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* Bpoxaennsie nopoku cepaua (BIIC)
BO3HHUKAIOT B PE3YyJIbTATE HAPYIICHHUS
AMOPHOHAIBHOIO PA3BUTHUS CEPACUHO-
cocyauctou cucteMsl (CCC).

* [IpyuyrHON MOTYT OBITh TOYEYHBIEC TCHHBIE
M3MEHEHUS JTNOO XPOMOCOMHBIE MYTaIlUH B

BUJC ACJIICILHNN NJIN I[YHJ'II/IKEII_[I/II/I CCI'MCHTOB
JTHK.



DU IEMUOJIOTHUSA

* TounbIX aHHbIX 0 pacnpocTpaHeHHOCTH BIIC cpenu
B3pPOCJIbIX NAIUEHTOB HEIOCTATOUYHO.

* ¥ B3pOCIBIX yaeabHbId BeC BIIC 110 OTHOIMIEHHUIO KO
BceM 3a0oneBaHusIM CCC cocrasisaet 1%, a B
ronyssinuu — 0,25%, 4To CBSI3aHO C paHHEH
CMEPTHOCTHIO nanueHToB ¢ BIIC n3-3a TsxecTn
IOPOKA, & TAKXKE C YCIEIIHOW XUPYPIruu€CKOM
KOPPEKIIUEN MTOCIETHETO



BpoxA€HHBIE IIOPOKU CEPALIA Y B3POCIBIX

* Cepoeunas HeOOCMAMOYHOCMb SIBIISICTCS YaCTOU IIPOOIEMOX.
B 11enom, NpakTHKYIOMIME CIEIUAINCThI CTaparOTCS
IPUACPKUBATHCSA TEKYIIINX PEKOMEHIAIMN T10 JICUEHUIO
CEPAECYHON HEAOCTATOUYHOCTH.

* Pecunxponuzupyrwwan mepanusa (PCT) npuobdpena Bce
OonbIMi uHTEpeC a1 nauueHToB ¢ BIIC ¢ 3acTolinoi
CEPACYHOU HEAOCTATOYHOCTHIO. /[0 cux mop mao
J0KA3aTEeIbCTB UISL ONPEACICHUS OKA3aHNUS U PE3yIbTaTOB



ApHUTMHHA

* OcHOBHas NpUYMHA TocOuTaIn3auuu manueHToB ¢ BIIC, u onn
BCE Yallle CTAHOBSTCS IIPUYNHOM 3a00JIEBAEMOCTH U CMEPTHOCTH.

* Crparudukanus pucka, HCCICI0BAaHUE U BbIOOP JICUCHHUS YaCTO
OTJIMYAKOTCA OT CTpaTU(UKALIMH, CBI3aHHOW C HOPMAJILHO
C(hOopMHUPOBAHHBIM CEPALIEM.

* MoeT OBITh CUTHAJIOM T€MOJIMHAMMYECKOM JEKOMIICHCAIH, a
PUCK, CBSI3aHHBIU C ApUTMUEN, MOXKET YCUJIUBATHCS B
IPUCYTCTBHUH YaCTO HEHOPMAJbHOIO KPOBOOOPAILICHMS.



ApHUTMHH

* Pesynprarel PUA, kak npaBuiio, Xyxe y narueHToB ¢ BIIC,
YeM y JIPYTUX MNAIMEHTOB, HO YIYUIIAKOTCI C TEXHUYECKUMU
pazpadotkamu. PYA ciemyer yduThIBaTh, KOIjia
MHTEPBEHIIMOHHOE JICYUEHHUE BO3MOXHO.

* AHTHapuTMHYECKas JIEKAPCTBEHHAs TE€paMHs 4acTO ILIOXO
IIEPEHOCUTCS U3-32 HETaTUBHBIX HHOTPOITHBIX U APYTHX
no00YHBIX A(PdekToB. HEMHOIO JaHHBIX O €ro OE30IIaCHOCTH U
3(P(HEKTUBHOCTH.



BHe3arHas cepjieuHast CMepTh

Bricokny puck y nanueHToB ¢ BIIC.
[IaTh nedexToB ¢ HanboJiee N3BECTHBIM pUCcKOM no3aHer BCC
— OnepupoBanHas Terpana Daso

— TpaHcno3uiusa MaruCTpaibHbIN apTEPUN C IIPEACEPIHBIM
MIEPEKITIOYECHUEM

— KOppHUTHpPOBaHHAs TPAHCIO3MUIINUS MaruCTpaJIbHbIX apTepUil
— AOopTalbHBIA CTEHO3

— EJIMHCTBEHHBIN XKETYI0UYEK

HeoObsicHUMBIM 0OMOPOK SBJISIETCS TPEBOKHBIM COOBITHEM.

AunroputMbl o1leHKH pucka BCC v moka3zaHus K UMIUIAHTALUU
UMILUIAHTUPYEMOTO KapauoBepTepa- aedpuopusisitopa (MK /)
MIOKAa HE YCTAHOBJICHBI.



Texymme pekomenganuu mo npoduiaktuke BCC
nammedaTam ¢ BIIC:

* HMwmriutanranus K/l mokazaHa y BBDKMBIIHUX IMOCJIE OCTAHOBKH
cep/ilia IMoCjae UCKIIOUYEHNUS 00paTUMBbIX IPUYHH.

* JlayeHThl CO CIIOHTAHHOM YCTOMYMBOM KETYI0UYKOBOU
TaXUKapAUEH JOJIKHBI IPOUTHU MHBA3UBHYIO OLICHKY
reMoauHamMuku u OO, PexoMeHayemas Teparus BKJI04aeT
KaTETEPHYI0 a0IalUI0 WM XUPYPTrUUYECKYIO PE3CKIIUIO JIJIS
YCTPAHEHUS KEITYIOUKOBOU Taxukapauu. Ecinu 3To He
yIacTCs, pekoMeHayerca umruianranus KJI.



Texymue pexoMeHaanuu mo npoduinakrtuke BCC
nanuedaTam ¢ BIIC:

 HMuBa3zuBHag oneHka reMoauHaMuku 1 DDOU aBngrorcs
Pa3yMHBIMH y TTAIUEHTOB C HEOOBSICHUMBIM OOMOPOKOM 1
HapyILICHHOW (PYHKIHUEH KeTya04dKoB. [Ipn oTCcyTCTBHH
ONpEICICHHON U 00paTHMOM NPUYKUHBI, UMILTaHTanus K/|
ABIISIETCSA PA3yMHOM.

* D®U MOXKET OBITh PACCMOTPEHO IS MALUEHTOB C
KEITYTOUYKOBBIMH KYyIIETAaMM WK HEyCcTOMUMBOU KT 11
omnpeaesieHus pucka ycronunson XKT.

* IIpodunakTrdeckas aHTHAPUTMHUYECKas TEpanus HE MOKa3aHa
1151 0€CCUMIITOMHBIX ITAIMEHTOB C U30JIUPOBAHHBIMU
MPEXKACBPEMEHHBIMHU KETYAOUYKOBBIMU COKPAIICHUSAMHU.



IIpodunakTrka HHPEKIIHOHHOIO dHIOKAPAUTA

* TH_[aTeJ'II)Ha}I I'MIrucHa I110JIOCTH PTa

* CoOIoIcHUE aCEIITUKH IIPU OPOBEICHUH JTFOOBIX
MHBA3UBHBIX IIPOLEAYD U MEAULIMHCKUX
BMEIIATEJILCTB

AHTHOHOTUKOIIPO(HIAKTHKA Y
MAIMEHTOB BBICOKOIO pUcKa 1D mipu
IIPOBEJICHUY IPOLICAYP CaMOI0
BBICOKOTO PHCKa (CTOMAaTOJIOTHYECKHUE - A

IPOLCTYPHI)

A | C




XUPYypruyecko€ BMEIIATEIbCTBO Y B3POCHBIX
narmmeHToB ¢ BIIC

* HaHI/IeHTI)I C NIpCAICCTBYOIINM OIICPATHUBHBIM
JICHCHHUCM IIOPOKA N OCTATOYHBIMHA NJIM HOBBIMHU
IreMOoAMHAMHNYCCKUMH OCIIOKHCHHUAMMN.

* [lameHTHI C COCTOSTHUAMH, KOTOPBIE HE OBLIIM
AWArHOCTUPOBAHBI MJIM HE CYUUTAIUCH JIOCTATOYHO
CEPbE3HBIMH, YTOOBI ITOTPEOOBATH XUPYPrUIECCKOIO
BMEIIATEIbCTBA B JETCKOM BO3PACTE.

* HaI_II/ICHTBI C NIPpCAICCTBYOIINM ITAJIJIMATUBHBIM
OIICPATHUBHBIM BMCHIATCJIILCTBOM.



BIIC 1 6epeMEHHOCTB

* bonpmmHCcTBO NManueHToB ¢ BIIC xopomo nepeHocaT
OEpPEMEHHOCTh

* PexoMEeHAyeTCAa BHUMATEIbHAS U CICIIUATIM3UPOBaHHAS
OIICHKA pMCKA KOMAaHJI0M CIeUaInCTOB, BKIIOYAKOIICH
KapJIMOJIOTOB, aKyIIEPOB, aHECTE3UOJIOIOB,
reMaToJIOTOB, HEOHATOJIOTOB U TCHETHUKOB

* IlanreHTHI BEICOKOTO PUCKA BKIIFOYAFOT:
— Tsoxenas JII' (cunapoM Di3eHMEHTepa U Jp.)
— Tskenas oOCTpyKUUs BBIHOCSIIETO/IPUHOCSIIEro TpakTa JIK
— Jucdynkuus cucremuoro xenynouka (PB<40%)
— Jlunaranust KOpHs aOpThl Ipu cuHApoMe Mapdana uap.
— Iluano3 (carypamusa kuciopoaa <85%)
— IIpore3npoBaHHbIE KIIAllaHbI



BIIC 1 6epeMEHHOCTB

* TmarenpHasg npoduilakTuKa ITyOOKOTr0 BEHO3HOTO TPOMO003a,
BKJIFOYas paHHIOI aMOylIaTOPHYIO NPO(MUIAKTUKY U IIPUMEHECHHUE
KOMITIPECCHOHHBIX YYJIKOB, MOXKET OBITh IOJI€3HA Y MAIlUEHTOB C
BHYTPHUCEPJICUHBIM IITYHTUPOBAHUEM CIIpaBa HajieBO. [logkokHOE
BBEJICHUE T€IApUHA U HU3KOMOJICKYJISIPHOTO renapruHa pa3yMHO
IpU JJIMTEIILHOM ITOCTEILHOM pekuMe. [1omHoneHHas
AHTUKOATYJISLMS MOYKET OBITh ITOJI€3HA JJI AalUEHTOB C
BbICOKNM puckoM (ITA, C).

* DCTPOTEHCOAEPKAIIE OPATbHBIE KOHTPAIICIITUBBI HE
PEKOMEHA0BAaHbI y B3pOCHbIX nanueHTok ¢ BIIC u3-3a omacHocTn
TPOMOOSIMOOJIMYECKUX OCIIOKHEHUM, TAKKE KaK U y TTAIIMEHTOB C
nuaHotudeckuMu BIIC ¢ BHyTpHUCepA€YHBIM IIIYHTUPOBAHUEM,
Tsikenon aerounou runeprensuen (111, C).



