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BpoxaeHHble nopoku cepgua (BMNC) ABnstoTcs 04HOM U3 caMblx YacTbiXx GOpM NOPOKOB pa3BuTus (22% ot
BCEX BPOX/AEHHbIX MOPOKOB Pa3BUTUS) M BCTPEYAIOTCA € YaCTOTOM 8-12 Ha 1000 XMBOPOXAEHHbIX AeTel. 3a
nocaefHue AecsiTb 1eT OTMeYaeTCs HeYK/IOHHbIV POCT BPOXAEHHbIX MOPOKOB cepzLia. IToMy cnocobcTyeT
yXyALLeHWe 3K00rnyeckon obCcTaHOBKK, «CTapeHne» bepeMeHHbIX, POCT Hac/1eACTBEHHOM U
MHGEKLMOHHOW NaToNorMun 1 Apyrue ¢akTopbl. Hapaay ¢ 3TUM yBean4ymMBaeTcs KOMYecTBO bosee CNOXKHbIX
N TAXEbIX NMOPOKOB CepALa.

JNletanbHocTb Npu BIMNC ype3BblYalHO BbICOKA: B MEPBYHO HEAE/10 XM3HM YMUPAIOT 29% HOBOPOXAEHHbIX, 3@
nepBbIn Mecsl, - 42%, K 1 roay — 87% feTeun Nnpu ecTeCTBEHHOM TevyeHUn nopoka. CpeaHaAs
MPOAO/IKUTENIbHOCTb XMU3HU — 2 MecaLa.

OMBPUOTEHE3 CEPALLA npovcxoanT B Nepmos € 3 No g Hegenb bepemeHHOCTU. Bo3gencTeue Ha
XeHLMHY HebaaronpmaTHbIX GakTOPOB MOXET HapyLaTb AuddepeHLMPOBKY cepaLa 1 NPUBOAUTL K
dopmmposaHuio BINC. Takumm pakTopaMm MPUHATO CUMTATD:

1. NHdekumoHHble areHTbl (BUpYC KpacHyxu, LUMB, BIT, Bupyc rpunna, SHTEPOBUPYC, BUPYC
Kokcaku B u gp).

2. HacneactBeHHble pakTopbl — B 57% cnyyaes BI1C 06ycnoBieHbl reHeTUYeCKMMWN HAapYLLEHUAMM,
KOTOpble MOryT BCTPeYaTbCs KakK M30/IMPOBAHHO, TakK M B COCTaBE MHOXECTBEHHbIX BPOXAEHHbIX MOPOKOB
pa3BnTna. MHOrne XpoOMOCOMHbIe 1 HEXPOMOCOMHbIE CUHAPOMbI UMeLOT B CBOEM cocTase BIC (cMHApoMmbl
AayHa, MNatay, 3aBapaca, Lepewesckoro-TepHepa, XonT-Opama, HyHaH, Anaxuns n T.4.); U3BeCTHbl
cemenHble popmbl TeTpagbl Panno, aHomanmm I6LITENH], YaCTO HAC/eAyeMO CEPAEYHOW aHOMaNVeN
IBNISIETCSA OTKPbITbIM apTepuasibHbIM NPOTOK, HebonbLwme ,a,edJeKTbl MeXOKeTy,04KOBOM Meperopoaku 1 ap.
/loKa3aHo, YTO MyTaLMs reHa B KOPOTKOM fJjieye 22 XpOMOCOMbI MPUBOAMUT K Pa3BUTUIO KOHOTPYHKAIbHbIX
BIC, 3aTparnBatoLmx pa3BUTUE MarncTpasibHblX COCYA0B U UX KnanaHoB: TeTpaga Panno, TpaHcnosunymsa
MarmcTpasibHblX COCYA0B, CTEHO3 W KOAPKTaLMs aOpTbl, 4BOMHOE OTXOXAEHME COCYA0B OT MPaBOro
XeNyA04Ka.

3. ComaTtuyeckume 3aboneBaHna MaTepu 1, B NEPBYIO oYepesb, CaxapHbii AnabeT, npuBoAAT K
pasBUTUIO rMnepTpodmyeckon kapgmommonatmm n BIIC.

4. I'Ipoc|>ecc1/|0Haanb|e BPeAHOCTU U BpeAHble NPUBbIYKHU MaTepl/I (XpOHl/ILIECKVIl/I aJIKOroJin3m,
KOMMNbKOTEPHOE U3J1y4YeHNE, MHTOKCUKALLlUU PTYTbIO, CBUHL,OM, BOBAEMCTBME MOHMBMpYI-OLLI,EM pagnaunn N T.

A.).

K Hanbonee yacto BcTpevarowmmcs BMNC oTHocaT nopoku «bonbLion natepkm»: gedekT
MexokenyaoukoBor neperopoaku (AMXI), koapkTaunio aopTbl (KA), TPAHCMO3ULMIO MarncTpasabHbIX
apTepun [[Jonycmumo ucnonb3o8aHue 060ux mepmMuHoO8 - MPAHCNO3UYUSA MA2UCMPAbHbIX «apmepuli» uau
«cocydos»] (TMA), oTkpbITbIN apTepuanbHbin npoTok (OAI) n TeTpagy ®anno (TO).



B ECTECTBEHHOM TEYEHWMU BINC BbigensitoT cnegytowme dasbl:
1. Qasza aganTaumu.

Bo BHyTpuyTpobHOM nepunoge npu 6onbwmnHcTe BINC He pa3BuBaeTca gekomneHcauns. C poxaeHnem
pebeHka 1 nepBbIM BAOXOM HaYMHAET QYHKLNOHMPOBATb Mabll KPYr KpOBOODOpaLLEHNS C NOCAeAY OLUM
nocTeneHHbIM 3aKpbiTeM PpeTasbHbIX KOMMYHUKALMN: apTepPUaNIbHOrO MPOTOKA, OTKPbITOro 0BaJIbHOrO
OKHa 1 pa3obueHune KpyroB kKpoBoobpaleHus. Taknm o6pasom, B nepuoe agantalmm NnpoucxoanT
CTaHOB/EHWe KaK 06l en, Tak U BHyTpUCepAeYHOU remoamHamuKkn. lNpun HeasekBaTHOM reMogMHaMmKe
(pe3koe obesHeHMe kpoBOObpaLeHNsa B MasoM kpyre kpoBoobpauweHusa (MKK), nonHoe pasobuweHue
Kpyros KpoBoobpaleHus, BbipaxkeHHbI 3acTon B MKK) cocTosiHne pebeHka nporpeccnBHO 1 pe3ko
YXYALLIQETCSs, YTO 3aCTaBAsIeT NPOBOAUTb SKCTPEHHbIE NA/I/INATUBHbIE BMELIATeIbCTBA.

2. Qa3a KoMNeHcauuu.

[N 3TOro nepmnosa xapakTepHo nogkatoyeHne 601bWoro KoANYecTBa KOMMNEHCATOPHbIX MEXaHU3MOB C
Lenbto obecneyeHns CyL,eCcTBOBaHUSA OPraHM3Ma B YCI0BUAX HapYyLLEHHOW reMOANHAaMUKN. BbigensioT
KapAuasbHble U SKCTpaKapAmuaibHble KOMNEHCATOPHble MexaHu3Mbl. K KapAnaibHbIM OTHOCUTCS:
yBe/nyeHne akTMBHOCTN GepMeHTOB LMK/ a3pObHOro okMcaeHua (CyKLMHaTAernaporeHassl),
BCTYMNJieHMe B AeNCTBNe aHaspobHoro obmeHa, 3akoH OpaHka-CrapanHra, runeptTpodums
KapauomMumoumToB. K akcTpakapAnaibHbIM MexaHM3MaM KOMMNEeHCaLMM OTHOCUTCA akTUBaLLMSA
cumnaTuyeckoro 3seHa BHC, 4To npnBOAUT K YyBENNYEHUIO YNC/1A CEPAEYHBIX COKPALLLEHUI U
LeHTpaam3aLum KpOBOO6paLLI,eHl/IF| a Tak>Xe NoBblleHNEe aKTUBHOCTU PEHUH-AHMMOTEH3WH-
a/bJO0CTEPOHOBOM CUCTeMbI. BcaeacTBme akTMBaL MM NocieHen NoBblleHWe apTeprasibHOrO AaBeHUA
COXPAHSIET aZeKBATHOE KPOBOCHABXEHUE XKM3HEHHO BaXHbIX OPTraHOB, a 3a4ePXKa XUAKOCTU NPUBOAMT K
yBennyeHuio 06bEma LMpKyAMpytoLLen KpOBU. 3a4ePXKKe U3NMLIHEN XKMUAKOCTU B OpPraHusme u
bopMMpOBaHUIO OTEKOB MPOTUBOCTOUT NpeAcepAHbIV HaTpunypeTudeckmnn daktop. Ctumynaumnsa
3pUTPOMNO3TMHA NPUBOAMUT K YBEIMYEHUIO KOIMYECTBA SPUTPOLMTOB 1 reMornobunHa n, Takmum obpasom,
MOBbILLEHWIO KUCIOPOAHOWN EMKOCTU KPOBMU.

3. ®a3a MHUMOro 61aronoyumnsa — 310 nepmogj, KOTOprl\/JI obecneunBaeTcs KOMMNEHCATOPHbIMA
BO3MOXHOCTAMU OpraHn3mMa. NmeHHO 2 n 3 Cl)aBbI TeyeHus BIMNC — ontumanbHoe BpEMA A/14 NpOoBEAEHUA
pPadnKa/ibHbIX ONEPATUBHbIX BMELLATE/IbCTB.

4. Daza JeKOMNEHCALIUN.

[N 3TOro neprosa xapakTepHO UCTOLLEHME KOMMEHCATOPHBIX MEXaHU3MOB 1 PasBuTHe pedpakTepHOW K
JleYeHUIo CepAeYHON HeJ0CTaTOYHOCTH, GOpPMUMPOBaHME HEOBPATUMbIX U3MEHEHMI BO BHYTPEHHUX
opraHax.

KIAMHUYECKUE NPOABJIEHUA BINC B 0CHOBHOM NpeA,CcTaB/eHbl 4BYMS CUHAPOMAMMW: apTePUAIbHOM

FIAFAKCAMIAIA IA 2ACTAMLUAIA AN AAULAIA LA TACTATAULACTIA



OCJ/IOKHEHWA BIC:

1. CepaeyHas He4OCTaTOYHOCTb (BCTpeYaeTCs NpakTUYeckn npu
Bcex BIC).

2. BakTepmanbHbIN SHAOKAPAMUT (YaLLe OTMeYaeTCs Npu
umaHoTuveckmnx BI1QC).

3. PaHHWe 3aTsXXHble MHEBMOHMM Ha POHE 3aCTOS B MaJIOM Kpyre
KpoBOObpaLLeHus.

4. Bbicokasi nerovyHas runepTeH3ns Uam CUHAPOM DM3eHMEHrepa

(xapakTepHa ana BINC c oboraweHnem Maaoro Kkpyra KposoobpateHus).

5. CuHKON3 BCNeACTBUE CMHAPOMA Masioro Bbibpoca BNAOTb 4,0
pPa3BUTUSA HapPYLLUEHNSA MO3rOBOro KpoBoobpalw,eHms (Mo nwemMmnyeckomy
TUNy - Npu unaHotnyeckmx BINC v cteHO3e aopTbl; MO remopparnyeckomy
TUMY — NPU KOAPKTaL MM aopThbl).

6. CTeHOKapANTUYECKUIN CUHAPOM N MHPAPKTbl MMOKApAA
(Hanbonee xapakTepHbl 419 CTEHO30B a0PThbl, aHOMa/IbHOIO OTXOX/,EHUS
J1IeBOW KOPOHApHOW apTepun).

