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K BOITPOCY O KJIACCU®UKAIIUA BPOXKJIEHHOM
JAE®OPMALIMU AYTU AOPTHI
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Crarbsl OCBSIIEHA BOIIPOCAM KIACCU(DUKAMU PEIKOTO BPOXKIECHHOTO MOPOKA CEPAEUHO-COCYIICTON CHCTe-
MbI — BPOXKICHHON Aeopmaru Iyru aopthl. Pabota 0CHOBAaHA Ha OMBITE JICUCHHS 54 MALCHTOB B OTACICHUH
cocynucroii xupyprun HLICCX nmenn A.H. bakynesa PAMH ¢ 1960 no 2010 roa, urto siBisiercss HauOOIbIINM
MHPOBBIM OITBITOM, JAHHBIX MHPOBBIX IEPHOJHIECKHX M3IAaHUH B 00JIACTH IPYAHOH M CEpIEYHO-COCYAUCTOH XH-
pypruu. [IpemnoxkeHa HoBast KiTacCH(pUKALMs, Ha OCHOBE KOTOPO# pa3paboTaH alropuT™ BbIOOpa METO0B HHTPAO-
HepalMOHHOM 3alUTHI OPraHU3Ma Ha 3Tarle HepexarHs aopThl. [Ipi H3BUTOCTH Ipy/IHOM A0PThI BBIJCICHO 3HAYCHHE
COIYTCTBYIOIIEH KOapKTali1, KOTOpast MOXKET M3MEHHTD IIAHHPOBaHUE METO/IOB 3aIUTHL.

KiioueBble ciioBa: Bpo:kaeHHas Ae)opMAaIHsi JyrH A0PThl, KHHKHHT a0PThI, KIaccHpHKALHs, KOAPKTALUS A0PTHI

TO THE QUESTION ON CLASSIFICATION OF CONGENITAL DEFORMATION
OF ARCH OF AORTA
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Moscow, e-mail: info@heart-house.ru

The article is devoted to the questions of classification of rare congenital defect of cardiovascular system —
congenital deformation of the arch of the aorta. The work is based on the results of treatment of 54 patients at the
Department of Vascular surgery of Bakulev Scientific Center of Cardiovascular surgery of Russian Academy of
Medical Science in 1960-2010. It is the most valuable world experience in the field of pectoral and cardiovascular
surgery described in world periodicals. The algorithm of methods of interoperative organism protection at the stage
of cross-clamping aortas is based on the new classification described in the article. The importance of the coarctation
of the aorta is undoubted and can be useful in planning the methods of protection.
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Hctopust Xxupypruv IUCTAIBHOTO OT/AETa
A0PThI HACUMTHIBALT yiKe Oosee rmomyBeka. Jo-
CTH)KEHHUS] COBPEMEHHOM MEIMIIMHBI CJeNau
BO3MOKHBIM OIIEPAaTHBHOE JICUCHUE OOJIBIINH-
CTBa BPOXJICHHBIX M TPUOOPETEHHBIX IOPO-
KOB H 3a00JIeBaHUN CepAeYHO-COCYANCTOMN
cUCTeMBI. JleueHne peKux MOPOKOB Pa3BUTHS
ONHCHIBAETCA KaK CIOpPAJAWYECKUE CIydyau |
TpeOyeT cucTeMaTu3aluy ISl AajJbHEHIIero
n3ydenus. OQUH U3 peKo BCTpeYaeMbIX OPO-
KOB — BPOXKJIEHHAS JieopMaIus TyTH aOpTHL.