Jle(pekT MekIIpeacepAHOM NEPErOPOAKH

(AMIIIT)

Pa3nnynbple aHAaTOMUYECKHUE TUIIBI:

Bropuunsiii JIMIIIT (80% JAMIIII,
PACIIOJIOKEHHBIX B PAKOHE OBAJIbHOU IMKHU U €€
OKPECTHOCTEN )

[TepBuunblii JIMIIIT (15%, cuHonuMm: aedekr
YaCTUYHOW aTPUOBEHTPUKYIISPHOMN MIEPETOPOIKH,
PACIIOI0KEHHBIN BOJIM3U aTPUOBEHTPUKYIISIPHBIX
KJIAIIAHOB, YTO MPUBOJAUT K PA3JIUUYHBIM CTEIICHAM
peryprurtaiuu (0COOEHHO MUTPAJIBHOM )

Bepxuuii gedext BeHo3HOrO cuHyca (5%,
PACIIOJIOKEHHBIN PAIOM C BXOJIOM BEPXHEU IOJION
BeHbI (BIIB), cBA3aHHBIN C YACTUYHBIM WITA
MOJIHBIM COEIMHEHUEM ITPABbIX JIETOUHBIX BEH C
BIIB / mpaBbIM nipesicepvem

Hwxuuit nedext BeHo3Horo cunyca (1%,

PacIONI0KEHHBIN BOJIM3U BX0/1a HUYKHEN MOJION
BeHbl (HIIB))

HedexTrl kopoHapHOTO cuHyca (1%)

g §’ \ '
A | ASDIl(ostium
§ | secundum

fossa ovalis
AVSD (ostium
primum defect)

sinus venosus
defects



JIMIIII. Knunuxka.

HaI_II/ICHTI)I JaCcTO OCTAITCI 0€CCUMIITOMHBIMU 10 B3POCJI0I0
BO3pacTa,

CHMIITOMBI pa3BUBatOTCS Ha 40 M roay >KU3HHU, BKIFOYAKOT
CHMKCHHE TOJIEPAHTHOCTH K (PM3UYECKOM HArpy3Ke, OJIBIIIKY,
y4YallleHHOE cepaleOneHne (CynpaBeHTPUKYIISIPHBIC
TaXUAPUTMHUM) U PEXKE JICTOYHbIE HH(M)EKIIUU U CepAcYHas
HEIO0CTATOYHOCTb.

HpOI[OJ'DKI/ITeJ'H)HOCTI) ZKN3HHU B [ICJIOM CHHUXKACTCA.

JlaBineHue B JIETOYHOM apTEPUU OCTACTCSA HOPMAJILHOM, HO B
CPEIHEM YBEJIMUYUBACTCS C BO3PACTOM.

C yBeIMYEHHEM BO3pacTa U C YBEJIIMYECHUEM J1aBlieHUA B JIA
4acTOTa TaXMapUTMHUHU YBEJIMYMBAETCS (TpeneTaHue Mpeacepaui,
GUOPHILIALMA TIPEACEPIUN).

CucrtemMHas AMOOIHS MOXKET ObITh BbI3BaHA MapaJOKCaIbHOM
AMOoIHEN (peaKoi) nin (pUOPUILISILIMEH IPEACEPIHH.



IToka3zaHus K 3aKpBITHIO Je(PeKTa
MEXIPEACEPIHON IIEPETOPOIKHU

o JIMIIII guameTpoM MeHee 5 MM U 0€3 IPHU3HAKOB MEpErpy3Ku
oobeMoM 110K He BIMSAIOT HA MPOIOIKUTEIIBHOCTD KU3HU
4eJI0BEKa U MOATOMY HHUKAKOT'O 3aKPBITHUS HE TpeOyeTCs, €CIIH
TOJILKO HE HAOMI0aeTCs MapagoKcaIbHas SMOOIHS.

* Ilpu Oonee kpynmHBIX AedEKTax ¢ MpU3HAKAMHU IEPErpy3KU
oobeMoM I10K - 3akpbITHE TTOKa3aHO 11 NPODUIAKTUKH
OTIAJICHHBIX OCJIOKHCHHM, TAKUX KaK HAJKEITYTOYKOBBIC
APUTMHM, CHUKCHUE TOJIEPAHTHOCTHU K (PU3UYECKON HArpys3Ke,
reMOJIMHAMWYECKH BBIPAKEHHAS HEOCTATOYHOCTh
TPEXCTBOPUYATOTO KJIanaHa, COpOC KpOBU CIpaBa HAJIEBO U
3MOOJIHS BO BpeMsI OEpEMEHHOCTH, 3aCTOMHAs CepJicuHas
HEJIOCTAaTOYHOCTh MJIM 3a00JIEBAaHUE COCYI0B JIETKUX, KOTOPHIE
MOTYT Pa3BUTHCS MPUMEPHO Y 5—10% manueHToB (B OCHOBHOM
y KCHILHH).



* YpeckoxkHoe niu xupypruueckoe 3akpoitue JAMIIII
IMOKa3aHo npu yBeanuenuu [ DK v nmpasoro
npeacepans Npu HATMYUU CUMIITOMOB WJIN IIPU UX
orcyrctBuu (I, B).

* JledeHue nedexra BEHO3HOrO CMHYCa, BEHEYHOIO
cunyca uiu nepsuynon JAMIIII gomkHo
IIPOBOAUTHCS MPEAIIOYTUTEIBHO XUPYPIUUECKUM, a
HE YpEeCKOKHBIM yinBanuem (I, B).




Xupypruuyeckoe 3akpoeitue BtopuyHoro JIMIIII
000CHOBAHO, €CJIM paCCMaTPUBACTCS COMYTCTBYIOIIAS
XUPYypPruveckasi peKOHCTPYKIHUS/IIPOTE3UPOBAHUE
TPEXCTBOPYATOTO KJIAIIAHA, WJIN €CJIM AHATOMUS
nedeKTa UCKIIIoYaeT ypecKoxkHbIN ciocod (IIA, C).

YpeckoxHoe ninu xupyprudeckoe 3akpoitue JIMIIT
000CHOBAHO IPHU HAITUYHMU:

1) mapanokcanbnoi sm00muu (IIA, C);

2) moaTBepkAcHHOM orthodeoxia-platypnea (runokcus
M OJIbIIIIKA B BEPTHKAJIbHOM nojiokeHun) (I11A, B).




 [TameHTaM C TSKEII0M HEOOpaTUMOM
JIETOYHOM TMIIEPTCH3MEN 0€3 IIPU3HAKOB
cOpoca KpOBH CJIEBA HAIIPAaBO HE JIOJLKHO
BBINOJHATHCA 3aKkpbiTe JIMIIII (111, B).



Jlonrocpouynoe HaOJIOACHUE

[TarmmeHTsI, MpOONEpUPOBaHHBIE B BO3pacTe 110 25 neT 0e3
COOTBETCTBYIOIINX OCJIOKHEHHM MJIM OCTATOYHOTO IITyHTAa HE
TpeOyIOT PEryISIPHOrO HAOTIOACHUS.

B0O3MOXHO MOSBIECHUE TAXUAPUTMHUU B IMO3HEM NIEPUOIE

[TaneHThI, MPOONIEPUPOBAHHBIE B COBEPILICHHOJIETHEM
BO3pacCTe, C OCTATOYHBIM LIIYHTOM, ITOBBIIIICHHBIM JIABJICHUEM B
JIA unm aputMuein (10 WA DOCIE ONEpalyiu), J0KHbI
PETYIISIPHO 00CIEI0BATHCS B CICHMAIM3UPOBAHHBIX [IEHTPAX
(B 3aBUCHMOCTH OT TSXKECTH CUMIITOMOB).

ITocne 3akpbITus Ae(dEKTa MIPOTE30M, PETYISIPHOE
HaOJIFOJICHHE B TEUCHHUE IIEPBBIX 2 JICT, a 3aT€M, B 3aBUCUMOCTHU
OT PE3YJBTATOB, PEKOMEHAYETCS KX Ible 2-4 rona.



Apurmuu nociie onepupoBaHHoro JIMIIII

* IIpencepanas peuuauBUPYIOIIAS TaXUKAPAU UIIU
TPENETAHUE NPEACEPAUIM, KOTOPHIE MOXKHO YCIEIIHO
JICYUTH C TOMOIIBI0 PAAYOYACTOTHOM aOJISIIIHH.

* bes onepanuu uim onepauuu mnocue 40 jer
GUOPHILIALIMS IPEACEPANM CTAHOBUTCA OOJIEe
pPacCIPOCTPAHEHHON U MOXKET IOTPEeOOBATh
HA3HAYCHUS AHTUAPUTMHUYECKON TepaIun
(nepopanbHblec aHTUKOAryasaHThI!!!) (PHA Her
TOKa3aTeIbCTB)



Jle(PEKT MEKKETYTOUYKOBOM IIEPETOPOAKHI
(JIMIKII)

* ABJIACTCS HAaHOOJIEE PaCIPOCTPAaHECHHBIM
BPOKJICHHBIM ITIOPOKOM CEP/Ila U HAOII0IACTCs
npuMepHo B 3,0-3,5 cayuyasx Ha 1000
KUBOPOKICHHBIX JIETEM.

* }13-3a BEICOKOH YaCTOThI CIIOHTAHHOT'O 3aKPbITUSA
HEOONBIINX JIE(PEKTOB MEKIKEITYTOUKOBOM
IIEPErOPOAKH YaCTOTa 3TOTO 3a00JICBaHUS CHUKACTCS
y JIET€ U OCOOCHHO y B3POCIBIX



* Tun 1 — AMIKII Haxonutcs B BBIBOJHOM TpakTe [1DK n
cocTaBiaeT npuMepHo 6% - 30%. CnoHTaHHOE 3aKPBITUE
nedeKTa caydaeTcs peiKo.

* Tun 2 — nepumeMOpano3nbie JIMIXKII, koTopeie ABISAIOTCS
HanOoJsiee yacteiMu JiehexkraMu, 80% nedEKTOB pacloIOKEHBI B
3TOM oOnactu. HaxoauTcsi B MEMOPaAHO3HOM IepEeropoaKe U
MPUJICKUT K CENTATBLHOW CTBOPKE TPEXCTBOPUATOTO KJIAlaHa,
KOTOpAasi MOXKET CPAIIUBATHCS € 1€(PEKTOM, YACTUIHO MTPUKPHIBASI
ne(eKT uin o0pa3ysk «aHEBPU3MY» KeJTYI0UKOBOM NEPErOPOIKH.
JTa CTPYKTypa OTpaHUYMBAET COPOC KPOBH CJIEBA HAIIPABO U
MOXKET IMPUBECTH K YACTUYHOMY HJIH TTIOJTHOMY 3aKPBITHIO
nedexra. C I1eBOXKEIYI0YKOBON CTOPOHBI IEPETOPOAKH AS(PEKT
PUJICKUT K a0pTaIbHOMY KJIaIlaHy.



* Tun 3 — opurounsi JAMIKII. DTor JIMIXKII HaxoguTtcs B
puToYHOM YyacTu 110K 1 IpUneKuT K TpeXCTBOPYATOMY
KJIanaHy. TH J1e(EKThl 4aCTO OBIBAIOT Y HALIMEHTOB C
cuHIpoMoM JlayHa.

e Tun 4 — merieunsii JAMIKII. Otor IMIKII 00b4HO
pacrnoiaraeTcs B IEHTPE (CepEeAMHE MBIIIIbI), AlTUKAJIbHO WU
Ha rpaHuIle NEePeropoaku u cBoooaHou crenku 11K, Moryt
OBITH MHOKECTBEHHBIMHU. YacTO MPOUCXOIUT CIIOHTAHHOE
3aKpBITHE, OJTHAKO 3T JIe(hEKThI cCOCTaBIAIOT 10 20% Bcex
JIMOKII. YacToTa BOBHUKHOBEHMS TaKuX AC(EKTOB
3HAYUTEIILHO HUXKE Y B3POCIIbIX.



