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POLSKA

AHOMAUJIHS DBIITEVMHA

IoamonkyJoBa Auépa bodyp nounb
Munrsmaposa MexpuHuco AHBap 104b
PaxmonoBa Ymuaa Toxup n1o4b
KyiisimeB Xymo10H 30kup ChbIH
Cmyoenmotr Tawkenmckou Meouyunckou Axademuu

AHoOTaTCHSI: AHOMANUA DOUWmeUHa 3mMo 8POAHCOEHHBILL NOPOK cepoya, 00VCl061eHHbI
cMelweHueM CenmanbHol U 3a0Hell CMBOPOK MPeXcmeopuamozo KIanaHa 6 NoaoCHb
npago2o HenyoouKa ¢ ymeHvuleHuem e2o norocmu. Onucan npyccKum namosio20anamomom

W. Ebstein 6 1866 200y.
KuioueBblie ciioBa: nopox cepoya,cepoyeduenue,yuanos, IKI, axoxapouoepagus

Jtnonaorusi: JlokazaHo, 4To BO3HUKHOBEHHE IMOPOKAa BO BHYTPUYTPOOHOM BO3pacTe
MOKET OBITh O0YCIIOBJIEHO IPUEMOM MATEPhIO COJIEH JINTHSA B TEUEHUE MEPBBIX TPUMECTPOB
OCpEeMEHHOCTH.

IlaTorene3: B pe3ynpTaTe cMelleHHs ammapara TPUKYCNHAAIBHOIO KilalaHa B
MOJIOCTh MPaBOro KelyJouka oOpa3yeTcsi aHOMaJbHOE IMPAaBOE ATPUOBEHTPUKYIISIPHOE
OTBEPCTHE, pa3lEsAoNIee MPaBblil KEIyJOUEeK Ha MPOKCUMAIBHYIO «aTPUAIM30BAHHYIO»
TOHKOCTEHHYIO YacTh, 00pa3yIoIlyI0 BMECTE C IPABBIM MIPEACEPANEM OIPOMHYIO TIOJIOCTb, U
JUCTAJIbHYK) YacTh, KOTOpPAas CTAHOBHUTCS MAaJEHBKOM KaMepoW NpaBOro JKEIyAO0YKa.
CTBOpPKM YacTO Y/UIMHEHBI, JIe()OpMHUpPOBaHbI, HCTOHYEHBI, XOpPJbl HX YKOPOYECHBI,
COCOYKOBBIE MBIIIIBI HE pa3BUThl. PUOPO3HOE KOJBLO KIalmaHa 4yacTo paciupeHo. B
pe3ynbTare HapylieHUs 3aMbIKaTeNbHOM (YHKIMKM TPEXCTBOPUATOTO KIalaHa 4YacTh
BEHO3HOW KpOBHM BO3Bpamaercss oOpaTHO B NpaBoe Mpeicepiue, T. €. BO3HUKAET
TPUKYCITHIAJIbHAS HEJIOCTaTOYHOCTb. Kpome TOTO, YMEHBLICHUE MacChl
(YHKIMOHUPYIOMIETO MHOKapJa MpPaBOTO >KEIyJoyka HPUBOAMT K €ro JUCPYHKIHUU.
AHOMaJINM YacTO CONMYTCTBYET JIe(EeKT MEKIPEICEpIHON MEPEeropoiku (B TaKUX CIydasix
MpU MOBBIIICHWU JABJICHUS B MPABOM MpeACEepAMH pa3BHUBaeTCs cOpOC KpPOBH CIIpaBa
HaJIeBO), PEXKE CTEHO3 JIETOYHOM apTepHH, OTKPBITHIA apTepUANIbHBIA MPOTOK. Y KaXKJIOro
TPETHEro MalMeHTa C aHoMalimed JOITeilHa BBISBISAIOT cuHApoM Bombda-Ilapkuncona-
Vaiita, o0OyCIIOBJIEHHBIH HaJiuyueM J00aBOYHBIX  ATPUOBEHTPUKYISIPHBIX  MyTel
IIPOBEJICHUS B ITPaBbIX KaMepax cepAala.