B 1931 1. H. Rosier u P.D. White BriepBsic
OMHCaTN HEOOBIYHO M3BIIUCTYIO W Y/UIMHEH-
HYI0O HUCXOSIIYI0 aopTajbHYIO AYry Ha Ma-
Tepualie Byx cekuuid. T. Beavan u coaBT. B
1947 . mpuBenu ciydaidl pe3Ko YAIMHEHHOM
AHOMAJIPHOM JTyTH aOPTHI, BBIXOJIAIICH Ha TICO
cripaBa. DTH aBTOpHI ccbutaroTces Ha D. Reid,
KoTOpeId B 1914 1. Habmroman aHAJIOTHYHBIN
BapUaHT y HeloHoleHHoro mionaa. W. Reich
(1949) B pabote o OGone3HSIX AOPTHI KPaTKO
Onucall OAHO HAOJIONCHUE, OYCHb CXOIHOE
C aHOMAaJbHO HM30THYTOM YIJIMHEHHOW Iyroi
aoptel [1, 2]. C. Souders m coast. B 1951 1.
MOAPOOHO  TMPEJNCTAaBMIA  AHATOMUYECKYIO
CTPYKTYpPY aHOMajJbHO H30THYTOH Y/UIMHEH-
HOM TyT'H a0pTHI U BIIEPBBIE MOTBITAINCH U3JI0-
KUTh KIIMHUYECKUE MPOSBICHHUS dTOW PEIKOH
matojoruu (3 HadmoneHwus ) [8].

B 1973 . A.B. IloKkpOBCKHUI TIPEIITOKHUIT
JUIs1 0003HAUCHUS M3y9aeMOU MaTOJIOTHHU Tep-
MUH «BPOKJIEHHAst U3BUTOCTH IyTH aopTh» [3].
Bomnpoc TepMuHONOrHY B JAHHOM CIIy4ae siB-
JIsleTCs BeChbMa Ba)KHbIM. B oTeuecTBEHHOH u
3apyOeKHOM TNTepaType BCTpeUaeTCsi MHOXKE-
CTBO Ha3BaHWU, OTIMCHIBAIOIINX OJMH M TOT YK€
MOPOK Pa3BUTHS CEPJICUHO-COCYTUCTOM cucTe-
MBI: IIeWHAas Tyra aopThl, MCEBIOKOAPKTAIUS,
aTUIWYHAS KOApKTallMsi, KWHKWHT, OaKJIVHI,
MeraaopTa, JYHHUHI, LIeHHas Iyra aopThl C
MBOMHBIM m3ruOoM U ap. [1-9]. OrcyTcTBHE
€IMHOTO TOX0/a K OIMPEIEIIEHUIO TTaTOIOTHI
BBI3BIBACT ITyTAHUILY B PACCMOTPCHUU JAHHBIX.

Heabio padoThl cTaja CHCTEMATU3ALIM
HMMEIOIUXCS JAaHHBIX U MPEAJIOKEHUE KIIacCu-
(hukanuu, yroOHOH ISt UCTIONB30BaHMUs B KITH-
HAYECKOU MPaKTHKE.

B ocHOBy paboThl TONOXKEH aHau3
54 KIMHUYECKUX HAOIIONEHUNH MAllMEHTOB C
B/IJIA, onepupoBaHHBIX B OTJACICHUH apTepU-
anpHOM naronorun HIICCX um. A.H. bakyne-
Ba PAMH B nepuon ¢ 1960 o 2010 rox, uro
SBIISIETCS HAMOOJBIINM MHUPOBBIM OIBITOM,
JAHHBIX MHUPOBBIX TEPHOAMYCCKUX HW3IAHUN
B 00MacTu TPYAHONH M CEPACYHO-COCYAUCTOMN
xupyprud. PacrnpeneneHue nanueHTOB IO
JIOKaNM3aluu ObLIO: JIOKAJIbHOE MOpaXKeHUE
AOPTHI MEXITy JIeBOW OOIIell COHHOW W TIOM-
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KimounyHON aprepusimu 18 genosek (33,3 %),
C BOBJICUCHUEM YCThs TMOIKIIOYMYIHON apTe-
PYHU U HAYaJIBHOTO OT/AENa HUCXOAIIEH aOpTHI
27 6onbHbIX (50%), AucTambHEe JIEBOW IMOJI-
KItoun4HOU apTepun 9 60sbHBIX (16,7 %).

B MupoBoii nuteparype HaM HE BCTPETH-
JIOCh TTyONHMKAINi, B KOTOPBIX OTpaXkaiach ObI
MOTIBITKA KJIacCU(DUIIMPOBATh Pa3pO3HCHHBIC
JIAaHHBIC O BPOXKICHHOH JedopMariiu aopThl
1o (hopMme, JTOKaTU3AIIH, COMTYyTCTBYFOIIUX T10-
pOKax pa3BHUTHS U T.I. B 0Te€4eCTBEHHOM pPyKO-
BozcTBe «KiMHMYeCKasi aHTHOIOTHS» TIOJT PY-
koBozcTBOM akan. A.B. ITokposckoro (2004 1.)
MPUBOJIUTCS KIIacCU(UKAIMs, Hanboiee ToY-
HO M IOJHO OTpaXkarollas Bce MHOrooOpasue
(hopm 3T0i peakoil maronoruu [2].