7. OAplILLeYHO-LMaHOTUYeCKME NPUCTYMbI (BCTPEYAOTCS Npy
TeTpase Panno c UHPYHAMOYNAPHBIM CTEHO30M 1IEFOYHOWN apTepUK,
TPAHCNO3MLLUM MArnCTPabHbIX apTEPUN 1 Ap.).

8. PenatneHaa aHemunsa — npu unaHoTuyeckux BI1C.



JEDEKT MEXOKENYAOUYKOBOW NMEPEFOPOAKMW.

AedekT Mexokenyaoukosom neperopogku (AMXKIT) - BcTpevaeTcst Hanbosiee 4acTo, NPUYEM Kak B
N30/IMPOBAHHOM BUAE, TaK U B COCTAaBE MHOIUX ApPYrmnx nopokos cepaua. Cpean BMC yactoTa gaHHOro
NOpPOKa BapbUpPYyeT OT 27,7 A0 42%. O4MHAKOBO YaCTO BCTPEYAETCS KAaK Y Ma/IbUYMKOB, TakK U Y AEeBOYEK.

B MeXokenyA04KoBOW Neperopojke BblAeNA0T 3 0TAeNa: BEPXHSASA YacTb — MeMbpaHO3Has, Nnpuieraet K
LeHTpasibHOMY GMOPO3HOMY Tesly, CpeAHAs YaCTb — MblLLEYHas, U HUXHAS — TpabekynsipHas.
COOTBETCTBEHHO 3TMM OTAE/1aM Ha3bIBAOT U AedeKTbl MEXKENYA04YKOBOW NEPErOpOAKN, OAHAKO
60/IbLUMHCTBO U3 HUX UMEeIOT NepruMeMbpaHo3Hy10Kanm3auunto (40 80%). Ha gonto MbiweyHbix AMXKIT
npuxoauTtca 20%. Mo pa3mepam gedekTbl NoApasAensitoT Ha bonbluve, cpesHue 1 Mmanbie. Ans
NPaBUIbHOM OLLEHKM BEIMUYUHBI AedeKTa ero pasmep HaLo CPaBHMBATL C AMaMeTPOM aopTbl. Menkue
AebdekTbl pa3MepoM 1-2 MM, PacnoIoXeHHbIe B Mblle4yHoW YacTu MXKT, Ha3biBatoTcst H0/1e3HbIO
TonoumnHoBa—Poxe. BcneacTBue xopoluen ayckybTaTUBHOM KaPTUHbI M OTCYTCTBUA FreMOAMHAMNYECKUX
HapYLUEHWNI 419 X XapaKTEPUCTUKM YMECTHO BblpaXKeHMe: KMHOIO WYyMa U3 Hudero». OTaenbHo
BblAENS0T MHOXeCTBeHHble 6osbwmne agedekTbl MXKI, No TUNY «WIBENLAPCKOro Cbipa», MMetoLme
HebaaronpmMaTHOE NPOrHOCTMYECKOE 3HAYEHMeE.

BHyTpucepaeyHble remognHammnyeckme HapyeHus npm 4MXKI HaumHatoT dopMurpoBaTbcsa cnycTa
HEeKOTOpOe BpeMs Mnocje POXAeHUA, Kak MpaBuIo, Ha 3-5 CYTKU XU3HU. B paHHeM HeoHaTa/lbHOM nepuoge
LyM B CepALie MOXeT OTCYTCTBOBaTb BC/IeJCTBUNE O/ MHAKOBOIO JaB/IeHNs B MPABOM 1 JIEBOM XeJlyA0oukax
M3-3a TaK Ha3bIBAEMOW HEOHATA/IbHOM IerO4YHON runepTeH3um. MNocTeneHHoe nageHvie AaBieHns B
CUCTeMe IerOYHOM apTepum 1 B MPaBOM Xey04Ke CO3AaET pa3HOCTb (FPajMeHT) AaBaeHNA MexXay
XenyfouKamMu, BCeACTBUE Yero noaBaseTcs cbpoc KpoBu caeBa-Hanpaso (13 061aCTU BbICOKOrO
AaBneHns B 061acTb HU3KOro AaBaeHus). JJonosHUTeNbHbIM 06bEM KPOBM, MOCTYMNAOLW M B NPaBbIi
XeNyA04eK 1 1eroYHyo apTepuio, NPUBOANT K NePenoIHEHNIO COCY0B Maloro Kpyra KpoBoobpalleHus,
rA€e pa3BMBAETCA JIerOYHasA rmnepTeH3ns.

BblaensitoT Tpy CTaAunmM Iero4HOM runepTeHsum no B.W. BypakoBckomy. 3acTon KpoBu
(rMnepBonemuyeckasn cTajvs 1€royHon runepTeHsnm) MOXeT NPUBOAUTL K OTEKY IETKUX, 4aCTOMY
npucoeauHeHuo HGeKL MW, Pa3BUTUIO MHEBMOHUN, MaHNUbECTUPYIOLWMX B paHHME CPOKM XXM3HMU,
MMeIoLLMX TAXKEN0e TeYeHME U NI0X0 NOoA AW MXCS leveHmnto. Ecam ¢ runepBonemunent He yaaeTcs
CNpaBUTbCS KOHCEPBATUBHBIMM METOAAMW, B TAKMX C/Ty4asix MPOBOAST NaNNNATUBHYIO OnepaLmio —
CY>KVBaHWe Iero4YHON apTepum Mo Mionnepy. CyTe onepauum 3ak1to4aeTcs B CO34aHNM BpeMeHHOro
MCKYCCTBEHHOIO CTEHO3a JIerOYHOM apTepun, KOTopbiv NpenaTcTeyeT nonagaHuio B MKK n3bbiTouHoro
KoanyecTsa Kposu. OZHAKO MoBbIWEHHAaA Harpy3Kka, najatowas npy 3ToM Ha I'IpaBbIl/I Xenyaoyek, AUKTyeT
B Aa/IbHenLwweM (cnycTs 3-6 mecsiLeB) He0HXoAMMOCTb NPOBeAEHUS PaAnKabHOM OnepaLuu.



Mpw ecTeCcTBEHHOM TEYEHUM MOPOKA CO BPEMEHEM B COCYAAX MaJioro Kpyra
KpoBoobpaleHna cpabaTtbiBaeT pedaekc KutaeBa (CnasmmMpoBaHMe B OTBET Ha
NnepepacTaXeHne), YTO NPUBOAMUT K Pa3BUTUIO MEePexXoAHOM CTajUN NErOYHOMU
rmnepTeHsun. B 3ToT nepuog pebeHok nepectaet 60/1eTb, CTaHOBUTCA 60/1€€ aKTUBHbIM,
HauMHaeT npubasaaTe B Bece. CTabuabHOe cOCTOsSIHME NaumneHTa B 3Ty dasy ABaseTCs
NYYWUM NEPUOLOM ANS NPOBEAEHUS PajMKaibHOW onepaunn. laBaeHme B 1ero4yHon
apTepuu (M COOTBETCTBEHHO B NPABOM XesyAouke) B 3Ty pa3y konebnerca B npesenax ot 30
A0 70 MM.pT.CT. AyCKY/IbTaTUBHAA KAPTUHA XapaKTePU3YeTCsl YMEHbLIEHNEM UHTEHCUBHOCTY
LyMa Npu NosiBAEHMM akLeHTa [IToHa Hag IEroyHoN apTepuen.

B aanbHenweM, ecnm xupypruyeckasn koppekums BINC He npoBoAMTCS, HAUMHAOT
bopMMpoBaTLCS NPOLLECCHI CKNEPO3MPOBAHNS COCYA0B SIerkmx (BbICOKAs 1eroYHas
rMnepTeH3us — CMHAPOM Dii3eHMeHrepa). OTOT NaTO/0rMYecKmim NpoLecc He MeeT
obpaTHOro pasBUTUA U NPUBOAUT K 3HAUUTE/IbHOMY NMOBBILLEHMIO AaB/JEHUS B IEFOYHOM
apTepum (MHOrAa A0 100-120 MM.PT.CT.). AYCKY/IbTAaTUBHO MOXHO BbIC/TyLLaTb PE3KO
BbIpaXXeHHbIM akLeHT Il TOHa Hag nerovyHon apTepuen («MeTananyeckminy OTTEHOK).
CUCTONNYECKNI LWIYM CTAHOBUTCA CN1ab0-MHTEHCUBHBIM, @ B HEKOTOPbIX C/Ty4asix MOXET
COBCEM OTCYTCTBOBaTb. Ha 3ToM PpoHe MOXHO 3aPnKCMPOBaTb NOSIBJIEHME HOBOIO
AMaCTONNYECKOrO WYyMa, 0byCN0BAEHHOrO HEAOCTATOYHOCTLIO KNaMaHOB JIEFOYHOM apTepumn
(wym Mpexema-Crunna). B knnHmnyeckom kapTuHe 3aboneBaHNA OTMEYAETCS MHOXECTBO
MaTo/IOrMyYeCckmnx NPU3HaKOB: CepAEYHbIN «ropb», paclumpeHme rpaHnL, OTHOCUTENBHOMN
cepaeyvHoun TynocTu, bonblie BNpaBo. Has nerknmm BbICyLIMBAOTCA Y4aCTKM
0C/1abNI@HHOTO 1 XECTKOTO AbIXaHWS, MOTYT BCTPEYaTbCs CBUCTALME XpUrbl. CambiM
XapaKTepHbIM MPU3HAKOM CHHAPOMA JV3eHMEHrepa ABSETCs NOCTENEHHOE HapacTaHue
LMaHo33, - CHaYas1a nepudepryeckoro, a B AasbHenwem v AMGPY3HOro. ITO MPOUCXOANT
BC/Ie,CTBUE NEPeKpPecTHOro cbpoca Kposw B 061aCTn AedekTa MexKeys04K0BOM
neperopoAKun, KOTOPbIA NP NPEeBbILEHUN AaBAEHMA B NPABOM Xe/yA04Ke CTAaHOBUTCS
NpaBO-/71eBbIM, T.€. MEHSIET CBOE HanpaB/ieHMe. Hannuune y nayumeHTa TpeTbeun ctagmm
JIErOYHOM rMnNepTeH3NM MOXET CTaTb OCHOBHbIM MOTMBOM OTKa3a KapAMOXMPYpPros oT
npoBejeHus onepaymm.,



KnunHuueckas kaptuHa npu AMXI1 3akat04aeTcs B CUMNTOMOKOMIIEKCE CEPAEYHOM HeA0CTaTOYHOCTH, Pa3BMBAIOLLENCS, KaK
NpaBW/IOo, Ha 1-3 MecsLLax XM3HK (B 3aBUCMMOCTHM OT pa3mepoB gedekTa). Kpome npnsHakos cepgeyHomn HegocTaTouHocTu MK
MOXeT MaHNPeCTUPOBaTb PaHHUMU U TXENbIMU MHEBMOHMAMMU. [pn ocMoTpe pebeHKa MOXHO BbISIBUTb TaXMKAPAWIO U OAbILLKY,
paclwmpeHmne rpaHunL, OTHOCUTEIbHOM CepAeYHON TYNoCTH, CMeLleHMe BepXyLLeYHOro ToN4YKa BHU3 1 BNeBO. B psage ciyyaes
onpeAensieTcsi CUMMNTOM «KOLLIQYbero MypJblkaHbs». CUCTOANYECKMIA WYM, KakK MPaBWUIO, MHTEHCUBHBIN, BbICYLLUMBAETCA Haj, BCEU
obnacTblo cepaLa, XOpOLLO NPOBOAMTCS Ha MPaBYIO CTOPOHY FPYAHOM KAETKM 1 Ha CNHY € punctum maximum B [V mexpebepbe
ca1eBa OT rpyAnHbIl. MNpu Nanbnauum XmMBoTa ONpeensieTcs yBelndeHue nevyeHmn n ceseseHku. VisameHeHns nepudepmyeckon
ny/Abcaumm He xapakTepHbl. Y aeter ¢ AMXI n HK, kak npaBuno, 6bicTpo pa3BmBaeTca runotpoodus.

