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Mopoku cephua BPOXAEeHHbIE - BHYTPUYTPOOHblE aHOManuu pas3suTusi cepaua (B T. Y. ero
KnanaHoB, Meperoponok) 1 KpynHblX cOCynoB. HacTtoTa ux HeoAMHaKOBa B Pa3HbIX permoHax,
B CpelHeM OHW HabnojaTcs NprbnunantenbHo y 7 n3 100 XUBbIX HOBOPOX AEHHbIX; Y
B3POC/bIX OHW BCTPEYAIOTCS 3HAYUTENBHO pexe. B Hebonblwoi YyacTu cnyyaes BPOX AEHHbIE
NMOPOKWN UMEIOT reHeTUYECKYo NpPUpoay, OCHOBHbIMU Xe NpuynHamm nx passnTusg cumtaroT
9K30reHHble BO3eNCTBNA HA OpraHoreHes npenMyLecTBeHHo B NepBoM TPUMECTpe
H6epeMeHHOCTU (BMPYCHble, Hanp. , KpacHyxa, u apyrue 3abonesaHns Matepu, ankoronmam,
NPUMEeHEeHNe HEKOTOPbIX eKapCTBEHHbIX CPEACTB, BO3OENCTBNE NOHM3NPYIOLWEro N3ny4yeHns
n op.). Bce BpoxXxaeHHbIe MOPOKM MOTYT OCTIOXHATLCA MHAPEKLUNOHHBbIM 9HO0KapANTOM C
nosiBNIEHNEM OOMONHUTENbHBIX KnanaHHbIX NopaXeHui.

Knaccudpukaums. MNpennoxeHo HECKONbKO Knaccuukaumin BpoX aAeHHbIX NOPOKOB cepaua,
o6wWKM ONs KOTOPbIX SABASETCS NPUHUMUM NoapasaeneHust NopoKoB Mo UX BANSHUIO Ha
remogmHaMuky. Hambonee obobuwatowas cncremaTmnaaums nopokoB XxapakTepuayeTcs
06beanHeHeM UX, B OCHOBHOM MO BIMSIHWIO Ha NeroyHbIA KPOBOTOK, B cneaytolune 4 rpynnbi.

1.[lopokn ¢ HEM3MEHEHHbIM (M MANO U3MEHEHHbIM) Iero4YHbIM KPOBOTOKOM: aHOManumn
pacnonoXeHus cepaua, aHomanuu oyru aopThbl, ee KoapkTauus B3pOocnoro tuna, CTeHos
aopThbl, aTpesnsa aopTanbHOro KnanaHa; He4oCTaToYHOCTb KanaHa nero4YyHoro CTeona;
MUTpanbHble CTEHO3, aTpe3ns U HeJoCTaTOYHOCTb KnanaHa; TpexnpeacepnHoe cepade,
NMOPOKWN BEHEYHbIX apTepuin 1 NPOBOASALLEA CUCTEMbI cepaLa.

2.[Nopoku ¢ runepeBonemMrein Manoro Kpyra KposoobpaweHus:

* He COMpOBOXAAWMNECS PAHHMM LMAHO30M - OTKPbITbIV apTepuarnbHbI NPOTOK,
NeheKTbl MEXNPEACEPLHOM N MEXXENYL0Y-KOBOW Neperoponok, cuHapom Jliotambale,
aopTONEeroyHbli CBULL, KoapKTauusa aopTbl 4ETCKOro Tuna;

* COMPOBOX JAIOWMNECS LMAHO30M -TprKycnmaanbHas atpesuns ¢ 60nbwmnm gedekTom
MeXX>XenynoykoBOW Neperoponku, OTKPbITbIM apTepuarnbHbli MPOTOK C BblipaXeHHOM
Nero4yHom runepTeH3nen N TOKOM KPOBM U3 NEero4yHoro CTeosna B aopTy.

3.MopokK ¢ rmnoBonemMneint Manoro Kpyra KpoBoobpalleHus:
* He conpoBOXAaloWmecs LLMaHO30M - N30IMPOBAHHbIA CTEHO3 NEro4YHOro CTBONA;

* conpoBoX datoWwmnecs LMaHo3oM - Tpuaga, Tetpaga n neHtaga danno,
TpuKycnupanbHas atpesns C Cy>XeHNeM NIero4Horo cTBona Unu ManbiM oedpekTom
MEX X enyn04KOBOI Neperopoakmn, aHomanms dbwreinHa (CMelweHne CTBOPOK
TPUKYCNUAANbHOro KnanaHa B Npasblil Xenyanoyek), rmnonnasmsa npasoro Xenyanoyka.

4.KoMbUHMpOBaHHbIE MOPOKYM C HAPYLIEHNEM B3aMMOOTHOWEHWIA MEX Y Pa3nnyHbIMU
oTaenamu cepgua v KpyrHbIMU COCy4aMun: TPaHCNO3MLMSA aopTbl U NEFOYHOr0 CTBONA (MONHas
N KOPPUrMpoBaHHas), UX OTX0XAeHNe OT O4HOro 13 Xenyno4kos, CMHAPOM Tayccur - buHra,
obwuii apTepuanbHbIii CTBOM, TPEXKAMEPHOE CEPALE C €AMHbIM XEeNya04KOM U ap.
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[MpuBeneHHoOe NnoapasneneHme NOPOKOB MMEET NPakTUYECKOe 3HaYeHNe ANs Ux KIMHUYECKOM
N 0OCOOEHHO PEHTrEHONOrMYECKOW ANArHOCTUKWN, T. K. OTCYTCTBUE MW HANMYME N3MEHEHWI
reMoAnHaMnKN B ManoMm Kpyre KpoBoobpalleHnst 1 Ux xapakTep No3BONSIOT OTHECTU NOPOK K
onHon na rpynn |-l nnn npeanonoxuntb nopokwu IV rpynnbl, 405 AMarHOCTUKM KOTOPbIX
HeobxoamMa, Kak NpaBuno, aHrmokapamorpadus. HekoTopble BpOXAeHHbIE MOPOKM cepaua
(ocobeHHo IV rpynnbl) BCTpeyatoTCs BECbMa Peako 1 TONbKO y AeTel. Y B3pOCnbiX U3 MOPOKOB
1-1l rpynn yawe BbIABASAIOTCA aHOMaNMM pacnonoXeHuns cepaua (npexnae Bcero
feKcTpokapans), aHomanuu oyru aopThl, ee KoapkTauus, aopTasnbHblA CTEHO3, OTKPbITbI
apTepuanbHbIl NPOTOK, AedEeKTbl MEXNPEACEPOAHON N MeX XeNyo04KOBOW Neperoponok; n3
nopokos Il rpynnbl - 30NMMPOBAaHHbIN CTEHO3 NEero4YHOro CTeBONa, Tpramda v tretpaga danno.

