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BpoxaeHHble NOPOKM cepaua - 3TO  BO3HUKLIME
BHYTPUYTPOOHO . (A0 poXaeHus pebeHka) aHaToOMUYEecKue
nedekTbl cepaua, ero KnanaHHOro annapara uimn cocyaos

BpoxpaeHHaa 6one3Hb cepaua, BpOXXAEHHbIM NOPOK cepaua,
BKIIOYaAET B cebsl MHOXECTBO CTPYKTYPHbIX npobriem, cepaua
NN KPYMNHbIX COCYO0B, KOTOPbIE MPUCYTCTBYIOT MNPU POXOEHNN
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Congenital heart malformations: prevalence, severity, survival, 1990 and Their 15-Year Survival: A Prospective Bohemia Survival Study

and quality of life }
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AJOR FLUCTUATIONS HAVE BEEN REPORTED
Mconccming the prevalence of congenital

heart malformacions ac birth. Figures
quoted range from 2.10 per 1,000 live births in New
England and 2.17 per 1,000 found in Toronto,'-'?
(Table 1) to 12.3 per 1,000 live births found by
Manersi et al in Florence.!"-*(Table 2) One of the
reasons for such major differences could be the time
lag berween the darta collected in che 1940's and
those collected recently. The oldese surveys, which all

Correspondence co. Prol. MUDe. Milan Samanck, DrSc., Kardiocontzum,
Usiversity Hosgntal Mocol, 150 06 Praha 5, Crech Republsc. Td: 00420-2-2443
ol cz

started in 1940, give a mean value for prevalence of
5.2 per 1,000.4*2'-% The precise figures range from
2.177 to 8.00 per 1,000 live births.” (Table 3) It is
the surveys carried out more recently which show
higher average values for prevalence 5315163731

Table 1. Prevalence of congenital heare malformations ac birth
The lowest values/1000 live birchs

Author % Region

Fyler 210 New England, USA
Gurdiner 217 Toronto, Canuda
Akman 3.20 Bogalusa, USA
Pleydell 3.20 Norchampronshire, UK
MacMzhon 3.23 Birmingham, UK
McKeown 4.20 Birmingham, UK
Renwick 420 British Columbia, Canada
Ferencz 423 Baltimore, USA

Bosi 460 Iraly

Bierman 470 Hawaii

Table 2. Prevalence of congenital heart malformations at birch
The highese values/L00D live births

2900, Fax: 00420-2-2443 2920; E-madl: milan. K@
Aceepued for pablicacion 4 Febeusry 2000

This arcicke was peesented as che Edgac imer Lecruee to the

Author % Region

Fischer 8.20 Tyrol, Austria
Kerrebijn 8.26 Leiden, Necherlands
Grech 880 Mala

Hoffmann 882 San Francisco, USA
Meberg 9.02 Norway

Andersen 10.20 Soe-Trondelag, Norway
Nak 10.00 Japan

Mésziros 10.60 Szolnok, Hungary
Maneti 12.30 Florence, lealy
Yerushal 1.70 California, USA

Europesn Paclurec Cardiodogy, Sofis, Bulgaria, Septomber-Octaber, 1999

Abstract. The objective of this study was to ascertain the
prevalence and survival rate of children born with a heart
defect. A total of 816,569 children live-born between
1980 and 1990 in Bohemia (52,478 km?, population
6.314 million, western Czech Republic) were followed
up and those with suspected heart disease referred to a
center. Echocardiography was done in all of them. All
dead children were autopsied. Congenital heart disease
was found in 5030 of 816,569 children (6.16 per 1000

live births). The most frequent conditions were ventricu-

lar septal defect (41.59%), atrial septal defect (8.67%),

aortic (7.77%) and pulmonary (5.81%) stenoses, trans-
position of the great arteries (5.39%), coarctation of the
aorta (5.29%) and persistent ductus arteriosus (5.07%).
The first week was survived by 92.46%, the first month
by 89.14%. 6 months by 82.42%, and the first year of life
by 80.02%, and 77.11% (95% CI 75.91-78.31%) sur-
vived to age 15 years. The best prognosis was found in
pulmonary stenosis (15-year survival 95.55%), atrial
septal defect (92.04%), persistent ductus arteriosus
(90.59%). ventricular septal defect (89.37%) and aortic
stenosis (88.39%). The worst results were attained in
hypoplastic left heart, truncus arteriosus and pulmonary
atresia with intact ventricular septum. In conclusion, the
prevalence of congenital heart disease was 6.16 per 1000
live births; 77.11% of patients survived to age 15 years.

PacnpocTpaHeHHOCTb, TAXKECTb, BbIXKMBAEMOCTb, «Ka4eCTBO

XU3HU» !



Pacnpenenenune BINC no yactoTte

BCTPEYaEeMOCTU

lMopok Hacmoma
o [edheKkT Mexkenyao4KkoBOW NeperopoaKku 20%
o [JedreKkT MexnpeancepaHoUu neperopoaku 10%
e OTKpbITbIM apTepuanbHbIA MPOTOK 10%
o Koapkrauusa aoptbl 10%
o BpoxaeHHbIV aopTanbHbIA CTEHO3 10%
e Tetpapa Panno 10%
e JleroyHbin cTeHO3 10%
e TMC 5-8%
o JleroyHas aTpe3us (c AMXI1, 6e3 AMXII) 5%
e ATpPMOBEHTPUKYNSPHbLIA cenTanbHbIN AegeKT 2-5%
e ATpe3unsa TpuKycnupanbHOro KnanaHa 3%
e OOWMM apTepuanbHbIA CTBON 3%
o ToTanbHbIN aHOManNbHbIN APeHaX Nero4yHbIX BeH 2%
o CuHpgpom runonnasum nesBoro cepaua 2%
o [lepepbiB Ayrn aopthbl 1%
e AHOManusa dowTenHa 0,5%
e MuTpanbHbI¥ CTEHO3 peako

AopTo-neroyHoe oTKpbITOE OKHO

peako



InNnaemMmosnormnsa

oAdHa 13 caMbIX pacnpoOCTPaHEHHbIX BPOXAEHHbIX aHOManun pasBnTms
y Aeten (44,4%), 3aHUMaeT TpeTbe MeCTO Nocre BPOXAEeHHOM
naTosiornm onopHo-ABUraTeNbHOro annapara u LeHTpanbHON HEPBHOM
CUCTEMDI;

yacTtoTta poxxgaemocTtu aeten ¢ BINC 0,7-1,7% HOBOPOXOEHHBIX;

Yyallle BCTpeYyaeTcs Y 1L, MY>XCKOro nona, HeXenu y nnL, >)XeHCKoro
nona (57% v 43% COOTBETCTBEHHO);

B CTPYKTYp€E AETCKOM CMEPTHOCTU, CBA3AaHHOM C NOPOKaMM Pas3BUTHKS,
BI1C 3aHuMaloT nepBoe MecTo, ECTECTBEHHOE TeYEHNE
COMPOBOXOAETCS BbICOKOM NeTanbHOCTbIO, D0OMNbLUMHCTBO NaLWEHTOB
ymMmupatot 0o roga 40-80%, y oeten B Bo3pacTte oT 1 40 17 net
NneTanbHOCTb PE3KO CHMXAaEeTCsa U cocTaBndaeT 5%.