AwnarHoctuka noboro nopoka cepaua ckaabiBaeTcs U3 peHTreHO010rMYeCcKoro Nccae0BaHNs OpraHoB rpyAHOM NOAOCTH,
anekTpokapanorpadum n AByxMepHoOU Aonnaepaxokapanorpadum.

Mpv peHTreHONI0rnYeCcKoM 1CCe0BaHNM OPraHOB FPYAHOM MONOCTM ONUCLIBAOT GOPMY CepgLa U COCTOSHME IeFrOYHOrO
PUCYHKa, onpeaenstoT pa3mep Kapamo-TopakasbHoro nHaekca (KTW). Bce 3Tn nokasaTesm MMetoT CBOW 0COBEHHOCTM Npu
Pa3HbIX CTeMNeHsAX 1IEro4YHOM rmnepTeH3unn. B nepeont (rMnepBoaeMnYeckomn) CTaZMm BbIABASETCA CIIaXeHHOCTb Taun 1
MOrpy>XeHHOCTb BepXyLKn B Anadparmy, yseanyeHne KTW. Co CTOPOHbI 1erO4HOro pUCyHKa OTMEYaeTCs ero ycuaeHue,
HeYeTKOCTb, Pa3MbITOCTb. KpaliHel cTeneHbio rmnepBoieMmm B IErKUX IBNAETCS OTEK NErKMX. B nepexogHOM cTagmm NEroyHom
rMnepTeH3nn oTMeYvaeTcs HopMaan3aLms NEro4YHOro pUCyHKa, HekoTopas ctabuamsauma pasmepos KTU. [lns cknepoTuyeckom
CTaAWM NErOYHOMN rMNepTEH3MM XapaKTePHO 3HaUYMTE/IbHOE YBE/IMYeHWe pa3MepoB CepL,a, MPUYeM B OCHOBHOM 3a CHET MpaBbiX
OTAE/I0B, yBe/InYeHne NpaBoro npegcepAuns (GopmmpoBaHme NPSIMOro aTpuo-BasasibHOMo yraa), BblbyxaHune Ayru N1€rovyHom
apTepuu (MHaekc Mypa 6onee 50%), NpMNOAHATOCTb BEPXYLLKM cepaLa, koTopas obpasyet c anacdparmon octpbin yron. Co
CTOPOHBI IEFOYHOI O PUCYHKA YaCTO OMUCLIBAETCS CUMNTOM «0bpybaeHHOro gepeBax: ipkue, YETKUE, YBEIMYEHHbIE KOPHU, Ha
$OHe KOTOPbIX SIEFOYHBIN PUCYHOK MPOC/EXMBAETCSA TO/IbKO A0 ONpesesiéHHOro YpoBHSA. Ha nepudepun nmeet MecTo NpusHaku
amPusembl. [pyaHas kneTka umeeT B3AyTyto GopMy, X0z pebep ropmsoHTaNbHbIN, Anadparma ynaoleHa, CTOUT HU3KO.

OKT nmeeT cBOM 3aKOHOMEPHOCTH, TECHO CBfi3aHHble C pa3on TeyeHms BIMC n cteneHblo néroyHon runeptersnn. CHavana
BbISIB/IAIOTCA NPU3HAKK NeperpysKm J1eBOro XenyA04Ka — NoBbllLeHWe ero akTUBHOCTM, 3aTeM pasBuTue ero runeptpodum. C
TeyeHVeM BpeMeHW NPUCOeAMHSAOTCA NPU3HAKM Neperpysku 1 runepTpodum npaBbix OTAEN0B CepaLa — Kak NpescepAns, Tak 1
XEeNYA0uKa, - 3TO CBUAETE/IbCTBYET O BbICOKOWM IEFOYHOM rMMNepTeH3UN. DNeKTpryeckas oCb cepALia Bcerga OTK/I0HeHa BNpaso.
MoryT BCTpe4aTbCsi HapyLUeHWs NPOBOANUMOCTM — OT MPU3HAKOB HeNoIHOM 610Kabl MPaBOM HOXKM Myyka [Mca A0 NoAHOM aTpuro-
BEHTPUKYAsipHOW 610KaAbl.

Mpu Aonnaep-9xoKI yToyHseTcs MecTo pacnosioxeHus fedekTa, ero pasmep, onpesensieTcs 4aB/eHue B MPaBOM XeyA0uke 1
NEroyHom apTepuun. B nepBor cTagmmn NEro4yHoM runepTeHsun gasneHne B MK He npeBbilaeT 30 MM.PT.CT., BO BTOPOM CTaANN —
OT 30 410 70 MM.PT.CT., B TpeTbew - bosee 70 MM.pT.CT.

JleyeHue faHHOrO NOPOKa NOApPa3yMeBaeT KOHCEPBATUBHYIO TEPANUIO CEPAEYHOM HEA0CTAaTOYHOCTN U XUPYPrUYECKYHO
KoppekLuio nopoka cepgua. KoHcepBaTMBHOe eveHre CKNajbiBaeTCs U3 NpenapaToB MHOTPOMHOM NOAAePXKKHM
(CMMNaTOMUMETUKM, CEpPAEYHbIE FIMKO3WUAbI), MOYErOHHbIX MPenapaToB, KApANOTPOPUKOB. B cyyasix BbICOKOM 1IerOYHOM
FMNepTEeH3UN HAa3HAYATCS MHIMOUTOPbI aHFMOTEH3UHNpPeBpaLlatoLero epmMeHTa — KanoTeH uau kantonpua. OnepaTuBHble
BMeLLaTe/IbCTBA NOAPA3AENA0TCA Ha NasMaTUBHbIe onepaumu (B ciyyae MK — onepauus cyxxvBaHWsa 1EFrO4YHOM apTepUK No
Mtonnepy) v paankasbHYO KOPPEKLMIO MOPOKa — N1acTUKa AedpeKkTa Mexkey04K0BOW NeperopoAKM 3amn1aTon U3 IMCTKOB
nepuKapAa B YC/I0BUSAX UCKYCCTBEHHOIO KpOBOO6paLLeHUs, KapANONAErum U TMNnoTePMUM.



JAE®EKT MEXNPEACEPAHOW NEPEFOPOAKMW.

JedexT mexnpeacepaHon neperopoaku (4MIM) - 3To rpynna NOPOKOB cepaLa, A5 KOTOPbIX XapakTepHO aHOMasibHoe coobLLeHne MeXAY NpeacepanaMu.
JaHHble 0 pacnpoCcTpaHEHHOCTU STOFO BPOXAEHHOIO NOPOKA CepALL.a XapaKTepU3YIOTS LUMPOKUM ANANa3oHOM — 5-37%, YTO CBA3AHO C HU3KOMU
BbisiBAsieMocTbio MMM B aeTckom Bo3pacTe (y AeTel A0 3 1eT — B 2,5% cay4vaes, nocse 3 et —11%). Y naoAa Haamume MexnpescepAHoro coobueHms He
SIBJISIETCA NATO/I0rMYECKON HAXOAKOM 1 He BAUSIET Ha ero pa3suTue. B nogasnsiowem 6onbwmHcTee cayvaes AMIM npeactaBieHbl BTOpUYHbIMU dedekTamu
(66-98%).

B MexnpegcepaHoOM neperopozke BulAeNsoT 4Ba OTAeNa: NEPBUYHYIO, COCTaBASIOLLYIO HUXHIOK TpeTb MM, npuneratowyto kK dubposHomy Teny, un
BTOPUYHY!IO - B 06/1aCTM pacnonoxXeHns oBasibHOro okHa. COOTBETCTBEHHO OTAe/1aM BblAENSI0T NePBUYHbIE U BTOPUYHbIE AedeKTbl MexnpescepaHom
neperopogku. OTAeNbHO pacCMaTpMBAIOT OTCYTCTBME MeXnpeacepaHoN neperopogku. Ecav BTopuynble MMM BcTpeyatoTcs B U301MPOBAHHOM BUAE, TO
nepBUYHbIE, KaK NMPaBW/I0, BXOAAT B COCTaB Hosee CI0XHbIX KOMOMHMpoBaHHbIX BM1C (OOABK, TAA/IB, TMA 1 T.4.).

MepsuyHbie AMIIM MOryT cONpoBOXAATLCA HapyLLeHNAMM cepgedHoro putma (HCP), TakMMum kak cynpaBeHTpUKYASpHaa NapokCnM3mMasibHas Taxmkapamsa 1
TpeneTaHue npeacepani. HapylueHus cepgedHoro putma Ha doHe BIMC oTanyatoTcst pe3sncTeHTHOCTbLIO K aHTUapUTMuYeckon Tepanuun. Bropuunslie MMM
MMeloT rpajaLuio no pasmepam gedekTa: ManeHbKMN dedekT 5-6 MM Ha3biBaloOT MexnpegcepaHbiM cooblyeHneM. OTKpbITOe OBasIbHOE OKHO He cyMTaeTcs
BPOX/AEHHbLIM NMOPOKOM CepALLa, He Bbi3biBaeT reMOANHAMUYECKUX HapYLLIEHWI, He TpebyeT XMpypruyeckoin KoppekLum 1 BCTpedaeTcs y 30% 34,0poBbixX
noaen.

FemoanHaMuyeckme usmeHeHus npv JMrIIM pa3srBaoTCA NOCTENEHHO BC/AEACTBUE PasHULbI B AaBJIeHUAX B H0/IbLLIOM 1 Ma/IoM Kpyrax KpoBoobpalyeHus,
n3-3a yero popmMupyeTcs S1eBo-NpaBbiv COpocC KpoBu Yepes gedekT. M13-3a nocTynieHns M36bITOYHOrO KOJIMYECTBA KPOBU B MPABOE NpescepAne 1 NpaBbii
Xenyfoyek co BpeMeHeM pa3BuBaloTCs UX AnasTauus, runeptpodus. PopmupyeTcs reMognHamMmUueckunii (OTHOCUTESIbHBIV) CTEHO3 IEFOYHOW apTepum, LWyM
KOTOPOro BbIC/YLIMBATLCS NMPU ayCcKy/IbTaLuun. VI3MeHeHNs B COCyAax Maoro Kpyra KpoBoobpalleHnsi TPOMCXOAAT No obLnmM 3akoHaMm, Ho ropasgo 6onee
mMezeHHo, yem npw AMXT1.

Knunuka. 3anogo3puts MII1 B neproge HOBOPOXAEHHOCTU CI0XHO. HeBblpaxkeHHas aycKyabTaTMBHasA KapTUHa TPaKTyeTcs Kak nepcuctupyolme
deTanbHble KOMMYHMKaLUWK. MNpU3HaKM HeJOCTAaTOYHOCTU KPOBOODPaLLLeH S PAa3BMBAIOTCS, KaK MPaBWJ/IO, 3HAUYMTE/IbHO MO3XKeE — Ha 1-3 FOgax XU3HW, KOrga
MPOUCXOAUT yBeIMYEHME BUTaTe/IbHON akTUBHOCTM pebeHka. Aas MM xapakTepeH caabbii nam cpegHEeNHTEHCUMBHBIN CUCTONMYECKUI LWYM C p. Max

BO ll-lllmexpebepbe cneBa OT rpyAMHbI, KOTOPbIN JTyyLle BCErO BbIC/YLIMBATL BO CHe. CO BpeMEHEM pa3BUBAETCS akLeHT U\uau pacuienneHue Il ToHa Hag,
NéroyHon apTepueit. Y geTen NosB/seTcs LMaHo3a HOCOrybHOro TpeyroibHuKa npu Gpranyeckor Harpyske 1 oablluka. Mokasatesim GpUsnMyeckoro passuTus y
aete ¢ AMIM, kKak NpaBKIO, COOTBETCTBYIOT BO3PAaCTHOM HopMe. [1/1f NaLMeHTOB paHHero Bo3pacTa XxapakTepHbl YacTble pecnpaTopHble 3abosieBaHus,
conpoBoxAatolmecst 6poHxo06cTpykumen. MpusHaky BbICOKOM IEFOYHOW FMNEePTEH3UN Pa3BMBAOTCS MO34HO — K 16-25 rogam.

