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BpoxacHHBII Hop()K cepAHa -

(BIIC) — aedoexT B cTpyKType =N
CEPALIA U KPYIIHBIX ¢0¢)006, 47
IIPUCYTCTBYIOIIUU C POKACHUA.

boAbBIIMHCTBO IIOPOKOB HAPYIIIAFOT

TOK KPOBH BHYTPH CEPAIIA AU I10 ‘
ooaprromy (BKK) 1 maaomy (MKK)

Kpyram kposoobparerms. [ lopoxn ===

CEpAIIA ABAAIOTCA HAMOOAEE YACTBIMHU
BPOKACHHBIMU A€(DEKTAMHU 1
ABASFOTCA OCHOBHOI IPUYINHON
AETCKOM CMEPTHOCTH OT ITOPOKOB
Pa3BUTHA




IIprunHOU BPOXKAEHHOIO ITOPOKA
cepALia

* llpmamHON BPOKAEHHOIO ITIOPOKA CEPAIIA MOTYT
OBITH TCHETHYECKIE HAT 9KOAOTHICCKHIE (DAKTOPHI,
HO, KaK IIPABHAO, COYETAHHUE TOTO U APYTOTO.

* Hamboaee nm3BecTHBIE IPUYUHBI BPOKAECHHBIX r . <
ITOPOKOB CEPAIIA — TOYEUHBIE TEHHBIC N3MEHEHUH, ‘-
AMOO XPOMOCOMHBIE MYTAITUH B BUAE ACACIIII HAH (
ayramkanuu cermerToB AHK. OcHoBHEBIE & :
XPOMOCOMHBIE MyTAIIUH, TaKHAE Kak Tpucomuu 21, 13 7 9
u 18 BeI3EIBArOT OKOAO 5-8 % caywaaes BIIC.
Tpucomus 21 — manboaee pacpocTpaHEHHAA ?. fi
reHeTHYIeCcKasd npuanHa. HekoTtopsle reHer CBA3aHHEL C
KOHKPETHBIMHI HOpPOKaMu. MyTtamun 6eAxa
CEPAEYHOM MBIIIITHL, TAKEAOM IIEIIN 0-MIO3HHA
(MYHO6) cazaHbl ¢ AePEKTAMU MEKIIPEACEPAHOM
IIEPETOPOAKH

A SPL 4



* Bpo>xAeHHBII TIOPOK cepAlla (popMUPYETCH Y
IIAOAQ HA 2-3-O1 HEACAE PA3ZBUTHUA.

* Cymectsyer 0oaee 100 pasamgHBIX
BPO’KAEHHBIX IIOPOKOB CEpALA.
Kaaccudukammii IX O9eHb MHOTO, ITIOCACAHSS
KAaCCHU(DUKAITIHA, HCITOAB3YIOoMIaaca B Poccun,
COOTBETCTBYET MEKAYHAPOAHONU
KAQCCU(PHUKAITIN OOAE3HEN U TOABKO PYOPHK B
ment 15. Hacto ncroapsyercs pasaeAcHuIE
ITOPOKOB Ha CHHHE, COIIPOBOKAAFOIITHECS
CHHIOIITHOCTBIO KOKH, H O€ABIE, IIPU KOTOPHIX
KO>KHBIE ITIOKPOBBI OAEAHOM OKpacku. K mopoxam
CHHETO THUIA OTHOCHTCA TeTpasa Paano,
TPAHCIO3UIINA MATUCTPAABHBIX COCYAOB, ATPE3HA
AETOYHOH APTEPHHU, K HOPOKAM OEAOTO THIIA —
ACPEKT MEKITPEACEPAHOI IEPETOPOAKH, ACDEKT
MEKIKEAYAOUKOBOU IIEPETOPOAKH U APYTHE.