OQutlet/Supracristal/Subpulmonar/
Infundibular/Juxta-arterial

¥ 6% VSD / 30% Asians
¢ Spontaneous closure uncommon

Perimembranous, paramembranou:
conoventricular

¢ 80% VSD
Aneurysm formation / Aortic
regurgitation
Muscular
¢ 20% VSD

¢ Spontaneous closure
common

Inlet/AV canal type
¢ Down syndrome



[ emoauHamMuka

[IlyHTHpOBaHME ClIE€Ba-HAIIPABO (KPOBSIHOE JABICHUE HAMHOTO
Bhilie B JIK)

OO0beMHas nieperpyska JIK - nunaranus
Ileperpy3ka nasinenueM 110K - runeprpodus

YBenuueHue TPAHCIIYJIBMOHAJIBHOI'O IIOTOKA U apTCPHUAJIIBHOI'O
JABJICHHUS B JIA — PCAKTHUBHOC ITOBBIIICHNUC JICTOYHOI'O
COCYAHUCTOIO COIIPOTHUBIICHUS

Tspkenas JII' u nByHanpaBiieHHbIN IIYHT ((PU3HMOI0THs
DW3eHMEHTrepa) pa3BuBaeTcs paHo (B TeueHue 1 roga) (onepamus
1IOKa3aHa B 3-5 MecsIIeB)

HarmpaBiieHue 1 BeJIMUMHA UTYHTA ONPEACIISIOTCS JIETOYHBIM
COCYIUCTBIM COIIPOTHUBJICHUEM, Pa3MEPOM JIe(DEKTA,
CUCTOJIMYECKOM U auactoiandeckor ynkiuein JUK / 11K u
HaJIM4rMeM OOCTPYKIIUM BhIHOCSAIIETro TpakTa [10K
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* Paznnyarot Oosbinoi (0oJible 1 KB.CM), yMEPECHHBIM
u Majiblii (MeHee 0,5 kB.cM) Ae(heKTbl MEMOPaHO3HOM
YACTU MEAKIKETYIOUYKOBOU IIEPETOPOIKH.



KnroueBbie MOMCHTBI, KOTOPBIC JOJI?KHBI OTCJIIC’KUBATLCSI

y B3pocibix ¢ JIMIKII
HeonepupoBaHHble Win oniepupoBaHHble | OnepupoBaHHbBIC MAIUEHTHI /
nanueHTsl / KarerepHoe 3akpbITHE KarerepHoe 3akpbITUE
* PasBurne aopranbHON Crenens cOpoca mpu
HEIO0CTAaTOYHOCTHU pesuayansaoM JIMIKII
* Ounenka conyrcrBytomeil UbBC PassuTre apuTMHUH/GIOKA b1
* PaszBurtue TpuKycnuaanbHOU cepana TpombosMOoIHueCcKne
perypruramnmumn OCJIOKHCHUA (pGI[KO)

* OueHka cTerneHu copoca KpoBU
CJIEBA HAITPABO

« JKenynoukoBasi q1uchyHKIHS
* H3MepeHue JIErOYHOTO JaBJICHUS

e Pa3BuTHe OMJICTOYHOTO CTEHO3A,
OOBIYHO B PE3YJIbTATE
nByxkamepHoro 117K

* Pa3Butne cybaopTagbHOr0O CTEHO3a




PexoMeHnanyu 1mo HaOIrOACHUIO TTAIIUEHTOB MOCIIE
XAPYPru4E€CKUX U S3HAOBACKYJIIPHBIX BMEIIATEILCTB

* 1. B3pocasie ¢ JIMIKII 1 ocrtarouHOM cepaeuHON
HENOCTATOYHOCTHIO, IIIYHTAMHU, JIETOYHOU TUIIEPTCH3UEH,
A0pTaJIbHOM HEJOCTATOYHOCTHIO, OOCTPYKIIMEN BHIBOJIHOTO TPAKTA
IDK n JOK 10JDKHBI KAK MUHUMYM €KETOIHO MTPOXOIUTh
00CJIEIOBAHNE B PETHOHAIIBHBIX LIEHTPAaX JICYECHUS BPOXKICHHBIX
mopokoB cepana ais B3pocisix (I, C).

* 2. B3pocabie ¢ manbiMu octaroudbiMu JIMIKII u 6e3 kakux-110o
APYTUX MOBPEKICHUM JOIKHBI 00CIeI0BaThC KaxKable 3—5 JIET B
PETHOHAJIBHBIX [IEHTPAX JICYCHUS BPOXKICHHBIX IIOPOKOB CEP/INA
s B3pocisix (I, €).

* 3. B3pocusie nnocne 3akpeitua JJMIXKIT okkimtonepom 101KHBI
IPOXOJAUTH 00CIEOBaHNE KaXKable 1—2 roga B 3aBUCUMOCTH OT
nokanuzanuu JAMOKII u npyrux ¢pakTopoB B LIEHTpax JCYECHUS
BPOXKJICHHBIX ITIOPOKOB cepana a1 B3pocisix (I, C).



ITokazanus Kk xupyprudyeckomy 3akpbituro JIMIKII

o

3akpbitue JIMIKII pekoMeH10BaHO, €CJIM OTHOIIEHUE JIETOYHOTO
MHHYTHOTO OOBEMHOTO KPOBOTOKA K CHUCTEMHOMY paBHO 2,0 1
€CJIM UMEIOTCS KIIMHUYeckre npu3Haku neperpysku JIK (I, B).

3akpbiTue JIMJKII noka3zaHo, €Ciiv B aHaMHE3€ €CTh
nH(peKIMOHHbIN 3Ha0KapauT (I, C).

3akpbiTue JIMJKII He 110Ka3aHO MAMEHTAM C TAKEION
HeoOpaTumMoi jierounou runeprensuei (111, B).



KomMnnekc On3eHmMeHrepa

» PasBuBaetca npu Bbicoknx AMXXI1, B
pe3ynesrate ObICTPOro NpPorpeccupoBaHns
NEero4yHoun rmnepTeHs3nn, Korga gaBneHne B
npaBbIX OTAenax cepgua v CUCTeMe Nero4yHoun
apTepun NpeBbILlaeT CUCTEMHOE U BO3HUKAET
y>Xe obpaTHbIN NpaBo-NeBbI COPOC KPOBMN.
HABndaeTcd oAHUM U3 caMbIX TSXKErbIX
OCITOXKHEHUMN.,

e PazButne cMMnNToOMOKOMIMIIEKca
ON3eHMeHrepa CBUAETENLCTBYET O
HeonepabenbHOCTU NOPOKa.



OTKpPBITHIM apTEPHUAILHBIM IIPOTOK

IIepcuctupoBaHue (peTalbHOTO COCYAUCTOIO COOOIICHMS
MEXY a0OPTOU U JIETOYHOU apTepuen. B Hopme 3aKkphIBacTCA B
TedyeHue |11 Heaenu KUu3Hu.

[Topok MOXXET OBITh U30JIMPOBAHHBIM MJIA COUYETATHCS CO
BceMu n3BecTHbIMU (popmamMu BIIC. Hamre Bcero ¢ JIMIKII
wiu JIMIILI, koapkrauuen aopThl.

[Ipu OAII Oombiioro pazmepa y 00JIbHOTO MOKET Pa3BUTHCS
KOMILIEKC DHU3EHMEHIepa ¢ IHaHO30M M CUMIITOMOM «YaCOBBIX
CTEKOJI» U «0apabdaHHBIX MATOYEK.

[TarmenTsl ¢ OAIT OTHOCATCS K IPyMIIE TTOBBIIIEHHOTO PUCKA
10 Pa3BUTHIO SHAAPTEPUUTA, OOCTPYKTUBHOM JIETOYHO-
COCYIMCTOM OOJIE3HU M BHE3AITHOM CMEPTH.



HaoOmronenue marmmeHToB ¢ OAII

» Jlns maupeHToB ¢ MajeHbkuM OAII 0e3 mpu3HakoB
IEepErpy3Ky JEBOro cepia peKOMEHAyeMas IEPUOJUIHOCTD
HaOmoaeHus cocTaBiisieT Kaxabie 3—5 jet (I, C).

* bonbHbIM nocne 3akpeiTua OAII mpu oTCyTCTBUH

OCTaTO4YHOTO copoca npoduiaaktuka MO He pexomenayercs (I,
C).



PexkoMeHanuu 1o 3aKpbITUI0 OTKPBITOIO
apTEPHUAIILHOTIO IIPOTOKA

1. DHmoBacKynsIipHOE WM XUpyprudeckoe 3akpbitue OATI
MOKA3aHO B CIEAYIOIUX CIyYasax:

1) pacmmpenue JIEBBIX OTIENO0B cepana, puzHaku JII' mpu
HaIu4uM cOpoca KpoBu cieBa Hanpaso (I, C);

2) paHee nepeHeceHHbin 3Ha0Kkapaut (I, C).

2. Xupypruadeckas KOppeKIus JOIKHA BBITOJIHATHCS
CIICIIMAJIMCTOM, UMEIOIIM ONBIT B xupypruu BIIC u
PEKOMEHAYETCS B ClIydasdXx:

1) xorga pazmep OAII cauikoM OOJBIION IS 3aKPBITHS
ycrpoiictBoM (I, €);

2) aHatoMusl IIPOTOKA He 103BOJIsIET 3aKkpbiTh OAII ycTponicTtBOM
(HarpuMep, aneBpuszMa wiu 3aaprepunr) (I, B).

3akpeiTue OAII He nmoka3ano nanueHtam ¢ JII' u cOpocom KpoBu
crpaBa HaieBo (III, C)



* ¥V B3pocabix 00ibHBIX ¢ BIIC sHA0BACKYISpHBIN CIOCO0
3akpbIThs OAILI siBisieTcst HanOoJiee 3(PHEKTUBHBIM.

* B cayuasx coueranusa OAII ¢ npyrumu BIIC, TpeOyromumu
XUPYPru4e€CKOM KOPPEKIIUU, TPOTOK MOYKET OBITh 3aKPBIT BO
BpEMS IIPOBEICHUA OCHOBHOM OIEPAIINHU, XOTS YPECKOKHOE
3akpbiTe OAII TpegonepanuOHHO CHUXKAET PUCKH,
CBSI3aHHBIE C YINIMHEHUEM BPEMEHU UCKYCCTBEHHOTO
KpOBOOOPAILICHUS U BEPOSITHOCTBIO TPABMbI BO BPEMS
Bblesienus OAIL



OOcTpyKLus BeIHOCANETO TpakTa JIK

IPEMATCTBUE U1 OTTOKA U3 JIEBOTO KETy/I0YKa Ha WJIX BOJIM3U
AOpTAJILHOIO KJIallaHa, KOTOPhIN BBI3bIBAECT CUCTOIUYECCKUN

rpaaueHT AaBieHus 0ojee 10 MM pT. cT. CocTtaBisarot 7% ot
Bcex BIIC.

THIel a0pTAJTIBLHOIO CTEHO3A:
KJIAIIAHHBIN

HOJIKJIallaHHBIN
HaJaKJIaraHHbIN

COYECTAHHBIN (Ha HECKOJILKUX YPOBHSX).

Haubonee pacnpocTpaHEHHBIM MECTOM OOCTPYKIIUH SIBISCTCS
KinananHeIi (75%).



BpoXeHHbIN KIIAIaHHBIA a0PTAIbHBIA CTEHO3

* HauOomnee yacTas npuynHa — JBYyCTBOPYATHIM a0pTAIbHBIN
KJIAIlaH, C MPEANOIaracMor pacipoOCTPaHEHHOCThIO 1-2% y
HACEJICHUS B 1IEJIOM.

* AHOMaJIMM CTEHKHU A0PThI, CBA3AHHbBIE C JBYCTBOPYATHIM
KJIAIIAaHOM a0pPThl, MOT'YT MPUBOJIUTH K IIPOTrPECCUPYIOIIEU
TAJIATAllMU, aHEBPU3ME A0PThI, PA3PHIBY WIIM PACCIOCHMUIO.



JIByCTBOpYATHIN a0OPTAJIbHBIN KJIallaH

[Ipn OTCYTCTBUM MH(PEKIIMOHHOIO YHI0KAPINTA OOBIYHO
MPOTEKAET JOOPOKAYECTBEHHO C IMTOCTENEHHBIM Pa3BUTHEM U
IPOrpeCCUPOBAHMEM CTEHO3a A0PTHI U A0PTAJIbHOU
perypruTaiuu.