AnarHoctuka JAMIMMN 6a3unpyeTcs Ha AaHHbIX 0b6cnegoBaHMsA. PeHTreHonormyeckoe nccaeaoBaHue MaionHPOpMaTMBHO, 0COBEHHO B paHHEM EeTCKOM
Bo3pacTe. OTMevaeTcs mwb HebosbLoe yBesnyeHne KT ¢ He3HaunTenbHbIMM NPU3HaKaMu YCUAEHWS IEFOYHOTO PUCYHKaA.

Ha 3K anekTpuyeckasi ocb 0Tk0HeHa BNpaBo. Co BpemeHeM GOpPMUPYIOTCS NPU3HAKM Neperpy3ku npaBblx OTAEN0B CepALa — npeAcepans (BbICOKUM
OCTPOKOHEUHbIN 3ybeL, P) 1 xxenyaouka (Bo3pacTaHne amnantyabl 3ybua R B oTBegeHusix avR, V. rnybokue 3ybubl S B 0TBEAEHMAX Vs,e. OCHOBHbIM
MeTOZAOM AMarHocTnkm asasetcs IxoKr.

JleueHune cep,qequﬁ HEeA0CTaTOYHOCTU NPOBOAUNTCA MO O6LU,VIM npuHumMnam. XMpyper-lECKOE Jle4yeHne 3aK/1io4aeTCcqa B paAMKaJ’IbHOﬁ KoppeKkunn —naactrka
AMMn.



OBLL U OTKPbITbIN ATPUOBEHTPUKYNAPHBINA KAHAN.

O6Lww M OTKPBITLIN aTPUOBEHTUPUKYASPHBI KaHan (OOABK) - cnoXHbIM MHOFOKOMMOHEHTHbIM NOPOK cepaLa
XapaKTepu3yeTcs aHOMa/IbHbIM COODLLeHMEM MeXAY XeNyAoUuKaMun 1 NpescepAnsMmn Yepes obLwni
aTPUOBEHTPUKYNSPHBIA KaHa/l, BO3HUKHOBEHWE KOTOPOro 0bycnoBaeHO fedpeKTOM pa3BUTUS SHAOKAPAMAIbHBIX
noayweyek. Yactotra OOABK konebnetcs ot 2 g0 7% Bcex cnyyaes BI1C. [Mopok ¢ 04MHaKOBOW 4YacTOTOW BCTpeYaeTcs
Kak Y Ma/Ib4MKoB, Tak 1y geBoyeKk. MoxeT coyeTaTbCsi CO CTEHO30M NIErOYHOWN apTepum, KoapKTaLMen aopThl,
TeTpagoun ®anno, OTKpbITLIM apTeprasibHbIM MPOTOKOM U T.A.

BblAenstoT MOHYIO U HEMOJHYO GOpMbI.

MonHasa ¢opma BkAtOYAET B Cebsi BbICOKO PacnoIoXeHHbIV 60/1bwoM MeMOPaHO3HbIN AedeKT MeXKeNy04KOBOM
neperopoAku, HU3KOPACMONOXEHHbIN 60/1bLWOM NEPBUYHBIN AedeKT MexnpeacepAHON Neperopoakm 1 obuwmm aTpuo-
BEHTPUKY/ISIPHbIN KJaMNaH CO CI0XKHBIM €JMHbIM aHOMa/IbHbIM CTBOPYATLIM anNMnapaToM (paclienaeHne o4HON U3
CTBOPOK MUTPasIbHOIO UM TPUKYCMUAANBHOIO KAanaHa). JlaHHbI MOPOK CepAL,a MOXHO CYMTATb XapaKTEPHbIM A4S
TaKOW CMHAPOMAIbHOM NAaTON0M MU KakK TPUCOMUISA MO 21 XpomocoMme (y 60% aeTen ¢ cuHazpoMoM JlayHa).

MemoanHamunuyeckme HapyLeHUA XapaKTepUsyTCs NpenMyLLeCcTBEHHO 1eBO-NpaBbiM COPOCOM KPOBUM Kak Ha YPOBHe
XenyA04KoB, Tak U Ha YPOBHE NpesCcepaAnii, BbIpaXXeHHOW rmnepBoieMmMen Maaoro Kpyra kposoobpatieHus. M3-3a
TOrO, YTO MeXNpPeACEPAHbIN N MEXOKENYA04YKOBbIM AedeKTbl Honblune, AaBaeHNE BO BCeX KaMepax cepaLa bbicTpo
BblpaBHUBaeTcs. O6bEM cOpoca onpegenseTcs: 1) CTeneHbo PaCcTAXUMOCTH OTAE/bHbIX KaMep cepAua (npaBoe
npeacepave obnasaet 60/bluen pacTAXUMOCTbIO), 2) MOLLLHOCTbIO XeyA04KOB (N1eBbi Xenyaodek 6onee MOWHbIN), 3)
rpaAnEHTOM ZiaBeHNIN MeX /Ay aOpTOM U IeroYHoOn apTepuent. B pesynbTaTe BbipaXkeHHOM 0ObEMHOM Neperpy3sku
npaBbIX 0TAeN0B cepaLa GopMupyeTcs KapAMoMeraauns 1 paclumpeHue 1éro4Houn aptepumn. BeicTpo pasBuBaeTcs
NIEroyHas rmnepTeHsmns.

KnuHuka. Mopok oTanyaetcs paHHen MaHudecTaumnen cepaeyHom He0CTaTOYHOCTY - Ha NepPBON Heene XU3HMU:
BbIPXKEHA OAbILLKA, XaPAKTEPHbI 3aCTOUHbIE XPUMbI B IErKMX, OTEYHBIN CUHAPOM. K 3-4 Mecsam gopmupyetcs
6VBEHTPMKYASPHBIN (LEHTPA/IbHBIN) CEPAEUHBIN «rOP6». I‘Ipm OCMOTPE BbISIBJIRETCSH 3HAUNTENBHOE paclivpeHwe
FPaHUL, OTHOCUTE/IbHOW CEPAEYHOW TYMOCTU. BbIC/YLIMBAETCA PA3NIMYHON MHTEHCUBHOCTM CUCTOIMYECKNI WYM (0T
BblpaXK€HHOr 0 A0 NPakTUYeCckn OTCYTCTBYHOLWLErO NPW, Tak Ha3biBaeMon, «HeMoWn popmer), be3 yeTkon nokannsaumum
p.Max., XOpOLIO NPPAAUNPYIOLLNI BO BCE OTAE/bI FPYAHOM KAETKW, B TOM YMC/1e U Ha CNuHY. BbicTpo popmumpyeTcs
akueHT |l ToHa Hag NéroyHom apTepuel. BelpaxeHa renatocnieHomeranus. Jletn ouyeHb Naoxo npubaBasioT B Bece.
PaHo 1 YacTo npncoeAnHAIOTCA NHEBMOHWUW. MNpyn eCTeCTBEHHOM TeYEHUM NMOPOKa CepALia 1eTalbHbINA UCXOZA HAacTynaeT
o4eHb bbIcTpo.

PeHTreHoNOrMyecku BbisSiBASETCS KapANOMEraans Co 3HaUNTE/IbHbIM PacLUMPEHNEM SIeroYHON apTepum (MHAeKkc Mypa
6onee 30%), BblpaxkeHa rMnepBoIeMUs Manoro Kpyra kpoBoobpalleHus.

MonHaa dpopma OOABK xapakTepusyetcs cneymduyeckumm IKM-npusHakamm, TakKMMKU Kak OTKJIOHEHME
3/71eKTPUYECKOMN OCU CepaLia BN€BO NPW OA4HOBPEMEHHOW rMnepTpodum NpaBbix OTAe0B. HacTo BCTpeyatoTcs aTpmo-
BEHTPUKYAspHble 610Kaabl.

Aonnnep-3xoKI no3sonseT onpegennts pasmepsl 1 aokaamnsauymio AMXKI n AMIIM, Haanume wenm mexay
MUTPaNbHbIM U TPUKYCMUAANbHBIM KAanaHamn. JlnarHoCTUYeCKmn 3HaYMMbIM ABASETCA ONpeesieHne NoBbILLEHHOrO
AaB/IEHNS B NPABOM XeJ/ly04Ke N NErO4YHOU apTepun.



TeueHue NOpoOKa XapaKTepU3yeTcs HEYKNOHHbIM HApacTaHNEM TOTa/IbHOW CepAeYHOM HeA0CTAaTOYHOCTH, pedppakTepHOM
K MeANKaMeHTO3HOMY sieveHuto. MNogaBastoliee 6H0NbWNHCTBO AeTeln NornbatoT B TeYeHUe NepBoro NoyroAus XusHu.
Hanunume Takoro nopoka cepaua sBaseTcs abcontoTHbIM MOKasaHWeM K onepaymu.

PaaukanbHas onepauma NpoBoOAMTCA B YCNOBUAX MCKYCCTBEHHOMO kpoBoobpalyerus (MK), runotepmumm Tena o 20-22°C
v BkoYaeT B cebs naactuky AMXKM n AMIM, pasgeneHne aTpoBeHTPUKYAAPHOMO KObLLA Ha MpaBoe U 1IeBOe,
yCTpaHeHne HeA0CTaTOYHOCTH NpescepAHO-Xe Ty 04KOBbIX KN1anaHoB. XMpypruyeckas KoppekLumsa JaHHOro nopoka
ABNAIETCSH OAHOWN 13 CaMbIX C/I0XHbIX B KapAMOXMPYPrin U CONPOBOXAAETCS BbICOKOW IeTa/IbHOCTbLIO (20-40%). Eciv no
TSXKECTU COCTOAHMSA NaLMeHTa BbIMOJHUTL paAmnkanbHyto koppekumio BIMC He npeacTaBaseTcst BO3MOXHbIM, TO pebeHky
MPOBOAAT Cy>XeHue NEro4Hom apTepumn no Mioanepy.

Mpu HenonHo (vacTuuHoi) opme OOABK nmeeTcs nepsryHbIi AedeKkT MeXNpeacepAHON NepPeropoaKy ¢
pacwenneHvem nepesHemn MeAunaabHoON CTBOPKM MUTPA/IbHOTO KAanaHa u\nau neperopoAoyHoN CTBOPKM
TPUKYCNUAANBHOIO KAanaHa, YTo GOpMUpPYET Tak Ha3blBaE€MbI «KOCOM KaHa ». ATPUOBEHTPUKYIAPHbIE KO/bLA
cbopmMmMpoBaHbI NPaBUIBHO. ,B,aHHaﬂ dopma nopoka cumTaeTcs nporHoctTuyeckun bonee 6raronpmsaTHol. C 6onbLuen
4aCTOTOM BCTPEYAETCS Y JINLL, XXEHCKOro nona (3:1).

