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AKTYAJIbBHOCTb

HagHauMoOHanbHbie (MexkayHapoaHbie)
pekomeHAaunum Mo CTPYKTYPHbIM  aHOMaNUAM
cepaua pa3paboTaHbl KOMUTETOM  3KCMepToB
EBpa3nmnckon accoumaumnm TepanesToOB,
PocCMNCKOro Hay4yHOro MeauuMHCKOro obuiecTtsa
TepanesBToB, benopycckoro Hay4yHoro obuiecTtBa
Kapanonoros B 2016 roay.



AKTYAJIbBHOCTb

Ha npoTtsaeHun ABYyX nocaeaHux  AecaTunetTuin

npobnema Hac/neACTBEHHbIX HapyLEeHN
coeAMHUTENbHOWU TKaHU (HHCT) aKTUBHO
pa3pabaTbiBaeTcA KANHNYECKNMHU " Hay4YHbIMM
LUKON1aMM MOCTCOBETCKOrO NMPOCTPAHCTBA C

ANMANPYIOWMMM  MO3ULUUAMM  POCCUUCKUX  YYEHDIX.
HecmoTpsas Ha WWUPOKUN CNEKTP MNOJMOPraHHbIX WU
NOZIMCUCTEMHDBIX  KAMHWUYECKMX npoasneHnn  HHCT,
MUMEHHO KapAMOBaCKynApHaA natonorma onpegenser
TPYAO0CNOCOOHOCTb U XU3HEHHbIN NPOrHO3 Y NaLUeHTOB
¢ HHCT. Kapauonormndyeckne acnektbl HHCT BkAato4ator
BHYTpUcepae4vHble N cocyaucTtble aHoMmaaunu.



AKTYAJIbBHOCTb

BpoXXAEeHHbIA NOPOK pPasBUTUA — OTK/JIOHEHME OpraHa oT
HOPMaNbHOrO  aHAaTOMMUYECKOrO CTPOEHusa, npuBoasllee K
KAMHUYECKM 3HAYMMbIM HapyLleHNAM GYHKLMHN.

Manble aHomanuu passutua (MAP) — Hacneayembie uwnu
BPOX/JEHHble OTK/JIOHEHMA OT HOPMA/ZIbHOIO AHATOMMYECKOro
CTPOEHUA OPraHoB, He CBA3aHHbIX C aHAaTOMO-PU3NONOTMYECKUMMU
0COOEHHOCTAMM  AETCKOro OpraHMsama, npu  onpeaeneHHbIX
YCNI0BUAX NPUBOASALLNE K HAPYLUEHUIO PYHKL MM,

CTpyKkTypHble (manbie) aHomanuum ceppgua (CAC) sasnatoTcA
npoasneHnem MAP co CTOPOHbI cepae4YHO-COCYANCTON CUCTEMBI.

B aHroA3bIMHOM NnTepaType TEPMUH «Majible aHOManUn cepaLa»
He wucnonb3lyetrca. Hambonee YacTto MCNONAbL3YIOTCA TEPMUHDI
«cardiac abnormalities», «structural heart anomalies», «cardiac
anomalies», «morphological abnormalities», «structural cardiac
abnormalities».



AKTYAJIbBHOCTb

B HactoAwee BpemAa  HacyutbiBaetca g0 30

BHYTPUCEPAEYHbIX aHOManuMm cepaua (No AaHHbIM
3xo- KI).

Hanbonee npakruuecku s3HauuMmble npeacepaHblie
CTPYKTYPHble aHOManum cepaua

OTKpbITOE 0BanbHOE OoKHO (O00)

aHeBpU3Ma mexKnpeacepaHon neperopoakm (AMIMM)
VOJIMHEHHbIN eBcTaxmeB KnanaH (EK)

ceTb Knapwu



AKTYAJIbBHOCTb

AKTYanbHOCTb BblaeneHus ykasaHHbiX CAC
onpeaenaeTca X CoOnpPsXeHHOCTbIO C PUCKOM
Cepbe3HbIX OC/IOXKHEHUN N ACCOLMMPOBAHHbIX
COCTOAHUN:

KPUNTOTr€HHbIE UHCY/bThI,
TPAH3UTOPHbIE ULLIEMUYECKME aTaKM,
apPUTMUYECKNN CUHAOPOM,
Tpomb03mbonunu,

uepebpanbHblie 3mb0nY,
MHPEKLUNOHHbIWN SHAOKaPAMT,
npobaembl NpU BHYTPUCEPAEYHbIX BMELUATE/IbCTBAX.