Mo aaHHbIM MuH3gpaBa PP B 2014

33 SIHBapb-Aekabpb BKITHYUTENBHO E%’MCb 1947300 peten;

BO BCEX BO3pacCTHbIX rpynnax B Poccun BnepBble 3apernctpnupoBaHo
105308 cny4aes BIC; ns Hux gona BIN1C y neten 0o 14 net —91,4%;

obuwee uucno BIC, 3adukcmpoBaHHbix B JIITY cTpaHbl — 474878
cryyaes;

Ha AMCNaHCEpPHOM y4deTe cocTouT 134643 pebeHka B Bo3pacTte Ao 14
net (77,6% 3aperncTpupoBaHHbIX CNy4yaeB, CPean 3TOro KOHTUHIEHTA);

nHBanuaHocTe aeten 0-17 net oT BIIC Ha 10 TbicA4 HaceneHus
COOTBETCTBYIOLLErO0 Bo3pacTa cocTaBnseT 9,4 B abCONOTHbIX Lndpax
25657 neten-nHBannaoB ot BAP cuctembl KpoBoobpalleHus;

MIiageH4yeckass CMepPTHOCTb 14145 (7,4%o) oeten, ot BAP — 3073, ot BI1C
— 1393 (45,3%);



Koppekuus BpoXxaeHHbIX NOPOKOB cepaua 1 cocyaos B P (4ncno 601bHbIX)

B tom Oetn B Tom Nemw B Tom Jdetu B ToM B Tom

Mokasarens foa Bcero yucne yucne sucne cTapue yucne (Bspocnbie| wucne
no 1ropa 1-8 net

c UK c UK c UK 3 net c UK c UK

Yucno cnyyaes | 2010 13763 8014 4911 30865 2954 1755 3953 1853 1945 1341
2011 | 14716 8 085 5334 3000 3244 1950 4108 1818 2030 1317
2012 | 14754 8150 5547 3228 2883 1759 4202 1820 2122 1348
2013 | 14577 8042 5897 3470 2687 1659 3960 1688 2033 1224
2014 | 15522 8342 6 337 3734 3087 1786 4130 1614 1968 1208

Konuyectso 2010 91 73 32 29 46 36 51 42 80 65
KJIMHUK 2011 93 80 33 30 42 32 48 . 39 84 70
2012 86 78 34 31 43 35 48 42 80 72
2013 87 78 33 29 39 31 45 40 79 72
2014 94 83 38 31 44 33 49 34 83 77

1947300X6,16
1000

= 11995,4 HosopoxaeHHbix ¢ BMC

[ToTpeBHOCTL B XMPYPruyeCckom neyveHmnm
BIC — He meHee 135 onepauunin Ha 1 MIH.
HaceneHuda B roa, B P® okono 20000
onepauunm - yoosneTBopeHa Ha 75%727?727277




otnonorua BI'C

XPOMOCOMHbI€ HapyLLUeHUS

[eHHble MyTauum

a) alikoaosmusm;
dakTopbl BHELLHEWN 6) uHekyus;
8) JleKkapCcmeeHHbIe rpernapamsal;

cpeabl:
2) peHMa2eHOB8CKoEe U UOHU3Upyrouwee obrydyeHue

-

[ [TonureHHoO-MynNbLTUGAKTOPHOE HacnegoBaHue

ey

MeTabonunyeckne HapyLLEHUS
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= s, XPOMOCOMHbIE aHoManun v BIIC ~ 5%

N IR BlNC, accouuuposaHHble C XpOMOCOMHbIMU abbepayusmu, sceaoa
IV SI8/1SIFOMCS1 YacmbHO CUHOPOMA MOIUCUCMEMHbIX [TOPOKO8 pas3sumus,
| m a He U30/1UpoB8aHHbIMU deghekmamu
‘ 7 / N
CuHdpom Cepdey4yHo-cocyducmblie nposiesieHUst

Tpucomus 21 (cnupgpom AlayHa) 60% | ABK, AMXKI1 vnn OMITM, Tetpaga ®ansno

Tpucomus 13 (cuHgpowm Matay) 80% | AMXKI1, OAI, LOC ot DK, runonnasus
aopThbl, KNnanaHHble CTEHO3bI

Tpucomus 18 (cnHapom daBapaca) | BpoxxgeHHas MHoroknanaHHas
90% avcnnasus, AMXKT1, OAIl, TMC, tetpaga
danno

HeneHne kopoTkoro nneda 5-om | OMXII, OArll, Tetpaga ®anno
XpoMocoMbl (Bbone3Hb Kowaybero
KpuKa)

KoapkTauust aopThbl, bMKycnugansHbIn
aopTarbHbIW KnarnaH, aHoManumm gyru
aopThl

XO (cunpgpom TepHepa) 30-40%




[eHeTn4yeckne cuHgpomsbl n BIN1C ~

5%
= Hacnedyembie

CuHpgpowm Annuca - Ban-KpeBenbaa

EanHcTBeHHOE npeacepavie nunu AMIMMN

TpombGouuToneHus — OTCyTCTBME NTy4EBOM KOCTHU

AOMIMN, rerpaga ®anno

CuHpgpowm XonTta - Opama

amnn

CuHpgpowm JlopeHca — MyHa - Buansa - bBapge

Pa3nuyHble aedeKTbl

CuHpgpom HyHaH

Oucnna3ua knanaHoB J1A, kapanomMmuonaTum

CuHppom PybuHcTanHa — Tenbu

OAI

CuHppom Bunbsimca

CynpaaopTanbHbIA CTEeHO3, CTeHO3bI JIA

CuHpgpom Anarunns (gucnnasva apTepumn neveHm)

Mepucepnyeckumn creHos J1A, cteHos JIA

Cunpgpowm [iu Neopre

HDedekTbl Ayrn aopTtbl, TeTpaga ®anno

CuHpgpom KoHpagu — XtoHepMaHHa
= Bosile3HU coeQUHUMesIbHOU MKaHU

CuHppom Anepca — [laHno

AMXn, OAN

OunaTtauma u paspbiB apTepui, HegocTaTouHocTb MuUTKn

Cungpom MapdaHa

PacwupeHune aoptbl, HegoctatouHocTb AoKn n MutKn

= BpoxxdeHHble deghekmbl Memabosiu3mMa (npenmyLLecTBeHHO MyKOMNonucaxapuaosbi)

MKCA | Tuna (bone3Hb Nypnep)

MopaxeHue KnanaHoB cepALa, KOPOHAPHbLIX apTepPUH,
KapauomuonaTus

MKCL IV tTuna (6one3Hb Mopkuo), V Tuna (6onesHb

LWewne), VI TMna (6onesHb Mapoto — Jlamu)

AopTan bHadA HeA4OCTAaTO4YHOCTb

Friedman W., 1984,; 3amuksiH E., 1996



[1Ipn3HaKkn NnonMreHHo-MynbTUdPaKTOPHOU
Moaenu tuna HacnenosaHuda BI1C

Punck NoBTOPHOro nopa)keHust Bo3pacTaeT C yBenmyeHrnem 6ornbHbIX cpean
POOCTBEHHUKOB 1 CTEMNEHM

B cnyuyae, korga B obLien nonynaumMmM MMeTCsa pasnuyuns B 3aboneBaHum
naTtonornen onpenerneHHoro norna, cpean PoACTBEHHMKOB OKa3blBalOTCS
nopakeHHbIMN 0COOM NPOTMBOMNOSIOXKHOIO nona

Uem TaxKenee Nopok cepALa, TeM BbiLLE PUCK ero NOBTOPEHUS

Puck noBTOpeHns y poacTBEHHUKOB 1 cTeneHn OonbLHOro nHameuayyma
paBeH NpUONU3NUTENBHO KOPHKO KBagpaTHOMY M3 4acToTbl MaTonornu
cpeau obLen nonynaumm

boy H.IT.
(Bodgaget-I1.
Yucno 60nbHbIX U PUCK OONe3Hn
BIC
1 2 3
OMXKTT 1:20 1:7 1:2
Tetpaga ®anno 1:40 1:12 1:4

OO puck ANs AeTen, ecnmn Ux poaUTENn 300POBbI, COCTaBNSAET 5-10%;
ecnu 6oneH oauH u3 poautenen - 10-20%; ecnu 6onbHbI 06a poanTens - Ao
40%




[TloBpexaatLine paktopbl BHELLHEW cpeabl

UHdekuma, yactota ~ 1-2%. [lpuUymHbl: BbICOKMA YPOBEHbL
MeTabormama B KneTtkax omMbpuoHa ©n  OOnbLIOE  KOMMYECTBO
HYKIEMHOBBLIX KWUCIOT CMOCOOCTBYIOT BHEOAPEHUO U OnaronpusiTHoOmMmy
CYLLLeCTBOBaHUIO BUPYCOB

[ o Bwupyc kpacHyxwm (1,3-2,4%, Kramer H. et al., 1987)
o LluTomeranosupyc
o BeTpsiHas ocna

OcHogHbIe v
o [lpocTom repnec

BO3BY/AUTEJIA, |« Bupyc Kokcakmu

° CbIBOpOTO‘-IHbIﬁ renatTmT
ebi3blearoujue

e Mukonnasmos
ambpuonamuu: « Tokconnasmos FOHAOY

o Jluctepusn

o TyOGepkynes

o Cudmnuc
\. ApeHoBupycHas nHdekuusa (Potter, 1971)




[ToBpexpatoLime pakTopbl BHELLHEN cpeabl

Ankoronb, YyactoTa Bo3HUKHoBeHUsA BI1C npu ankoronmame marepu ~
1% (Kramer H. et al., 1987). YnotpebneHne ankorosid, 0cCobeHHO npu
BO3OENCTBMN B NEPBOM TPUMECTpPe OepeMeHHOCTU, MpuBoaUT K
Bo3HUKHOBeHUto — OMXKT1, OAI, OMIII.