NemoanHamuka onpegenserca Haanumem MM 1 HeO0CTaTOYHOCTLIO OAHOIO U3 aTPUOBEHTPUKYAAPHbIX K/1anaHoB.
VimeeT mecTo cbpoc kpoBw Yepes AedekT 13 N1eBOrO NpeACepAus B NPaBoe, @ Yepes pacluenieHne CTBOPKM - U3
XeNypouKka B npeacepavie (Mpasoe v nesoe). MNpy AaHHOW CepAeYHON aHOMANMK MPOUCXOAUT Neperpyska npasbix
OTAE/I0B CepALa, 0cobeHHO npeacepans. MUTpaibHas HEA0CTAaTOYHOCTb yMepeHHas. Bo/iblion apTeproBeHo3HbI chpoc
MPUBOAMUT K Pa3BUTUIO FMNEPBONEMUN B NEFKMX, KOTOPAs HOCUT, B OCHOBHOM, Ba30CMaCTUYECKMI XapaKTep U ToxXe
BHOCWUT CBOM BK/1aZ, B pa3BuTMe runepTpodumn npaBoro xeaysouxa.

KnnHuuyeckme npusHakm nosiBAAOTCA C MePBbIX MeCALEeB XU3HU: €TV HAYMHAIOT OTCTaBaTb B PU3NYECKOM Pa3BUTUN,
PaHO Pa3BMBAIOTCS OAbILLKA M TaXMKapAMA Npy Gusnyeckom Harpyske. XapakTepHbl CKNOHHOCTb K peLnanBUpPYIOLLUM
BpoHxonéroyHbiM 3a601€BaHMAM 1 pa3BUTUE HEAOCTAaTOYHOCTM KPOBOObPaLLeHMs, B OCHOBHOM, MO
MpaBoXenyA04KOoBOMY TuMy. [Tp1 0CMOTpe MOXHO BbISIBUTb Haanune gedbopMaL My rpyAHOM KAeTKM MO TUMY CepAeYHOro
«ropba». [paHunLbl cepaLa paclumMpeHbl, Kak NPaBunio, B 06e CTOPOHbI. [epBbii TOH YCWUIeH, BTOPOW — PacLLeniéH 1
aKLeHTYMpOBaH Haj, IEro4YHON apTepuen. Aycky/IbTaTUBHAA KAPTUHA XapaKTepu3yeTcs HaiumeM ABYX Pas/IMyHbIX
WyMOB: cucTonamnyeckoro wyma AMII cpeaHen MHTEHCMBHOCTM C p. Max — Bo lI-1ll mexpebepbe cneBa oT rpyauHbl; 1
BTOPOro — O0CTaTOMHO MHTEHCUBHOTO, «AytoLero» TeMbpa, BbIC/IyLIMBAIOLWEroCs Ha BepXYyLUKe CepZLa U NPoBOASLLerocs
B aKCUANSIPHYIO0 06/1aCTb.

Ha 3KTI peructpupyetcs otknoHeHnem 0OC BAeBo, Hann4YMeM KOMOMHMPOBAHHOW rMnepTpoPUM 060U1X XeNya04KOB U1
npaBoro npegcepans. JoctaTouyHo YacTo BcTpeyatoTcs AB-610kagbl 1-2 cTeneHn. PeHTreHoN0rMueckuBbISBASETCS
KapAnomeranus, Taans cepala criaxeHa, BblbyxaeT gyra 1EroYHOM apTepum, yCuaeHme Ero4HOro pucyHKa 3a CHéeT
apTepuasibHOro pyca.

OnepaTuBHOE NeyeHne NpoBOAMNTCA B paHHEM AeTCKOM Bo3pacTe. [oka3aHUsaMM 419 onepaLmnmn ABASIOTCA Haanyme
rMnoTpodurm, 3aCTOMHOM CepAEYHOM HegocTaToYHOCTH. Onepaumsa 3akatovaercs B naactuke MM 3anaaTon ns
ayTonepukapaa v ylMBaHWUM pacLLensieHHbIX CTBOPOK aTPUOBEHTPUKYASPHbIX KanaHoB. B ganbHenwem, npu
COXPaHSOLWENC MUTPaIbHON HEeA0CTaTOYHOCTM MOKAa3aHO NPOTe3MpPOBaHNe MUTPa/IbHOrO KaanaHa.



OTKPbITbI APTEPUA/IbHBIN NPOTOK.

OTKpbITLIV apTepuasbHbivi NpoTok (OAMT) — Hannume coobLLEeHNs MeXy aOpPTOM 1 JIEFOYHOM apTepueNn, CYMTAIOLLLEeroCs aHOMasIMel B MOCTHATA/IbHOM
nepuoge.YacToTa JaHHOro nopoka konebiercs B npegenax ot 5 40 34%, Yawe y /i, XXeHCKoro nona (2-4:1). Kak npasuao, OAl coueTtaetcs ¢
APYTVIMM BPOXZAEHHBIMU MOPOKaMK cepALa — KoapkTauven aopTel, JMXT. Mpu AykTyc-3aBucumbix nopokax cepaua (TMA, kpaiHss Gopma TeTpagsl
®anno, KPUTUYECKNI CTEHO3 aOPTbI U IErOYHON apTepPUK, MEPepbIB AyTW aOPTbl, CUHAPOM FMMOMN/I1a3UM IEBOTO XeNy04Ka) AaHHas cepAeyHas
aHOMasInst ABASIETCS XM3HEHHO Heobxogumoin. OAT, B 0T/IMUMeE OT COCYAOB MarmcTpasibHOro TMna KpoBoobpaLleHus, SBASETCS COCYA0M MbILIEYHOrO
TUMa C MOLLHOW BaryCHOM MHHepBaLMel, 4To obecneymBaeT ero CnoCobHOCTb K COKPALLEHNIO B paHHEM HEOHATa/IbHOM Nepuoe.

FemoauHamuKa. B npeHaTa/IbHOM NepuoZe OTKPbITbIA apTepuasibHbIA MPOTOK U OTKPbITOE 0BaJIbHOE OKHO ABASIOTCS GU3N0I0TMYECKUMI
NN0AOBBIMU KOMMYHMKaLMUAMU. B cuay Toro, 4to Manbili Kpyr KpoBoobpalueHUs He GYHKLMOHUPYET, OKOJI0 2/3 06bEMa OKCUTeHUPOBAHHOM KPOBU
yepes OTKpPbITbIN apTEPMa/bHBIN MPOTOK NOCTYNAET B HUCXOAALLYIO aOpTy. B HopMe, BCkope noc/ie poXAeHus,, B OTKPbITOM apTepuasibHOM NPOTOKe
MPOUCXOAMUT CMA3M 134 KOMBbILIEYHbIX BOJIOKOH, YTO MPUBOAUT K GYHKLIMOHANbHOMY 3aKPbITUIO NPOTOKA. AHATOMUYECKOE 3aKpbITUE NN
06/1MTepaL s NPOMCXOANT B TEUEHME NEPBbIX 2-X HEAE b MOCTHATA/IbHOM XU3HW. Takme naToNornyeckme CoCTOSIHUS Neprmoaa HOBOPOXAEHHOCTU Kak
CYHAPOM gbIXaTe/IbHbIX PACCTPONCTB, BPOXAEHHAN MHEBMOHMS, achUKCUA B pogax NpensTcTBytoT 3akpbiTuio OAM. Ousmonornyeckoe 3akpbiTne
MPOTOKa 334EPXKMBAETCS Y HEAOHOLIEHHBIX AeTel, MPUYEM YeM MEeHbLUE FrecTaLnOoHHbIN BO3pacT pebéHka, TeM 6osiee MPOAOKUTEbHOE BpEMS
Tpebyetcs ans 3akpbiTus OAT. Tak, npu Macce Tena MeHee 1000 Iy 80% geTel apTepuasibHbii MPOTOK GYHKLMOHMPYET B TEHEHWE HECKObKUX
MecsiLeB.

[lns pasBUTUS HapyLWEHNN reMOANHAMUKN MMeeT 3HaueHne pasmep NpoToKa, Yro ero 0TXOXAEHUS OT aOpTbl, Pa3HOCTb gaBsieHUI B 60/1bLIOM U
MaJsioM Kpyrax kpoBoobpalyeHusi. [pu TOHKOM, AJIMHHOM U U3BUIMCTOM NPOTOKE, OTXOASLLMM OT a0PTbl NOZ OCTPbIM YI/I0M, CO3/,aeTcs
COMpPOTUBJIEHME TOKY KPOBU U BbIpaXKeHHble HapyLLUEHUS FTeMOANMHAMUKM He BO3HUKAIOT; CO BpeMeHeM MPOTOK MOXeT 06mTepupoBaTbcs. KopoTkui
W LWUMPOKMI apTeprasibHbI MPOTOK CONPOBOXAAETCSH 3HAUMTENbHBIM COPOCOM KPOBM 13 aOPTbI B IEFrOYHYIO apTepuio. Takme NPOTOKM He CNOCOOHbI K
obantepaumn. lononHUTeNbHbIV 06BEM KPOBK, cOpacbiBaeMblli U3 aOPTbl B NEFOUHYIO apTeputo, byaeT NpUBOANTL K Pa3BUTUIO AMACTOANYECKON
neperpysKku 1 AnaataLmm JeBbiX OTAE/0B cepaLa, 0CobeHHO N1eBOro npescepamns, rmnepBoseMmm B NErknx ¢ GopMMpoBaHUEM 1eroYHOM
rMnepTeH3nu.

KnuHuyeckas kaptuHa npu OAI siBasieTcs xapakTepHon ans BMC, npoTekatowmx ¢ oboralyeHMemM Maaoro Kpyra kposoobpatleHus, n byger
3aBuCeTb OT pa3Mepa NpoToKa. B HeoHaTaslbHOM Nepuoge y pebeHka BbICNYLWMBAETCSH CUCTOMYECKMI LWYM C p. Max — Bo Il Mexpebepbe cieBa oT
rPYyAVHbI. [AMacToAnYeCKMI KOMMNOHEHT LWYMa OTCYTCTBYET M3-3a HEOHATa/IbHOM JIEFOYHOM rMNePTEH3NN, XapaKTEPHOM A5 STOro NEPUOAA XKU3HU.
Mo Tow e NpuYMHe B HEOHaTaNbHOM nepuoge Yepes OAT MOXeT NPOUCXOANTL NEPEKPECTHbIN COHPOC KPOBU, YTO KAMHUYECKM ByAeT BbipaxaTbCs B
MOSIBNIEHUW LIUAHOTUYECKOWN OKPACKM KOXHbIX MOKPOBOB BO BPEMS KPUKa, COCaHWUS, HaTyxXMBaHWs pebeHka. Mo Mepe CHUXEeHWS AaBNEHNS B MaJIOM
Kpyre KpoBoobpalleHus JeBO-NpaBbiii COPOC KPOBK OCYLLECTBAAETCS KaK B CUCTOAY, TakK U B AUACTONY, YTO NPUBOAUT K GEHOMEHY CUCTO10-
ANACTONINYeCKOro LyMa C «MaLUMHHbIMY» KOMMNOHeHTOM. B cTapLuem Bo3pacTe No Mepe NporpeccpoBaHUs JIEFOYHOM rMNepTeH3nn 1MacToNNYeCKnin
KOMTMOHEHT LyMa BHOBb 0C/1labeBaeT BN/I0Tb 4,0 NOJHOrO ncyesHoBeHus. K ayckynbTaTuBHbIM 0cobeHHOCTSM OATT MOXHO OTHECTU TakXe yCuaeHune u
pacwenaeHue |l TOHa Hag neroyHom apTepuen. B KOHEYHOM CTaMM eCTECTBEHHOIO TeYeHMs MOPOKa MOXHO OTMETUTbL MOSIBJIEHWE ANACTONNYECKOTO
WYMa He0CTaTOYHOCTU NErOYHOM apTepumn — wyma Mpexema-Crunna.