OcHOBHBIE KAJT00bI:

OJIbIIIIKA;CePIIICONCHHE;
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OcHOBHBbIE CHMIITOMBI:IIMAHO3;49aCTO — CHIKEHUE apTepuaiibHoro Aasinenus (AJl);
MyJIbCalsl IIECHHBIX BEH;YBEIWYEHUE Pa3MEpPOB CEpALA; ayCKYJIbTAaTUBHO: Y OCHOBAHUSA
MEYEBUAHOIO OTPOCTKA BBICIYIIMBAIOT TPEX- WM YEThIpEXUICHHBIH pUTM (pacuierieHue |
u Il TonoB, mosiBaenue III u IV ToHOB), Ayromui cuUCTONUYECKUH WIyM (ClEICTBUE
HEJOCTaTOYHOCTH KJallaHa), peaKo — JAMacToNM4Yeckuid 1myM (oOpasyercs mpu
KoJIeOaTeNbHBIX JABWKEHUSIX YAJIMHEHHON NepeHel CTBOPKH TPUKYCIHMIAIBHOTO KJlalaHa);
II ToH Ha neroyHoM apTepuun ociadlieH.

IKI:

yIauHeHue 3yona P (3amensieHne BHYTPHIIPEACEPIHOM MPOBOIMMOCTU BCIIEACTBHE
paciupeHust MpaBoro Mpeacepans) U yBeJIMYEHHE ero aMILTUTYAb! (MPEeBbIIIaeT KOMIUIEKC
QRS 111AHOMAIJIMSI DBIITEMHA B npaBbiX IpyAHBIX OTBEACHHSX), HE BCTpEda
folieecs Mpu Apyrux 3ab0sieBaHusX;

yITMHEeHnE uHTepBana-PQ;

CMELIEHUE NEKTPUYECKON OCH CEPJLIA BIIPABO;

Onokazia mpaBoil HOXXKH mmyuka ['uca;

yacTo — npu3Haku cuaapoma Bonbga-Ilapkuncona-VYaiita

XapakTepHbl MPUCTYIBl KU3HEYTPOKAIOIIUX TaXUApUTMUH, KOTOPHIE MOTYT
00yCJIOBUTH BHE3AITHYIO CMEPTh.

Pentrenorpagusi opranoB rpyiHOM KJIETKH: CBETJIbIEC JETOYHBIE OIS, YBEIUUCHUE
IIPaBOro MpeACePaAUs.

Oxokapauorpadusi:

M30bITOYHOE YAJIMHEHUE TIEpe/IHEN CTBOPKH;

YMJIMHEHUE U CMEIICHHWE K BEpXYLIKE CENTaJbHOM M 3aJHEH CTBOPOK U
(GYHKIMOHAIBHOTO KOJbIa TPUKYCIUAAIBHOTO KJlanaHa;

aTpUaJIM3allMs YaCTU [IPABOI0 JKEIyA04YKa U €r0 IWJIaTallus;

JUIaTalys MoJIOCTU IIPABOro NMpEeACepans;

YMEHBIICHHE MOJOCTH (PYHKIIMOHAIBHOTO MIPABOT0 JKETy10UKa;

TPUKYCHHUIAJIbHAS PETYpruTanus;
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IToxa3zaHusi K XMPYPIru4eCcKOMY BMeLIATeJbCTBY:

OCHOBHOM 1IeNbI0 XHUPYPTrUUYECKOIO BMEIIATeNbCTBA MNPU aHOMaIMM OOmTelHa
ABJIIETCA BOCCTAHOBJICHHE 3alupaTesibHON (YHKIMM TPUKYCHUIAIBHOIO KIalaHa H
OJIHOBPEMEHHOE yCTpaHEHHUE MPABO-JIEBOr0 cOpoca Yepes3 MEKIIPEACEPIHOE COOOLIECHHE.