JlekapcTBeHHbIE cpeacTBa, obnagaroT TepaToreHHbIM
PPRSEFANcynopoxHbie:

'maanTonH — CJ1A, KoAo, OA

TpumetagovH — TMC, TO, runonnasuns nesoro cepaua

Mpenapatbl  nuTnsA, obnagatT  mM3bupatenbHbIM  BO3OENCTBMEM  Ha
TPUKyCnuaanbHbIW KnanaH — aHoMmanma 3bwTenHa, atpeaust TK (Sipek A., 1989)

2. AmMduTamMmuHbI BMTAM M H
3. [lporecrareHsl

4. OpanbHble KOHTpauenTUBDI

5. ButamuH A (petuHon) —» TMC

6. AHTUrMNepTeH3uBHbIE CpeacTBa

7. AcnupuH, BapdapuH, aHTUOUMOTUKN?




[TloBpexaatLine paktopbl BHELLHEW cpeabl

S

* PeHTreHoBckoe nsny4vyeHune

* WoHunsunpyrouwasa pagnaums

MeTtabonuyeckune HapyLUeHUSA

: P
\\j— ~« CaxapHbii anaber (BbI3biBaeT hopmmpoBaHue BIN1C B
3-5%)

o [Wno- unun rmneptnpeos
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dopmupoBaHme cepaua

Angiogenic

Cut edge
of amnion

Primitive -4
node
Primitive __~
streak

~16 OeHb

Forebrain

Foregut

~19 AeHb

MepBble NpPuU3HaKN pasBUTUSA cepala MosABMATCA Ha 16-19 AgeHb nocne
oBynAuuKn. Fpynna KNeTok — UCTOYHWKOB aHrMoreHesa MUrpupyeTt ¢ obeunx
CTOPOH 9MDOpPUOHa K cepeauHe No HanpaBreHuto K POTOrNoTOYHON MeMbpaHe U

doopmupytoTt

noaKkoBoobpasHoe

crineTteHune

COCY/0B.

[Nepen

KpaHuo-

KayaanbHbIM CcrMbaHMem 3MOpUOHa CNMEeTeHMa COCydoB OObEAMHATCS C
obpasoBaHMeM ABYX aHOOTENManNbHbIX TPYOOK.

Sulik KK, Bream PR. Sulik collection, UNC
www.med.unc.edu/embryo_images



dopmupoBaHme cepgua

~24 neHb -25 eHb

Cpasy nocne crubaHna ambpuoHa OBe TpPyOKM npubnuxaroTcs K cpegHeun
NMHUN U CNUBAKOTCH, POopMUPYETCA OQMHOYHAA cepaeyvHas Tpybka (24 OeHb),
Me3eHXMMa BOKPYr Hee yTtonwaetrcd, opMumpya 3HOOTENManbHbIN CrON U
MUOANUKapANanbHY0O  MaHTUIO, KOTopble Yy4yacTBYOT B 0bpasoBaHuK
9HOoOKapada, Muokapaga v anukapga (25 geHb). NpumepHo B 9TO Bpems
HaunHaeTca cepauebueHne (22 AeHb), HO OHO He NPMBOAUT K LMPKYyNaumn

KpOBM A0 29-30 AHA Sulik KK, Bream PR. Sulik collection, UNC

www.med.unc.edu/embryo_images



Kputndeckne nepunoabl

CepaeyHasn
TpyOKa
ﬂeTn

KameprCenTauu
A
NMpoBoaswasn

cuctema
KnanaH

Herquble
cocyabl

Ao/J'IA/ OA

Kopouapnbm
cocyabl

AHU nocne oBynsaunmn

BI1C ¢gpopmupyromcs e pe3ysibmame HapyuleHuUsi ambpuozeHe3sa 8
nepuod
¢ 3 no 8 Hedesro 6epemeHHOCMU



ObpasoBaHue neTnu ~ 22-27 AeHb
Y&~ ‘

4 Aortic roots /
(e

; / { . Bulbis mrdls\,/' } /perlcardlum 7%
. ,..)(-"" s / ", Pericardial cavity \
| | ' L Left
A\ ) : ; / | atrium

Tpybo4yHOE cepaue WMMEET HECKONbKO CyXEeHWW, onpeaensowmx Oyaywime CTPYKTYpHbIE
obpa3oBaHus

HOopManbHas D-
neTn4d



ObpasoBaHne aTpUOBEHTPUKYIAPHOIO
KaHana 4-6 Hegens

Primitive
left atrium

Primitive
right Primitive
ALt left ventricle

Atrio-
ventricular
canal

Primary
interventricular
foramen

Bulboventricular
flange

Interventricular septum

K 28 gHio obLee npeacepame HaxoanTca gopcarbHee
Xenygodka U coeguHAeTcsa C HUM 4Yepes LUMPOKUU
KaHas, Ha3BaHHbIN aTPUOBEHTPUKYNAPHbIM. Okono 35
OHA Ha JopcarnbHOM U BeHTpanbHoW cTopoHax AB
KaHana obpasyroTcs nBa yTOmnLeHNS

(sHOoKapauanbHble MNOAYLIKW) KOTOopble pactyT U
crnmBatoTcsd, pasgensasa Takum obpasom AB kaHan Ha
neBoOe U npaBOe OTBEPCTMUHA, YTO 3akaH4MBaeTcd K 40

OHIO




Obpa3soBaHue KrnanaHoB cepaua
KaHana

Pulmonary channel
Aortic sac

Anterior leaflet mitral valve

Left inferior
™ truncus swelling

Left lateral Septal leaflet tricuspid valve

cushion

Right lateral
cushion |nterventricular septum

Inf. endocardial
cushion

Common Right
atrioventricular atrioventricular
canal Inf. endocardial canal

cushion

p. endocardial
Lateral cushion Sushion

Left
atrioventricular
canal

Mpencepans U BXxoaHble OTAENbI XEeNyao4YkoB UHTEHCUMBHO pacTyT, B TO BpeMsl Kak TkaHb AB
KaHana oTcTaeT OT HUX. OTO 0OycrnoBnMBaeT NosiBNeHne 60po3abl Mexay npeacepavsMmn u
Xernyagodkammn, cBoeoOpasHom CTBOPKM. Ha BepluMHe 3TOM «CTBOPKM» — TKaHb naTepanbHON
aHAOKapananbHON noayLuku. Kaxaas cTBOpka COCTOUT U3 TPeX CNoeB: MMoKapaa npeacepavs,
TKaHW NpeacepaHo-Xenyao4ykoBon 6opo3abl, Muokapaa xenygodka. OT mMuokapaa BXOOHbIX
OTAENOB KENyOOYKOB OTLUEMNNSATCA MOMOCKN, KOTOpble B AanbHEWWeM CTaHOBSATCS

COCOYKOBbIMM MbILILAMW W CYXOXUMbHbIMKM  HUTSMWU. [lpyu 3TOM nepedHsaAs CTBOpKa
TpexcTBop4aToro knanaHa popmupyeTcst Kk 38 AHI0, a 3aHSASA U NeperopoaoyHas — K 3-4 Mecsuy



CenTauus BbIXOOQHOro TpakTa 6 Heaens

Pulmonary channel
Aortic arches

R]gmsu erior Aortic sac

Left inferior
truncus
swelling

conus |ty BNITF L iLeft ventral
{ ' g conus
swelling

PasgeneHne aprtepuanbHOro CTBOMa HayMHAeTcs AucTarbHO MeEXAy KOPHAMU
4YeTBEPTbIX WM LWECTbIX Ayr aopTbl M WAET cOuMpanbHO Hasag 4Yepe3 CTBOM K
Xenygoykam. OTO NMPOUCXoOMT 3a CYeT pocTa NapHbIX CKNagok, COCTOAWMX M3
coeauHUTENbHOW TKaHM W ABYX OynbbapHbIX U CTBOMOBbLIX rpebHen. CTBON
NOCTENEHHO NoApa3aenseTcs Ha NerovHbln 1 apTepuanbHbIi KaHanbl



CenTauus BbIXOOQHOro TpakTa 6 Heaens

Aortico-
f-pulmonary
septum

Right atrium

Outflow tract of |
right ventricle

Tricuspid orifice fad

Aorta

_ " Pulmonary
To mitral orifice artery

Moderator band

Interv entricular septum

B pesynbrate cnvpanbHOro xoga aopTonyribMOHAaSIbHOM MEePEropoakn nerovHbIn
CTBOJST 0OBMBAET BOCXOAsLLYIO aopTy. Ha nocnegHux ctagmax pasButmua NpomcxoanT
OarbHenWmnn noBopoT aopThbl U JIEMOYHOU apTepun Opyr OKOMo Apyra, Bcreacreue
Yyero BbIXOOQHOE OTBEPCTME aopThbl NepenBuraeTca BrpaBO WM Hasag 3a BbIXo4HOE
OTBEPCTME NerovyHon aptepun. KnanaHol aopTbl U NIErOYHOM apTEPUN BO3HUKAKOT Ha
YPOBHE IWHUM pasrpaHUYeHna Mmexay aptepuarnbHbiM CTBOSIOM W KOHYCOM U3
9HAOKapAuanbHOM coeaANHNTENbHOW TKaHU CKNagoK apTepuanbHoro cTeona.