ACHUMMETPHUYHBIN ITOTOK KPOBHU YEPE3 ABYCTBOPYATHIN
aA0pPTaJIbHBIM KJIAaH MPUBOIUT K €0 YTOJIIECHUIO, KAJIbIIMHO3Y
1 (POPMHUPOBAHHIO CTEHO3a U/UJIN PETPAKLIMK CTEHOK.

CKJIIEpOTUYECKHE U3MEHEHHS KialaHa IIpu
AXOKaApAUOTpapUIECKOM UCCICA0BAHUN MOT'YT OBITh
TUArHOCTUPOBAHBI mocie 20 JIET, KaIbIIMHO3 — IOCe 43.

MHorue nmanueHTsl crapuie 45 JIET UMEIOT 3HAYUTEIbHBIN
KaJIbIMHO3 U/UJIHW YTOIIIEHUE CTBOPOK a0PTAJILHOTO KJIalaHa,
KOTOPHIE B MOCIECAYIOIIEM ITPUBOIAT K TEMOJIMHAMUYECKUM
OCJIOKHCHUSIM.



* IIpu OTCYyTCTBUH CUMIITOMOB OO0JIE3HH MOJIOJIBIM
JHOIAM PEKOMEHAYETCS IIPOXOAUTD €KETOAHBIE
00CJIEIOBaHUS HA CTEHO3 aOPThI, €CIIU CPEAHUM
IPAJAYEHT MPHU JOMILIEPOBCKOM HUCCIIEI0BAHUN
Oosiblre 30 MM PT. CT. WJIM IIMKOBBINA I'PAAUECHT
OoJiblire, yeM 50 MM PT. CT., ¥ pa3 B JiBa roga JJjis
MAlIMEHTOB, Y KOTOPBIX MTOKA3ATEIM I'PAJTUECHTA HUKE

(1, C).



HankimarmaHHbBIN CTEHO3 a0PThI

* CocrapisieT 7% Bcex PUKCHUPOBAHHBIX POPM OOCTPYKIIHHU
BbIHOCAIETO TpakTa JIK.

* HauOoJee BhIpAKEHA Y CHHOTYOY/IIPHOIO COCIMHCHUSI.

KRETZTECHNIK COMPUTERSONOGRAPH C328-5

4.8 N
S=
N=
G=




[logknananHbBIK CTEHO3 A0PThI JUCKPETHBIN
(HOPOMBIIIICUHBIN

Cy0aopTaibHBIN CTEHO3 OOBIYHO SIBJISICTCS
M30JIMPOBAHHBIM BPOXKJICHHBIM ITOPOKOM,
HO MOKET COYETAThCS C APYTUMHU
BPOXKJICHHBIMH IMaTOJIOTUSIMU Cep/ilia
(Harpumep, 1e(HEKTOM MEKOKETYIKOBON
MIEPETOPOAKH ) UIIU TPHUOOPETATHCS MPU
ONPEJICIICHHBIX 00CTOSITENbCTBAX
(HarpuMep, Nocie MIACTUKHU JeheKTa
MEXOKETTYIKOBOM MEPETrOPOJIKA MyTEM
HAJIO’KCHUS 3ariaThl).

PacripocTpaHEHHOCTh JUCKPETHBIX CyOaOpTalbHBIX CTEHO30B Cpeau
3a00JICBaHUM aTEPOCKIICPO30M U HUIIEMHUUECKOM O0JIE3HBIO CepAlla
cocTaBiseT 6,5% c npeodagaHueM My 4uH — 2:1.

B HEKOTOpPHIX cllydyasx, TAKMX KaKk CHHIAPOM Shones, cy0aopTalbHBIM CTEHO3
MOXET OBITh CEMEHHBIM.



OOcTpyKkLus BeIHOCAIEro Tpakra JIK.
IIoka3zaHus K OepaTUBHOMY JICUCHMIO

IHanuenTaMm ¢ cumnromamu (B moxkoe wiu npu ®H) u cpeanum

rpagueHToM =50 MM PT. CT. MOKA3aHA XMPYPIrUYecKoe JedeHue

[TanuenTam co cpeaHuM rpaIueHTOM <50 MM PT. CT. JOJKHBI |
MPOXOAUTH OINEPAIUI0, KOIJIA:

* CUMIITOMBI, CBSI3aHHBIE C OOCTPYKIMEN BbIiHOCsIIEro TpakTa JIDK
(9KCTpEHHAas OJIbIIIIKA, CTEHOKAPIMsI, OOMOPOK) U / WU

 Cucronnueckas nuchyunkiusa JIK (0e3 apyrux oObsicHEeHUH )

* BRIpKCHHAs TUNEPTPOPHUI MUOKAP/IA, CBSI3aHHAs C OOCTPYKIUEH

(HE CBSI3aHHBIEC C TUIIEPTOHUEH )

e Korza Tpedyercs onepaius npu gokazanHoit UbC

[TarueHThl CO CPEAHUM IpaIuEHTOM >S50 MM PT.CT., HO O€3 Ilb
cUMNOTOMOB, cuctonudeckor aucynkiuu JOK, I'TDK unn aHuzkoi
TOJEpaHTHOCTHIO K @H, MOryT OBITH PACCMOTPEHBI JJIs

OIIEPATUBHOIO JICUCHUS [IPA HU3KOM XUPYPIrUYECKOM PHUCKE



Omnepauus Pocca —
«30JI0TOM CTaHIapT»
L ®7 == /¥ XHUpyprUYECKOTO JICYECHHUS
P U R O b IIOPOKOB a0pPTaJILHOTO
KJIarnaHa

* MOPAXEHHBIN A0PTAIBLHBIN KJIAllaH 3aMEHSIOT
COOCTBEHHBIM KJIAIIAHOM JICTOYHOM apTEepHUH NaIlCHTA
(ayTorpadrom)

e Ha MmecTo 1eroynoro kjamada - JIETOYHBIU KOMILJIEKC
yMEPILMX JroAeH. 3a0MparoT JETOYHbIN KJIallaH BMECTE CO
CTBOJIOM JIETOYHOW apTEPHUU U YaCThIO IIPABOT0
Kenynouka cepata. [1oJHbIA KOMIIIEKC HA3bIBAETCS
romorpaToM Wix ajuiorpa@TomM.

* OecKapKacHbIC OMONPOTE3bl, NU3TOTOBICHHBIC U3
IepuKap/ia )KUBOTHBIX, 00pa00TaHHOI'O AIOKCHIHBIMU
COCIMHECHUSMU. KCCHONEPUKAPAUAIbHBIC KOHCTPYKIIMH
«IAJIOH» (IMOCIIEAHEE TTOKOJICHUE)



K ocloxHeHHsIM OIepUPOBAHHBIX KJIAIIAHOB OTHOCSTCS:
SHJI0OKAPAUT, TPOMOO3, perypruTaius ¢ Uil 0e3 reMoansa u
OKKJIFO3HMS1, CBSI3aHHAS C pPA3BUTHUEM BOCIIAIUTEIBHOIO
KOMIIOHEHTA.

ITarenTsl, moaBEprunecs onepanuu Pocca, HaxondTcs B
TPYIIIE PUCKA PA3BUTHS Ay TOTPAHCIUIAHTAHTHOM IUJIATAIUU C
MPOTPECCUPYIONIEN HEOAOPTAIBHOU PETYPrUTALIUENH,
OKKJIFO3MEHN W/WJTA pErypruTaluned HeoJeroyHoro CTpoia, a
MHOTJA U UILIEMHUEH MUOKap/ia U/ Ui HH(PAPKTOM, CBI3aHHBIM
C OKKJIFO3UEH WJIU MEPETHOOM MPOKCUMATBHBIX KOPOHAPHBIX
apTEpUn.



[TaumeHThl, NepEHECIIUE ONEPALAIO
Bentall (3ameHa KOpHST a0pTHI C
KOMITO3UTHBIM IIPOTE30M U
KOPOHAPHOM PEUMILIAHTAIIUEN ),
TAK)K€ HAXOJSITCS B IPYIIIE PUCKA
Pa3BUTHS OKKIIFO3UM ITPOKCUMAaIbHBIX
KOPOHAPHBIX apTEPUHN.

C BpOXKICHHBIM CTEHO30M a0PThI CO
3HAYUTEIBHBIM TPAJUECHTOM MOKET
OBITH CBA3aHO Pa3BUTHE
KEJTYJOUYKOBBIX apUTMHUH B 3PEJIOM
BO3pAaCTE U BO3MOXXHOCTh BHE3AITHOU
cMepTH. [aneHTsl JOJHKHBI
MPOXOJUTH TIIATEIBLHOE
obocnenoanne ¢ DKI -uccaenoBanuem
JUIA BBISIBIICHHUSI ADUTMHH HA PAaHHUX
CTaIUSX.

/{1 HopmanbHas
aoprta

aHespusma _
BOCXOZALEN
aopTbl

KnanaH-CoXpaHAulan

TEXHUKA

\’7

Lru—‘ s ‘)

v |npotes

I

MMmnaaHTayuA
nporesac
KnanaHom




Koapkraiiust aopThI

* Koapkranus aopTsl
IIpEICTaBIICT CO00I
HETIPOTSKEHHBIN CY>KEHHBIN
CErMEHT B 00JIaCTH
A0OPTOITYJIbMOHAJIBHOM CBA3KU U
OTXOXACHUSA JIEBOM
MOJIKJIFOYMYHOM apTepuu. B
HEKOTOPBIX CITydasix
HAOJIIOIAI0TCS TAKKE CY>KCHHUE
IYTU A0PTHI.

* [IprnyrHON BO3HUKHOBECHUSA
CyKeHUS (OKKIIO3MM) MOXKET
OBITH OOJIbINIAS KOJJIaTepaabHasl
apTepus.




* COImyTCTBYIOIIME AaHOMAJIMU: JIBYCTBOPYATHIN
aOpTaJbHBIN KJIallaH, HAAKJIAllaHHBIK CTEHO3 a0PThl,
IIOPOKH MUTPAJIBHOIO KjlanaHa, 1e(eKT
MEXKETYIOUKOBON MEPETOPOJIKH U AHEBPU3MBI
COCYI0B 0O0JBIIOr0 apTE€PUAIbHOIO Kpyra roJJOBHOTO
MO3Ta.



Koapkranus aopThl: HaTO()U3UOIOT U

* CyXEHHE BBI3BIBACT 3HAYUTEIbHYIO HArpy3Ky Ha JDK, uto
IIPUBOJIUT K HATPY3KE CONMPOTUBIICHUEM, KOMIIEHCATOPHOU
runieprpodun JDK, nuchyaxnuu JDK u pazsuthio
apTEpUAIIbHBIX KoJ1arepaieu

* ®uOpo3 B BOCXOASAIICH U HUCXOASAIICH a0pTe, YTO IIPUBOJIUT K
MTOBBIIIIEHHOW KECTKOCTH A0PThI U COHHBIX apTEePUU

* bricTpoe pa3BuTHe aTrepockiiepo3a B 00J1acTu ¢ 0oee
BBICOKMM JIaBJICHUEM (BKJIIOYasi KOpPOHAPHBIE apTEPUH )



Jlerkue GopMbl MOT'YT OOHAPY>KUBATHCS BO B3POCION KU3HU
CHUMIOTOMBEI;

roJIOBHasA 00Jib, HOCOBBIE KPOBOTEUYEHUSI, TOJIOBOKPYKECHHUE, IITYM B
ylIax, 3aTPYAHEHHOE JIbIXaHUE, CTCHOKApAUs, XpOMOTA,
ycTanocth nociie ®H u xonoaneie HOru

IIpu3Haku:

CHUCTOJINYECKas TUIICPTOHUS B BEPXHEH YaCTH TEJIA, TUIIOTCH3US
HHU>KHETO OTAENIa, pa3HUIIA apTeprUaIbHOIO AaBiaeHus (>20 MM pr.
CT.) SIBIISICTCSI KPUTEPUEM 151 KOAPKTALNH

[Imeue-OenpeHHas 3aJeprKKa Mmyabca

HanrpyauaHoe npokaHue, COCYIMCTBIA IITyM B CIIMHE WA
HEIPEPBIBHBIC IITYMBbI (M3-3a KOJUIATEPAIBLHBIX COCY/IOB).

pe3yNIbTaThl PEHTIEHOTPpa(@rM IPyTHON KJIIETKH MOT'YT BKJIIOYaTh B
ce0s «y3ypbD» TPETHETO U YETBEPTOTO PeOEp OT KOJIaTepasieu,
paCUIMPEHUE BOCXOIAIIETO OT/IENA A0PThI, PACIIIUPEHUE JIEBOU
MOJKJIFOYUYHOU apTEepPUm



«¥Y3ypanus» peOep Mpu KOapKTaIM a0PThI




MRI of an Adult Patient with

Discrete Membrane Coarctation of the Aorta
e KaxxaoMy mamueHry ¢

KOAPKTAILIMEU a0OPThI
(KOPPUTUPOBAHHOW HJIM HET)
CJIEAYET MPOUTH, IO KPpaHEHN
Mepe oaHaxabl, MPT nnu KT-
HCCJIEIOBAHUE IJIs TOJIHOM
OLIEHKU COCTOSIHUS TPYIHOU
a0pPThl U BHYTPHUYEPETHBIX
cocynoB(l,B).