Pasznuyarorces cnemyromniue TuItbl gedopma-
LIUU YT AOPTHI:

1. TTo TonorpacdoaHaTOMHUYECKOMY THITY.

* IPaBOCTOPOHHSIS;

* JICBOCTOPOHHSIS.

IL. o Buny nedopmarmu:

* YIUIHHEHUE;

* I3BUTOCTH;

* TIeTJIe- U KOJIbIIe0Opa3oBaHue;

* rieperuo.

III. ITo nmokanu3amuu HM3MEHEHHOTO CeT-
MEHTA!

* MeX1y OpaxuorehaTbHBIM CTBOJIOM U
JIEBOH OOIIIel COHHOM apTepueii;

* MEXKITy JICBOM OOIIEH COHHOM M JICBOM
MOJKIIOYMYIHON apTepUSIMHU, C 3aXBaTOM yCThs
MOCJIEAHEN B IPOLIECC;

* B Ha4aJbHOM CETMEHTE HUCXOSINEH
TPYIHOU aOpTHI.

IV. Tlo pacnonoxeHuro:

* IIEHHOE;

* BHYTPUTPYIHOE.

V. Ilo xoMOMHALMH AAHHOW aHOMAJHUH C
JPYTUMH TIOPOKaMH Cepra:

* tetpaga Pamno, [IMXKII, noaknamnan-
HBI CTEHO3 aOpTHl, THUIOIIA3Us, U3BUTOCTH
0OIIUX COHHBIX apTEPH, OCIOKHEHHOE TeUe-
HHUE AaHOMAJIHH C PAa3BUTHEM AHEBPU3M OYTHU
HUCXONAIICH TPYAHOU aOpThI, aHEBPU3M BET-
BEH Iyru aOpThI.

VI. Ilo KIIMHUYECKOMY TEUEHUIO:

* ACHIMIITOMHOEC TCUCHHE;

* KOAPKTAllMOHHBIN CUH]IPOM;

* CHHJIPOM, XapaKTePHBIN ISl aHEBPU3M
TPYIHOM a0pTHI;

* KOMITPECCUOHHBINA CHHIIPOM.

B kimHuHKe pacronoXeHue BPOXKICHHOU
nedopmMani Tyrd aopThl MEXTy Opaxuorie-
(hbaIbHBIM CTBOJIOM W JIEBOW OOIIEH COHHOM
aprepueil OTMEUYEHO TONBKO B 1 ciydae, mpu
STOM OIEpPaTUBHOE JCUCHUE HE MPOBOAUIOCH
(oTKa3 manuenTa), TaHHBIX aHTHOTpadhUIeCcKo-
IO WCCIEJOBaHWS HE COXPaHMIOCH. /lmarHos

[IOCTaBJICH Ha OCHOBE OCJIA0JCHHOM ITynbca-
MY Ha JICBOW OOIIIEH COHHOM apTepuu, JIEBOM
BEpXHEH KOHEYHOCTH ¥ HUKHUX KOHEUHOCTSX,
HaJIMYUIO PACIIMPEHHs. TEHH CPEJOCTEHHUS C
MHOXXECTBEHHBIMH  BBIIISTYMBAHUAMH, CHUCTO-
JMYECKOMY IIyMY B MPOEKLUUH OOpa30BaHMS.
Ilo nuTepaTypHBIM HAaHHBIM, PacHOJIOXKCHUE
neopMal aopThl cpasy IUcTajbHee Opa-
XHOIEe(aTbHOTO CTBOJIA OTMEYCHO TOJBKO B
1 cnyyae [10]. OqHako U B 3TOM HaOIIONECHUU
OIHCHIBAETCS OKKIIO3Hs JIEBOW COHHOM M MOJ-
KIIIOYNYHON apTepuH, OTXOISAIINX OT KHHKHH-
ra aoptel. Hemb3st WCKITIOYNTH, YTO UMEHHO
CIaBJieHHE aHEBPU3MOW IYT'H a0pThI IIPHBEIIO
K TpOMOO3y 3THUX BETBEH, U MOITOMY aHTHO-
rpaduuecKkue JaHHbIC TPAKTOBAINCH KaK KUH-
KHMHI, HauMHAIOIINAXCA MPOKCUMAaJIbHEE JIEBOH
OCA. Takum o0pa3oM, pacrojioKEHHE KHH-
KHMHTa a0pThl, HAYMHAIOUIETOCS paHee OTXOXK-
JICHUs1 JICBOH COHHOW apTepuu, TpeOyeT nalib-
HeHIlero u3yyeHusl U Ha JaHHBII MOMEHT He
SBJSIETCSl YOSAUTEIILHBIM.