KnnHnyeckne nposiBneHns n TeveHne onpenensoTca BMOOM Nopoka, xapakTepom
reMoAnHaMNYecKnX HapyLweHnin 1 CpoKaMmn HacTynneHns AeKoMneHcaumm KpoBoobpalleHus.
Mopoku, conpoBoX darwwmnecs paHHMM LMaHo30M (Tak Has. "CrHMe" NopoKK), NPOSBNAOTCA
cpasy unm Bckope rnocne poxaeHusi pebexHka. MHorue nopoku, ocobeHHo 1 u Il rpynnel,
LONrne rofbl MMeT 6ECCUMNTOMHOE TEYEHNE, BLISBASIOTCS Cy4YanHO npu
NpoOHNNaKkTMYECKOM MeanuUNHCKOM obcnenoBaHnm pebeHka unv npy nosiBNEHUN NepBbIX
KNIMHUYECKUX NPU3HAKOB HAPYLLEHWUIA TEMOAMHAMUKN YXE B 3pENOM Bo3pacTte 60NbHOro.
Mopokwu Il v IV rpynn MOryT 0OTHOCUTENbHO PaHO OCNOXHATLCA CepaeyHom
He[oCTaToYHOCTbIO, NPMBOASLLEN K TeTalbHOMY UCXO4Y.

JwnarHo3 yctaHaenneatoT NyTEM KOMMNEKCHOro nccnenosaHms cepaua. Ayckynbtaumsa cepaua
MMeeT 3HaYeHne 4Na AmarHo3a Buaa nopoka B OCHOBHOM TONbKO MPu KNanaHHbIX Nopokax,
aHaNOrMYHbIX NPUOBPETEHHDBIM, T. €. MPU HEAOCTATOYHOCTUN KNanaHoB UNu CTEHO3ax
KnanaHHbIX 0TBepCTuriA (cM. [Mopokn cepaua NpuobpeTeHHbIE), B MEHbLEN CTEMNEHN - MPK
OTKPbITOM apTepranbHOM NPOTOKE U AedekTe MeX Xenyano4koBon neperopoaku. NepsrnyHoe
OunarHocTnyeckoe obcnenoBaHme nNpy NOLO3PEHNN Ha BPOXAEHHBIA MOPOK cepaLa
0653aTenbHO BKNOYAET ANEKTPOKAPANOrpacmio, aXOKapamMorpaduio U PEHTIEHONOM MYECKOe
nccnepoBaHve cepaua v nerkux, Kotopble B 60NbWMHCTBE CllyYaeB NO3BONSIOT BbISIBUTb
COBOKYMHOCTb NPSAMbIX (NpY axoKkapanorpacumn) n KOCBEHHbIX NPU3HAKOB ONpeneneHHoro
nopoka. B cnyyae BbISIBNEeHWS U30NMPOBAHHOMO KanaHHOro nopaxeHus NpoBoaUTCS

oM doepeHLmManbHbli AMarHo3 ¢ NprobpeTeHHbIM NOPOKOM. Bonee nonHoe amarHocTnyeckoe
obcnepnoBaHme 60M1bHOrO, BK/KOYAtOWee Npy He0HX0AMMOCTM aHrMokapanorpagumio 1
30HAMpPOBaHVE Kamep cepaua, NPoBOANTCS B KapAMOXMpyprn4eckom ctaumoHape.

NeuyeHne Tonbko xmpypruyeckoe. B cnyyae, korga onepaunst HEBO3MOXHa, 60/TbHOMY
Ha3HayalT PEeXUM OrpaHNyeHHON (PU3nN4eCcKon akTMBHOCTU, OTOANSAOWNNA CPOKMK
JekomneHcaumn nopoka, a Nnpu HacTynneHum cepaeyHor HegocTaTo4yHOCT NPOBOAAT
NpenMyLLeCcCTBEHHO CUMNTOMATNYEeCKoe ee nevyeHne. HekoTopble BPOXXAEHHbIE MOPOKM cepaua
(rn. 06p. M3 1 rpynnbl) cneunanbHOro nevYeHust He TpebytorT.

Huxxe n3noxeHbl 0TOeNbHbIE BPOXAEHHbIE MOPOKM cepaua, BCTpeYatoWwmnecs y B3poCblxX
Hanbonee 4yacTo.

LekcTpokapams - AUCToNMs cepaua B rpyaHOl NoMoOCTH C pacnonoxXeHnem 6onblueit ero
4acTu cnpasa OT CpeaHen nuHuKM Tena. Takylo aHoManunio pacnonoxexHus cepaua 6es
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MHBEPCWU €ro NONoCTel Ha3biBalOT AeKcTpoBepcueit. MocneaHss 0bblYHO coveTaeTcs C
LPYrMy BPOXAEHHbIMU Nopokamu cepaua. Hanbonee yacTo BCTpeyaeTcs AeKCTpoKapans ¢
NHBEpPCUen npeacepanii N Xenynoykos (ee HasblBaT UCTUHHOW, NN 3epKanbHOm), KoTopas
MOXET ObITb OOHMM N3 NPOSBNEHNUI NOHOrO 06PATHOrO PACNONOXEHNS BHYTPEHHNX OPraHoB.
3epkanbHas OeKCTpokapauns He codeTaeTcs, Kak Nnpasuio, ¢ 4pYrMMn BPOX AEHHbIMU
nopokamu ceppLa, remoanHammnyeckne HapyweHmsa npu Hem oTCyTCTBYIOT.