OTKPbITOE OBAJ/IbHOE OKHO

 OTKpbiTOE OBa/ZIbHOE OKHO — dopma MexKnpeacepaHowm

KOMMYHUKaLNN, aHaTOMMYECKHU npeacTaBNAOLLLASA
«30HA0BOE» OTBEPCTME, pPaACMoJIOKeHHOe B 0bnacTu
OBa/IbHOM SIMKM MexnpeacepaHom neperopogkun (MIMM).
OO0 - pyaAMMeHT HOPMA/IbHOIO KpPoBOObOpalleHuA
3MbpuoHa, o06pa3yetca W3  HajaralvowWwmxca  YyacTteun
nepBM4YHoM  (KNnamaHHaA  3aC/IOHKA) W BTOPUYHOM
neperopoaKu (oBasnbHOe OTBeEpCTUE).

* QYHKUMOHUpYIOLWEE OBaNbHOE OKHO —  Haauyue
remoamHammu4deckoro copoca npum OOO.

O He3apaweHUU 084a/LHO20 omeepcmus Kak 06
OMK/IOHEHUU Om HOPMbl craedyem 2080pUMb MO/bKO
nocse 1-20 200a #u3HU pebeHKa.



OTKPbITOE OBANIbHOE OKHO
C NEBO-NPABBLIM LWYHTUPOBAHUEM



ACCOUNUNPOBAHHBIE K/IMHUYECKUE COCTOAHUA U
OCJ/IOMHEHUA Y TALUUWNEHTOB C 000

 [apapokcanbHaa (BeHo3HasA) am6onua (MB3) — murpaums
Tpomba M3 BEHO3HOW CMCTEMbI B N1€BOE Nnpeacepane yepes
OO0 c¢ nocneayouien smbonuvenm B OOAbLWIOW  KPyr

KpoBOObOpalleHunA. KAnHU4YecKu B2 MOXeT
MaHUbECTMPOBATL NWEMUYECKNM NHCY/1IbTOM
(kKapamosambonnyeckunm naToreHeTn4YeCcKum noaTun),

TPAH3UTOPHON  ULWIEMUYECKMWN  aTaKoW, MHPaAPKTamu
BMCLLEpasibHbIX OpPraHoB (MWOKapA, cenes3eHKa, CeTyaTKa
r1a3, KULWEYHUK).

e MurpeHb ¢ aypou. Bo3HMKaeT npu npPaBO-NEBOM
LWYHTUPOBAaHNUN BCNeACcTBME  MOoMNadaHMA Ba30aAKTMBHbIX
cybctaHumMm yepe3s OOO B MO3roBoM KPOBOTOK, MUHYA
Ma/siblh  KpPyr KpoOBOOOpalleHusi, Tr4e OHW  AONXKHbI
Pa3pyLaTbCA.



ACCOLUNUNPOBAHHBIE K/IMHUYECKUE COCTOAHUA U

OC/IOMHEHUA Y NNTALUUEHTOB C OO0

Platypnea-orthodeoxia — cMHapom 3aTpyaHEHHOro AblIXaHUA MpwU
BCTaBaHUU, KYMNUPYOWMNCA B TOPU3OHTA/IbHOM TMOJIOXKEHUMN.
ObycnosneH cobpocom BeHO3HOM KpoBu Yepe3 OO0 npu nepexoae
N3 TOPU30HTA/IbHOTO NMONOMKEHUS B BEPTUKA/IbHOE, YTO NMPUBOAUT K
NOCTYPa/IbHON TMMNOKCEMUU C OCTPbIM CHUMXKEHMEM MapPLUAIbHOTO
NABNEHUA  KUC/Aopoda  apTepuanbHoM  KpoBu.  OcCHOBHoOe
KNNHUYECKOE NPOSIBNEHWE - OAbllIKa, KOTOpasa yMeHbluaeTca B
rOpU3OHTa/IbHOM MONOXKEHUN BCAEACTBUE YMeHblleHua cbpoca
BEHO3HOMW KPOBM.

HekomnpeccuoHHaa 6onesHb. MoxKeT pasBuBaTbCcA Yy Ul
paboTatowmx Ha rybuHe (Boaonasbl, ApariBepbl) UAN B YCAOBUAX
BbICOKOropbsA B pe3ynbTaTe BTOPUYHOM 3mbonuM BO3AyXOmM npu
LUYHTUPOBAHMN cnpasa Haneso 4epe3d 0O00. KnuHuyecku
NPOoABAAETCA OTEKOM NEerkux Uan/mnm TPpaH3UTOPHOW rnobanbHOM
amHesunen (TTA).