Centauunsa npeacepanmn v

Ostium
primum

Interventricular
foramen

Septum 4
primum-§ Ostium

"] secundum

Endocardial
cushions fused

Septum
secundum

Ostium
secundum

Endocardial
cushions fused

IQHK
TeyeHmne 5 Heagerim OKOJ10 Bepny.IKVI >|<eny,u,oq|<a nodaBiideTCcd

MbILLUEYHbIA rPpebeHb, KOTOPbLIN pacTeT Mo HanpaeneHuto K AB
knanaHam. M3 coegnHuTenbHOW TKaHW KranaHoB doopMupyeTcA
MembpaHHaa 4Yacte MXKI1, KoTopas 3akpoeT MeXKenyaodkoBoe
otBepctne u coegnHnt MXKI1 ¢ neperopoakon BbIBOAHOIO TPaKTa,
coeanume MK c J1A, a JIXK c aopTon

Sup.vena cava
Sinus Shaptn Se'ptum
AR secundum primum

ToHkas

mMembpaHa
npeacepann Ha 35 geHb. OTa MembpaHa genuT npeacepave Ha
NEeBYD U MpaByl KaMepbl Meperopoaka SBMSIETCA NEepBUYHOMN.
[pyras cepnoBuaHas membpaHa pa3BMBaeTCs Ha NepeaHe-BepXHeEN

cepnosngHasn pa3BMBa€eTCA B obLem

CTEeHKe npaBoro npencepausi, cpasy npasee NepBUYHON
neperopoakn — 310 BTOpUYHaa neperopogka. OHM opmMupyoT
oBasibHOEe OTBEPCTUE C KnanaHoM, NOo3BOSALWLMM Tedb Kposu B J1T
n3 [N, HO He pgonyckawWwnMn OBWXKEHWE KPOBM B OOpaTHOM
HanpasneHnn. PopmMmMpoBaHUE 3aKaHYNBAETCS OKOSI0 42 OHA



dopmupoBaHme aopThbl U NIErO4YHOU apTEPUN

Obliterated ! kdsiral External carotid arteries
mb ach l Asmndlng carotd artery

Maxillary

artery
Septum between

aorta and
pulmonary artery

Common

carotid artery Carotid duct

Arch of aorta

Primitive
pulmonary art. Primitive
Brachiocephalic

dorsal
pulmonary art.

aorta % artery

e 7th intersegmental Ductus aneriosus
dorsal aorta artery ;
\ Left Tth /
- intersegmental artery Right dorsal aorta” ' Pulmonary antery
4 mm Stage 10 mm Stage obliterated

MepBoHa4anbHO obpa3sytoTcs 6 Nap aopTanbHbIX AYr, COEANHSIOLWNX AopCcarbHYO
N BEHTPArbHYO aopThl.

lLlectas napa pasBuMBaeTcs B cepeamHe 6 Hedenwu. pokcumarnbHas Mnopuums
pa3BMBaeTcs B npasylo 1 nesyto J1A, B TO BpeMsl Kak AUcTanbHas NopLus neBon
OYyrn pasBMBaEeTCs B apTepuanbHbli NPOTOK. AuUcTanbHble 4acTu Nero4vHblX
apTepuin opMUPYIOTCS U3 3a4aTKOB NErKMX.



dopmunpoBaHme BEHO3HOMN CUCTEMbI 3-8

Heaenst

A 27-29 Days B 32-33 Days c 38-40 Days

[1Be napbl NeroYHbIX BEH pa3BUBAOTCS U3 Pa3BUBAIOLLMXCS NErKnX; OHWM hOpMUPYIOT OANHOYHBIN

NEeroYHbIM BEHO3HbIW COCY/, KOTOPbIN CrIMBAETCs C 3agHeEN CTEHKOW o0LLero npeacepavs

Common cardinal vein
Ant. cardinal vein Dorsal aorta

Post. cardinal vein
Chorionic villus

Chorion
Umbilical
vein and artery

R
Vikeline veln Vitelline artery

Left hepato-cardiac
annel k

Hepatic
sinusoids

8 3 Left
Vitelline @ - il Umbilical
Vein & 3 vein

Iy Duodenum

B BEHO3HbIN CUHYC OpPeHMpYlTCs: oOlias KapauvHanbHas BeHa, OpeHupylolasi NepeaHor
KapAWHanbHY0 BEHY (M3 KpaHuManbHOW YacTtu nnoga) - BMB n 3agHo0 kKapauHanbHYyH BEHY (13

KayganbHOW YacTu nrioga); nynoyHas BeHa (CoeauHsaowas cepgue C nraueHTomn); XenTovHas
BeHa (13 xenTto4Horo mewuka) - HIMNB



deTanbHOE KpoBOOOpaLLlEHNE

3 PU3NONOrM4YeCcKuX LWyHTa:
1. Foramen ovale - Fossa ovalis
2. Ductus arteriosus - Ligamentum arteriosus

3. Ductus venosus - Ligamentum teres, venosum

ra3000MeH NpoucxoauT B NfaueHTe, a He B
nerkux (SatO, 80% B OTTEKatoLLen KpoBM)

OKCUreHnpoBaHHasi KpoBb MOCTyrnaeTr B
cepaue vepes HINB (SatO, 70%)

3arnosfiHeHMe neBoro npeacepans 4epes
npaBoe (oBasfibHOE OKHO)

Bblbpoc u3 1K, B OCHOBHOM, B MPOTOK U
HUCXoaswy aopty, Bbibpoc wn3 JDHK
NOCTYyMaeT - B BOCXOAALLYIO aopTy

HU3KUI NTErOYHbIN KPOBOTOK (8% CB)

HMU3Kas caTypauma apTepuarnibHou KpoBWU
(65% B BOCXOOsLWeEWN aopTte, 55% - B
HUCXoOALlen aopTe)




NMocnepnoBaTenbHbIN
CermeHTapHbIN NOAX0A ONMMCaHUA
aHaToMuun cepaua

MHorve pasnuyHble TepMUHbI ObIMM  UCMONb30BaHbl ONA  ONMUCaHUS
BPOXOEHHbIX NOpokoB cepaua. OnucatenbHas HOMeHKNnaTypa, U3BEeCTHa Kak
nocrnegoBaTeNibHbIA CerMeHTapHbI Noaxon, BBeAeHHbIM B 1960-70-x rogax,
MCNONb3YOTCH NPOCTbIE U HECINOXHble onucaHusi. OH OCHOBaH Ha OMMCaHUK
cepaevHon Mopdonormm n cermeHTapHbIX COeANHEHUI

Mopdonorusa, ornuceisaem xapakmepHbie ocobeHHocmu rnpedcepoud,
XKer1tyO04K08 U KpYrHbIX apmepud.

CoeguHeHue, omHocumcsi K riocredogameribHocmu  Ufiu  NMOPSIOKY
aHamoMUu4eCKUx cmpykmyp.

* [lo3unuuio cepaua B rpyaHoON KneTke

« OnucaHune 1 pacnosnoxeHue
npencepaumn

* ATPUOBEHTPUKYNAPHOE COEANHEHMNE

« OnucaHue 1 pacnonoxeHue
JKEMNYO04KOB



Knaccudonkaums Van Praagh

B3aMOOTHOLLEHME  OCHOBHbIX  TpPex  9SNeMeHTOB
aHaTOMWUK cepAe4YHO-COCYaNCTON CUCTEMBI:

1. [Npencepoun
2. Xenynoo4dkos

3. MaructparnbHbIX
COCy[OB

Van Praagh R. The segmental approach to diagnosis in congenital heart disease.
In: Bergsma D, editor. Birth defects original article series, VIIl, No. 5. The National
Foundation — March of Dimes. Baltimore: Williams and Wilkins; 1972. pp. 4-23.