[wnarHo3 npegnonaratoT npy obHapyXeHnM NpaBopacnonoXeHHOro BEPXYLWEYHOro Tonyka
cepAua v COOTBETCTBYIOWMX N3MEHEHUI NMEPKYTOPHbIX FPaHuL, OTHOCUTENbHOW CepLAeYHON
TynocTu. [NoaTeepXxpatoT AMarHo3 anekTpokapanorpagouyeckoe n peHTreHonornyeckoe
nccneposanms. Ha 9KI™ npu nctuHHoOM aekctpokapaun 3ybusl P, R n Te otBeneHusx avVLl n 1
HanpaBneHbl BHM3, a B 0TBeAeHnn aVR- BBEPX, T. €. 0TMeYaeTcs kapTuHa, Habnogaemas y
300pOBOro YesnioBeka npv B3aMMHOM 3aMeHe pacronoXeHns 3/1eKTpoA0B Ha NIEBOI 1 Npasoi
pyKe; B rpyOHbIX OTBEAEHMAX amnantyaa 3ybuos R no HanpaBneHuo KNeBbiM OTBEAEHMSM He
Bo3pacTaeT, a yobiaeT. K[ npvHMMaeT NPMBbIYHbIA BUA, €CN SNEKTPOAbl HA KOHEYHOCTSIX
NMOMEHATb MecTamu, a rpyaHble yCTaHOBUTb B CUMMETPUYHbIE JIEBbIM Npasble No3nLUN.

PeHTreHonornyeckn onpenenseTcs 3epkanbHoe n3obpaxeHne cepae4yHo-CoCyanUCTOro nyyka;
NpW 3TOM NpaBblii KOHTYP TeHW cepaua obpa3oBaH NEBbIM XENyA04KOM, a NEBLINA - MPaBbiM
npeacepavem. Mpu nonHoM o6paTHOM PacnonoXeHU OpraHoB NeyYeHb NanbNaTopHo,
NepKyTOPHO N PEHTreHoNornyeckn obHapyxmBaeTcs Cnesa; cneayet NOMHUTbL U coobwaTb
60rbHbIM, YTO NPU 3TON aHOMaNMKM anneHanKC PacnoioXeH Cnesa.

NeyeHve Npu oekcTpokapaun, He codeTarowencs ¢ ApyrMMm nopokamm cepaua, He
NpOBOAUTCSI.

LedekT Mexxenyao4KoBOi Neperopoakm - OMH N3 CaMblX YacTblX BPOXAEHHbIX MOPOKOB
cepaua, B T. 4.y B3poc/blx. [ledpekT nokanuayetcs B MeMOpPaHHOM MU MbIlEYHON YacTu
neperopoaku, MHoraa neperopoaka nonHoOCTbo oTcyTcTBYeT. Ecnn nedekT pacnonaraetcs
Bbllle HaLXeNnyn04YHOro rpebHs y KOPHS aopTbl MW HEMOCPEACTBEHHO B HEM, TO 0ObIYHO
3TOMY MOPOKY COMyTCTBYET HEAOCTATOYHOCTb a0PTanbHOro KnanaHa.

["'eMoonHaMnyeckune HapyweHus, cBa3aHHble C AedPEeKTOM Neperoponku, onpenensaTcs ero
pasMepamm 1 COOTHOLWEHMEM AaBNeHNst B 60MbLIOM 1 Manom kKpyrax kposoobpalieHus. Manble
nedoekThl (0,5 - 1,5 cM) xapakTepusytoTcst cOpocom Yepes nedoekT cnesa HanpaBo HeGoNbLWNX
06bEeMOB KPOBW, HTO MPaAKTMYECKN HE HapyllaeT remoanHammky. Yem 6onblue nedekT n
06bem cbpacbiBaeMoii Y4epes Hero KPOoBU, TEM paHblle BO3HUKAKOT FMNEPBONIEMUS U
rMnepTeH3ns B ManoMm Kpyre, CKnepos nerovyHblX COCyLO0B, Neperpyska 1esoro v npasoro
XenynoykoB cepiua C UCX0O0M B CEPAEYHYI0 HEA0CTaTO4YHOCTb. Hanbonee TXxeno nopok
npoTekaeT Npw BbICOKOW NIEero4YHON runepTeH3nm (KoMnnekc dinseHmeHrepa) co cbpocom
KPOBW Yyepes oeeKkT crnpasa Haneso, YTO COMPOBOX OAETCH Bblpa>XeHHOW apTepuanbHOn
rTMNOKCEMUEN.

CuMnTOMBI NOpOKa Npv 60NbWOM AedekTe NOSBNAIOTCA HA MEPBOM rO4Y XU3HU: OETU
OTCTalT B pa3BMTUN, MANOMOABMXHbI, 6NeAHbl; N0 Mepe HapacTaHUst NErOYHON FrMNePTEH3NN
NOSIBNSETCS OA4bllKa, LMAHO3 Npu Harpyske, oopmmpyeTcs cepaeydHbiii ropb. B III-1V
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Mexpebepbsix Mo NEBOMyY Kpato rpyaAnHbl ONPeaensitoTCs UHTEHCUBHbIA CUCTONIMYECKIIA WYM U
COOTBETCTBYlOLWEE EMY CUCTONNYECKOe ApoxXaHue. OBHapyXnBaeTCs ycuneHme n akueHT
TOHa cepAua Haa neroyYHbIM cTBo/oM. MonosuHa 60MbHbIX ¢ 6ONBWUMUN dedeKTamu
Nneperoposkn He [OXMBAOT A0 1 rofga n3-3a pasBuTUS TSXENOW CepaeYHO
HEeAO0CTaTOYHOCTW UK NPUCOeANHEHNS MHOPEKLIMOHHOIO aHOoKapamTa.