ACCOLUNNPOBAHHBIE K/TUHUYECKUE COCTOAHUA U

OCJ/IOMHEHUA Y TALUUNEHATOB C OO0

CuHapOM  OOCTPYKTUBHOrO HOYHOro anHo3s. QObycnosneH
Pa3sBUTUEM TUMNOKCEMUMN BCNAEACTBME BO3HMKHOBEHMA KPOBOTOKA
cnpasa Haneso Yepe3 MMM npu CHUKEHUN PACTAXKMMOCTN NPABOTO
KenyaoukKa.

TpaH3uTOopHaA rnobanbHaAa amMHe3nA — KJIMHUYECKUMA CUHAPOM
NPEexXoAsALLEero PacCTPOMUCTBa NAaMATU C BHE3aMNHbIM BbiNageHnem n3
NAMATU HEKOTOPbIX HeAaBHUX COObITUM U yTpaTOM CNOCOOHOCTU
3aMoOMMHaTb  HoOBYO UMHPopmauuto. Bo Bpema  npucrtyna
HabnogaeTca nonHasa pge3opueHTtauma. [nautca coctoAaHue 1-12
4yacoB U bonee. Hesponornyeckoe obcnegoBaHMe OpPraHUYECKOM
natonornmmn He BbiaBasaeT. puunHon TIA aBaseTca TPAH3UTOpPHaA
nwuemma BCNeACTBME aTepocknepos3a, Tpombosa, smbonum,
KOTOpbleé  BbI3biBAalOT  ABYCTOPOHHEE  HapyweHune  GYyHKUUKU
3agHemeananbHOro rmnoTasaamyca Uam rmnnokamna.



AHEBPU3MA MEMKIPELCEPAHOM
MEPEFOPOKM

AHeBpM3Ma MmeXnpeacepaHoOU neperopoakn ABNAETCA
nepBMYHOM aHomanunen passutua MIM. AHaTOMUYECKU
AMTMIM npeactasnser coboit BblparKeEHHOE BbINAYMBAHUE
MMM, vawe B NPOEKuMM OBa/ZIbHOU AMKM, BCAeaAcTBUE
n36bITKa TKaHMW. [lpoBOLUUPYHOLWMM dbaKTopom
dopmuposaHma  AMIII ABnAeTcA pasHuLa B
mexknpegcepaHom paasneHun. Y petenm 5-6 netr AMIIM
MOXeT POopMMPOBATLCA HA MeCTe CMOHTAHHOrO 3aKpPbITUA
nedpekta mexnpeacepaHon neperopoakn (AMIMM). Mpwu
Hannunum deHectpaumm AMIIM  paccmaTpuBaeTcs Kak

BapMaHT mexnpeacepaHbiXx KOMMYHUKauun Hapsaay ¢ OO0
n AMI.

Co4vetaHne AMIIMN ¢ OOO cyuwecTtBeHHO MOBbIWAET PUCK
Pa3BUTUA UHCY/IbTOB.



®OPMbl AHEBPU3MbI M

Mpaeoe npeacepaue Ilesoe npeacepave

BeinauuBaHue Buinayusanue S-obpasHoe BbinAYUBaHUE
MexnpeacepaHoOM MexnpeacepaHon (HUXHAA YacTb nepero-

neperopoaku e neperopoaku B POAKKU BbINAYUBALTCA B
neBoe npeacepave npasoe npeacepaune OAHY CTOPOHY,

BEPXHAA - B APYryw)



AHEBPU3MA
MEMIPE/CEPAHOU
[MEPErOPO/KU




CETb KMAPU (CHIARI)

Cetb Knapu ssnaertca octaTKom amMbpPMOHAIbHOro NpPaBoro
KNanaHa BEHO3HOro (KoOpoHapHOro) cMHyca u obpasyertca B
CAy4yae ero HenosHow pe3opbumn. AHAaTOMUYECKU CeTb
Knapu npeacraBneHa HenpaBuabHOWM GoOpmbl ceTEBUAHOM
CTPYKTYpPOWN, KOTOpaA COCTOUT n3 MHOeCTBa
MeMOBPaAHO3HbIX n/mnm dnbpPO3HO-HUTEBUAHDbIX
KOMMnoHeHToB. Ncxoaga u3 obnactm eBCcTaxmeBa KaamnaHa,
ceTb Knapu MoXKeT KpenutbCA B pPa3/IMYHbIX OTAenax
npasoro npegcepaua. Pa3smepbl cet Kuapu  moryr
NOCTUTraTb 6 CM.
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ACCOUNNPOBAHHBIE K/TUHUYECKUE COCTOAHUA U
OC/IOMHEHUA Y NTALUWNEHTOB C CETbHO KUAPU