PeHTreHoN0rnyeckn oTMe4aeTcs yBemyeHe pasmepoB KapAMoTOpakaibHOro MHAeKca (0T MMHMMAJ/IbHOMO A0 KapAMOoMeraaunm), mpusHaku
JAVACTONNYECKON NeperpysKku eBbIX OTAE/0B (CrIaXeHHOCTb Ta/IMK, NOrPYXXEHHOCTb BEPXYLLKUN cepaLa B Anadpparmy, BolbyxaHne BOCXOASLLEN
YacTu aopTbl). YBEIMUEHUNE NEBbIX OTAE/I0B CEPZLLA XOPOLLO BbISB/IAETCS B HOKOBOW 1 KOCbIX MPOEKLMUAX C OAHOBPEMEHHBIM
KOHTPacTUpOBaHWeM nuLlLeBoAa bapvem. B 1Erkux 0TMEYaEeTCs yCUAEHNE JIEFrOYHOT O PUCYHKA.

Mpu anekTpokapamorpadum B HavasibHbIX CTagusAx TeueHns OATT. perncTpupytoTcsi MPU3HaKM Neperpysku 1IEBOrO NPeACcepaAus U runepTpodum
JIeBOro Xenyzouka. B gasbHenwem K HUM MPUCOeAMHAIOTCA MPU3HAKK Neperpyskn u rmneptpodun npaebix oTAe0B. IxoKI no3soaseT onpesennTb
KOCBeHHble nMpu3Haku Hasimumns OATT 1 BU3yannsmpoBaTb ero HermocpeACcTBEHHO, M3MePUTb pa3Mepbl MPOTOKa, ONPeAeInTb CTeNeHb IEr04HON
rMnepTeH3uu.

lMpy ecTeCTBEHHOM TeYEHUM NPOAOIKUTENLHOCTb XM3HU 60/IbHBIX COCTABAAET 20-25 JIET. [0C/1e 12-MeCAYHOro BO3pacTa peAKo MPOUCXOAUT
CMOHTAHHOE 3aKpbITUE apTepuaibHOrO NPoToka. OCHOBHbLIMM OCI0XXHeHUAMMU OAT ABASIOTCS CepAeYHas HEA0CTAaTOYHOCTb, IErOYHAs rUNepTeH3Ns,
MHbEKLMOHHBIN SHAOKAPAMWT, aHEBPM3Ma aopTbl M\MJIM JIEFOYHOM apTEpPUK.



= OnepaTtuBHOEe fIeYeHUe rnoJpasymMeBaeT rnepeBsasKy
NN NnepeceyvyeHme C ylmBaHUEM aOPTaIbHOrO U
JIEFOYHOr0 KOHLLOB NPOTOKA, HO B Noc/iejHee BpeMs
NMpUMeHAeTCs U KaTeTepHasa sHA40BaCcKy/IApHas
OKKJ/1H03MS MPOTOKA. TepaneBTUYECKUN METOZ, JIEYEHUS]
noApasyMeBaeT NPMMEHEHNE NHIMBUTOPOB
npocTarJiaHAMHOB B Nepnoje HOBOPOXAEHHOCTM.
MHaomeTauuH MOXHO BBOAMTbL KAk SHTEPA/IbHO, TaK U
BHYTPMBEHHO. B nocnhegHem cyyae spPeKTUBHOCTD
nevyeHuna coctasaset 88-9o%. [Npenapat BBOAAT U3
pacyeTa 0,1-0,2 MI/Kr Maccbl Tesia B 1-2 rnpmMemMa B
TeyeHue 1-3 gHeun. KypcoBas f03a He A0/1KHa
npeBbiWwaTb 0,6 Mr/kr. ZlaHHbIM MeTOA, HE MONYYNII
LLIMPOKOIrO PacnpoCTpaHeHUs, Tak Kak MMeeT
CyL,eCTBEHHble OrpaHMyeHns 1 NPOTUBOMNOKA3aHUS.
NHpomeTaymnH obnagaet aHTUArperayMoHHbIMM
CBOMCTBAMM, YTO MOXET NPMUBECTU K BHYTPUUEPEMHbIM
KPOBOU3JINAHUAM, XeNy[04HO-KNLLEYHbIM
KPOBOTEYEHUAM, TPAH3UTOPHLIM PEHa/IbHbIM

ANCPYHKLMAM.,




CTEHO3 AOPTHhI.

CreHo3bl aopTbl (CA) —3T0 rpynna BPOXAEHHbIX MOPOKOB CEPALLE, CONPOBOXAALWMXCA dedopMaLment CTBOPOK KaamnaHa U\Man cy>xeHnem
KJ1anaHHOro, HaAK/1anaHHOr 0 MW NOAKIANaHHOMO OTBEPCTMS. [pU 3TOM 3aTPYAHSAETCA OTTOK KPOBM U3 JIEBOIO XeNyA0uKa B aopTy 1 60/1bLwOM Kpyr
KpoBoobpalyeHua. HacToTa BCTpevaemMocT gaHHoro Buga BIC konebnetca ot 2 o 7%. CpeAn CTEHO30B aOPThl Yallle BCTPEYaeTCs KaanaHHbIN
(58-70%), pexxe - noaknanaHHbIM (20-25%), U KpalHe peaKo - HagKAanaHHbIN (5-10%) cTeHO3. HagknanaHHbIN CTeHO3 aopTbl B 35% CayyaeB ABAsETCA
COCTaBHOM YacTbto CMHAPOMa Bunbamca-bonpeHa (cMHApom «iunua snbdar»). HekoTopble aBTOPbI BbIAEASIOT MMMAOMNIa3MI0 BOCXOAALLEN YAaCTN aOPThI.
B uncno BIMC, knaccudumumpyowmxcs Kak CTeEHO3bl Q0PThbl, HE BXOAAT UANMONATUYECKUIA U BTOPUYHbIN CybaopTasibHble runepTpoduyeckme CTeHO3bI,
KOTOpble N0 3TUONOFMYECKUM, aHATOMUYECKMM U NATOPUINONOrNYECKMM XapaKTEPUCTMKAM OTHOCATCS K KapAnomuonaTtusm. NMopok vaue
BCTPEYaeTCs y UL, MY>KCKOrO Mona.

KnanaHHbIN cTeHO3 aopTbl 06pasyeTcs 3a CHET CyXKeHMUs, Kak Camoro KnarnaHHoOro KoJbLia, Tak 1 33 CHET CpalleHUs CTBOPOK KaanaHa No KOMUCCYpaM.
CaM aopTasibHbIN KAanaH MOXeT BbITb TpeXx-, ABYX- M OAHOCTBOPYaTbIM. Kak npaBmao, Npy KnanaHHOM CTeHO3e CyLLeCcTByeT MOCTCTEHOTUYeCKoe
pacliMpeHne aopThl.

MoaknanaHHbIN cTeHo3 (GMBPO3HLIN CybaopTanbHbI CTEHO3) 0bpasyeTcs cepnoBUAHON CKAAAKON GPUOPO3HOM COeANHUTENBHOM TKaHMU,
PacnoJsIoXeHHOW HeMOCPEACTBEHHO NOZ a0PTasIbHBIM K/1anaHOM 1 3aKpblBatoLLeN 1/2—2/3 BBIXOAHOMO OTAENa.

HazknanaHHbIM CTEHO3 MOXET BCTPeUaTbCsi B BUAE MeMbpaHbl, pacroiaratoLeics Belille KaarnaHa aopTbl, Haj cMHycamu BasibcanbBbl. CyxeHne
aopTbl MMeeT BUJ, «4aCoBOro cTekax». MoCTCTEHOTUYECKOro pacluMpPEHNst MPY STOM He OTMeYaeTCs.

OAHVIM M3 CaMbIX TAXENbIX BAapPMaHTOB Cy>XXeHUSA AB/IAETCA CMNONAACTUYECKUI TUN C TPYBUaThIM CyXKEHMEM TMMONAa3UPOBAHHOM BOCXOASALLEN a0PThI.
I'Ipm 3TOM YCTbA KOPOHAPHbIX COCYAO0B HAaXOAATCA NPOKCMMaJIbHEE Cy>XXEHUSA, T.€. B 30HE NMOBbILLEHHOIO AaBJ/IEHNA KPOBU.

FemogunHamuka. HapyleHus reMogMHaMmnky 00yCcI0B/IEHbI HAIMUYMEM MPENATCTBUS KPOBOTOKY KPOBW M3 JIEBOTO XeJyA0ouKa B aopTy. B cBA3M ¢ 3TUM
ycuamBaeTcs paboTa 1eBOro xeny04ka B CUCTONY M pa3BUBaeTCs ero runepTpodus. lNocaegHss genaet xenyaodek bonee purngHoiM npu
HaMoOJIHEHWW, YTO MPUBOAUT K AnacToanyeckor neperpyske. O4HOBPEMEHHO MOBbILAETCS JaBEHME B IEBOM NPEACEPAUN, NETOUHBIX BEHAX U
NéroyHon apTepun. B 6osibLuon kpyr kpoBoobpalleHUs NMocTyrnaeT MeHblUe KpOBU, YeM B HOpMe. KpUTUYECKUM CyXXeHMEM YCTbsi aOPThbl CHUTAETCS,
eC/IM ero ANaMeTp pPaBeH 2/3 0T JOJ/IXHOro pasmepa. BaxHol 0cobeHHOCTbIO CTEHO30B a0pTbl AB/SETCH OTHOCUTEbHAs U abcontoTHas
HEZ0CTaTOYHOCTb KOPOHAPHOIO KpOBOTOKA. OTHOCMTEIbHAs KOPOHaPHas HeA0CTAaTOYHOCTb CBSI3aHa C BbIPaXXEHHOW rnnepTpoduen Mmokapaa
NeBOoro xenygouka. AbContoTHas KOPOHapHas HEAOCTAaTOYHOCTb Pa3BUBAETCS MPU CHUXEHUM paKLMKM BbIDpOCa JIEBOTO XeyA0uKa.

KnvHuyeckas KapTUHa JaHHOIrO NOPOKa CepaLa HanpsiMyto 3aBUCUT OT CTEMEHU CYXEHUS YCTbs aopTbl. EC/IM cTEHO3 BbipaxeH (KpUTUYECKMIA CTEHO3
aopThbl C rpagMeHToM 60os1ee 70 MM.PT.CT.), TO €ro MOXHO 3aMoA03pUTb BHYTPUYTPOBHO N0 YMEHbLUEHMIO NOJIOCTH IEBOTO XeyAouka. JeTn ¢
AOpTa/IbHbIM CTEHO30M POXAAIOTCA, Kak NPABW/I0, C HOPMaJ/lbHbIMU MAacCO-POCTOBLIMU NOKA3aTeAMM, Tak Kak AaxKe Npu nepepbise Ayrv aopThi
bYHKUMIO KOMMEHCUPYIOLLErO COCYAa BbINOJIHAET OTKPbITHIN apTepuasbHbiv NPOToK. O4HAKO MPU3HAKM TAXEN0U CepPAEYHON HEA0CTAaTOYHOCTH
pa3BMBAIOTCA PaHO. XapaKTepHbl BbipaXeHHas 61eHOCTb, 04 bILIKA, YTOMASAEMOCTb, 3aTPYAHEHNSA NPU KOPMJIEHUU, MPUCTYTbI BHE3AMHOTO
HecrnokoncTBa (cTeHokapanTuyeckue 6onau).