Mpwn Manom gedekTe MblleYHOol YacTn neperoponku (bonesHb TonodnHoBa - Poxe) nopok
MHOrue rogbl MOXeT ObiTb 6ECCUMNTOMHbBIM (A€TU HOPManbHO Pa3BMBAKOTCS YMCTBEHHO U
dOUN3NYECKN) NN NPOSBNATLCA NPEUMYLLECTBEHHO YacTbiMK NHEBMOHMAMW. B nepsblie 10 neT
XWN3HM BO3MOXHO CMOHTaHHOE 3aKpbiTe HeboNblOoro nedekTa; ecnm aedekT octaeTcs, B
nocnegyowme roabl NOCTENEHHO HapacTaeT nerovyHas runepTeH3ns, NnpMBoaswas K
cepaeyYHon HefoCcTaTo4YHOCTW. MIHTEHCUMBHOCTb CUCTONMYECKOrO WyMa 3aBUCUT OT 06 bEeMHOIA
ckopocTu cbpoca KpoBu Yepes aedekT Mo mepe HapacTaHUs NEro4YHON r’MNEpPTEH3NN WyM
ocnabeBaeT (MOXET UCYE3HYTb COBCEM), B TO BPEMS KakK yCuUneHne n akueHT M ToHa Hag
NIEeroYHbIM CTBOJIOM HAPACTAKOT; Y HEKOTOPbIX OO/NbHbLIX NOABNSAETCS ANACTONNYECHWIA WyM
"pama Ctunna BCcneacTenme OTHOCUTENbHOW HEQOCTATOYHOCTM KNanaHa Iero4Horo cTeona.
Onactonuyeckunii wym MoxeT BblTb 0OYCNOBNEH TakXXe ConyTCTBYOWeEN aedekTy
HeQoCTaTOYHOCTbIO a0PTanbHOro KnanaHa, 0 Hannynn K-pon cnegyet oymaTb npu
3HAYUTENIbHOM CHUXEHUN ONACTONMYECKOro 1 NoBbiweHUN NynbcoBoro ALl paHHeEM
NOSIBNEHUN NPU3HAKOB BbIpaXXEeHHOM nenepTpodun Nesoro Xenynodka.

IunarHo3 gedhekta Mexxenyno4ykoBor Neperopoakm yCTaHaBNmBatoT No JaHHbIM LLBETHOM
nonnnepaxokapanorpadoum, Neson BEHTPUKYOrpadum n 3oHaMposaHns cepgua. iameHeHus
OKI" 1 paHHble PEHTreHoNOrn4eckKoro NCCnefoBaHnsa cepaua n nerkmux pasnuyatTcs npu
pasHbIX pas3Mepax nedoekTa 1 pasHom CTeneHn Nero4yHomn runepTeH3nmn; NnpasnnbHO
NPeAnoNoOXUTb ANAarHO3 OHW NMOMOratT Wb NPU SIBHbIX NPU3HaKax runepTpodun obonx
X€enya04KOB U BblpaXkEHHOW rMnepTeH3nn Manoro Kpyra KposoobpalieHusl.

NeyeHne npu Manbix gedektax 6e3neroyHol rmnepTeH3nn 4acTo He TpebyeTcs.
Xupypruyeckoe neyeHvne nokasaHo 60/bHbIM, Y KOTOPbIX COPOC KPOBM Yepe3 aedekT
coctasnsieT 6onee 113 o6 bema neroyHoro kposotoka. Onepaumio NPeanoyYTUTENbHO
BbINO/NHATL B Bo3pacTte 4 - 12 net, BCNY OHA He NPOU3BOANTCS paHee No HEOT/IOXHbIM
nokasaHusiM. Hebonblne nedekTbl yWwmBaroT, Npu KPYnHbIX Aedektax (bonee 3l nnowaau
MEXXEeNyo0YKOBOM Neperopoakm) NPonN3BoAsAT NX NnacTUYecKoe 3akpbiThe 3annaramm nu3
ayronepvikapaa unum nonmMepHblx Mmatepuanos. BoianoposneHus nobusatoTcs y 95%
onepupoBaHHbIX 60NbHbIX. MpK conyTCTBYOWER HEAOCTATOYHOCTU aopTanbHOro KnanaHa
NPON3BOLAT €ro NPoTEe3NpoBaHME.

LedekT MexnpencepaHoi Neperopoakn cpean B3pocsbix Yale HabnonaeTcs y XeHWmH.
Huakue nedgoekTbl NEPBUYHON NEPEropoaKM, B OTIMYME OT BLICOKMX AEPEKTOB BTOPUYHOWA
neperopoaku, pacrnonaraiTcst BONuam aTpUoBEHTPUKYNSIPHBIX KNarnaHoB 1 CO4eTatoTCs, Kak
npaBuno, C aHOManMsMmN NX Pa3BUTUS, B T. Y. MHOT A C BPOXAEHHbIM MATPabHbIM CTEHO30M
(cvHaopom lioTambate).

CeMoouHaMUyeckre HapyleHns xapakTepunsyoTcst cOpocoM KpoBM Yepes AedekT 13 NeBoro
B MpaBoe npenacepane, 4To NpuBoanT K neperpyske o6beMoM (Tem bonblueit, 4em 6onblue
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nedekT) NpaBoro Xenynoyka u Manoro Kpyra kposoobpatuueHus. OnHako 13-3a
NPUCNOCOBUTENBHOTO CHUXEHNSI CONPOTUBIIEHNS TErOYHbIX COCYN0B AABNEHNE B HUX
N3MEHSIeTCS Maso BMIOTb A0 CTaauu, Koraa pa3smBaeTcs ux cknepos. B atoi ctaguu
NeroyYHast MnepTeH3ns MoXeT HapacTaTb AOBO/bHO ObICTPO 1 NPMBOAUTL K PEBEPCUM WYHTA
Yyepes oedekT - cOpocy KPOBU cnpasa Haneeo.

CuMnTOMbI MOpoKa Npu HeGONbLWOM fedeKTe MOryT OTCYTCTBOBATb B TE€YEHNE OECATUNETUIA.
Bonee TMNUYHbI OrpaHnYeHne ¢ OHOCTU NEPEHOCUMOCTM BbICOKOM (PU3NYECKON Harpysku
BCNEACTBME MOSBEHNS NPU HEl OObIWKN, OWYLWEHNS TAXECTN WX HAPYLLEHUIA puTMa cepaua,
a Tak>Xe MNoBbIWeHHAasa CK/IOHHOCTb K pecrnmpaTtopHbiM nHdekumsm. No mepe HapacTaHus
NeroYHow runepTeH3UN OCHOBHOM CTAHOBMUTCS Xanoba Ha 04pllwKy Npw BCE MEHbLUEei
Harpyske, a npv pesepcun WyHTa NosiBNseTCcs umaHo3 (BHavyane nepnoanyeckui - npu
Harpyske, 3aTeM CTOMKWUI) U NOCTENEHHO HapacTaloT NPOSBNEHUS NPaBOXeNnya04KoBOWn
CcepaeyHon HegocTaToYHOCTU. Y 60NbHbIX C 60NbWKMM 0edDEKTOM MOXET OblTb CEPAEYHbIIA
rop6. AyckynbTaTMBHO ONpenenstoTCcs pacwenneHne n akueHT 11 ToHa Hag NeroYyHblM
CTBOJ/IOM, Y YacTu 60NbHbIX - cucTonnyecknii wym Bo U - L mexpebepbsx cneea oT rpyaunHbi,
KOTOpPbIA ycunnueaeTcsa nNpu 3afepXke OblxaHus Ha Bblooxe. BoaMoxHa MmepuarenbHas
apuTMmna, He XxapakTepHas ona Oopyrux BpoXAeHHbIX MOPOKOB cepaLa.

