 2017 1. B TO Xe yypexaeHve naum-
€HTKa Xanosanacb Ha MOBbILUEHHYIO CNaboCTb, yTOMIIsSe-
MocTb. [Mepuoamyeckume (1 pa3 B 2-3 Mec) NpucTynbl Npo-
OODKMTENbHOCTBIO A0 1 4, NpoTekaioLLme nNo 0AMHAKOBOMY
CLieHapuIo: NocnenoBaTenbHOE HapyLLeHNe 3peHUs, roso-
BOKPY>XEHME, OHEMEHUE B NIEBOV PYKE, OHEMEHME HOCOry6-
HOro TPeyronbHMKa, an3apTpus. MNprn 3TOM HakaHyHe Tako-
ro npucTyna oTmMeyvana 60sb NPOCTpenamMm B NpaBoM BUCKE
npy N3MEHEHNU MOJIOXEHNS Tena.

JaHHble 0ObekTMBHOrO 06CNefoBaHMNS HE BbISBUIN
3HAYUTENBHOr O HapyLleHusa remoanHamukn. Onpepensercs
yeTkas, CUMMETPUYHAsA MynbCcauns BUCOYHbIX apTepuii, B
NPOEKUMN COHHbIX apTEPUIA LLYMOBOIN CUMNTOMATUKA HET.
Mynbcaums marncTpanbHbX apTeEPUIn BEPXHUX KOHEYHO-
CTel Ha BCeX YPOBHSIX C 06enx CTOPOH YOO0BIETBOPUTENb-
Has. B npoekumm aopTbl 1 €€ BETBEN CUCTONINYECKUN LLYM.
MNynbcauma MarucTpasnbHbIX apTEPUN HUKHUX KOHEYHOCTEN
Ha BCEX YPOBHSAX OnpeaensaeTcs ¢ 06enx CTOPOH, Ha CTonax
ocnabneHa. Pe3ynbtatbl MU3MEPEHUsI apTepuanbHOro AaB-
neHuns (AL) Ha BEPXHUX N HWKHUX KOHEYHOCTSX Mpes-
CTaBNeHbl B Tabnuue.

Mpw aHrvorpadun ayrn aopTsl 1 ee BeTBEN OblNn NOA-
TBEPXAEHbI KOAPKTALMS a0PThl B TUMMYHOM MECTE, pacLum-
peHne NOAKMOYUYHON apTepumn, onucaH nepervd ayru



MokasaTenn apTepuanbHOro AaeneHns (B MM PT.CT.) y naumeHTku K. B 3aBUCMMOCTU OT Harpy3ku Ha BEPXHUX W HUKHMX

KOHEYHOCTSIX
Mccnepyemasi KOHEYHOCTb ALl 0o Harpysku ALl nocne Harpysku
JleBasi pyka 120/100 120/95
MpaBas pyka 120/95 120/95
MNpaBas Hora 120 120
JleBasi Hora 120 120

aopThbl. [py nHBa3MBHOM M3MepeHun ALl nosydeHsl cnepy-
IolMe aaHHble: ayra aopTel — 135/92 MM PT.CT., HUCXOASA-
was aopta — 135/90 MM pPT.CT., OPIOLLHON OTAEN aopThl —
125/90 MM PT.CT., rpaANEHT CUCTONIMYECKOrO AaBEHUS —
10 mm pT.CT.

JynnekcHoe ckaHupoBaHue BGpaxunouedanbHbiX apTe-
puii Takxe nokasano nepernd ayrv aopTbl MO TUMY KUHKMHT.
BbiiBneHa runonnasus neBoii MO3BOHOYHOW apTepuun
C Pa3BMTUEM NIATEHTHOrO CUHAPOMA MNO3BOHOYHO-MOAKITIO-
4ynyHoro obkpapjbiBaHus, OOYCNOBIEHHOTO HaINYMEM
MarucTpasbHO-U3MEHEHHOIO KPOBOTOKA MO JIeBOM MNof-
KIOUYMYHOM apTepun.

Oxokapamorpadua nokasana, YTo pasmepbl MNOS0CTel
cepALa 1 ToAWMHA MUOKapAa B HOPME, KOPOHAPHbIV CUHYC
pasmepamm 9 x 16 MM. HapyLueHns onactonmnyeckom pyHk-
UMM 1 COKPATUMOCTU HeT. BukycnuaanbHbl aopTanbHbIn
KnanaH 6e3 06CTPYKLMKN, HO C FEMOAMHAMNYECKN HE3HAUN-
Mol peryprutaumeii. C6pocoB KpoBu HeT. B HMcxoasiem
oTaene aopTbl B “TUNMUYHOM MecTe” nmetoTcs mMemOpaHa
1 CyXXeHne 0o 7 MM C rpaMeHToM JasneHust 37 MM pPT.CT.
B GplowHOM OTAENe aopTbl MarucTpasbHbli TUM KPOBO-
ToKa. Hucxopawmin otaen aopTbl NOCNE CYXEHUS 22 MM,
neBas NOAKMoYMYHAsA apTepms paclumpera 4o 17 Mm.

Mpu peHTreHorpadum opraHoB rpyaHON KNETKN AaHHbIX
0 HaNUYMKM NaToJsIorK MNosy4eHo He Oblno. PeHTreHonoru-
yeckoe uccnegoBaHve nueBoaa npeacTaBieHo Ha puc. 1,
Ha YPOBHE KJIOUUL, OnpenensieTcss HebOJbLIOE CyXeHue
NULLLEBOAA — KOMAPECCUs PaCLUMPEHHOM AYyrOn aopThbl.