Mpw NEKON 1 yMepPEeHHON CTeneHM CTeH03a (FPaAMEeHT OT 20 40 60 MM.PT.CT.) NepBble Xa06bl MOryT BO3HUKHYTb B LIKOJIbHOM BO3pacTe npu
ycuneHum pusmnyeckmx Harpysok. MNMosBAsOTCA oAbllKa, cepALiebreHre, yToMaaeMocTb, CHxXeHne pabotocnocobHocTu. Mo3xe - 6oan B obnactu
cepalia, MMeloLL Ve KOMOLWMIM, OKMMAIOLLMI XxapakTep (aHFMHO3HbIe 60/11), UTO 3acTaB/SET AeTel OrpaHMUYMBaTh CBOIO GUBNUECKYIO aKTUBHOCTb.
Tak>Ke XxapakTepHbl CUHKOMaJ/IbHble COCTOSHWS BCAeACTBME SO0 Manoro cepzeuHoro BbiIbpoca, 60 0CTPbIX HapyLLIEHWUI CEpAEYHOro PUTMa.
Okpacka KOXHbIX MOKPOBOB OCTaéTcs b1e4HON Aaxe Npu prU3nYeckmx HarpysKkax.




CuHapom Bunbsamca-bonpeHa — HacieACTBeHHOE cMcTeMHOe 3a6o/1eBaHMe COeANHUTEIbHOM TKaHU C ayTOCOMHO-
AOMWHAHTHBIM TUMOM Hac/eA40BaHUs. BosibHble MetoT cneunduryeckme YepTbl LA («IML0 31bdar): BbICOKMN
BbINYK/1bIN 106, yTO/NLWEHHbIE KOXHbIE CKAAKM Haj, BEPXHUMW BEKAMK, KOCOr1a3ne, KOPOTKUM fedbopMUpPOBaHHbIN
HOC C BbIBEPHYTbIMU HO34PSIMU, LUMPOKAs BEPXHSAS YETHOCTb, MaJIeHbKAsi HUXKHSS YetoCTb, TOCTas, BbICTyNatoLwas
Briepes BepxHsis ryba, NoNyoTKpbITbIN POT, HU3KOMNOCAXeHHble Topyalyme ywu. [a5 3TUX 60/bHbIX XapaKTepHa
YMCTBEHHasi OTCTa/I0CTb, NPU3HAKN CUCTEMHOM AUCMNIA3UN COEANHUTEIBHON TKaHW B BUAE nNepepasrnbaHus
cycTaBoB. [py faHHOM NOpoOKe OTMeYaeTcs KasbLunduKaumns cTeHo3a Ha GoHe rmnepkKaibLeMmm.

MNpu dursnkanbHom obcnesoBaHUmM HONBHOIO C AOPTA/IbHBIM CTEHO30M BEPXYLLUEYHbIN TONYOK YCUIEH, CMELLLEH
B/JI€BO M BHW3. XapakTepPHO HECOOTBETCTBME MEXAY YCUIEHHBIM BEPXYLUEYHbIM TOAYKOM U C1abbiM HanoNHeHneM
nynbca. [paHnLbl OTHOCUTEIbHOM CepAeYHON TYNOCTU pacluMpeHbl BNeBO. AyCKY/IbTaTUBHO NepPBbI TOH YCUAEH,
BTOPOM TOH He M3MEHEH, BbIC/TyLIMBAETCA rPpyObIi CUCTONMYECKUI LYM M3FHaHUA C p.max — Bo || mexpebepbe
CMpaBa OT rpyAuHbI 1 B Touke boTknHa-Ipba. MIHTEHCMBHOCTb WyMa NpsSIMO NPOMOPLIMOHAIbHA CTENeHN CTeHOo3a
aopTbl. B MecTax BbICNylUMBaHMSA WyMa ONpeaenseTcs CUCTonYeckoe gpoxanue. MNeprudepuyeckas nyabcaumns
CHMXEHA KakK Ha BEPXHUX, TaK U Ha HUXHUX KOHEYHOCTSIX. ApTepmasibHOe JaBeHNe CHUXEHO.

Ha peHTreHorpamme npu BbipaxXeHHOM K/1anaHHOM CTEHO3€e aOpTbl XapaKTePHO YBeNNYeHMe TeHU CepAL,a
LWapoBUAHOM popMbl (KapAnMoMeranns), NOCTCTeHOTUYecKoe BbibyxaHue aopTbl. Bepxylika cepaeyHom TeHn
npunogHaTa n obpasyeT ocTpbin yron ¢ gnadparmont. Npm HeA0CTAaTOYHOCTM SIEBOTO XENYA0UHKa MOXET
0TMeYaTbCs yCUIeHNe NEFOYHOMO PUCYHKA MO BEHO3HOMY pycay. [py yMepeHHOM aopTasibHOM CTEHO3€e IEFOYHbIN
PUCYHOK He N3MeHeH. TeHb cepAL,a C BbipaXeHHOMW Talen, yMepeHHO YBe/IMYeH KapAMo-TopakaibHbIA MHAEKC.
JvnaTaumsa 1eBoro XenyAouka yydlle BCero BbisiBAETCA B IEBOW KOCOM NPOeKL MU C O4HOBPEMEHHbIM
KOHTPaCcTMPOBaHWEM NULLEBOAA.

N3meHeHna Ha KT Takxe 3aBUCAT OT CTEMEHM BbIPaXXeHHOCTM a0OpPTa/IbHOro CTEHO3a, CTaANU TeYeHMS NOPOoKa
cepALa, HaM4ma KOMMEHCATOPHbIX M3MeHEeHUI. [Tpn NErknUX U YMepeHHbIX CTENEHSX CTeHO03a OTKNOHEeHUN Ha KT
MOXeT He 6bITb. [py BbIpaXK€HHOM CTEHO3€e BbISIBASIOTCA: OTKJIOHEHMWE 31eKTPUYECKON OCK CepALia BAEBO,
NPW3HAKM r1NepTpodUmM NeBOro XeNyAouKa (BbICOKME Mo amnanTyae 3ybubi ReV_, riybokme

3ybubl SBV__, ST-T-M3MeHEHWA B IEBbIX MPYAHbIX OTBEAEHUAX, MHOTAA NOAB/EHNE NaTonornyeckoro 3ybua Q,
Hecneundpunieckmne HapyLLeHMA NPOBOAMMOCTH).

Aonnnep-3xoKI nossonsieT onpesennTb HasiMuMe CTEHO3a, YPOBEHb €ro pacrno/oXeHUs U rpajueHT AaBieHNIN B
cucTeMe «/1eBbll Xenygouek - aopTar. B 3aBUCMMOCTY OT rpajMeHTa « JIeBbIN XeNyA04eKk-aopTa» BblAeNS0T TpU
CTeneHu CTeHo3a: Nerkni (rpaj. 20-40 MM.PT.CT.), YMEPEeHHbIN (Fpag. 40-60 MM.PT.CT.), BblpaXKeHHbIM (60-80 MM.pT.
cT.). Mpn KpUTUYECKOM CTEHO3€ AaOPTbl FPaAMEHT NpeBbllaeT 80 MM.PT.CT.

AvddepeHumnanbHbI AMarHo3 cTeHO3a aopTbl C/ledyeT NPOBOAUTL C KOAPKTaLMen aopTbl, UANOMATUYECKUM
runepTpoduyeckmm cybaopTanbHbiM CTEHO30M (rMnepTpoduyeckas kapamommonatums), AMXI, cteHosom
neroyHou aptepum (C/1A).



TeueHue M NPOrHO3. Mpu «KPUTUYECKOM» CTEHO3€ a0PTbl U PaHHEN MaHUECTaL N KJIMHNYECKUX
MPM3HAKOB BbICOKA CMEPTHOCTb AeTel BCeACTBME Pa3BUTUS CEPAEYHON HEAOCTAaTOYHOCTH U
BTOpuYHOro ¢prbpoanactosa sHAOMMOKapAA Ha boHe cybaHA0KapAMaibHOWN UWEMUN U MasIoU
MOJI0CTN 1€BOIO XeNyA04Kka. [py ymepeHHOM 1 BblpaXeHHOM CTeHO3aX aopTbl TeyeHue nopoka bonee
6raronpuaTHOe U CpeaHAS MPOAOXMUTENBHOCTb XN3HM COCTaBAsAeT 30-32 roga. OgHako nocsie 30-
NeTHero Bo3pacTa CMepTHOCTb NPOrpeccMBHO Bo3pacTaeT. OCHOBHas NpUYMHa CMepTH -
MHGEKLMOHHBIV SHAOKAPAWT, CEPAEYHAA HEAOCTATOUHOCTb. /151 CTEHO3a a0PTbl XapaKTepeH ToT
baKT, 4TO, HECMOTPS Ha A/INTE/IbHYHO KOMMEHCALMIO MOPOKA, CBSA3AHHYIO C BbIPaXeHHOM
rmneprod)MeM BO3HMKAIOLLas N1EBOXE/Y,04KOBAs HEAOCTATOYHOCTL BbICTPO MPOrpeccMpyeT 1 NoYTy
pedpakTepHa K NPOBOAVMON KOHCEPBATWMBHOW Tepanuu. HapyLieHns cepaeyHoro putma
npeAcTaB/ieHbl TAPOKCM3Ma/IbHON TaxXMKApAMEN, MepLaTeibHOW apuTMuen, dubpuanaumnen
XKEsYZA0UKOB.

JleyeHune. B koHCepBaTMBHOW Tepanun cepAeYHON HeJ0CTAaTOYHOCTM HEOHXOAMMO C OCTOPOXHOCTBIO
MPUMEHSTL KAPANOTOHWNYECKME CPEACTBA M3-3a PE3KO BbIPAXKEHHOU runepTpopuu. MpeanoyteHune
OTA3eTCsi MOYeroHHbIM npenapatam. OnepaTyMBHOE IeYeHNe y AeTel paHHero Bo3pacTa 3ak/1to4aeTcs
B TPAHC/IlOMUHaIbHOM 6aIN0HHOM Ba/ibBY/1I0MN1AaCTUKE a0OPTa/iIbHOr O KaanaHa. B cayyae onepaumm Ha
OTKPbITOM CepALe C NPUMEHEHNEM NCKYCCTBEHHOMO KpoBOObpaLlleHMa NPOM3BOAAT Ba/1bBYI0TOMMIO
(pacceyeHme cnasHHbIX CTBOPOK MO KOMMUCCYPam), MO0 UCCEKAIOT MOAK/IANAHHYIO CePrOBUAHYO
cBsA3Ky. [1pn HaAKIANaHHOM CTeHO3€e a0PTbl A/151 PACLUMPEHUS BOCXOASLLEI YaCTW a0PThbl MPOBOAST
onepaumio a0pTonaacTkK. OC/I0XHEHWEM OMepaL i Ha K1anaHax aopTbl IBJIRETCS Pa3BUTHE X
HeZ0CTaTOYHOCTUN C HEOHXOAMMOCTBIO B a/IbHeNLILEM TPAHCNIAHTaL MM UCKYCCTBEHHOMO KaanaHa.
Moka3aHWsMK A5 ONEePaTUBHOIO JIeYEHUS CNYXKaT:

1. Haanume «KpVITM‘-IECKOI'O» CTEHO3a aopPThl Y ,u,eTeM pPaHHEr0 BO3pacTa C KJIMHNYECKOMN KapTl/IHOl/I
J'IeBO)KeJ'Iy,ﬂ,O‘-IKOBOM WJIN TOTa/IbHOW cep,a,equm HEAJOCTATOYHOCTW,;

2. BblpaxeHHbIN CTEHO3 a0PTbl C 3N1EKTPOKAPANOTrpaPUUeCcKMMU NPU3HAKAMM BbIPAXKEHHOM
rMnepTpodmn U CUCTOIMYECKON NEPETrPY3KM IEBOTO XENYA0UK], A TAKXKe Hasin4ume xanob Ha
aHrMHO3Hble 60N M CUHKONA/IbHbIE COCTOSHUS.