B3anmopacnonoXxeHune npencepanmn:

“S” “situs Solitus,” HOpManbHOE pacnofoXeHUe;

“I” “situs Inversus,” 3epKarnbHOe pacrnonoXeHue;

“A” “situs Ambiguous”
HeornpeaeneHHoe pacrnorioxXeHne

“X” HEMOHATHOE PaCIOJIOKECHHUE



B3anmopacnonoxeHue XenyngoykosB

D - meTins L - metris

A\, /A Ventricular Looping
{ D}

A\ /A Ventricular Looping

{t L}



B3anmopacnonoXeHune marmctpanbHbIX
apTepun

e “S” HopmanbHO pacnonoxeHHble

° llI”

3epKanbHO pPacnonoXeHHble, HopMarnbHO
OTXOAsLLMEe MarncTparnbHble apTepuu;

e “D” D — Mmanbnosnuma marncTpanbHbIX
apTepun
(aopTa cnpaBa OT JIero4YHOW apTepun);
e “1” |-mManbno3anuua marucTpanbHbIX apTepuii
(aopTa cresa OT Jilero4HOW apTepun);

e “A” aopta cnepean oT nero4yHom apTepum




HopmanbHoe
cepaue {s,,5}



[locnegoBaTenbHbIV CErMeHTapPHbIN
noaxon

CucteMHbIn JlerouHbin
BEHO3HbIN BEHO3HbIN
BO3BpaT BO3BpaT

OpraHusauus
npencepammn

OpraHusaums
XXenyaoykoB

/

Dr. Robert Anderson

BeHTpMKynoapTepMaanoe
Dr. Richard Van Praagh -

OpraHunsauyms

apTepun



[locnenoBaTenbHbIV CETMEHTAPHbIN
noaxon

INeroyHbIn
BEHO3HbIN
BO3BpaT

CucrteMHbIN
BEHO3HbIN
BO3BpaT

OpraHusauus
npencepammn

OpraHusaums
XXenyaoykoB

BeHTpukynoaprtepmuansHoe

OpraHunsauyms

aptepum




CunNCTEMHbIVN BEHO3HbIN BO3BpaAT

__ Left anterior
cardinal vein ‘ cardinal vein
Right commen ' Ay Left common

5 ’,/" ~, "T_r“
cardinal vein L t 2y ™ 'r J  carcinal vein
l" 'h ~ Ill
’— UV
Right posterior —+ by LLL Left posterior
cardinal vein ‘ LIVE R ’ ' cardinal vein
' ’ K /'/
&;L;///L
Th\gm tic l\("l
| ;9 renal I\‘-’

post-renal IVC
¥

Superior Accessory
Vena Cava Hemiazygos
Vein
: %
Azygos Vein — Hemiazygos
Vein
Hepatic veins
Right Left
Renal Vein Renal Vein
— Inferior
Vena Cava
; Left
Rigal lliac Vein

lliac Vein

AHomanun BlB pesynstart natonorM4eckon MHBOMIOLMKM NEBON OBLLEN U nNepeaHen

KapauHanbHbIX BEH;

AHomanun HINB pesynsrtat natonorM4eckon MHBOSMOUMK nNpaBon obuien n npaBou

3a4Heu KapanHanbHbIX BEH.



BepXxHA4 nofaa BeHa: aHoManunm

pPa3BUTUA

A 8 C 2 optiona * [OBYXCTOPOHHAA BEpXHAA Mnonagd BeHa C
HOpMarnbHbIM  OpeHupoBaHnemMm (0,3%
cny4vaeB);

e [BYXCTOPOHHSA BEPXHAA Mnofiasgd BeHa C
HEeMNOKPbITbIM KOPOHaPHbLIM CUHYCOM (8%);

* OTCYTCTBUE MpaBon BEpPXHEWN NOMNOWN BEHbI
Npn HOpMaribHOM pacnonoXXeHnn cepaua

* [p€eHax npaBoW BepPXHEW MOMON BeHbl B
neBoe npeacepauve;

* peTpoaopTankbHoe pacnosfioxeHue
6e3bIMAHHOW BEHbI

0
W
RSVC \J
RAIV
RAA
f_




HMNXHAA NoJ1ad BeHa: aHoMalnnm

pPa3BUTUS
é;'_‘_ T /"‘l : 1. npepBaHHasaA HUXHAA Nonas BeHa:

- 9@ - omcymcmeue MeYeHOYHO20 ceaMeHma HUXHel Mool
B ﬂ\ . 8€HbI C rMPOOOIIKEHUEM 8 V. azigos cripasa usiu crieea
= /j_ == —  [10OMNEYEHOYHbIU CceaMeHmM HUXHel ro/iol  8€Hbl

e n—rﬁi: npoodosmkaemcs cripasa u criesea 8 BlB nocpedcmeom

T 6unameparibHoU v.azigos

s _*_Tlv_ 2. 6unarepanbHas HWKHSASA nonas BeHa;

’L‘:**"E% “\ 3. BhnageHue HUXHEeU MNoriou BeHbl B neBoe

AZYGOUS VEIN

AZYGOUS VEIN



Jlero4yHbIt BEHO3HbLIVM BO3BpaT

EL449.06.001 HR



ToTanbHbIN aHOManbHLIN APEeHaX
NerovyHbIX BeH

sSvC
7 &5 N
> Yy
Atrial %) (
RA connection ’ v
I
IvC RV |
Atrial !
connection T
| _Portal
vein Pulmonary
- venous
— (_\_',__._/“ confluence
Supracardiac TAPVC Infracardiac TAPVC
Cardiac TAPVC
Atrial LA
connection

Pulmonary
venous
confluence

Atrial
connection

Coronary
sinus

Cardiac TAPVC Cardiac TAPVC



HacTUYHbIN aHOManNbHbIN OpeHaXx
NerovyHbIX BeH




«Scimitar» CMHOPOM

e “Scimitar” nony4yun cBOe Has3BaHWe, T.K. Ha
pPeHTreHorpaMmMme HanoMWHaeT « Typeukyto
cabnto»

* B 25% cny4yaeB co4yeTaeTca C Opyrumu
aHomanuamu MMM, OMXKT1, Tetpaga ®anno

r—

' £ Images Faediat: Cardliol



[locnenoBaTeNbHbIV CETMEHTAPHbIN
noaxon

CucteMHbIn JlerouHbin
BEHO3HbIN BEHO3HbIN
BO3BpaT BO3BpaT

OpraHusaums
XXenyaoykoB

BeHTpukynoaptepuanbHoe

OpraHunsauyms

apTepun




AHaToMuA npeacepann

No Crista Terminalis
No Pectinate Muscles

NMPABOE NPEOCEOVE NNEBOE NPEACEPOMUE:

* TpeyronbHasi popmaylika e yuiko no opMe  HanomuHaet
* KOPOHAapPHbLIN CUHYC «COTHYTbIN NaneL»

* TepMUHanbHbIN rPebeHb * [najgKasi CTeHKa

* CWHYCOBBbIN y3en
* rpebeHYyaTble MbILULbI



AHaTOMUA rlpaBoro npeacepans

TpeyronbHUukK Koxa:

cyxoxunue Togapo
Tebe3neB knanaH BeHEYHOro
CUHYyCa

KOSbLIO TPEXCTBOPYATOro
KnanaHa

o ¥l
Triangle =

of Koch
OBanbHas sAMKa: .