KomnbloTepHas Tomorpadus ¢ BHyTPUBEHHbIM 6051t0C-
HbIM KOHTPACTUPOBAHMEM C MPUMEHEHWEM HEMOHHOIO
BOJ0PaCTBOPMMOIo NoACOoAepKaLLero KOHTPACTHOro nNpe-
naparta nokasasia HaivMyue naTosiorn4yeckoro nepernba
nyrn aopthbl (puc. 2-5). OnpefeneHa cTeneHb CTEHO3a,
chopmMmmpoBaBLLEroca B MecTe koapkraumm — 65-70%.
AHeBpU3MaTMYECKOE pacluMpeHne | cermeHTa neBor nosa-
KJIOUNYHOI apTepum 1 Hepeakoe NOCTCTEHOTUYECKOe pac-
LUMPEHME FPYLHOIN aopThl. BriepBbie BbiBNIEHa NEPCUCTM-
pytowas JIBMB, npn npeabiaywmx NCCnegoBaHnax PeHTr -
eHonoraMmm gaHHas 0co6eHHOCTb pa3BuUTUS He Bbina oTpa-
XeHa B MPOTOKOJIAXx.

JNabopaTopHble nccneaoBaHns (06LLMIA aHaNn3 KPOBU,
o6LWMii aHanmM3 Mo4r, BUOXMMNYECKNIA aHaNN3 KPOBU, Koa-
rynorpamma) He nokasanu naTtosormiecknx N3MeHeHui.

MaumeHTKa He HyXaanacb B SKCTPEHHOM ONepPaTVBHOM
nledyeHnmn 1 Bblna BeinMcaHa nof, ambynatopHoe Habnoae-
Hue.

Puc. 1. CyxeHune B BEpXHeN TpeTu NMLLEBOAA PACLLUMPEHHOW Ayro aopThl (CTpesnka).
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Puc. 2. lNepcucTtupytoLast neesas BepxHas nonas BeHa yka-
3aHa CTPENKON.

Puc. 4. MaTonornyeckuii nepern6 oyryu aopTsl (CTpenka).

3akniovyeHue

Mpw BbISIBNIEHWM COYETAHHON COCYONCTOM NaToso-
rMK, Kak B NpeacTaBleHHOM KIMHNYECKOM Habnae-
HAW NAUMEHTKM C KoapkTaumein aopTbl B TUMUYHOM
MecTe 1 nepcuctupytowen JIBMNB, Heobxogumo
onddepeHLMpoBaTb CBA3b MMEIOLLENCS Yy naumeHTa
BblD@XXEHHON HEBPOJIOrMYECKON CUMMNTOMATUKN
C KOHKPETHON aHomanuen passutusg cocynos. lpu
3TOM 006a3aTesIbHbIM UCCNef0BaHNEM SBNISETCA KOM-
nbloTepHas ToMorpadus C BHYTPUBEHHbIM OOJIOC-
HbIM KOHTPaCTMPOBaHNEM a0opThl, €€ BETBEN, a TakXe
BeH. PeHTreHonor fomkeH AeTanbHO aHanM3npoBaTb

2017, mom 21, No6

Puc. 3. lNepcuctmpytoLLas neeas BEpxHsis nonas BeHa yka-
3aHa YepHOI cTpenkon, 6enoi CTpenkon oTMeYeHa Koap-
KTauus aopTbl B TUMMYHOM MECTE.

Puc. 5. Matonorunyecknii nepernd oyrn aopTbl (CTPenka)
N KOapKTaLmMs (TOHKas CTpeska) ¢ pacluMpeHnemM noako-
YMYHOW apTeEPUN.

npeacTaBieHHOE MCCNeaOBaHME N 3aTEM OMUCLIBATb
KaK aopTy, Tak U CUCTEMY MNOJIbIX BEH, yTOObI J'IE'-I&LLI,I/IVI
Bpay Mor UMeTb NpaBuIIbHOE NpeacTaBneHne o 3a60-
neBaHM KOHKPETHOro nauneHTa. B onncaHHoM knn-
HNYECKOM Ciy4yae, BEPOSTHEE BCEro, UMelLLmecs
HeBpPOJIornyeckne OTKIIOHEHUA ABNAIOTCA MpodaBe-
HMEM BbIPaXXEHHOW KoapkTauum ¢ nepernbom nyrun
aopTbl, YTO TUNWYHO ANS AAHHOW aHOMaNnW pas3Bu-
Tnsl. XOTS B IMTEpaType onMcaHo HEMHOMO NoA0OHbIX
cny4yaes, BbiiBNeHHas nepcuctmpyowas J1IBMNB ¢ tn-
NMYHBIM BapnaHTOM BnaaeHns B KOpOHaprIIZ CUHYC
HEe MOXET gaBaTb CUMMTOMATUKY C HapyLleHUEM



9. KauapsH A.A., OBunHHukoB P.C., JlecHsik B.H., Appawes
A.B. MNepcuctunpylowas nesasi BEpPXHAs nonas BeHa y na-
LMEeHTa C MMMIAQHTUPOBAHHOMW CUCTEMOWN MOCTOSIHHOW
OBYXKaMepHOW anekTpokaanocTumynaumn. KinuHuyeckas
npaktuka. 2015: 2: 24-26.

3peHns, OM3apTupuen U OHemMeHnem pyk. [aHHas
0COOEHHOCTb CTPOEHUSI CUCTEMbI MOJIbIX BEH AOSKHA
ObITb MPUHATA BO BHMMaHWe npu ntobbix onepaTme-
HbIX BMelLaTesnbcTBax, BK/YaloWwmx B cebs nocra-
HOBKY LLeHTPanbHOro BEHO3HOro KaTeTepa.
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