IIpusnaku:

PeGeHOK Ipu POKACHUN UAU BCKOPE ITOCAE POKACHUSA
IMEET TOAYOOM MAY CHHIOIITHBIN BET KOXKHU, I'yO, VIITHBIX
pPakOBUH. VIAM CHHIOIITHOCTD HOABAAETCA IPU KOPMACHUU
TPYABFO, KpIKe MaAbIIIa. [ Ipm OeArIX TOpokax cepana
MOKET BO3HUKHYTH HOOACAHEHHUE KOKI U ITOXOAOAQHIE
KOHEYHOCTEM.

Bpau npu npocaymmBannu cepAla BeIABAAET IIyMbL. LIlym
y peOCHKA HE OOA3ATEABHBIN IIPU3HAK IIOPOKA CEPAILIA,
OAHAKO, OH 3aCTAaBASET IIOAPOOHEE OOCAEAOBATH CEPALIE.

V pebeHKka OOHAPYKUBAFOT IIPU3HAKA CEPACIHON
HEAOCTATOYHOCTH. OOBIIHO 3TO OYE€HDb HEOAATOIIPHUATHASA
CHTYAIIHS.

O6Hapy}KI/IBaIOTC}I U3MCHCHUSA HA SACKTPOKAPAMOIDAMME,
PEHTICHOBCKIX CHHUMKAX, ITPHU 3XOKAPpAHOT panI/IquKOM
NMCCACAOBaAaHHNH



AedeKT MeKITPEACEPAHOM
IIEPETrOPOAKU

Coarctation of the Aorta

* llpaBoe u AeBOE IIpeAcepATIE
PA3AEAEHBI MEKAY COOOM
MEKIIPEACEPAHON HEPETOPOAKOH. B
HOPME B HEH OTBEPCTUH HET.
AedeKT MeKIIpeACEPAHOII
IIEPETOPOAKH 3TO BPOKAECHHBIN
IIOPOK CEPAIIA, IPU KOTOPOM
HMMEETCA OTBEPCTHE B
MEKIIPEACEPAHOU HEPETOPOAKE
yepes KOTOPOE IPaBOe IPEACEPATIE
COOOIIIAETCA C AEBBIM. DTOT IIOPOK
BCTpedaeTcs ¢ yactoron 3-20% ot
BCEX BPOKACHHBIX IIOPOKOB CEPATIA.




AedekT MeXIKEAYAOUKOBOM
IIEPETOPOAKHU -

5TO HAAWYHE OTBEPCTUA B IIEPETOPOAKE YEPE3
KOTOPOE KPOBb U3 AEBOIO KEAYAOIKA MOKET
ITOIAAATh B IIPABBII 1 HA0OOPOT. [ IOCKOABKY A€BEIii
KEAYAOUIEK MOIIHEE IIPABOIO, BHAYAAE KPOBb
COPACBIBAETCS U3 AEBOTO JKEAYAOUKA B IIPABBIN, U3
OOABIIIOTO KPyra KpOBOOOpAIIeHHs B MaAbIi. [Ipr
IIEPErPY3KE MAAOTO KPyra KPOBOOOPAIIICHHUA
IIPOMCXOAUT CHA3M COCYAOB AETKAX, OHU
CKAEPO3HUPYIOTCH, VIIAOTHAIOTCH, AABACHUE B MAAOM |
KPyIe€ YBEAMYUBAECTCA M KOTAQA OHO IPEBBIIIAET
AABAECHHE B OOABIIIOM KPyIe KpOBOOOPAIIICHKS,
PA3BUBAETCSA OOPATHBIN IIPOIIECC — KPOBb
COPACBIBAETCSA U3 IIPABOTO KEAYAOUKA B ACBBIA. Y
OOABHOTO TIOSIBASICTCA ITUAHO3 (IIOCHHEHUE
HOCOTYOHOTO TPEYTOABHHUKA, HOITEBBIX ITAACTHHOK).