CeTtb Knapwm:
npenAaTtcTeyeT 3aKkpbiTUio OOO0;

vy nauneHToB ¢ OO0 cnocobcTBYET Pa3BUTUIO MPaBO-
NIEeBOro WYHTUPOBAHUA;

npegpacnonaraer K dopmmpoBaHuto aHespmuambol MIT1;

NoBbILLIAeT PUCK Pa3BUTMA TPOMDBOIMbOoAMYECKNX
OC/NIOXKHEHUN, UHPEKLMOHHOTO SHAOKApAUTA,
apPUTMOreHHOro CMHAPOMA;

co3naeTt npobaembl NpU SHAO0BACKYNAPHbIX AOCTYMNaX K
cepauy.



YA/IMHEHHBIA EBCTAXUEB K/IAMAH

EBCTaxueB KnanaH WM KnanaH HWUXXHEM NONOWU BEHbI
npeacrtaBnder cobon CKAagKy 3SHAOKapda LWUPUHOU B
cpegHem a0 1 cm. B smbpuoHanbHom nepuoge EK
obecrneymBaeT TOK BEHO3HOM KPOBU M3 HUXKHEW NMOSION BEHDI
K oBanbHOMy OKHY. [locne poxaeHuna  EK nocreneHHO
pyanmeHTupyetca. YannHeHHbim cymtaetca EK 6onee 10 mm ¢
Anana3oHom A0 36 MM. AHaTOMUNYECKU MOXKET BbIMMAAETb KaK
NnoABUXHAA WAN MANONOABUMHAA CTPYKTypa. B nocnhegHem
chyyae EK npupactaet K MIMN  (3xo-KI'  ¢deHomeH
«TACTOMKUHOIO XBOCTa», «ncesaoTpexnpencepaHoro
cepaua», «yapoeHHon MMM »).



ACCOUNNPOBAHHDBIE KTTMHUYECKUE COCTOAHUA U
OC/IOMHEHUA Y NTALUUNEHTOB C YA/IMHEHHbIM EK

YannHeHHbiun EK:

CrnocobCcTByeT BO3PACTAHUIO PUCKA Pa3BUTMA NapagoKCabHbIX
ambonmun npu codetaHum ¢ 000, uedanrMyeckoro CMHAPOMA U
CMHKOMAaNbHbIX COCTOAHMM Npu codeTaHnm ¢ OO0 N AMIM;

MOET BbI3blBaTb OOCTPYKUMIO HUMKHEN MONON BEHbI, B
covyetaHum ¢ AMII — nepeHanpaBAATb KPOBb U3 HUXKHEN NOJION
BEHbl B NeBOe Npeacepave 4epes  MexknpeacepaHyto
KOMMYHUKAUMIO;

ABnaetca cybctpatom ana obpasosBaHmMAa Ha EK onyxoneBbix u
nceBAooNyxoneBbIX obpa3oBaHui (kucTa, MMKCOMa,
dunbpoanactoma), pa3BnTUA MHOEKLMOHHOIO SHAOKAPAMNTA;

npegpacnonaraeT K  MOABAEHUIO  CYNPaBEHTPUKYAAPHbIX
apuUTMnI;

co34aeT I'IpO6!'IeN\bI NP BHYTPpUCepOAEHHbIX BMeLlaTe/IbCTBaAX.



BbIBO/AbI

* CTpPYKTypHblE aHOMaNnu cepAaLa ABNAIOTCA

NpPoABJ/IEHUEM CUCTEMHOTO BOBJ/IeYeHUA
coeanHuTenbHom TkaHu npu HHCT.

C KIMHUYECKMX NO3NLMM BAXKHO MMETb NpeacTaBieHue
O BO3MOXHbIX  OTpuUaTeNbHbIX  CUHEPruvyeckux
BANAHUAX pa3nnyHbix CAC.

[MpaKTUKYOLLME BPayuM AONKHbI BNaAETb COBPEMEHHOM
MHOOPMALUMM O  BO3MOKHbLIX  ACCOLUMPOBAHHbIX
KIMHUYECKUX COCTOAHUAX U ocnoxHeHuax npu CAC,
4YTO MO3BOAUT BbIPAOOTAaTb ONTMMAJIbHYIO CTpPATErnto
Be4eHUA NaumMeHToB C AaHHbIMW COCTOAHUAMM.



bnazooapro 3a sHuUmaHue!