[narHo3 npegnonaratoT Npy 06HapyXeHnn Hapsay C ONMCaHHbIMKA CUMMTOMaMy NPU3HaKoB
Bblpa>XXEeHHOW rmnepTpodoumn npasoro xenyaoyka (B T. 4. NOAAHHbIM 3X0-U
anekTpokapauorpadun), peHTreHoNornyeckn onpenensembix NPU3Hakos rmMnepeoneMmm
Manoro Kpyra KpoBoobpalleHus (ycuneHme apTepranbHOro Nero4Horo pucyHka) v
XapakTepHOW nynbcaumm KopHen nerkux. CylwecTBeHHoe AnarHoCTUYEeCKoe 3HaYeHNEe MOXeET
UMeTb LUBETHas gonnnepaxokapanorpagus. dudgepeHumanbHbii guarHo3 NpoBoaAsaT vaule
BCEro C NepBUYHOI NEroYHon runepTeH3nen (Mpu Hel NeroYHblini PUCYHOK 06eHEH) U C
MUTpPaNbHbIM CTEHO30M. B 0TniMyme o1 nocnegHero, npu gedpekte MexnpencepaHom
neperoponkn CcywecTBeHHOn aunartaunm nesoro npencepovs He oTMevyaeTcs; KpoMme Toro,
MUTPanbHbIA CTEHO3 HAAEXHO UCKYaeTcs 3xokapauorpadgumen. OkoHYaTeNbHO
noATBepXaalTanarHo3 katetepmsaunein npegcepoui, a Takxe aHrmokapamorpadguen ¢
BBEJEHNEeM KOHTpacTa B 1eBoe npencepave.

NeyeHne - ywmnsaHne nnm nnactuka gegekta. HeoneprpoBaHHble 60/bHbIE XMBYT B CPEOHEM
okono 40 ner.

KoapkTauusa aopTbl - Cy>XeHue nepelieinka aopTbl HA rpaHuLe ee oyrn n HACXoaawWwero
oTaena, 0bbl4HO HuXe (B 90% cny- - YaeB) OTXOXAEHWS NeBO NOAKNOYNYHON apTepuu.
BcTpeyaeTtcs npemmywecTBEHHO y My XX4nH. BbigensoT nsa OCHOBHbIX TUNa nopoka: B3POC/ bl
(M3onmMpoBaHHas KoapkTauns aopTbl) N AETCKUI - C OTKPbITbIM apTepuanbHbiM MPOTOKOM. [Mpwn
NEeTCKOM TUMe pasnvyatoT NpoaykTanbHyIO (Bbile OTX0XAEHUS NPOTOKa) U NOCTAYKTaNbHYIO
(HMXe 0TX0XAeHMs NPoToKa) KoapKTauuio.

"eMoouHaMuyeckre HapyleHns Npu B3pOCIOM TUME NopoKa XapakTepuayoTCst YCUNEHHON
paboToi NeBOro Xenynoyka cepaua Ha NpeofoneHne CoNpoTUBIEHNS B a0pTe, NOBbIWEHNEM
Al npokcuManbHee KoapKTauumM U ero CHUXEHNeM B ANCTalbHbIX OT HEe apTepusx, B T. Y.
MOYEYHbIX, YTO BK/IIOYAET PEHANbHblIE MEXaHN3Mbl Pa3BUTUS apTepuanbHO rMnepTeH3unn,
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KOoTopasi yBeNM4nBaeT Harpy3Kky Ha NneBblid Xenynoyek Mpu oeTcKoM Tune ¢ NoCTAyKTanbHOW
KOoapKTaunein aTn N3MEHEHMS OOMNOMHATCA 3HAYMTENBHOM rMNEepPBONEMNE MANOro Kpyra
KpoBOOOpalleHns (13-3a yBennyYeHust non BnvsiHieM Boicokoro ALl cbpoca KpoBu yepes
NPOTOK CNMBBA HANPaB0) U yBENMYEHNEM HArpy3kin Ha Npasbiii Xenynodek cepaua. B cnyyae
npeaykTanbHOro BapmaHTta Koapktauum cbpoc KpoBuM Yepes3 NPoTOoK HanpasnsieTcs cnpasa
Haneso.