Terpasa Paanro

- Tak HA3BIBAEMBIN «CHHUI» /0pOK
cepOya, COIETAFOIIUU, IO OIIPEACACHHEIO
dpanIysckoro marororoanaroma Pasno
YETBIPE AHOMAAUM:

CTEHO3 BBIXOAHOTO OTAEAQ IIPABOTO
KEAYAOUKA (KAAITAHHBIN, ITOAKAAQITAHHBIIH,
CTEHO3 ACTOYHOI'O CTBOAQ U (MAU) BETBEH
AETOYHOU APTEPUU UAHU
KOMOWHHUPOBAHHBIN);

BBICOKHH (CyOAOPTAABHBIN) ACDEKT
MENIKEAYAOUKOBOU IIEPETOPOAKH;

ACKCTp AITIO3UITMA aoprI )

rUIIepTPOdUA IPABOTO KEAVAOIKA (KaK
CAEACTBHE 3aTPYAHEHHOTIO OTTOKA KPOBH
13 ’KEAYAOUKA).

Aedexr mexnpeacepaHon neperopoax (AMNN)

Neaoe

npeacepaAne
MoxnpeacepaHan
neperopoAxa

Npasoe
npeAcepaKe

Redexr
MOXNPOACOPAHON
NEPOrOPOAKH




AHOMAAUNA DITIIITENHA

[1Ipu mopoke DOImTeHA CTBOPKH IIPABOrO
ATPHOBEHTPUKYAAPHOIO KAAITAHA CMEIMAFOTCA B IIOAOCTD IIPABOTO
xKeAyAouKa. [ IpaBbIil :KEeAYAOTEK M3-32 9TOIO UMEET
YMEHBIIIEHHBIN Pa3Mep, 9TO IPUBOAUT K YMEHBIIICHUEO
KOAHYECTBA BBIOPACHIBAEMOIT UM KPOBHU U K OOCAHEHHIO
KPOBOTOKA B AeTKHX. [ [pr 3TOM 9acTh BEHO3HOU KPOBH 4Yepe3
OTBEPCTHE B M3MEHEHHOM KAAIlaHE ITOMAaAAET B IIPaBoe
npeacepane. [Ipasoe mpeacepane yBeAndauBaeTca B pa3Mepax u
pacmupserca. Ecau mipu sTOM eIrie nMeeTcss OTBEpCTHE B
MEKIIPEACEPAHOI ITIEPETOPOAKH JACTh BEHO3HOM KPOBH
IIOIAAAET B A€BOE IIPEACEPAHE U CMEIIUBACTCA C APTEPHUAABHOM.
DTO HIPUBOAUT K YMEHBIIICHIIO KHCAOPOAA B KDOBU U
KIICAOPOAHOII HEAOCTATOYHOCTH OPraHOB U TkaHel. MHorAa
IIPABBIH KEAYAOUEK AOCTHTAET PA3MEPOB AO 2,5 AHUTPOB.

HacTto HOpoK DIHIIITEHHA COIIPOBOKAACTCA HAPYIIICHUAMH PUTMA
cepaeunbIx cokpareHnit. Okoao 30% OGOABHBIX YMHPAIOT B
parHeM AetckoMm Bospacte. Ao 50 aer A0KHBarOT TOABKO 5%.
boaee moAOBHHBI OOABHBIX YMHPAIOT BHE3AITHO U3-32
PA3BHBIIIIXCA HAPYIIICHUH PUTMA. Y HOBOPOKACHHBIX
HAOAFOAQETCs HEOOABIIION ITHAHO3 (CHHIOITHOCTD) U YYAIIICHUE
aprxaaus. [Tosxe mmanos ymensmraercs. [Ipu aAoctmxennn
Bospacta 20 AeT Bce OOABHBIC JKAAYIOTCA HA OOAU B OOAACTH
cepata. boaee gem y 80% OOABHBIX BOSHUKAIOT HAPYIIICHUSA
pUTMA CEPACUHBIX cOokparneHuii. OOHAPYKUBAIOTCA «OapabaHHbIE
ITAAOYKI» U «IACOBBIE CTEKAQY.