Heo0xomuMo OoTMETHUTB, YTO B KIMHHUYE-
CKOHl MpakTHKe HauOoJjbllee 3HAYEHUE MMEET
YpOBEHb TepexaThsi a0OpThl U COOTBETCTBEH-
HO BBIOOp METO/A 3alUThl CIIMHHOTO MO3ra
U BHYTPEHHHX OpPraHOB Ha 3TOM 3Tame ole-
paunu, HeoOXOANMOCTh CEIEKTUBHON nepdy-
3UM BETBEH AYI'M AOpPTHL. YUHTHIBAas 4acTOTY
TIepekKaThs {yTH a0pThI MPOKCUMAIIbHEE JIEBOI
OCA, yacTtoTy pa3BUTHS TEeMOPPArMYeCcKHX,
MOYEYHBIX M CIMHAJIBHBIX OCIOKHEHUH MOXK-
HO Pa3JenuTh BCe BHIBI BpOXKACHHOU aedop-
Mali¥ aOpThl Ha 2 THUIA:

[ tun — BJ/IA, pacnonararomasicst mpok-
CHUMaJIbHEE JIEBOM MOJKIIOUUYHON apTePUH:

la — n3omupoBaHHOE MOpPAKEHUE CETMEHTA
JOYTH aOpThl MEX[Y JIEBOW OOIIell COHHOW U
JIEBOH MOAKIOUYNYHOW apTepUIMY;

16 — Mexy J1IeBoi 001IIeH COHHOM U JIEBOI
MOJKIIOYNYHON apTepUsIMH, C 3aXBaTOM YCThs
MocJeIHEN B MPOIIECC;

Il tum — BJJIA, pacnonararomascs awc-
TaJbHee JeBON MOAKIIOYMYHON apTepUn:

Ila — n30nMpoBaHHBIN KHHKHUHT aOpPTHI;

116 — KHHKUHT ¢ COMYTCTBYIOIIEH KOapKTa-
LIUEU a0pThI;

Pacnpenenenne no npemyio)keHHOM Kiac-
cuduranumn Oyner cinemyrommm: la — 33,3 %,
16 — 50%, Ila — 7,4 %, 116 — 9,3 %.

IIpn TakoM JeNeHWH OTHOCUTENIBHO IPO-
1€ BBIPA0OTaTh €AUHYIO TAaKTHKY XHpYyprude-
CKOTO JICYCHHUS MAIlEHTOB: IIPU IEPBOM THUIIE
BIJIA omepartuBHOE MMOKa3aHO B YCJIOBHSAX
BCIIOMOTATENbHOTO HCKYCCTBEHHOTO KpOBO-
oOpalieHusi, mMpH 3TOM HEOOXOAMMO HMETh
B BHIY HEOOXOIMMOCTH CEIEKTUBHOH mepdy-
3HH JIEBOH COHHOW W/TIOAKIIIOYMYHON apTepHH,
BO3HUKAIOIIEH B TPETU CITydaeB.
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Puc. 1. Cxemamuueckoe uzodpagicenue munogulx hopm 6podicoentoll oegopmayuu aopmoi
CO2NACHO NPEONOAHCEHHOU KAACCUDUKAYUY

IIpu BTOopoMm THe BJ/IJIA B03MOXHO
MPOBEICHUE XMPYPIUYECKOro JiedeHus 0e3
WCTIOJIb30BAHUSI  BCIIOMOTATEJIBHOTO  HCKYC-
CTBEHHOT0 KpoBooOpareHus. [Ipu s3Tom HeoO-
XOIUMO COOJIOCTH CIEAYIOIINE YCIOBHS:

— HAJINYUE KOAPKTAlMOHHOTO CHHAPOMA C
rpanuenToMm A/l He meHee 40 MM PT.CT;

— HeOOoJIbIIHE pa3Mepbl aHEBPU3MBI A0PTHI
(ue 6oree 40 mm);

— BO3MOXKHOCTb HAJIOKCHUSI aHACTOMO3a
KOHEI[ B KOHEI[ IIPU KPaTKOBPEMEHHOM Iiepe-
xarnu aopThl (He Oomee 30 MHHYT) TIpH He-
MOJHOM KOApKTaIuu;

— OTCYTCTBUC WJIM IMOJHYIO KOMIICHCAlIUIO
COMaTHYECKOH (B MEpPBYIO O4Yepeb KapIuallb-
HOM) MaTOJIOTHH;

— OTCyTCTBUE ab0epaTHBIX BETBEH IyIru
a0pTHI;

— OTCYTCTBUE JIEBOCTOPOHHEH TOPAKOTO-
MHHM, TPABM TPYJHOMN KJIETKH C T€MOTOPAKCOM;

[Ipu coOnrofeHNK BBINICYKA3aHHBIX YyC-
JIOBUI BO3MOXKHO MPOBEACHHUE ONEPATUBHOTO
JICYCHUS B YCIOBUSIX HOPMOTEPMHUU WU yMe-
PEHHOH THUTIOTEPMHUHN C 00S3aTENbHBIM JIPCHH-
POBaHHUEM CIIMHHOMO3TOBOM >KUAKOCTH WJIA
JIPYTUMHU  JTOTIOTHUTEIBHBIMH METOIAMU 3a-
muThl. Hanuure nojsiHOW TUNWYHOM KOoapKTa-
LMW A0PTHI KaK COIMyTCTBYIOIIETO MOPOKa MpHU
BpPOXJIEHHOW JedopMaliy TPYAHOTO OTaeNa
AOPThI JI€JIACT OPraHU3M MEHEEe UYBCTBHUTEIb-
HBIM K IE€pPEeKaTHuI0 aopThl U MPU OTCYTCTBUU
(hakTOpOB pHCKa IMO3BOJISICT IMPOBECTU OIle-
patuBHOE JiedeHHE O0€3 BCIIOMOTraTeIbHOIO
HCKYCCTBEHHOTO KPOBOOOPAICHHS, OIHAKO
BEIIIIEYKa3aHHbIE YCIOBHUS MOTYT OBITH COOIIO-
neHbl He Oonee ueM y 10 % manueHTos.
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Bpoxaennas nedopmanus gyru
a0pTHI

Tun Ia, I6

Twm 1a

Tun 116

A
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OmnepaTruBHoe Je4eHue
B YCJIOBHSAX
BcnomorareabHoro UK
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— HaJM4YHe KOAPKTALMOHHOTO CHHAPOMA C
rpaaguentoMm AJl He menee 40 MM PT. CT;

— HeOonbIINe pa3Mepsl aHEBPH3MBI a0PTHI (He Ooee
3 40 mm);

— BO3MOKHOCTbH HaJIOKEHHsI aHACTOMO3a KOHEIl B
KOHEII ITPY KPaTKOBPEMECHHOM TI€PEKATHH a0PThI
(ue 6onee 30 MUHYT) TIPH HETIOTHOM KOAPKTAIHH;

— OTCYTCTBHE WIJIH MOJHAS KOMIICHCALIUS
COMAaTHYECKOH (B IEPBYIO OUepelb KapIUaIbHOM)
MaToJIOTUH;

— OTCYTCTBHE a00epaTHBIX BETBEH AyTH A0PTHI;

— OTCYTCTBHE JICBOCTOPOHHEH TOPAKOTOMHUH, TPABM
TPYIHOU KJICTKH C TeMOTOPAKCOM B aHAMHE3e

OrlepaTmmoe JIeUeHU e
B YCJIOBUAAX T'HIIOTEPMUH

Puc. 2. Aneopumm v160pa memooa 3auyumul BHYMpPEHHUX OP2AHO8
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