* nepBUYHasA 1 BTOpU4YHas
MM
* KnanaH

e OO0 25-30% HaceneHud




«KAPOVANBHbIN KPECT »




AHaToMuMA npeacepgHoOro cerMeHTa

Left Isomerism

Situs solitus — HOpmMmanbHOE pacnoroXeHune
Situs inversus — 3epKasibHOe pacnornoXxeHune
ambiguous - HeonpegeneHHoe




OnpepeneHune «SITUS»

Mo3nuuna npaBoro
npeacepaus

031LINS BEPXYLLKN cepaLla
O3ULINS KEMNYO0YKOB
03MLMA MarucTparnbHbIX apTepui

I » CTOpoHy PACNOSIOXKEHUSA
XKEenyago4KoB

« CTOpOHY pacnosnoXxeHna ayrv aopTol
« CTOpPOHY pacnonoXeHusa OpraHoB
OpHOLLIHOW MONOCTU



PacnonoxeHue cepaua

Left-Sided Midline Right-Sided Right-Sided




CUNWHOPOM
OTaKCun

HapyweHue 3M5,0UOHaﬂbH08 gg)mupoeaHu,q J1e80- I'I,O&GOU acumMmmempuu
6HYMPEHHUX OPpeaHO8, KOMmMopoe rlpusoaum K OGyCmO,DOHHeU cummMmempuu
MO,OCbOJ'IO&ULIeCKU aCuMmMempu4dHbIX 6HYMPEeHHUX OpeaHOo8

- NPaBoOCTOPOHHUM
NeBOCTOPOHHUU U3OMEDUZM
- U30MEepPU3M
negoe | /. |nesoe - I
nerkoer” < nerkoe “pame P PARDE
nerKoe« " Aerkoe
C w )
neyeHb

Mirror-Image

CeneseHKku & Polysplenia @ Right Isomerism

& Asplenia
OCHOBHbIE NMPU3HAaKK OCHOBHbIE NPU3HaKK
«MONMMCNNEHNN» «ACIJIEHN»
[ nepepbiB HUXHEWN NOMON BEHbI 65-90% 0 TALJIB 60- 80%
0 YALJIB 40-60% 0 D-TMC 90-96%
[0 cTeHO3 nero4Houn aptepumn 40% [0 nBe BepxHKMe nornble BeHbl 50-80 %
0 obwunn AB knanaH — no4Ttn BCcerga [0 cTeHo3 nero4yHomn aptepum 75-90 %

[0 oTCyTCTBME CMHYCOBOIO y3na 0 obwmn AB knanaH — no4tun Bceraga



[locnenoBaTeNbHbIN CETMEHTAPHbLIN
noaxon

CucrteMHbIn JlerouyHbin
BEHO3HbIN BEHO3HbI
BO3BpaT BO3BpaT

OpraHnsauus
npencepaoumn

Il A Zlna
Xenyao4ykoB

BeHTpuKynoaptepuanbHoe

OpraHusauus

apTepuu




ATPUNOBEHTPUKYNAPHOE CoOeaNHEHNE




ATPUNOBEHTPUKYNAPHOE COeaNHEHNE

TV Atresia




[locnegoBaTenbHbIV CErMeHTapPHbIN
noaxon

CucteMHbIn JlerouHbin
BEHO3HbIN BEHO3HbIN
BO3BpaT BO3BpaT

OpraHusauus
npencepammn

OpraHusauus
Kenyno4ykoB

BeHTpukynoaprtepmuansHoe

OpraHunsauyms

aptepum




AHaTOMMSA NPaBOro Xenygo4vka

—— -
-

z PB-OS-SB = Crista
Supraventricularis

RVOT = Conus
= Infundibulum

* rpybas, napannernbHas TpabeKkynsapHOCTb
 cernrTornapueTarbHble TpabeKyrbl

* CernTtomMapruHarbHble TpabeKkyribl

* MOOEepaTOpPHbIN Ny4eK

* €QWHCTBEHHYIO NanUNNApHYy MblLLLLY

* TPEexCcTBOpYaThIN KrnanaH

* MPUKpenneHne xopa Kk cBodbogHom cteHke n MXKT1
* TpexyacTHOe CTpOoeHune



AHaTOMMSA NeBOro Xenygodka

* [Nnagkas centarbHas
NOBEPXHOCTb

e [1B€ COCOYKOBbIE MbILLLbI

e BONOKHUCTbIW
HEMPEPBLIBHOCTb

* MUTPanbHbLIX KNnanaHa

e XOpAbl NPUKPENSAIOTCS
TONbKO K CBODOOOHOW CTEHKE U
nanunIsapHbIM MblLLLAM

* €CTb MUTpParbHO-aopTaribHoEe
npoaosiKeHmne

* HEeT MO4epaTOpPHOro ny4ka




CpaBHeHune aHatomuun XK n JIXK

«3arHytasa» opma NMonoctb anmncosugHasa gopma

AB knanaH TMNU4Houn

AB knanaH TpexcTtBopyaTbIy KnanaH y
MUTpPanbHOW aHaTOMnn

< COOTHOLLEHWe CoCyaoB U

NPOBOASALLNX BONMOKOH Muokapa >KONnNYeCcTBO BOJSTOKOH
HecrnocobeH BbINOSTHATb N KOPOHAapPHbIX COCYO0B
HACOCHY (PYHKLMIO



Croissant Bagel or Donut




[locnegoBaTenbHbIV CErMeHTapPHbIN
noaxon

CucteMHbIn JlerouHbin
BEHO3HbIN BEHO3HbIN
BO3BpaT BO3BpaT

OpraHusauus
npencepammn

AB -

OpraHusaums
XXenyaoykoB

BeHTpUuKynoapTepuanbHoe
coeguHe

OpraHmsauyms

aptepum




BeHTpuKkynoaptepunanbHoOe coegmHeHne

Normal Transposition

AN I I

<
Lo
ANNY

Transposition



BeHTpukynoaprtepuanbHoe

Double Outle( R’y 21l p Abryas IS ) Truncus Arteriosus
and
Tetralogy of Fallot

Single Outlet Common Outlet




[locnegoBaTenbHbIV CETMEHTAPHbIN
noaxon

CucteMHbIn JlerouHbin
BEHO3HbIN BEHO3HbIN
BO3BpaT BO3BpaT

OpraHunsauus
npeacepaumn

OpraHunsauyms
XXenyaoo4ykoB

BeHTpuKkynoaptepuanoHoe
coeavH

OpraHusauus
aprtepumn




« JleroyHas apTepust cnepeau U nesee BOCXOASLLIEN aopTbl — NeBoe
nneyo

« Bocxogdauwaa aopTta pacnonoXeHa K3agau U npaBee OT NErovyHowu
apTepun — npaBoe Mnrevyo
e Vron mMeXnv a0obTo U nerouyHouy antebrey rR HODMe hareH 60-90



BHelHasa MOpCbOJ'IOFI/IFI ayrn
aopThbl

RCCA LCCA RCCA LCCA
~— R — — I P

nesas ayra npasas ayra
aopThl aopThl



[lpaBaga gyra aopThl

Anomaly %

( "Tetralogy 25
" Truncus 30
PA-VSD 40

\'4

I . '.‘ ‘1‘!
Tetralogy D -

M

irror-image Branching



Bo3MOXHble pacnofioXXeHns

* Referred to as

dextroposition
of the aorta




HeHopmaanble PACNOJ1I0XXEHNA




«Overriding and Straddling»

Overriding Overriding &
(annulus) (insertion) Straddling




«Overriding» (cmeLleHune)

Tetralogy \ | | D-TGA or
of Fallot ' ; > DORV?

alalignment VSD S

NETOYHAA APTEPUA




«Straddling» (nepece4vyeHune)

TKuepes AMXKI1B JDK




AHOManun ayrn aopThl
Totipotential Aortic Arch

D Ao

SCA

Dorsal Ao
Eso - 7th ISA

Arch VI
Arch IV

Branch PA
Arch Il
T-A Sac

@H




AHOManuu gyru aopThl

1 right common carotid a.
O l m a e

brachiocephalic a.

left common carotid .

left subclavian a.