I/ICXOI[I)I KOAPKTAIIUHN dOPThI

* be3 Xupypruueckoro Je4eHus MaUEHT JTI0KUBAET B CPETHEM

10 35 jet, npu 3ToM 75% CMEPTHOCTH IIPUXOJAUTCS HA BO3PACT
46 11€T.

e CucreMHas rMnepTeH3us, YCKOPEHUE UIIEMHUYECKON O0JIE3HU
cepAla, UHCYbT, aOpTalibHasA JUCCEKUMSA U 3aCTONHAA
cepJieyHast HEIOCTATOYHOCTD SIBJISIFOTCS OOIIIUMMU
OCJIO)KHEHUSIMHU Y TTALIUEHTOB, KOTOPBIM HE JIEJaJIU ONepalluu
WJIM KOTOPBIEC ONIEPHUPOBATIKCH B MO3IHEM JICTCTBE WIIU Oy y4yu
B3pPOCIIBIMU.

e JleTambHBIN UCXOJ MOXKET OBITh CBA3aH C 3aCTOMHOMI
CEpJICUYHOM HEI0CTAaTOYHOCTHBIO, Pa3phIBOM/IUCCEKIINECH
a0PTHI, YHIOKAPIUTOM/SHAAPTEPUUTOM, BHYTPEUEPEITHBIMU
KPOBOU3JIUSHUAMHU WA MHPAPKTOM MHUOKap/a.



XUPYPruyeCcKOe BMEIIATEIbCTBO
PEKOMEHJOBAHO:

 IIukoBBIM rpageHT B 001aCTH KOAPKTALMU OOJIbIIIE UK PaBEH
20 mMm pT. ct. (I, O);

* IIukoBBIN rpageHT B 001aCTH KoapKkTanuu MeHee 20 MM pT.
CT. IPU HAJIMYUU 3HAYUTEITBHOTO CYKEHHUS B 00J1aCTH
MEPELICHKA A0PThI U BBIPAXKEHHOTO KOJJIATEPAJIBHOTO
KPOBOTOKA, ITOATBEPKIACHHBIX JUATHOCTUYECKUMA METOAAMU
(1, C).

* UpecKokHOE BMEIIATEIbCTBO OKA3aHO IIPU BO3BPATHOM,
TACKPETHOM KOAPKTAIIMU C ITMKOBBIM I'PAJIMEHTOM HE MeHee 20
MM pT. cT. (I, B).



CTeHTMpOBaHWE KOAPKTaLuUM aopThl

141

A - KoapkTauus aopThl, b - paclumpeHue koapkTauuu 6annoHom,
B - KoapKTaL|us aopTbl NOCNE CTEHTUPOBAHWA




JInHaMHu4ecKoe HaOIIoJcHUE

Bcewm nanpenTam ¢ KoapKTaluen aopThl (KOPPUTHPOBAHHOM WITA HET)
PEKOMEHI0BAHO MOKU3HEHHOE HAOIIOICHUE KapIM0JIOTa, UMEIOIIETO OMBIT I10
BpOXJICHHBIM ITOpOoKaM cepaua y B3pocibix (I, C).

[TaruenTaMm, MepeHeCIIMM BMEIIaTeIbCTBO MO ITOBOY KOAPKTAIIUU a0PThI
(XMpYpruyeckoe WK dHA0BACKYIISIPHOE), PEKOMEHI0BAHO O0CIICIOBAHUE Y
KapauoJiora xoTs Obl pa3 B rof (I, C).

Jlaxxe npu yaoBIETBOPUTEIBbHBIX PE3YJIbTaTaX KOPPEKIIMN KOAPKTAIIUN A0PThI
1Sl BBISIBJICHUSI (POPMHUPOBAHUS aHEBPU3MBI A0OPThI WJIU €€ PACIIIUPEHUS
HEO00XOAMMO BBINOJIHATH UCCIeIoBaHrE rpyaHon aoptsl (I, B).

[TaneHThI TOIKHBI OBITH TIATEIBHO 00CIE0BAHBI JJIs BBISIBICHUS
apTEepUATBLHOM TUIIEPTEH3UH B MIOKOE WM ITPU (PU3UYECKOM HArpy3Ke, KOTopast
JOJKHA OBITh arpeCCUBHO KYIMMPOBAHA MEAUKAMEHTO3HO MPU UCKIFOYECHUHU
pexoapkranuu (I, B).



CTeHO03 KjanaHa JeTO4YHOM apTepun

CTeHOo3 KialaHa JISTOYHON apTEepUH — OOBIYHO
M30JUPOBAHHBIN ITOPOK, KOTOPBIM BeTpeuaercs B 7—12% Bcex
BIIC u cocrasisieT ot 80 10 90% BCEX CTEHO30B IIYTH OTTOKA
IIPABOTO KEITYTOYKA.

HacnencTBeHHbIN XapaKTep €ro BOSHUKHOBEHUSA KpanHE HU30K
—1,7-3,6%.

[Ipunonu3zutensHO 20% NayeHToB ¢ KIallaHHBIM CTEHO30M
JIETOYHOM apTEPUU UMEIOT JTUCIIIIACTUYHbBIE KJIallaHbl

Cunapom Noonan - HacJIeayeTcs 1Mo ayTOCOMHO-
JTOMHUHAHTHOMY THUITY C Pa3JIAYHbIM IIPOSABICHUEM TIPU3HAKA,
KOTOPBIN CBsI3aH C 12-M1 XpOMOCOMOM.



* KrnamaHHBIN CTEHO3 JIETOYHOM apTepUr OOBIYHO JAET
O0€CCUMIITOMHBIA CUCTOJIMYECKUI IITyM, HO MHOTAA MallUEHT
MOXKET JEMOHCTPUPOBATH CHUKEHUE TOJIEPAHTHOCTH K
(bU3UYECKOM Harpy3Ke.

* [Ipu HU3KOM HAYAJIBHOM I'PAJUEHTE HA KJIANIAHE CTEHO3 PEIKO
MIPOTPECCUPYET, OJTHAKO YMEPEHHBIN CTEHO3 KJIalaHa
JIETOYHOU apTEPUU MOXKET IPOrPECCUPOBATH, B TOM UYUCIIE U

M3-3a HapacTaHMs THIEepTPO(YUN MUOKAp/ia BHIBOJHOIO OT/ACIA
ITX.



Onplnka

* OpplllIKa BOSHUKAET y MAIIMEHTOB C BHIPAXKECHHBIM
CTEHO30M JIETOYHOM apTepuu. Kornga CMMIITOMBI HE
COOTBETCTBYIOT CTEIIEHU AaHATOMUYECKHUX HAPYIIIEHUN Ha
KJIaITaHE (TO €CTh HAJTWMYME CUMIITOMOB IIPU I'PAJUCHTE HA
Kjiarane MeHee S0 MM PT. CT. WM OTCYTCTBUE CUMIITOMOB
IIpU TPAIUEHTE BhIMIE S0 MM PT. CT.) ITOJIE3HBIM MOXKET
OKa3aThCs TECT ¢ (DUBUUECKOM HArpy3KOM, ONPEACTICHUE
MaKCUMAJILHOTO NOTPEOJICHUS KUCI0pO/ia BO BpEMS
(PU3NYECKON HArPy3KH.



boJib 3a rpyIMHOMN

* ¥V MauyeHTOB CTAPIIEro BO3pacTa WM OPpH HATUYUHA MHOTHX
(baKTOPOB pUCKA NPHUCYTCTBUE CUMIITOMOB CTCHOKAPAUU
TpeOyeT BBINOJHEHUS cTpecc-Ox0KI.

* 3aMETHO PACHIMPEHHBIEC JIETOYHBIE APTEPUU B PEAKUX CIyUASAX
MOT'YT BBI3BIBAaTh 00JIb 3a IPYAWHOM, C/IaBJIUBAasi CTBOJ JICBOM
KOPOHAPHOU apTEPUH.



Crenos JIA

JIETKWN: MaKCUMaJbHBIA IpagueHT 36 MM PT. CT. (MMKOBas
CKOpPOCTh 3 M/C),

YMEPEHHBIN: 0T 36 10 64 MM PT. CT. (TUKOBasA CKOPOCTH 3-4
M/C)

TSDKEJIBIA IPU TpaiueHTe >64 MM pT. CT. (MaKCUMaJbHasl
CKOpPOCTb >4 M/C).



[1oka3zaHus Qj1sl XUPYPrudeCcKOro JCUYCHU

Oo0cTpykuust BbiHOCsiiero tpakra IIK na grwodom ypoBHe
HE00X0AMMO XMPYPIru4ecKoe Je4eHue He3aBMCUMO 0T CMMIITOMOB,

KOI/Ia MUKOBbIMA I'PAAMEHT COCTaBJIACT™> 64 MM PT.CT.
(MakcHMAaJIbHAsI CKOPOCTH> 4 M / €) IPH YCJIOBUM, YTO QYHKIUS
IIK siBisieTcsi HOPpMAJILHOM M He TpedyeTCsl 3aMeHa KJanaHa

[Tpu knamanHoM cteHo3e JIA, OatoHHasi BaIbBYJIOTOMHUS JOJKHA OBIThH IC
BMEIIATEILCTBOM BBIOOpA

Y 6ecCUMMNTOMHBIX MAIUEHTOB, Y KOTOPBIX OaJIJIOHHAS IC
BaJIbBYJIOTOMUS HEA(PGDEKTUBHA U TpeOyeTCs 3aMeHa KilalaHa, Ipu

HaJIM4Iuu cuctojimdeckoro aasiaeHus B IDK> 80 mum pt. Ct. (CxopocTh

TR> 4,3 M/ ¢) noka3aHO XUPYyPruyecKoe JICUCHHE

BMemarenbCcTBO mNaMeHTaM ¢ TpagueHToOM <64 MM PT. CT. CIEAYET TaC
paccmarpuBaTh B CIIy4dae, €CIIN:

* €CTh CUMIITOMBI, CBSI3aHHBIE CO CTEHO30M JIA wniu,

o nucynkuus [DK nnn,

 nByxkamepHbi [DK

* OMaCHbIC APUTMUU WJIH,

* IIyHTUPOBaHUE crpasa HaneBo yepes JAMIIIT vmim JIMOKII.