CMMNTOMBbI MOPOKa CTAHOBSATCS OTHYET/IMBBE C BO3PACTOM. BonbHble XanytoTcs Ha 356KOCTb
cTon, yTOMNsSieMOCTb Hor npu xoabbe, bere, Hepenko Ha ronoeHble 6onu, cepauebueHre B
doopMe CUNbHbIX yaapoB, MHOr4a HOCOBbIE KPOBOTEYeHMs. Y nuu, cTapwe 12 net 4acTto
3amMeTHO npeobnagaHme puUanyYeckoro pa3BuTUS NIEYEBOro Nosica NPW TOHKMX HOrax, y3KOM
Tase ("aTnetmyeckoe TenocnoxeHns"). ManbnaTtopHo 06HaPYXMBAETCSA YCUNEHHbIN
BEPXYLUEYHbIA TONYOK cepaua, MHoraa Takxe nynbcaunym MexpebepHblx apTepuii (Yepes HMx
OCyLWeCTBNSAETCA KonnarepanbHoe KPOBOCHAOXEHMB TKaHel), n3penka - CUCTONNYECKOB
npoxaxue Bo I - W mexpebepbsix Bo MHOrMX cnyyasix y OCHOBaHUSi cepaua BbiCNylwBaeTCs
CUCTONNYECKUIA WYM, XapaKTepHbIMK YepTaMm KOTOPOro SBASOTCA OTAaneHHOCTb OT 1 ToHa
cepaua n nposeaeHve Ha bpaxuouedanbHble apTePUM U B MEXI0NATOYHOE MPOCTPAHCTBO.
OcHoBHoO cnMnToM nopoka - 6onee HM3koe Al Ha Horax, 4em Ha pykax (B HoOpMe
COOTHoLeHMe obpaTHoe). Ecnn ALL 1 apTepranbHbIi NyNbC CHUXEHbl TaKXe Ha NeBoi pyke
(No CpaBHEHUMIO C UX BENMYUHOW Ha NPaBOM), MOXHO npeanonaratb KoapkTauuio
NpoKCUManbHee OTX0XAEHNS NeBon NoAKAYN4Hon apTepun. iameHeHns 9KI
COOTBETCTBYIOT rMNepTpodoMm NeBOro Xenynoyka, Ho Npyu AeTCKOM Tune nopoka
anekTpuyeckas ocb cepaua 0bbl4HO OTK/IOHEHA BMPaBO.

IdvarHos npennonaratoT rno cneungonyeckomy pasnuymio AL Ha pykax n Horax u
NOATBEPXOAIT PEHTIeHONOrMYeCcKUMM nccnenoBaHnsamMm. Ha peHTreHorpamme 6onee 4em B
MONOBUHE CNy4YaeB BbISIBNSIETCS y3ypaLms HUXHNX KpaeB pebep paclumpeHHbIMM
MBXpebepHbIMA apTepPUsSIMN 1 MHOT a XOPOLLO BUAHO CaMo CyXeHue nepelerika aopTol. B
KapamoXupypruyeckom ctaumoHape gmarHo3 noATBepXaatT aopTorpadpuen n
nccneposaHvem pasHuubl ALL B BOCXOOSAWEM M HACXOASWEM OTAeNax aopTbl NyTEM ee
KateTepmusaumu.

JleyeHne coCcToMT B UCCEYEHNN CYXKEHHOro y4acTka aopThl C 3aMBHOW €ro NpoTB30M UMK
CcO3[aHMeM aHacToOMO3a KOHeL, B KOHBL, 6o B onepauun co3ganns wyHTta. OnTuManbHbli
BO3pacT Ans onepaumm npu 6naronpusiTHOM Te4yeHun nopoka - 8 - 14 ner.

OTKpbITbI apTepuanbHblii (6oTannoB) NMPOTOK - MOPOK, 00YCNOBNEHHbI He3apalleHNeM nocne
poXxaeHnsa pebeHka cocyna, CoeAVHSIOWEro y nnoaa aopTy C NeroyHbiM cTBoNoM. 3penka oH
coyeTaeTcs C APYruMmn BPOXAEHHBIMM NOpPOKaMun, 0COBEHHO 4acTo - C AedOekToM

MEeXX X ey 404KOBOWN neperopoaku.

"eMoonHamMunyeckue HapyLlweHnsa XapakTepusyrTcs C6pOCOM KpoBu N3 a0pPThbl B NeroYHbln
CTBO/J1, 4TO NpMBOOUT K N3nepBoneMnn Manoro Kpyra KpOBOO6paLI.I,eHI/I9| M noBblWAET HArpy3ky
Ha oba XKenynodka cepaua.

CumnTOMBI npwn HebONbLWOM CBYEHNM NpPOTOKa MOryT Aonroe BpemMs OTCyTCTBOBATb,; OETHU
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pas3BMBalOTCA HOpManbHO. Yem 6onblue cevyeHne NpoToka, TeM paHbLie NPOSIBNSOTCA
oTcTaBaHue pebeHka B pasBuTuM, yTOMNSEMOCTb, CKIOHHOCTb K PECMMPATOPHBIM HOPEKLMAM,
oAblwka npu Harpyske. Y neteii ¢ 6onbwmm o6 bemom cbpoca KpoBmM Yepes NPoToK PaHo
pas3BMBAIOTCA NerovyHas runepTeHamns u cepaeyHas HeJoCcTaTto4yHOCTb, pedopakTepHas K
nedyeHuio. B TunnyHbIX cnydasx 3amMeTHo nosblwaeTcs nynbcoson ALl 3a cyet Kak pocTa
CUCTONNYECKOrO, TakK U, 0COBEHHO, CHUXeHns anactonnyeckoro Al. OCHOBHOW CUMMTOM -
HenpepbIBHbIA CUCTONIOANACTONNYECKUA wyM ("WwyM noesna B TOHHeNE", "MallnHHbIN WwyMm") BO
1! Moxpebepbe cneea oT rpyaunHbl, KOTOPLIA Ha rNybokoM Booxe ocnabesaeTt, a npu
3ajep>xke ObixaHus Ha Bblooxe ycunusaetcs. B oToenbHbIX cnydasx BbICNyWNBAETCS TONbKO
CUCTONMYECKMIA NN TONMBKO ANACTONMYECKMWIA WyM, MPUYEM WyMbl OcnabeBatoT no mepe
HapacTaHus Nero4yHom runepTeH3nn, MHorga He BbICNyWNBAKOTCSA. B peakux ong atoro nopoka
Cny4Yasix 3HAYUTENbHON NEroYyHOM rMNePTEH3UN C M3MEHEHNEM HaNpaBneHms copoca no
NPOTOKY NOSIBNSieTCS AMGAY3HbIV LMaHo3 ¢ npeobnafatolleli BblpaXk eHHOCTbIO Ha nanbLax
crTon.

IunarHo3 abcontoTHO NOATBEPXAAETCS aopTorpachusii (BuaeH cbpoc KoHTpacTa yepes
NPOTOK) 1 KaTeTepusaumner cepaua v Nero4Horo cTeona (0TMevaeTcs NnoBbileHNe AaBneHns 1
HaCbILWEeHWs! KPOBM KMNCIOPOAOM B IErO4YHOM CTBOJIE), OHAKO OH AOCTATOYHO AOCTOBEPHO
ycTaHaBnvMBaeTcsi U 6e3 3TUX NCCNenoBaHWin C NOMOLLbIO foMniepaxokapanorpacum
(permcTpaums WyHTOBOro NOTOKA) M PEHTreHOMorM4eckoro uccnenosaxus. MocneaHee
BbISIBNISIET YCUIEHME NIErO4YHOr0 PMCyHKa 3a CYeT apTepuanbHOro pycna, BbibyxaHve oyru
(pacwmpeHne) Nero4HOro CTBOJMA U a0PTbl, MX YCUMEHHYIO NyNbcaumio, yBENNYEHNE NEBOMO
Xenynouka.