HopmanbHoe cepaue no Anderson

Situs Solitus

Concordant AB coeanHeHune

oncordant BA coeguHeHune
neBagq ayra aopThbl




nversus

D-Malposition

(1 . Thoraco-Abdominal Situs

Dextrocardia

K
2. Cardiac Position )

v
Cs. Segment-by-Segment Analysis)

h 4

Ambiguous

(4. Atrial Situs

v
5. Ventricular Loop)

A 4

6. AV Alignments/Connections
(concordant, discordant,
straddling, atresia, etc.)

A

7. Ventriculo-Arterial Alignments
(concordant, discordant [TGA],
DORY, etc.)

y

A
(8. Infundibu

lar Anatomy

v

9. Relationships between
Semilunar Valves

L-Malposition

(Anterior Malposition

v
O 0. Associated Anomalies

{Inversus '

Subpulmonary)

Bilateral

Bilaterally absenD

Major —= minor
anomalies

Venous entry
—= arterial exit




Knaccmgpukaumna BpoXXaeHHbIX MOPOKOB

cepaua

OcobeHHOoCcmMu 2eMOOUHaMUKU

Hanu4yue yuaHo3a

Hem

ecmb

O6oraweHune manoro Kpyra
KpoBoobpalyeHus

AedeKT MexoKenygoykoBon neperoponku, oedexkT
MeXnpeacepaHon Neperopoakn, OTKPbITbIN
apTepuanbHbI NPOTOK, aHOMarbHbIN ApeHax
NEroYHbIX BEH, HEMOSTHAsi aTPUOBEHTPUKYNApHas
KOMMYHMKaLns

TpaHCNO3NLUMa MarncTpanbHbIX
cocynos, T1C,

obLwnn aptepuanbHbI CTBOS,
€MHCTBEHHbIV Xenygoyek cepgua

O6eaHeHue manoro Kpyra
KpoBOObOpalyeHus

N3onnpoBaHHbIA CTEHO3
neroyHon apTepun

TPaHCNO3NLUMa MarncTpanbHbIX
COCya0B + CTEHO3 FIEr04HON
aptepuun, TeTpaga Panno,
TpUKycnuaansHasa atpesus,
oornesHb O0LWwTEenHa,

NOXHbIM 00LWMI apTepranbHbIn
CTBOI

MpenaTcTBue KPOBOTOKY B
GonbLoN Kpyr KpoBOoObOpaLyeHus

CTEHO03 YCTbsl a0OpThbl, KOAPKTALMS aopThbl

Bes cyLecTBEeHHbIX HapyLleHUn
reMoaMHaMMUKn

[lekcTpokapansi, aHomManus pacrnosrioXeHns cocyaos,
cocygucToe  KonbLo ABOMHas gyra aopThl,
oonesHb TonounHosa — Poxe

Krnaccugukauusi Marder
(1957)
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Knaccudukaums BIN1C

-[lopoku co cbpocom cnesa-Harnpaso («bneaHbiex);
-['lopokn co cobpocom crnpaBa-HaneBo («KCUHUE);
-['lopoKkn € nepekpecTHbIM COpPOCOM;

-[lopokun € NPEenATCTBMEM KPOBOTOKY;

-1 IOPOKW KIarnaHHOro arinapara,

-I'lopoKN BEHEYHbIX apTepuin cepaua;
-Kapamnomuonaruu;

-BpoxaeHHble HapyLleHus putMa cepaLua




Yacreie popmbl BpokAeHHLIX NOPpOoKOB cepaua (MCCX um.
A.H. bakyaesa, moagupuxkanus B.H. Measeaesa)

I. Mopoku co cbpocom KpoBu cneBa Hanpaseo:

* 1. gedekT mex xenyao4yKkoBOM Neperopoaxu

* 2. OTKPbITbIM apTEPUANbHbIKN NPOTOK

* 3. pedeKkT mexnpeacepaHoM Neperopogkm
Il. Mopoku co cbpocom KpoBu cnpaBa HaNeBO U C apTepuanbHOMU
rMNOKCEMUEN

* 1l.7erpaga ®anno

o By TPaHCNO3MUMA MarmcrpasbHbIX COCYA0B

e A CHMHOPOM rmnonnaa3nn nesoro cepgua

* 4, TOTaNbHbIM AHOMANbHbIN APeHaX Nero4HbixX BeH

lll. MMOpOKM C NpenATCTBUEeM KPOBOTOKY
* 1.CTEeHO3 UNM aTpe3na Nero4HoMn apTepuu
* 2.CTEHO3 aopThl
* 3. KOapKTauuA aopTsl
* 4. aTpe3ua TPEeXCTBOPYATOro KnanaHa



Knaccudpumkauma BI1C

AHaTOMHUYECKast XAPAKTEPHCTHKA,

Oco0eHHOCTH reMOAHHAMHKH.

111. Coyeranue cTeHO3a JIErOYHOIT apTEPHH C MPOUHMH MOPOKAMH Pa3BUTHS.

L HSOJIHPOB&HHble MOPOKH CepAaLa, COYETaHHE MOPOKA C AHOMAJIbHBIM JIPEHAKEM JIEFOYHBIX BEH

HJIH CTEHO30M JIEBOrO aTPHOBEHTPUKY IAPHOIO OTBEPCTHA, oéycnoanusavou.lee TIOBBILIEHHBIH

KPOBOTOK M CHCTEME MaJIoro Kpyra KpoBooOpalieHus.

1. OTKpBITHIIT apTepHaNbHbIiT TPOTOK.

I'nnepBonemust Manoro kpyra
KPOBOOOpALLEHH s B COYETAHHH C MUTPAJIbHOI

" Tpuxycmmanbuoﬁ JAOCTATOUHOCTBIO.

1. C neekToM MeKMpeCcepaAHOIT neperopoaKH
(tpnana danno):
a) HeLaHoTHyeckas (Gopma;

6) unaHoTHueckas (popma.

I'nnepBosieMis Maaoro Kpyra
KPOBOOOpaLIeHHS.

CGpoc BeHO3HOIT KPOBH B JIeBOE Npezcepame.

2. C nehexToM MeXKKeNTy104KOBOI NeperopouKH.

I'unepBosieMust Manoro Kpyra

KPOBOOOpaLEeHHS.

2. JledpexT aOpTONErOYHOI NEpPeropoaKu.

I'nnepBoneMus Manoro kpyra

KPOBOOOpALIEHHS.

3. AHOManMH pa3sBUTHS MEKNPEACEePAHOI
NeperopoaKH, BaJeHHs JEroYHbIX BeH i
ATPHOBEHTPHKY IAPHBIX OTBEPCTHI B 0ONacTy

Neperopoaok cepaLa:

Benenctsue copoca aprepHaibHOIi KPOBH

TOJIBKO B O/IHOM HArpaBJICHHH.

3. C OTKPBITBIM aTPHOBEHTPHKYIAPHBIM
KaHAJIOM!
a) HeuHaHoTHYecKkas Gopma;

6) unanoTHyeckas popma.

C runepBonemueii Majioro Kpyra
KpOBOOOpateHHs.
Co cOpocom BEHO3HOI KPOBH B JIEBYIO

TMOJIOBHHY CepALa.

IV. KoMOHHHPOBaHHBIE MOPOKH CEP/LIA ¢ AHOMAJHEH OTXOKACHHS MarHCTPaJIbHBIX COCYA0B 1

HOPMAJIbHBIM PACMOJIOKEHUEM JKEJTY I0UKOB.

a) nedeKThbl MeXKNpPEaCepAHOIT Neperopoaki;

['unepBoneMus Majoro kpyra

poBoobpateHHs.

6) aHOMaNbHBIIT APEHAK JIErOYHbIX BEH:

YACTHYHbBIN MOJHbII;

['unepBoneMust MaJioro Kpyra
KPOBOOOpALIEHHs H CMELIEHNE BEHO3HOI

KPOBH C apTepHaIbHOI.

1. Terpana ®aso:

a) uHaHoTHHeckas hpopma;

C runososiemueii Majioro kpyra
Kpoaooﬁpameuus W NOBBILLIEHHBIM MHHYTHBIM

oObeMoM B GONbLIOM KpyTe.

B) OTKPBIThIIT ATPHOBEHTPHKY IAPHBII KaHa:

HerosiHas (popma nonHas popma;

I'unepsonemus Majioro kpyra
KPOBOOOpALIEHHS B COYETAHHH C MHTPAJILHOM

HEAOCTATOYHOCTBIO.

0) HeunanoTHyeckas (Gopma;

C runosonemueii Majaoro Kpyra
KPOBOOOpaLLeHHs WIIH YPaBHOBELLICHHbIM

cOpocom.

4. ledpekThbl MesKIKey IO4KOBOIT NeperopoakH.

I'unepsonemus Manoro kpyra
KPOBOOOpaLIeHHA BCIEACTBHE cOpoca

apTePHAILHOIT KPOBH B OHOM HANPABJIEHHH,

2. lMonnas TPaHCNIO3HUHA MArHCTPAJIBHBIX

COCY 10B.

I'unepsonemus Maaoro kpyra
KPOBOOOpALLEHHs CMELIIEHHEM BEHO3HOI

KPOBH C apTePHANIBHOI.

3. TpaHCNO3HLMA MaruCTPaNbHBIX COCY OB CO

CTEHO30M JIEFOYHOI apTepHu.

I'unoBosnemus Masioro Kpyra u CMELUCHHE

BEHO3HOI KPOBH C apTepHaibHOIi.