OTKpPBITBIN apTEPUAABHBIN HPOTOK

OTKpeITEIN apTepuaAbHBIN (BOTAaAAOB) MPOTOK HAXOAUTCA MEKAY
CTBOAOM AETOYHOU apTepud U a0pToil. OTKPBEIBAETCA OH B 20PTy. DTOT
HIPOTOK (PYHKIIMOHUPYET Y IIAOAA IIPU BHYTPUYTPOOHOM Pa3BUTHH. /\erkue
AO POXKACHUA PEOCHKA HE PAOOTAIOT U YePE3 3TOT IIPOTOK MEKAY ACTOYHON

apTEpUEN U AOPTOU MATEPUHCKAA KPOBb, MUHY ACTKHE, IIOIAAAET B 1A
OOABIION KPyT KpoBOoOOparenus. [ Ipu poxxaeHN pebenka CcMelaHHan
HEOOXOAUMOCTD B HEM OTIIAAA€T U IIOCTEIIEHHO aPTEPUAABHBII IIPOTOK KPOBb B
3aKpeIBaeTCA. B HOpMe 3aKkpEITHE IPOTOKA IIPOUCXOAUT B ABa dTama. B | u30bITOMHOM
tegenne 10-15 gacos mocae pOAOB CKIMAETCH MBIIIIEIHBII CAOI €r0 zg::’fy':g s
CTEHKH, IIPOTOK YKOPAYUBAETCA. 3aTEM IIOCTEIIEHHO Pa3pacTaeTcs cocynbl
COCAMHHUTEABHAS TKAHb, OTKAAABIBAIOTCS TPOMOOIIUTEL, OOPA3yeTCs TPOMO U Nerknx

K TPETBEH HEAEAE KU3HU IIPOTOK 3aKpbIBacTCsl. OTKPBITHIN APTEPUAABHBIN PUCYROK N 11

IIPOTOK BCTpevaeTca y OAHOTO HoBopoxAeHHOro Ha 2000 poAoB.

Pasmepamu or 006br9HO 4-12 MM AAHHEL 1 2-8 MM IIIUPUHEL Tricuspid Atresia

[Ipu OTKPBITOM apTEPHUAABHOM IIPOTOKE KPOBb U3 A0PTHL, IIOCKOABKY TaM
AaBACHHE BBIIIIE, COPACHIBACTCA B ACTOYHYIO apTepuro. OOBeM KpOBH B
MaAOM KPyTe KpOBOOOPAITICHUsA PE3KO YBEAMUIHBACTCHA W MOKET IIPEBHIIIAT
00BEM KPOBHU B DOABIIIOM Kpyre B Tpu paza. OCHOBHAS 9aCTh KPOBH B 9TOM
CAy4ae [UPKYAHPYET B ACTKHX U OCTAABHBIC OPIaHBI U TKAHI
HEAOIIOAYYIAIOT KUCAOPOA, HAXOAATCA B COCTOAHUHN ITOCTOSHHOTO
KHCAOPOAHOTO TOAOAAHHS. [ 1OBBITIEHHOE AABACHIE B COCYAAX ACTKHX _
IIPUBOAUT K 3ACTOIO B ACTKUX, CO3AAHHIO YCAOBUN AAS BOCITAAHTEABHBIX Between
3a00ACBAHUI ACTKUX. 3aTEM COCYABI CKAEPO3HPYFOTCS, UX (DYHKITHSA A
HAPYIIAeTCA