NeyeHne cocTOUT B NepeBsi3Ke OTKPbITOro apTepranbHOro NpoToka.

CTeHO03 aopTbl B 3aBUCMMOCTI OT €ro NoKanma3auum noapasaensiioT Ha HaaknanaHHbIi,
KnanaHHbln (Hambonee YacTblil) U NoAKNanaHHbIA (B BbIXOOHOM TPaKTe NEBOroO Xesnyno4ka).

CemMoouHaMuyeckre HapyleHns opMUPYOTCS NPENSITCTBMEM TOKY KPOBU U3 NEBOT0
Xenynouyka B aopTy, CO34aloWNM rpaaueHT AasneHust Mexay Humm. OT cTeneHn cTeHosa
3aBUCUT YPOBEHb Meperpysku NeBoro Xenyanoyka, npMBoasien K ero runeptpodum, a B
NO3AHMX CTaamMsIX NopoKa - K AeKoMneHcaummn. HagknanaHHbli CTEHO3 (HanoMUHaoWMIA
KoapKTauuo) 06bIYHO CONMPOBOXAAETCA N3MEHEHNSMU MHTUMbI A0PTbl, KOTOPbLIE MOTYT
pacnpocTpaHsTbcst Ha BpaxuouedanbHbie apTepUn 1 YyCTbst KOPOHAPHbBIX apTEPWiA, Hapywas B
HUX KPOBOTOK.

CrMNTOMBI KNnanaHHOro CTeHO3a W MPUHLMNbI €ro ANarHOCTUKN U TeYeHUs Takme Xe Kak npu
nprnobpeTeHHOM aopTanbHOM CTeHo3e (cM. [Mopokn cepaua npuobpeTeHHble). [MNpy peakom
NoAKNnanaHHOM CTEHO3€ OnucaHbl XapakTepHble N3MEHEHUS BHEWHOCTM 60NbHbIX (HU3KO
PacnoNioXeHHbIe YW, BbiNsiYeHHbIe ryObl, KOCOrnasune) 1 NPU3HaKkn yMCTBEHHON OTCTaNOCTy.

CTeHO03 NneroyHoro cTeona boiBaeT yalle U30NMPOBaHHbLIM, TOXE coveTaeTcsl C Apyrumin
aHoManunsMu, B YacTHOCTM ¢ gedpekTamu neperopoaok. CoyetaHne cTeHo3a Nero4yHoro
CTBONA C MOXnNpeacepaHbIM coobleHneM Ha3biBaloT Tpranon Panno (TPeTnin KOMNOHEHT
Tpuanbl - rMnepTpodms NpaBoro Xenynoyka). B 6onbwmHcTBE CnyYyaes N30nMpoBaHHbIN
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CTEHO3 NIero4HOro cTeona bbiBaeT KnanaHHbIM, BECbMa peako BCTpevatoTcst
NHPYHANOY NSIPHBIA (NOAKNANAHHbIR) N30NNPOBAHHbIA CTEHO3 1 CTEHO3, 0OYCNOBEHHbIA
rmnonnasmen KnanaHHoro Konbua.

"eMoOMHaMUYecKne HapyleHns onpenensoTCs BLICOKMM CONPOTUBIEHUMEM KPOBOTOKY B 30HE
CTEHO03a, 4TO NPUBOAUT K Neperpyske, rmnepTpodmu, a 3aTeM OUCTPOGMUN 1 JeKOMNeHcauum
npaBoro xenymnodka cepaua. o mepe HapacTaHus OaBneHUs B NPaBoM Npencepanm
BO3MOXHO OTKPbITUE OBaNbHOrO OKHAa C OOPMMPOBAHMEM MEXNPELCEPAHOrO COOBLWEHUS, HO
yaule nocnenHee 6biBaeT 06yCNOBNEHO CONYTCTBYIOWMM OePEKTOM NEPeropoakn nnbo
BPOXAEHHbIM OBa/lbHbIM OKHOM.

C/MNTOMbI YyMEPEHHOr0 U30IMPOBAHHOIO CTEHO3a NOSBNAIOTCSA Yepeld HECKO/bKO NeT, B
TeYeHMe KOTOPbIX AeTU pa3BnBalOTCSA HOpManbHO. OTHOCUTENbHO PAHHUMM SABNSAIOTCS OAbIWKA
npy PU3nNYecKon Harpyske, yTOMNSEMOCTb, NHOr 4a rofIOBOKPYXEHUS, CKNOHHOCTb K
obmopokam. B nocnenytowem nosisnsoTcs 60nm 3a rpyanHoi, cepauebueHne, oabiwka
HapacTaeT [1pn pe3ko BbipaXEeHHOM CTEHO3€e Y feTel paHo pa3BrBaeTCs
NpaBoOXenyno4koBas cepaeyHasi HeAOCTaTOYHOCTb C NOsIBNIEHMEM nepudeprnyeckoro
umaHosa. Hannuve andppy3Horo umaHo3a CBUAETENLCTBYET O MEXMPEACEPLHOM COOOLWEHNN.
O6BbEKTUBHO BbISIBNSKOTCS MPU3HAKM rMNepTpodommn NpaBoro Xenyaoyka (CepaeyHblil TONYOK,
HepenKo CepaeyHbli ropb, nanbnupyemas nynbcauus Xenynoyka B noanoxeyHorm obnactn);
rpybblii CUCTONMYECKMIA WYM U CUCTONNYECKOE ApoXaHue Bo || mexpebepbe cnesa ot
rpyauHbl, pacwennexuve Il ToHa ¢ ocnabneHvnem ero Hag neroyHbiM ctBosioM. Ha 9KI
onpenensnTCca NpU3HaKn runepTpodun 1 neperpya3kn NpaBoro Xenygoyka n npencepaus.
PeHTreHonornyeckn BoISBNSETCS UX yBENMYEHNE, a TakXe 06eHEHME NErOYHOr0 PUCYHKa,
MHOr Aa TakXe NocTCTEHOTMYECKOe paclmpeHne nero4yHoro cTeona.