1L “30nllp088HHbl€ MOPOKH cepAua C rnpenATCTBHEM OTTOKY KPOBH M3 JKE€JY A04UKOB.

1. CTeHo3 JIerouHoMH apTepHu:
a) KJ1anaHHeIi,
0) uHyHAHOY ASPHBIIL,

B) CTBOJIOBOIA.

IMpensTcreyie BHIOPOCY KPOBH H3 MPABOrO

KeJTy 10UKa.

4. KoppurupoBaHHasi TPAHCIIO3HLHS A0PThl 1

JIErOYHOI apTepHy.

Hapyuienne reMonnHaMuKH B 3aBHCHMOCTH OT

HAJIMY s COMYTCTBYIOIIHX MOPOKOB.

5. O6wmumit apTepHanbHbIii CTBOIL.

CMelneHie BEHO3HOI KPOBH C apTepHaIbHOI,
C runepBoaeMueli Maaoro Kpyra

KpoBooOpaleHus.

2. CTeHO3 aopThi:
a) KJanaHHbIi,

0) noaKIanaxHbIiL;
B) HaJAKJIAMAHHbIIT,

r) THMONAA3Hs a0PThL.

IpensTcrene BLIOPOCY KPOBH M3 JIEBOIO

HKETy A0UKA.

6. OTXOKAEHHE A0PThI M JIEFOYHOI apTepHH OT

NPABOrO H JIEBOTO KENy A0UKA.

CMelueHne BEHO3HOIH KPOBH C apTepHalibHOI.

V. KomOnH1poBaHHbIe MOPOKH cepaLa co
CTEHO30M WJIM aTpe3neii aTPHOBEHTPHUKY IAPHBIX

OTBEPCTHIi:

To xe.




1. TpukycnuaanbHbli CTEHO3.
2. TpukycnuaaabHas aTpesus.

3. MurpanbHas aTpesus.

naccundukaumna Bl

0) B3pOCJIbIHM THIT,
B) CMELLAHHbII THIT,

r) KOapKTalus rPyAHOro OTAENA A0PThI;

J1) KOapKTatust OpIOLIHOrO OTAEAa A0PThI.

PacronoKeHHbIX 1HCTajlbHEE ee.

2. JIBoiiHas jyra aopThL.

Hapywenuii reMoauHaMiKi He HaOMOMaeTes!.

VI. KoMOHHHPOBaHHbBIE TOPOKH CEPALA C To xe.
HOPMAJIbHBIM OTXOJKIEHHEM MArHCTPAIbHbIX

COCYZI0B M OOLLIM SKETy JOUKOM.

VII. Paznnnbie BapuanTel KomOuHaumii nopokos | To xke.

YeTBEPTOIi, MATOI M WECTOil rpymnm.

3. CocyaHcTOE KOMBLO.

Hapymeuue réeMOAHHaMHKH B 3aBUCHMOCTH OT

($opmb!l Mopoka.

VIII. Henoctato4HOCTh KanaHoB:
1. HegoctaTouHOCTH KianaHa JerouyHoiH apTepHH.
2. HepocraTtouHOCTb Kj1anaHa aopThl.

3. HepoctatouHOCTb MHTPAJILHOIO KJIanaHa.

4. HenocTaTtouHOCTh TPHKY CIIHANBHONO KlanaHa.

OGbemHas neperpysKka COOTBETCTBYHOLIErO
Keqy10uKa cepaua. B cramin komneHcauuu

YBENHYCHHE YAapHOro obbema.

XI1V. ITpouune nopoxu.

IX. AHomanus pa3BHTHs CTBOPOK
TPUKY CIHAAJIBHOTO KJanaHa (aHoMasus

DbwiTeiiHa).

YMeHblIeHHe yIapHoro o0bema npasoro

JKeJly I0UKa C neperpy3Kkoil npeacepans.

X. AHOManHs pacronokKeHus cepaua.

Hapyienne reMoAHHAMHKH B 3aBHCHMOCTH OT

ocobeHHOCTEl NMopoka cepala.

XI. Hapywenus B pa3ssuTHH MHOKap/aa,
NPOBOAALLEH CHCTEMBI M COCYI0B MAJIOrO Kpyra

KpoBooOpaueHus.

To xe.

1. Kapanomuonariu.
2. Hapyuwenus put™a cepaua.

3. IlepBuuHbIii CKIEPO3 NErKHX.

Jlerounas runepToHus.

XII. AHOMaIHA Pa3BUTHS KOPOHAPHBIX apPTEPHii.

1. AHOMaNNH OTXOKAEHHsA KOPOHAPHBIX apTepHii

OT a0PThI.

Hapywienuii kpoooOpauieHus He

Habmonaercs.

2. OTXOKIEeHHEe KOPOHAPHBIX apTepHii OT

JIErOYHOM apTepu.

K HCJIOpPOAHAasA HEAOCTATOYHOCTL MHOKapaa.

3. ductyna MeK1y KOPOHAPHBIMU APTEPHAMHU H

Kamepami cepaua.

Hapyenue kpoBooOpalleHHs B 3aBUCHMOCTH

oT (hOpPMBI NIOPOKA.

XIII. AHoManuu 1yru aopThl M ee BeTBeil.

1. Koapkrauus aopri:

a) MH(AHTHIBHBIIT THIT,

[uneproHus B cOCynax NpoKCHMabHee

KOApKTauuH H rHnoOTOHHA B COCYAax,




[TaTodunsmnonornyeckasa knaccupukaums

AuMaHOTqucBFIS@HbIe) Yacmoma
lNopoku cesi3aHHbIe C WyHMuUpPo8aHuUe Kpo8u «crlieea-Harnpaso»
o [edeKkT Mexkenyao4KoBOU Neperopoaku 20%
o [NedpekT mexnpeancepaHoOn neperoposku 10%
e OTKpbITbIXN apTepuranbHbIA NPOTOK 10%
e ATpPUOBEHTPUKYNAPHbLIN cenTanbHbIN AedeKT 2-5%
e AopTO-nero4yHoe OTKPbITOE OKHO penko
JleeocmopoHHUe o6cmpyKmueHbie MopoKu
o Koapkrauus aoptbl 10%
e BpoxaeHHbIM aopTanbHbLIA CTEHO3 10%
o [lepepbiB oyru aoptbl 1%
e MuTtpanbHbI# CTeHO3 peako

LunaHoTunyeckKkue (cuHune)
lMopoku cesizaHHbIe ¢ WyHMuUpo8aHUe Kpoeu «Ccripasa-Hasieeo»

e Tetpapga ®anno 10%
e JleroyHbin cTeHoO3 10%
o JlerouHas aTtpesus (c AMXI, 6e3 OMXI) 5%
e ATpe3us TpuUKycnupanbHOro knanaHa 3%
e AHOManusa d6wTenHa 0,5%
Komnnekc cMewaHHbIXx Manbgphopmayul
e TpaHcno3numsa marucTpanbHbIX COCYyA0B 5-8%
e ToTanbHbIM aHOMarbHbIN APEHaX NEeroYHbIX BeH 2%
e OOWMN apTepuanbHbIN CTBON 3%

e CuHAapom runonnasum nesoro cepaua 2%



Knaccundukauus BINC
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Knaccundukauus BINC

Knaccuukauma BpOXOEHHLIX MOPOKOB cepaua 3aTpydHEHa B CBSA3U C
BornbLKM KonnyecTBoMm nx dopm 1 pasHoBuaHocTen (bonee 300), a Takxke C
OYEeHb YacCTblM COYETAHMEM pPa3fM4HbLIX MOPOKOB APYyr C APYroMm, 4TO
npegonpegensiet pasfnyHble reMmogmMHamMmmn4yeckme PEXNMBI

dYHKUMOHMPOBAHUS CUCTEMbI KPOBOOOpaLLEeHUs,, a criegoBaTenbHO WU
KINMMHUYECKME NPOSIBIIEHNS MOPOKOB.

Knaccudpukauma oomkHa y4ymtbiBaThb:
* OCHOBbI 3MOPNOSIOrMYECKOro Ppa3BmUTUS Nroaa

* aHaTOMU4YeCKOEe CTPOEHME cepaua
* cobnogaTb CerMeHTapHbIn Noaxoa

* OLleHMBaTb B3aMMOCBSA3b MeXy CTPYKTypaMu cepaLa



KomaHaoHasa Pabota

Paspgenu nobepy... pasgenu nopaxeHue!