Underdeveloped

Right Ventricle
= Aorta
= Pulmonary Artery

B Oxygen-rich Blood = Left Atrium
= Right Atrium

I Oxygen-poor Blood = Left Ventricle
I Mixed Blood = Right Ventricle




Cy’xeHue AerouHOu apTepun

* /Aerounas apTepus HECET BEHO3HYIO KPOBb
13 IIPABOTO KEAYAOUIKA CEPALIA B ACTKHE.
BpoxaeHHBINT CTEHO3 (Cy>KeHUE)
AE€TOYHOU apTEPHUU BCTPEYACTCA .
AOCTATOYHO YaCTO. Firo wacTtoTa oT 6 AO Wl e =l
10% oT Bcex BPOKACHHBIX IIOPOKOB CEPAIIA. .
[Tpu cyxeHHUM A€TOYHOU apTEPUU AABACHUE
B IIPABOM KEAYAOYKE IIOBBIIIIACTCH, TAK KAK
MBIIIIIIE IIPABOTO KEAYAOYKA HEOOXOANMO
OOABIIIEE YCHAHE, YTO OBI IIPOTOAKHYTB
KPOBb B ACTOYHYIO apTepuro. V13-3a aToro
MHOKAPA (CEPAEYHAA MBIIIIITA) IIPABOTO
’KEAYAOUKA THIIEPTPOPUPYETCH, BpeMs
BBIOPOCA KPOBH B ACTOYHYIO aPTEPHUIO
VAAHHSAETCS, 9TO HAPYIIIAET BECH ITHKA
PAOOTHI CEPATIA.

OmxpaiThin apTepuansHes nporox (OAN)

358x531 23kb JPEG



Cy0aopTasbHBIN CTEHO3

* CyO0aopTaABHBIN CTECHO3 - PEAKAS
dpopmMa HACAECACTBEHHON
TAIIEPTPOPUIECKON
KAPAMOMHOIIATIH, B OCHOBHOM
3ATPATrUBAIOIICH
MEHIKEAYAOUKOBYIO IIEPETOPOAKY
(cm. I Ipunoscerime 2. Hacnedcmeenrivie
boresHu: Kapmuposarmuie peromunsi).
Ilocaeanss BMecTE € TIEpEeAHEN
CTBOPKOHM MHTPAABHOTO KAAITAHA
CO3AAET IPEMATCTBHE BEIOPOCY
KPOBH B3 AEBOTO KeAyaoUIKa (AIK).

e JTarorormueckas



Koapkranua aoptbl

ITo gacToTe pasBUTHA 3aHUMAET YETBEPTOE MECTO
CPEAH BCEX BPOXKAECHHBIX IIOPOKOB CEPALIA —
8%. YV MyK9iH KOAPKTAIIHA Aa0PTHI BCTPEIACTCA
B 2,5 pasa gaire 4eMm y JKEeHIIIHH.

AopTa 5TO CaMBIIT OOABIIION COCYA HAIIIETO
oprarnsma. OHa HAYHMHAETCA U3 ACBOTO
’KEAYAOUKA U HECET OOraTyIO KHCAOPOAOM
APTEPUAABHYIO KPOBb OT CEPALIA KO BCEMY
oprann3My. Koapkramusa (cy>xeHue) aopTbl
BCTPEYAETCA KAaK U3OAHPOBAHHO TaK U B
COYETAHHUU C APYTHMH IIOPOKAMHU CEPATIA. Y
OOABIITMHCTBA ACTEH KOAPKTALIHA A0PTEL
COYETAETCA C OTKPBITHIM APTEPUAABHBIM
IIPOTOKOM, V¥ MEHBIIIEIO KOAHYECTBA - C ACPEKTOM
MEKIKEAYAOIKOBOI IIEPETOPOAKH, U Y
HEOOABIIIOIO IIPOLIEHTA ACTEH — C IIOPOKAMH
MUTPAABHOI'O KAQITAHA U HEAOPA3BUTHEM ACBOIO
’KEAYAOUKa. Harre BCero aopra Cy:KeHa B Tak
HA3BIBAEMOM THUIIMTYHOM MECTE B HICXOASAITICH
YACTH AYTH A0PTHL, PEXKE B 00AACTH ATADParMer
AU CYKHUBAETCA OPIOIIHAS YaCTh AOPTH.