AHOMaIHUI DOIITEeHAa

OTHOCHUTEIIBHO peiKas 00J€3Hb XapaKTEPU3YETCsI aHOMAJIBHO
C(pOpMHUPOBAHHBIMU U AIIMKAIBHO CMEIICHHBIMHA CTBOPKAMU
TPEXCTBOPYATOTO KJIAIIAHA.

IlepenHsss CTBOpKa MpUKpENIeHa Ha (GUOPO3HOM KOJIBIIE,
YBEJIIMYECHA, «I1apyCOI0I00Ha», B TO BpEMsI Kak
IEepEropo0YHas U 3aJHSSI CTBOPKH CMEIICHBI K BEPXYIIKE
IIPaBOIo KEIyI0YKa U 4aCTO MPUKPEILIAETCA K S9HIOKAPAY.

bonbiioe mpaBoe npeacepane, arpuain3oBanHas 4acthb [ DK,
dyHkuuoHanbHasg yacth IDK ymeHbIIeHA

Yacro coueraercs ¢ JIMIIII, JIMXXII, anHomanny npOBOASIIMX
nytel (cuaagpoM WPW)



| AHomanus S6wTeiHa

Hed ekt mexnpea-
cepAHO1 neperopoaku

YBenuyeHHoe
npasoe
npeacepauve

Tpukycnu-
hanbHbiA |
KnanaH

AHOManbHBbI J_/ )
TPUKYCNUAANbHbIA YMeHbLEHHbI

KnanaH npaebiv Xenyaoyek




AHoMainda DommrerHa. Kimmanka

* IlamueHTHI MOTYT OBITh O€CCUMOTOMHBIMU B TCUCHUE
JIECATUIJICTUM.

e TunuyHble OCIOXKHEHUS: TSXKENIas TPUKYCIIMAAIbHAS
peryprutauus, nuchysakius [DK, nepedpanbHbie aOCLIECCHI,

napajoKcanabHas dMOOJIMs, JICrouHasi MO0, TaXUaPUTMHUH,
BCC u UD.

* KiIt04€BBIMM CUMIITOMAMH SABJISIFOTCA APUTMUH, OJBIIIKA,
yCTaJ0CTh, HU3Kas TojiepaHTHOCTh K DH, 00Jb B rpyau,
nepudepruueckuil v / uian 1u@Qdy3HbIN IHAHO3,
rernaToMeraius



DIJIEKTpOKapaArOrpaMma

* runeptrpodus IpaBoro Npeacepaus, yaIMHEHUE NHTEpBaja
PR, 0mokana ITHIII" (wacto ¢ pacmeniaeHHbIM QRS-
koMIuiekcoM ), Tinyookuit Q B I, III, AVF u V1-V4, cungpom

pEeIBO30YKICHHS, CYIPABEHTPUKYJISIPHBIE U JKEITYTOYKOBBIC
apUTMUU.



PentreHorpagusa OI'K

CXR of a Patient With Ebstein Anomaly




BeneHne naimeHsToB ¢ aHOMAJIWEN DOIITEHA

* [lamuenTam ¢ AD ¢ mapaaokcaaibHONH YMOOJIMEN 1
GuOpuIIALEe NpeAcepAui B aHAMHE3€ PEKOMEHTYETCS
aHTUKOAryisiHTHas Tepanus BapdapunoM (I, C).

* Y HEKOTOPBIX MALMEHTOB ¢ AD IS JICUCHUS
PEIUAVBUPYIOIIECH CYIIPAaBEHTPUKYISIPHON TaXUKaAPJIAUU MOXKET
ObITh 3 PekTuBHOM KaTeTepHas admanus (Ila, B).



PekoMeHaluu 1 XupypruyeCcKux
BMEILIATEIbCTB

XUpypru, IPOUICAIINE CICHUATA3ANI0 1 UMEIOIINUE OMBIT
neueHus BIIC, 1omkHBI BBIIOJHATH IUIACTUKY WJIH

npotre3upoBanue TK ¢ 3akpbiTuem aedexra MIIII ipu ero
HAJIAYYM Y TAIUEHTOB ¢ AD 10 CIEAYIOIIMM MOKA3aHUIM

1) nosiBI€eHHUE CUMOTOMOB WJIM CHUKEHHUE TOJIEPAHTHOCTH K
dusndeckon Harpyske (I, B);

2) unaHo3 (HackleHue kuciaopogom meHee yeM 90%) (1, B);
3) napagokcanbsHbie 3m00auu (I, B);

4) mporpeccupyromas KapJuoMeraivs o JTaHHbIM
peHTreHorpaduu opraHoB rpyaHou kieTku (I, B);

5) nporpeccupyromas aunaramuys DK nim yxyaiienue
cuctommueckor ¢pyHkuuu 11K (I, B).



* ConyTCTBYIOLIAA XUPYPTrUUECKAS KOPPEKIMS ADUTMUH 110
CJICAYIOIIMM MOKA3aHUAM:

* 1) nosiBiieHHE MW OPOrPECCUPOBAHUE MPEACEPAHON U/ NN
KEITYIOYKOBOU apUTMUH, HE TIOMJIEKAIIME UPECKOKHOU
SHI0BACKYJISIPHOU KOPPEKIIUU;

* 2) CHHIAPOM IPEABO30YKICHUS KEITYIOYKOB, TOJIEPAHTHBIN K
NEKTPOPU3NOIOTHIECKUM METOJIaM JICUCHUS.



Terpaga damio

* Terpama ®amio coOCTOUT U3 4 KOMIIOHEHTOB: MOJIETOYHOTO
MH(QYHIUOYIIPHOIO CTEHO3a, Ae(hEeKTa MEKKEITYTOUKOBOM
IIEPETOPOIKH, A0PThI, BEpXoM cuasiien Haa JJMIKTI
(mexcTpano3unus Mmeaee 50%), runepTpopuu MpaBoro
KETTyI0UKa.

* Ilo cTeneHu TSKECTH KIMHUKHA U MOP(OJIOTHYECKOMY CHEKTPY
IIOPOK BEChMa BapuaOeJIcH.



* Korma guarso3 He MOXKET ObITh YCTAaHOBJICH B ICTCKOM
BO3pacTe, Terpajaa Pamio y nauyeHTa BbISABIISIETCS CIy4alHO:
C OTHOCUTEIBHO YMEPEHHBIM JIETOYHBIM CTEHO30M M
YMEPEHHBIM LIMaHO30M (TaK Ha3biBacMas OjiegHast popma
TteTpaabl Daso).

e (CBOEBpPEMEHHO IIPOONECPUPOBAHHBIC MALIUCHTEHI C
NOAJAOIIMMHUCS KOPPEKIUU (hopMamMu TeTpaibl Danino
OOBLIYHO SBJISIOTCS OeCCUMIITOMHBIMA. CHUKEHNE
TOJECPAHTHOCTHU K Harpy3Kam WJIM IIpeAcepaHbIe U/ UIn
KEITYTJOYKOBBIC apUTMHUM Cpa3y MpeAnoiaararoT HaIu4ue HeKUX
PACCTPOKCTB TEMOJIMHAMUKHU.



* Kak npaBuiio, namyeHT nocie onepanuyu UMeET HEOOIbIION
cucrtonnueckui myMm Ha BOIDK. Tunvuuno npucyTcrBue
HU3KOT'0, OTCPOYECHHOTO JTUACTOJIUYECKOTO IIIyMa B IIPOCKIIUU
KJIaIlaHa JISTOYHOM apTepuHr, 00YCIOBICHHOTO JICTOYHOU
peryprutanuen. Y nanueHTa MOXKET BhICIYIIUBATHCS

MMAaHCUCTOJMYECKUM IITyM B CJIy4ae, €CJIH €CTh COpOC Ha
3amare JJMOKII.

* B3pocCibii MalMEHT MOXKET UMETh U MPEIICCTBYIOIIUN
[MAJUIMATUB. Y TaKUX MaleHTOB OOBLITHO HAOIOMAETCs
raHo3. Ecin aHacToM03 (QYHKIIMOHUPYET, MOKHO YCJIBIIIATh
CHUCTOJIOAUACTOIMYECKUN IyM. [ Ipu Hamuuun
npenamecTByroniero anacromosa Blalock—Taussig nmeueBou u
paJuagbHbBIA MYJIbC MOXET ObITh YMEHBIIICH WU
OTCYTCTBOBaTh Ha CTOPOHE aHACTOMO3a.



* YV MalUEHTOB, NEPEHECIINX PAAUKAIBHYIO KOPPEKIUIO
Ype3KETYT0UKOBBIM JOCTYIIOM (0ObIuHast HopMa 10 1990 rr),
MIOYTH BCETJIa UMEETCs OJTIOKa1a MpaBoOM HOXKKM ITydka ['uca, a
mupuHa QRS moxer orpa3uts crenenb pacimupenus [DK.
[MIupuna QRS, paBHas 180 Mc unu Oosblire, OblIa
UJICHTU(UIUPOBAHA KaK (PAKTOP pHUCKa BHE3AITHOM CEPACYHOM
CMEPTH, HATUYHE MPEACEPAHOTO TPENETAHUSA UIN NJTUTEIbHON
JKT oTpaxkaeT BeIpaXKE€HHbBIC HAPYIIIEHUS TEMOJIMHAMUKHN



PannkanbHas onepanusg coctout u3 3akpbitus [[IMIKII n
ycTtpaHeHus ooctpykiuu BOITK.

Muorna TpedyeTcst MPUMEHEHHUE SKCTPAKAPIUATIBbHOIO
KOHIYyHTA OT IPABOT0 KEJIYI0UYKa K JIESTOUHOU apTEPUH, KOT/Ia
aHOMaJIbHasI KOpOHapHas aprepus nepecexkaet BOITXK.

Ecnu cam JIErOYHBIN KjlanaH CTEHO3UPOBAaH, BO3MOXHO,
HEOOXOAMMO BBIIIOJHUTH BaJbBYJIOTOMUIO UJIH PE3CKIUIO
JISTOYHOT'O KJIaIlaHa.

OTKpbITOE OBAJIbHOE OKHO MK ManeHbkuil JIMIIII oOb14HO
3aKPBIBALOT.

Korpa pagnkanbHas KOPPEKIUS BBIIOJIHIETCS B3POCIOMY
YEJIOBEKY, MOKET MOTPEOOBATHCA MPOTE3UPOBAHUE JIETOYHOTO
KJIaIaHa.



B03MOXHBIE XUPYPTAYECKUE MPOLIEAYPHI MOCIIE PATUKAILHOU
KOppEKIMU TeTpaibl Dajlio y B3pOCIbIX:

— OPOTE3UPOBAHME KilarmaHa JIA;

— yCTpaHeHue creHo3a JIA;

— YCTpaHEHHE aHEBPU3MBI WU iceBoaneBpu3Mbl BOIK;

— ycTpaHeHue pexkananu3auun JIMIKII;

— MPOTE3UPOBAHUE WJIH IIJIACTHKA TPUKYCIUIAIbHOIO KialaHa;
— POTE3UPOBAHUE A0PTAJIBHOTO KJIAIaHa,

— nponeaypa Bentall;

— PYA apuTMOTEHHBIX 30H;

— npodUIIaKTHYCCKas UMILJIaHTAIUs KapIHuoBepTepa-
ne(puOpUIIIITOPa MPU BEICOKOM PHCKE BHE3AITHONW CMEPTH;

— 3aKPBITUE OCTATOYHOI'O OTKPHITOrO OBAIILHOTO OKHA unu JAMIIII,
O0COOEHHO €CJIM €CTh I[UaHO03, PIIM30]l NapagoKCcaJIbHOW dYMOOINHU
WJIY MIPEACTOUT UMIUIAHTALMS OCTOSHHOTO BOJAUTENSI PUTMA WITU
KapJinoBepTepa-aehudpuLIsTopa.



JInHaMH4YeCKOe HAOII0JICHUE

Bce mainueHTsl JOIKHBI PEeryIsapHO HAOII0IaThC Y
KapJipojaora — 3kcrepra 1o B3pocasiMm ¢ BIIC.