JnarHos yTo4HSAI0T B KapAMOXupypruyeckom CtaumoHape Kkatetepmsaumein cepaua c
N3MepeHnem rpadneHTa nasneHns Mexay npasbiM Xenyn04koM U NeroYHbIM CTBOJIOM Y
npaBoW BEHTPUKYNnorpaguen.

NeyeHwne - BanbBynonnacTka, KOTopyto npu Tpuane danno coyeTarT C 3aKpbITUEM
MeXxnpeacepaHoro coobueHns. BanbynotoMmns MeHee ahhekTHBHa.

TeTpana ®anno - CNOXHbIA BPOXAEHHbIA MOPOK cepaua, XapakTepusyowmincs coHeTaHneM
CTEHO03a NIero4HOro cTBoNa ¢ 60MblWMM LePEKTOM MEX K ENYA04YKOBOA NEPErOPOAKA 1
LEeKCTpono3uumen aopTbl, a TakXe BbipaXeHHOW runepTpodonert npasoro xenynoyka MHorna
NMOPOK coYeTaeTcs C AedpekToM MexnpencepaHonm neperopoaku (neHtana danno) unm c
OTKPbITbIM apTepuanbHbIM NPOTOKOM.

["leMogmMHaMuyeckme HapyweHns onpeaensanTcs CTEHO30M IErO4YHOro CTeona (CM. Bbilwe) n
OedeKTOM MEX XEenyno4KoBO Neperopoakn. XapakTepHbl FrMNoBONIEMUS MANoro Kpyra
KpoBoobpalleHns n cOpoc BEHO3HOM KPOBU Yeped AedeKT NepPeropoakm B aopTy, 4To
ABNSIETCS NPUYNHON Andbdpy3HOro umaHosa. Pexe (npu HebobWOM CTEHO3E CTBONA) KPOBb
cbpacbiBaeTcs Yepes3 AedekT cnesa Hanpaeo (Tak Ha3. bnegHas doopma Tetpanbl Panno).

CuMNTOMbI MOpOKa OOPMMPYIOTCS B paHHEM AEeTCKOM BO3pacTe. Y meTei ¢ TsaXxenon goopMoii
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TeTpagbl ®anno onddysHbIA LMaHo3 NOSBSETCS B NEPBbIE MECALbI MOCNEe POXAEHUS:
BHayane npu nnaye, KpUke, HO BCKOpe CTAHOBUTCS CTOMKMUM. Halle LmaHo3 NosiBNs0TCS B
CPOKM, Koraa pebeHoK Ha4YMHaeT Xo0aMTb, MHOrAa TONbKO B Bo3pacTte 6 - 10 neT (no3gHee
nosisneHue). [ns 19Xenoro Te4eHms xapakTepHbl MPUCTYMNbl PE3KOro yCUNeHns oablWwKn 1
LumaHo3a, NPy KOTOPbIX BO3MOXHbI KOMa M CMEPTb OT PacCTPONCTB MO3roBOro
KpoBoobpalleHns. B 1o xe Bpems, TeTpana ®anno - 0anH N3 HEMHOrUX "CMHUX" NOPOKOB,
BCTpeYyarowWwmxcs y B3POC/blX (NpenMyLlecTBEeHHO MO1I040ro Bo3pacTta). bonbHble xanyrotcsa Ha
oAplwKy, 60nm 3a rpyAMHON (MCNbITbIBAIOT 06NErYyeHne B NONOXEHUN HA KOPTOYKaX),
CKNOHHOCTb K 06MopokaM. OCMOTPOM BbISIBNSETCS ANAPAY3HbIA LMAHO3, HOr T B hopme
4aCOBbIX CTEKON, CMMNTOM BapabaHHbIX NanbLeB, OTCTaBaHNe B oM3nM4Yeckom pas3sutun. Bo 11
Mexpebepbe cneea 0T rpyauHbl BbiCyWMBAETCA 00bIYHO rpyOblii CUCTONIMYECKWIA WYM, TaM Xe
MHOT fa ONpenenseTcs CUCTONNYECKOE ApoXaHue; N TOH Han neroyHbiM CTBONIOM ocnabneH.
Ha OKI" oTMeyaeTcs 3Ha4YMTENbHOE OTK/IOHEHNE 9NEKTPMYECKON OCK cepaua Bnpaso. [pu
PEHTrEHONOrMY4ECKOM NCCNefoBaHNMN ONPenensaoTcs 06eaHEHHDBI NEroYHbI PUCYHOK (Mpu
XOPOLO PasBUTbIX KONnatepansx OH MOXeT ObiTb HOpMabHbIM), YMEHbLUEHUE UK OTCYTCTBUE
Oyrn Nero4yHoro CTeosa n xapakTepHble N3MEHEHNS KOHTYPOB CEePAEeYHON TEHWN: B NPSMOWN
NpoeKLUMM oHa UMeET POPMYy AepPEBSHHOro Hawmayka, BO BTOPOM KOCOM MOJIOXEHNM
ManeHbKu NeBbl Xenyao4Yek pacnonaraeTcs B BuAe Wano4yku Ha yBennyeHHbIX npasbix
oThenax cepaua.

[varHo3 npegnonaratoT no xapakTepHbIM Xanobam 1 BHewHeMy Buay 60bHbIX MpW yKasaHum
B aHaMHe3e Ha NosiBNeHne UuMaHo3a B paHHeM getctee. OkoHYaTenbHas amarHocTvka nopoka
OCHOBbIBAETCS Ha AaHHbIX aHrokapamnorpagum n kateTepmsauny cepaua.

NeyeHne MoXeT BbITb ManIMaTMBHLIM - HANOXEHNe aopPTONEero4HbIX aHaCTOMO30B.
PaaukanbHas KoppekLms Nopoka COCTOUT B YCTPaAHEHNN CTEHO3a 1 3aKpbITUKN fedoekTa
MEX XeNyLOYKOBOV Neperopoaku.
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