[Iporpeccupyroiiee yBeJIWYEHHE pa3MEpOB MPABOrO KeNyIouKa, JUCPYHKLHUSA,
HEJIOCTaTOYHOCTh  TPUKYCHUAAIBHOTO  KJIAllaHA, HapacTaHUE SBJICHUN  CEpACYHOU
HEJIOCTATOYHOCTH SIBJIFOTCS MOKA3aHUSAMU JIsI CPOYHOIO XUPYPIrUUYECKOTO BMEILIATEIBCTBA
(0co0eHHO NpY HAJIMYMK LUAHO3a) — MPOTE3UPOBAHMS

TPEXCTBOPUATOTO KJAamaHa OMOJOTMYECKHMM TMPOTE30M U  3aKpbiTuUs JAedexTa
MEXKIPEICEPAHOMN MEPETOPOIKH.

[Tpu conmyrcTByromem cunapome Bonbda-IlapkuHcona-Yaiita mokazaHo mpoBeIeHUE
ANEKTPOPU3HOIOTHYECKOTO UCCIEAOBaHUS U paJloyacTOTHOM abnanuu.

Cumnromaruyeckass MeJIMKAMEHTO3Hasa Tepanusi: [lanMeHTHl € [pPOCTHIMHU
dbopmMamu aHoManuu OOHITEHA MOTYT JIEYUTHCS MEJUKaMEHTO3HO MHOTro Jjer. Tepamnus
BKJIFOYAET NPUMEHEHHE UYPETUKOB M BEHO3HBIX Ba30JUJIaTaTOPOB. AHTHKOAryJISHTHAs
Tepamnus MOKa3aHa MpU MapajoKCAIbHON dMOONIMK M MEpLAHUU IpeicepIuil B aHaMHe3e.
AHTHapUTMHUECKass  Tepamusi  WIUd  BJIEKTPO(U3MOJOTHYECKOe  BMEIIATENbCTBO
11€J1eCO00pa3HO NMPU BO3HUKHOBEHUH HA[KENyIOUYKOBBIX apUTMHII.

JAuHamMu4yeckoe HaO/woAeHne: Bce omnepupoBaHHbIE NALUMEHTHl C aHOMAaIUEH
O0miTeiiHa HYXAalTCsl B €XerogHoM obcieaoBanuu. [IpoduiiakTrka MHGEKIIMOHHOTO
SHJIOKApUTa TOKa3aHa HEONEPUPOBAHHBIM MAIlMEHTaM C aHOMalueil DOmTeiiHa, a TaKke
ONEPUPOBAHHBIM OOJILHBIM B TIEpBbIE 6 MECSLEB MOCIEe XUPYPrUueCcKOro JECUeHUs WM MPU
HaJIMYUU pe3uayajIbHOro cOpoca UM COMYyTCTBYIOIICH KiIallaHHOM NaTOJIOTHH.

BepemenHocTh: bepeMeHHOCTh MalMeHTKaM ¢ aHOMayved DOIMTeHa U TOTATLHOMN
HEJIOCTAaTOYHOCTHIO TPUKYCIHUAAIBHOTO KJalaHa HE PEKOMEHJ0BaHA M0 IPUYHUHE BBICOKOM
MaTepUHCKOM ¥  BHYTPUYTPOOHOH cMepTHOCTH. JKEHIIMHBI ¢  HE3HAYUTEIbHOU
HEJIOCTaTOYHOCTHIO TPUKYCIIHUJAIBHOTO KJIallaHa U 0e3 COMyTCTBYIOIINUX MTOPOKOB HE UMEIOT
00JIBIIOTO PUCKA CEPIICYHO-COCYTUCTBIX OCIOKHEHUN MPU OEPEMEHHOCTH, KOTOpasi 0OBIYHO
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XOopomo IMCPCHOCUTCH. OHGpHpOBaHHI)Ie AU CHTKHU 0e3 COIMYTCTBYIOIIUX ITOPOKOB TAKIKC
HE UMEIOT OOJIBIIIOTO pHUCKa CCPACUHO-COCYAUCTBIX OCJIOKHECHUM IIpu 6epeMeHHOCTI/I.
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