COOTBETCTBYIOIIEE UCCIEIOBAHUE (JIByXMEPHAs
AXOKapauorpadus €XerogHo B 0OJIbIIMHCTBE CIy4YacB U/ UIn
MPT kaxpaeie 2—3 roaa) J0IKHO ObITH BHIIIOJHEHO
CIICIIHAJINCTOM, KOMIIETEHTHBIM B aHAJIN3€ CIIOKHBIX
BPOKJICHHBIX CEPJICYHBIX ITOPOKOB.

DJeKTpoKapauorpadus J0IKHA BbIIOIHITHCS €KErOIHO,
4TOOBI OLICHUTh CEPACYHBIN PUTM U IPOAOJLKUTEILHOCTD

QRS.

XOATEPOBCKOE MOHUTOPUPOBAHUE, €CIIU €CTh MPENOI0KECHUE
O HAJIMYUU APUTMHUM.



Terpama danio nocne Xupypruyeckon KOppeKIuu

[lo3nHuEe OCIOKHEHUS:

Jlerounas perypruranus

Ocrtaro4yHas oOCTpyKIus BeIHOCAIIEro TpakTa [DK
Junartamus IDK u aucdynkmus TDK

Ocrarounbiid Ae@ekT MIXKII — MoXeT ObITh MPUYUHOMN
Harpy3ku oobremoM JDK

Jlnnaranus KOpHS a0OPThI U A0PTAJIbHAS PETYPTrUTALIUS

Juchynkius JDK
[IpencepaHas/xKeaya04uKkoBasi TaXuKapaus



* boapmMMUHCTBO IIAIINUCHTOB HC HYKAAKOTCA B
PEryYISIPHOM JICHCHHUHU IIPU OTCYTCTBHUHN OCTATOYHBIX
I'rceMOJMHAMHNYCCKUX HpO6JI€M.

e MoxeT OBITh HEOOXOIUMO MEIUKAMEHTO3HOE

JIEYUEHUE CEPACYHON HETOCTATOYHOCTH IPHU
mucynknun IDK n JIK.



* BBICOKHI PUCK BHE3AIMHOU CEPACUYHON CMEPTH

* OCHOBHBIM MEXaHHU3MOM Pa3BUTHS ATOTO
ocliokHeHUs sBisgeTcs JKT, XoTsa onpeaeIeHHYO pOb
UIpacT TpeHeTaHue npeacepaui nim AB-0nokana.
BepoaTHOCTh BHE3AITHOU CMEPTHU Y B3pOCHOro ¢ Td
MOKET OBITh OLICHEHA B CpEAHEM Kak 2,5% B Kaxkaoe
NIECATUIIETUE HAOIOICHUS



* @akTopaMu PUCKA PA3BUTUA APUTMUMN B OTHAJICHHBIE CPOKHU
MOCJIE PAOUKAIBLHON KoppeKknu Td gBisitoTcs cneayromue: 1)
paHee BBHIMIOJHEHHBIM aHACTOMO3; 2) CTapIIMK BO3PacT BO
BpeMs omepanuu; 3) natonorudeckas remoguHamuka [ DK (13-
3a JIETOYHOM PETypruTallii W/ Uil OCTaTOYHOTO CTEHO03a); 4)
BBICOKas CTENEHDb YKTOIMMMYECKUX 04aroB, BhIABISIEMbIX [TPU
XOJTEPOBCKOM MOHUTOpUpOBaHuM; S) unaynupyemas KT npu
ANEKTPOPU3NOTOrHUYECKOM UCCIICIOBAHUM.

* CymectByet koppessinua Mexay KT u onpeaeieHHbIMA
TAHHBIMH 3JIEKTPOKaApAUOTPaMMBbl, 0COOCHHO €CJIH
npoaoKUTEIbHOCTE QRS Oosbire ueM 180 mc



bepemeHHOCTh U TD

bepeMEHHOCTh HE PEKOMEHAYETC TTAIMEHTKAM C HEOIEPUPOBAHHOU
TeTpagou Panio.

[Tocne onepaiuu o nmoBoay terpaibl Pajio TporHo3 11 yCIEITHON
OepeMEHHOCTHU OJIarONpUATEH, €CIM HET HUKAKUX CYIIECTBEHHBIX
OCTaTOYHBIX PACCTPOMCTB FreMOJAMHAMHUKH M (DYHKIIMOHAJIbHAS
criocooHocTh [IDK xopormas

[TaumenTku ¢ terpanor Pajuio UMEXOT YBEIUUYEHHBIN PUCK
SMOPHUOHATBLHOU MOTEPH, U UX MIOTOMCTBO, 00JIE€ BEPOSITHO, OYIET UMETh
BPOKJIECHHBIC aHOMAJIMU. DMOPHUOHAITBHYIO SXOKApIUOTPAPHUIO HYKHO
PEJI0KUTh MAaTEPU BO BTOPOM TPUMECTPE.



d-TpaHCIo3uLMs MaruCTpaJbHbBIX apTePU

3T0 AV-KOHKOPJIAHTHOCTh U BEHTPHUKYJI0APTEPHUAIbHAS
JTUCKOPIAHTHOCTb.

Taxxxe D-TMA mnoapa3yMeBaeT, 4TO a0pTa PaCIoIOoKEeHa
CIIpaBa, CIIEPEAN OT JIESTOYHOM apPTEPUU U OTXOJUT OT
CUCTEMHOI'0 IPABOI0 XENYI0UKA.

COIyTCTBYIOIIHE ITOPOKHU

[TamuenTsl ¢ D-TMA mo onpeneaeHnto UMEIOT HENMPABUILHOE
OTXOXJICHHUE a0PThI U JIErO4HOM apTepuu. OOBIYHO NOPOK
COIPOBOXKIAETCS AaHOMAIBHBIM OTXO0KJICHUEM KOPOHAPHBIX
apTEpUn.

D-TMA coueraerca ¢ JIMIKII, kotopsiit Bctpedaercs B 45%
ciydaeB, ¢ ooctpykuuerd BOJDK (mpubnusurtensHo B 25%
CIy4aeB) M ¢ KOapKTaluen aopThl (MPpUOIU3UTEIBHO B 5%
CIy4acB).



- e |
TPRHENOIMUMR MATHETPAINHWIX COCY/IOR

HaiX
MUMR MATRCTPans
Tparicnoa sk




Koppeknuss TMA

* Omnepalys apTeprualIbHOTO NEPEKIIOUYCHUS: BOCCTAHOBJICHUE
KOHKOPAAHTHOCTH MEXKY JKEJIYJ0UYKaMHU U MarucTpaibHbIMU
COCyJlaMH ITyTeM IMepecagky aOPThl U JIETOYHON apTepHHU B
X HOPMaJIbHOE IMOJIOKEHUE U PEUMILIaHTALUIO
KOPOHAPHBIX apTEPUM B HEOAOPTY (orepanus Jatene).

* Onepanus OpeacepaHoro MEPEKIIYCHUS: apTEpUaIbHAS
KPOBBb W3 JIEBOTO MPEICEPIUSA YEPE3 TPUKY CITUAATBHBIN
KJIallaH IonajacT B mpaBbli xenyaodek (I110K), u morom B
aopTy, a BECHO3HAsI KPOBb — W3 MPABOI0 IPEACEPAUs Yepes
MUTpAIBHBIN KJIallaH B JeBbIN xkerynouek (JIDK) u B
neroynyro aprepuro (JIA). Pesynsrarom Takoro
MEePEKIIIOYCHUS] KPOBOOOPAIICHUS SIBISETCS TO, YTO
(PYHKIIMIO CUCTEMHOTO Xeay1ouka oepet Ha ceos 11DK.



IIpeacepaHoe nepeKkIrOYCHUE

* Ha 3JIEKTPOKAPJAUOTPAMME - OTKIOHEHHUE SIECKTPUUECKOU OCH
cep/ra BIpaBo 1 npusHaku runeprpoduu I1DK, moromy 4to
MIPABBIN KEIYIOUYEK SIBIACTCSI CUCTEMHBIM. HacTo -
Opaaukapausi, KOTOpast MOKET IIEPEUTH B IOJHYIO
oNepeuHyro 0nokaay cepana. Hapyuienus cepiednoro purma
MOTYT OBITh B OTHAJICHHBIE CPOKH OOBSICHEHBI MUTpaIlieH
BOJMTENS puTMa. bpagukapaus u/miM mojiHas moIrepeuHasi
OJIOKaja cepAalia MOTyT OBITh CBA3aHBI C AUC(OYHKIIUECH
CHUHYCHOTO Y3J1a.

* TecTbl Ha TONEPAHTHOCTh K (PU3NYECKOM HATPY3KE MOTYT OBITh
MIOJIE3HBI JJIS1 ONpeAcTIeHUs (PYHKIIMOHAIbHOW CITOCOOHOCTH U
MOTCHIIMAIILHOTO TOPOra BOSHUKHOBCHUSI aDUTMU.



KnuHuyeckue 0COOCHHOCTH U PE3YJIbTaThI
UCCIIEAOBAHUM B3POCIIBIX MALIMEHTOB ¢ D-Tpancro3niuen
MarvCTpPaJIbHbIX APTEPUM MOCIE OTEpaiu
apTEPUAIIBHOTO TIEPEKITIOUEHUS

* KayecTBO )KU3HU U CTATYC 310pOBbs AeTei uepes 11-15 ner
MIOCJIE ONEPALMU APTEPUATBHOTO MEPEKIIFOYECHUS HE
OTJIMYAKOTCS OT TAKOBBIX Y HOPMAJIBHBIX JETEW U 3HAUUTEIILHO
ay4quie, 4YeM y NalUUeHTOB, IEPEHECIIUX BHYTPUIPEACEPAHOE
MIEPEKITIOUECHHUE.

* 3HaumMas AuJIaTanus KOPHS HEOAOPTHI U PETyPryuTanus Ha

HCOAOPTAJIBHOM KJIAIIAHC MOI'YT PA3BUTLCA B OTAAJICHHOM
ITOCJICOIICPALIMOHHOM IICPHUOAC



OCJI0XXHEHHUS IOCJIE apTEPHUATILHOIO
IEPEKIIIOYCHUS

1) cTeHO3BI HA apTEpHAIILHBIX AaHACTOMO3aX, Yallle
cTeHO3 cTBOJa JIA;

2) nuiiaTanys KOpHS aOpThl;

3) peryprurtanys Ha HEOAOPTAIbHOM KJIalaHe
(MCXOAHO JICTOYHBIN KaIlaH).

Hapyienus kopoHapHOro KpoBOOOpAILIEHUSI MOTYT
OBITH OOHAPY’KEHBI P MPOBEACHUN
XOKapAuorpaduu ¢ Harpy3Komu.



* MmemMus MUoOKapia — TUIIMYHOE MO3HEE
OCJIOKHEHME Y B3POCIIBbIX 00bHBIX ¢ D-TMA,
MEPEHECUINX OIEPALMIO APTEPUATBHOTO
nepekiarodeHus (8%o).

* KoponapoaHruorpadus mokasaHa BCEM B3POCIbIM
nanuenTtam ¢ D-TMA nocie onepanuu
apTEepHaAJIbHOIO IIEPEKIIOUYCHMS 111 UCKIFOUCHHUS
3HAYUMBIX CTE€HO30B KOpoHapHbIX aptepui (11a, C)



KoppurupoBaHHas TpaHCIIO3ULUA
MaruCTpaJbHbIX apTEepPUM

* OPEACEPAHO-KEITYAOUYKOBASA U KEITYIO0YKOBO-apTEPUAIbHAS
JTUCKOPIAHTHOCTD,

* MpaBOE MPEACEPAUE COCAUHACTCA C MOP(POIOTHUECKHU JIEBBIM
KEITYI0YKOM, OT KOTOPOI'0 OTXOJUT JIETOYHAs apTepHs, a JICBOE
peICEPANE COCIUHSIETCS C MOP(POIOTHUYECKHU MPaBbIM
KEITYI0YKOM, OT KOTOPOI'0 OTXOJAUT aopTa.

* Mopdoaoruuecky npaBbii KeIya04eK (PYHKIIMOHUPYET KaK
CUCTEMHBIM, B TO BPEMsI KaK JIEBBIN XKETYAOUEK KAa4aeT KPOBb B
JIETOYHOE PYCi0. TEPMUH «KOPPUTUPOBAHHAS» MOKET BBOJIUTH
B HEKOTOPOE 3a0J1yKACHHUE.



Tonbko 1% cnydaeB ¢ KTMA SBIA10TCS HE OCHOKHECHHBIMU.
BcerpevaroTces clieayromnye CTpyKTyPHbIC aHOMAJIMU

— JIMOKII, oObuHO nTIEpuMeMOpaHO3HbIN, BcTpeuaeTcs B 70%
CIIy4aes;

— cTeHOo3 JIA, B OOJIBIIIMHCTBE CIy4aeB IMOJIKIalaHHBIN,
BcTpeyaercd y 40% ImanueHToB;

— aHoMaJInu cucteMHoro AB-kianaHa

AHOMaJIMM MPOBOAAIIECH CHCTEMBI TAKKE 4aCTO BCTPEUAIOTCS B
BUJIE CTIOHTAaHHOU motHOU AB-0Onmokanpel. HacTora ee
BO3HUKHOBEHMS COCTABIAECT 2% CIydaeB B IO, U, KaK
IIPABUJIO, CBSI3aHA C HEHOPMAJIbHBIM PacIonoxeHnem AB-
y3Ja.

[Tonnast AB-0510kaga 4acTo BOBHMKAET MOCIE XUPYPruueCKon
KoppeKkuuu — nminactuku aedexra MOKII ninm npore3npoBaHus
cucTeMHoro AB-kitanaHa, IOTOMY Kak Ny4oK I rca oObIYHO
npoxoaut no kparo JIMIKII.



* boabHBIE MOTYT OBITH ACHMIOTOMATHYHBL, HO OOJIEE
4acTO Y HUX Pa3BUBAETCA CEpJICUHAas
HEJOCTATOYHOCTh, ACCOLIMUPOBAHHAS C
HEI0CTATOYHOCTHIO CUCTEMHOTO AB-KIanaHa.

* KinmHnueckue nposiBICHUS MOTYT OBITh B BUJIE
OBICTPOI YTOMIISIEMOCTH, OABIIIKH, CEpALICOMCHUI
MJIH OOMOPOKOB BCJIE€ACTBHUE (PUOPHMIISLIMA WUJIH
TpEIeTaHMus IpeACEPAni Win oJHOU AB-010KaabI.

 IlamueHTrl ¢ coueTanHbIM AehekroM MOKII unm
CTEHO30M JIETOYHOUW apTEPUU MOTYT UMETh
IIPOTPECCUPYIOLINMN [TUAHO3.



* IIporesnpoBanue cucteMHoro AB-kiramana
PEKOMEHIYETCS IPOBOJIUTH PAHO, 10 YTHETCHUS
(YHKLIMA CUCTEMHOIO Kenyaouka. J[anHoe
BMENIATEIBCTBO CIIEAYET NPOBOAUTH A0 TOro, Kak OB
crtaHeT meHee 45%



Onepanusa PoHTEHA

e DTa omepaums Je1aeTcs ¢ HCKYCCTBEHHBIM
KPOBOOOPAIIICHUEM M 3aKII0UACTCS BO BITUBAHUH
OOJIBIIION 3aIIaThl WM IIPOTE3a B HIDKHIOK IIOJYIO BEHY
OJTHUM KOHIIOM H B JICTOYHYIO apTEPHUIO — JIPYTHM.
Taxum o6pa3om, Teneph BCS BEHO3HAS KPOBb OT BCETO
OpraHu3Ma UJIET B JICTKHE, a OKHCIICHHAS B IIOJIHOM
00beMe — B JI€BbBIC OTACIBI CEep/lia, T.C. B €ro TeIeph
€IMHCTBCHHBIN JKEITyJ0YCK.




IlanimeHnTs! mociie onepanuu GoHTEHA

JlucriancepHoe HaOMOASHNE HEOOXOAMMO B TCUEHHUE BCEH
xu3Hu (I, C).

Dxokapauorpadus

E>XeroHbIM aHaI13 KPOBHU: allIbOYMHUH CHIBOPOTKH,
MIEYEHOYHBIE MPOOKI, MOYeYHbIC IIPOOLI. IIpn mogo3peHun
Ha OCIKOBO-IE€(MUIIMTHYIO SHTEPOIATHIO — KIIMPEHC
anb(a- 1 -aHTUTPUIICUHA

KoMnperoTEpHAst 1 MAarHUTHO-PE30HAHCHAS TOMOTpadus



MenrkaMeHTO3Has Teparus

* AHTHKOAryJIsSHThI —[IPU HAJUYUHU TPOMOa B MPEACEPANH,
(GUOPHUILIALIMA TIPeICepaui U TPOMOOAIMOOINYECKHUX
COOBITHI B aHAMHE3€

* AHTHapUTMHYECKas Tepanus (aMHOJapOH, COTAI0M)

* DJEKTpUYECKas KapAUOBEPCUS SBIISICTCSI OCHOBOM JICUCHHS,
MOCKOJIbKY MEIMKAMEHTO3HAas Teparnus 4acTo Hed(P(DEKTUBHA



benkoBoaepuuuTHas sHTeponarus (b109)

* OJIHO M3 HauOOJIEE IPO3HBIX OCIOKHEHUN TTOCIIE ONIEpAIUU
®onTeHa. b/[D xapakTepusyeTcsa MOCTOSHHON NTOTEPEN
IJIa3MEHHBIX OCJIKOB B MPOCBET KUIIICUHUKA: B PE3YJIbTATE
IOCTOSIHHO TTOBBIIIIEHHOI'O BEHO3HOTO JIABJIEHUS B OpraHax
OpIOIITHOM MOJOCTH PA3BUBAIOTCS JTUM(PAHTUOIKTAZHH.

* Knunanuecku b1 nposiBiaseTcs: 0OIIMMHU OTEKaMH,
UMMYHOJI€(PUIIMTOM (THIIOraMmMario0yJInHEeMusl),
MaibaOCoOpOIEN )KUPOB, KoaryjaonaTusiMu (moTepsi (pakTopoB
CBEPTBIBAHUS ), SIICKTPOJUTHLIMM HAPYyIICHUSIMHI
(TMITOKAIBLIMEMHUSI, TUIIOMArHUEMHUS ).

— OrpaHu4YeHUE COJN

— BrICOKOIIpOTEMHOBASA AUETA
— Jluypetuku

— nAllD

— Crepounibl

— Nnudy3ns ansO0ymuna

— AHTHUKOATyJISIHTHI (T€IIapyH)



Knunanueckas knaccudukauusa BIIC u JIAD (PekomeHaanuu
EBporeiickoro oomiectBa kapaunoaoron (2010) mo BeaeHuo
B3pocCibix nmanueHToB ¢ BIIC)

— CuHapoM DU3EHMEHTepa.

— [Tatonornyeckue N3BMEHEHUS C YMEPEHHBIM WJIA 3HAYUTEIILHBIM 00BhEMOM
IIyHTa ¢ BbIpakeHHOU JIAT, onHako 0€3 M3BMEHEHUS HallpaBJICHUS IIIYHTa
(0e3 maHo3a).

— Hesnauurtensubie aedektol ¢ JIAD (kIMHUYECKas KapTUHA NO100HA
TakoBou nipu UJIAT).

— JIAT nocne xoppekunu BIIC, koTopas COXpaHAETCS WK PEUINBUPOBAA.

Jlnst ouenku crenenu JII' ipu Bcex ee hpopMax UCIONIB3YIOT PEKOMEHAAIUN
BO3 (2009) ¢ BeigenenueM 3 cTeneHel NOBBIIICHUS JaBiaeHus B JIA:

I. Jlerkas crenenp — 25-45 MM pT. CT.
II. Cpennsiga crenenp — 46-65 MM PT. CT.

III. BerpaxkeHHas cTeneHb — >635 MM PT. CT.



CoOTBETCTBEHHO (PyHKIIMOHAIBHBIM KiaccaMm (PK) cepaeuHoit
HepocrarouHocTH (CH) skciepramu BO3 (1998) ObL1a
peioKeHa (PyHKIHOHaIbHAs Kiaaccudurarys JII':

[ ®K — HeT 3HaUMMOro OrpaHUYEHHUS MPUBBIYHON (PU3NUECKOM aKTUBHOCTH,
0OBbIYHASI aKTUBHOCTH HE BBI3BIBAET YBEIWUCHUS OJBIIIKH, C1a00CTH, 00U
B IPYJIHOM KJIETKE, ITpecruHkoIe (oeccumnromuas JII);

[T ®K — ymMepeHHOe yMEHbIIIEHUE (PU3UUECKOM aKTUBHOCTH: B TTIOKOE
auckoM(popTa HET, OJTHAKO OOBIYHBIN YPOBEHb AKTUBHOCTH BBI3HIBACT
MOSIBJICHUE YMEPEHHBIX CUMIITOMOB (OJIBIIIIKH, CTA00CTH, OOJIM B TPYTHOU
KJIETKE, TPECUHKOTIIC);

[II ®K — 3HaYUTEIbHOE CHUKEHUE (DPUBNYECKON aKTUBHOCTH: B IIOKOE
AUCKOM(OpTa HET, HO MEHEE YeM OOBIYHBIN YPOBEHb AKTUBHOCTH
BBI3HIBACT MOSIBIICHUE YMEPEHHBIX CUMIITOMOB (OJIBIIIIKH, CTa00CTH, OOJIN B
IPYIHOM KJIETKE, PECUHKOIIE);

IV ®K — oxpiiika W/uian c1adb0CTh B MOKOE: BRIPA)KEHHOCTh CUMIITOMOB
YBEJIMYMBACTCSA IPU MUHUMAJILHOW Harpy3Ke, OTMEYaeTCsl HECIOCOOHOCTh
BBITIOJIHATH JTIOOYIO (PU3UUECKYIO0 HArPy3KYy, MOT'YT IIPUCYTCTBOBAaTh
IIPU3HAKU TIPABOKEITYIOYKOBOM HEAOCTATOYHOCTH.



[IpuMepbl AUAarHO30B B COOTBETCTBUU C COBPEMEHHOM
KJIMHU4YECKOoU Kiiaccupukanuen BIIC:

JIAT, accoumupoBannas ¢ BIIC (JAMXKII), III crenenu, CO,
CH III ®K no NYHA (Hero-Mopkckas acconuanus cepaua), ¢
coxpaHeHHOM (ppakuuen Beiopoca (OB).

JIAT, accouunpoBanHas ¢ BIIC (sropuunbiii JIMIIII), 11
crerieHu, CH II ©K o NYHA.

JIAT nmocne koppekuuu BIIC (OAII, 2001 r.) III crenenu, CO,
CH Il ®K o NYHA.

BIIC, AMIIII. CH O-1, I ®K no NYHA.



Jleuenue

bo3eHTaH (aHTaroHUCT PEHEnTOPOB
SHAO0TENIMHA) — Y manueHToB ¢ 3 OK ¢
CHUHIPOMOM OH3ECHMEHTEPA

Nuarnourop dpochoauscrepassbl- 3,
IPOCTAaHOUIbI — y ManueHTOoB ¢ 3 OK ¢
CUHIPOMOM DU3EHMEHIEpa

KoMOuHMpoBaHHas Tepamnus

Hcnonp3oBanne aHTaroHUCTOB
KaJbILIMEBbIX KAHAJIOB IIPOTHBOIIOKA3aHO Y
IMAIIMEHTOB C CHHAPOMOM JW3CHMEHIepa
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