KOAPKTALINA AOPTHI.

KoapkTayus aopTbi (KA) - 3T0 BpOXAEHHOE CErMEHTapHOE CyXeHwe aopTbl B 06/1aCTH Ayry, NepeLueinka, HUXHEro rpyAHOro wav 6prowHoro
oTgenoB. Ha3BaHve Nopoka NPONCXOAUT OT IATUHCKOT O - coarctatus — Cy>XeHHBbIN, CKaTbIM, CTUCHYTbIN. [TOPOK OTHOCKTCS K YacTbIM
CepAeYHbIM aHOMAJIMAM U BCTpeyaeTcs B 6,3—7,2% c/yyaeB. Y 60/1bHbIX MEPBOro Foa XU3HW AnarHocTmpyeTcs B 8% cyyaes, ycTynas no
yacTtoTe Tosibko AMXKIM n TMA. B aBa pasa valie KA oTMeyaeTcs y MaibumMKoB. XapaKTepHOW 0COBEHHOCTLIO KOapKTaL MK ABSETCS
3HaumMTeNbHas YacTtoTa conyTcTByrowmx BIC, cpean koTopeix BeigsasoT OAI (68%), AMXI1 (53%), nopokun aopTaibHOro (14%) v
MUTPaNbHOro KnanaHos (8%).

MaTonornyeckas aHatomus. B nojgasadarowem 6onbWNHCTBE cny4yaes (95%) Y rpy4HbIX AETGVI KOapKTauuna pacnosiaraercd Ha ydyacTke OT
N1€BOU NMOAK/IIOHYNYHOU apTepUnn A0 OTKPbLITOro apTeprasibHOro NpoToKa 1U/in Cpa3y Noc/ie HEro, HasblIBaeMbIM NMepeLenkomM aopThl.

Y nnoga v HOBOPOXAEHHOr0 061acTb Nepelleika aopThl B HOPMe CyXXeHa, Tak KaK B Nepuog BHYTPUYTPOOHOM XMN3HN Yepes HUCXOASLLYIO
aopTy NOCTYyMnaeT Bcero TpeTb 06bEMa KpoBU, Apyrue jBe TpeTu npoxoasT yepes OATl. Bckope nocne 3akpbitus OAl yepes nepelueek
HauYMHaeT NPOXOAUTb BCSI KPOBb, OH MOCTEMNEHHO PacLUMPSAETCA U MOYTU JOCTUIAeT AnaMeTpa HUCXOoAsWeW aopTel. [pu HaMYMK NaTonorMm
obnacTb nepeluenka Ha TOM UV MHOM NPOTSXEHUN OCTAETCH Cy)XeHHOM. CyXKeHne MOXET UMeTb BUJ, NePETSKKM (TOrAa BHYTPU COCYAa
obHapyxuBaeTca MembpaHa ¢ HeboNbLIMM OTBEPCTUEM, OAHAKO MOXET OblTb M MOJIHLIN NepepbIB AyTrv a0PTbl) UK TyOYASPHOrO CyXeHWs Ha
HeKOTOpPOM MpoTsixeHun. Mo oTHoweHwmto K OATT koapkTaLmsa aopTbl NOAPasAensieTcs cneayowmnm obpasom:

1. Cy)KEHVIe NPpOKCMMa/ibHee MeCTa OTXOXAeHUA OAI - npeayKTa/sbHasA KOAapKTaLLMS a0PThl;

2. Cy>ceHune Ha ypoBHe oTxoxaeHnsa OAl — jokcTaayKTaabHaa KOapKTaLuuns aopThl;

3. CyxxeHune guctanbHee oTxoxaeHns OAl — nocTaykTanbHas KOapKTaLma aopThl;

MHOFAa KOapKTayund pacrnosiaraertcd B atTMnM4YHOM MeCTe - Ha YPOBHE HUXKHEro rpyaHoOro otaena, AVIaCI)paFMbI nnn 6pIOLIJHOl\/II 4yacTu. KpOMe
MCTUHHOM KA BO3MOXHbI ,qed)opmau,mm aopThbl 3a CYéT YA/INHEHNA N U3BUZINCTOCTU, O4HAKO NPOCBET eé NPV 3TOM HE MeHAETCA N NPenAaATCTBUA
KPOBOTOKY HET. Takne OTKNOHEHMUS B CTPOEHUN aOPTbl HA3bIBAOT KKNHKNHIOM».

Mpu KA MoryT BCTpeyaTbCs MOPOKM Pa3BUTUA rMX OpPraHoB, Hanpumep noyvek (B 26%) B BUAE KUCT, NOAKOBOOOPA3HOMN NOYKU U T.A4,.
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FemoanHammKa CyL,eCTBEHHO 3aBMCUT OT TUNa M IOKaM3aLnmM KOapKTaLuK, CTeMeHn CyXXeHNs, a Takxe oT Haanuuma conyTcreyowmx BMC. B
pesy/bTaTe NpensaTCTBUS KPOBOTOKY J1EBbIN Xeayo4uek runeTpopupyeTcs, npuyém runeptTpodus passBmMBaeTcs yxe BHYTPUyTpobHo. VimeeT
MeCTO OTHOCUTe/IbHas KOPOHapHas HeJoCTaTouHOCTb. Mpu u3oanposanHoi KA B BKK ycTaHaBamBatoTcs gBa pexxuma kpoBoobpalleHus:
npokcMmasibHee (apTepuanbHas runepTeHsns) U guctanbHee (apTepuasbHas rMNoTeH3ns U AepULUT KPOBOTOKA) MECTa CYXKEHUS.

Mpy NOCTAYKTaAbHOM KOAPKTALMK B C/1yHae BHYTPUYTPObHOro ¢opMupoBaHUs KoinaTepasbHOro KpoBoobpalueHns TedeHne nopoka boisaet
MeHee TaXeNbIM. KonnaTepaanbM KPOBOTOK NMPOUCXOAUT Yepes3 NOAKNOUNYHDbIE, Me>er6epr|e, BHYTPpeHHWE rpyAHble, 10NaTO4YHbIE,
3NuUracTpasibHbleé M NO3BOHOYHbIE apTepun, KOTOPble CO BpeMEHEM PaCLLUMNPAOTCA MU3-3a NOBbILLEHHOIO B HUX AaBNAE€HUS. |_|pl/l HeajeKBaTHOM
pa3sBUTUK KoNaTepasiel CyLiecTBEeHHO NOBbILIAETCA apTepuaibHoe AaB/ieHune 40 MecTa Cy>XXeHWs 1 KpoBb Noj AaBieHnem cbpacbiBaeTcs us
aopTbl Yepes OAl B 1éroyHyto apTepuio. BeanunHa cbpoca 3aBUCUT OT rpagmeHTa Mexay aopToMn U JIEFrOYHOM apTepuent U, Kak NpaBuso,
6bIBaeT 3HauMTENbHOW. B 0TBeT Ha nocTynaeHue 60/1bLIOro 40NOAHNTENbHOro 06bEMa KPOBM B COCYAbl Masoro Kpyra KpoBoobpalleHus,
pa3BMBaeTCs NEroYHasi TMNepBONEMUS U TUNEPTEH3NS. AHAZIOrMYHas FeMOAMHaMUYeCKas CUTYaL M OTMeYaeTCs U NPW IOKCTaAyKTalbHOM
KOQpKTaL KM aopTbl.

Mpw OpeAykTanbHON KOAPKTaLMK a0PTbl HAaNPaBAeHWe LWYHTUPOBaHWS KPOBUM By/eT 3aBUCETb OT COOTHOLLEHWS AaBAeHNIN B HUCXOASLLEN
aopTe 1 IEro4Homn apTepuu. MNpu BbIpaxeHHOM CTeMNeHN Cy)XeHUs OTMeYaeTCsl BEHO3HO-apTepMasibHbIN LWYHT KPOBU, 4TO NMPUBOANT K
nosiBJeHNIo AndPepeHLMPOBAHHOrO LiMaHo3a (€CTb Ha HOrax, HO HEeT Ha pyKax).

Mpu couetanum KA ¢ gapyrumm BINC, B yacTHocTy, ¢ 4MXKTI, BeMuMHa apTepro-BeHO3HOro cbpoca bbiBaeT oyeHb 60/1bLLIOW, @ IEroYHas
rmnepTeH3us pasBuBaeTcs bbicTpee.

Pe3ynbTaToM A4/MTENbHBIX FEMOANHAMMUYECKMX HArpy30K siBAsieTCs pa3Butue ¢pnbpossiactosa SHAOMMOKAPAA JIEBOTO XeNyA0UKa, BCeraa
COMPOBOXAAOLLErOCs KapAMOMeraanew, nageHnmem cepgeyHoro Bblbpoca, BbipaXKeHHbIMW MPU3HAKaMMU TMNEPTPOdUN IEBOMO XeNyA0uKa 1
JIeBOro npegcepausi, peppakTepHOM K JIeHEHUIO CEpPAEYHOM HEAOCTAaTOYHOCTH.



PeHTreHonorm4Yecku BoifABASET yCUNEHWE NIEFOYHOTO pucyHKa. Cepaue yBesmyeHo
B NOMepeyHnKe 3a CHET 060UX XeNya04KoB, BbibyxaeT fyra NEro4YHOM apTepUMm.
[py peHTreHoN0rnMYeckoM nccieZ0BaHNM 601bHbIX CTapLlero Bo3pacTta
XapakTepHbIM NpU3Hakom byaeT Haanume y3yp Ha HUXKHEM Kpae pebep,
BO3HMKAIOLLMX M3-3a NYbCALUN MeXPEDEPHbIX apTePUIM N HAPYLUEHMSA POCTa
HEXXHOM TKAHW XPSLLa.

Ha 3KT y HOBOPOXAEHHBIX U IPYAHbIX AeTeu BbISIBNSIETCA OTK/IOHEHMe
3/1eKTPUYECKOM OCH BMNPaBo, NPU3Haku COYeTaHHOW rnepTpPodUn Xenya04KOoB U
NPM3HaKM HapyLeHWM NPOLLeCcCoB penonspusaLunmn B BUAe CMeLLeHNs

cermeHTa ST HMXE U303N1EKTPUYECKOU IMHUKN 1 OTpULaTenbHoro 3ybuaT.

C nomoubio Alonnaep-3xoKIm MOXHO BbIIBUTb Kak NpsiMble MPU3HaKn NOpPOKa
(BU3yanumsauusa KkoapkTaumu, U3MepeHue rpagmeHTa AaB/ieHUM Ha YPOBHE
CYy>XEHMS), TaK U KOCBEHHbIE (rMnepTpodura NeBOro Xeny0uKa).

AvdPepeHunanbHbIi ANArHo3 KOapKTaLMm a0pTbl y HOBOPOXAEHHbIX U FPYAHBIX
AeTen Heobxo4MMO NPOBOANTL C TAKMMU BPOXAEHHbBIMU MOPOKaMM CepALLa Kak
AMXT1, OATT, cteHo3 aopTbl. Y geTen bonee cTapluero Bo3pacta 1y B3pOC/ibiX B
nepByto oyepesb TpebyeT anddepeHumanbHON AMArHOCTUKN CUHAPOM
apTepuasibHOW rMNepTeH3uMN.

EcTecTBeHHOe TeueHMe U NporHo3. Ha aTane nepBMYHON aganTaLmm OTMEYaeTCs
BbICOKasi CMepTHOCTb AieTel BC/IeACTBME TAXEN0M CepAeYHON HeA0CTaTOYHOCTH U1
npucoesnHeHs MHEBMOHMWN. B fanbHelwem cocTosaHne 60bHbIX
cTabnansnpyercs (3a CHET pa3BUTUSA KOATEPaIbHOro KpoBoobpalleHms 1
runepTpodum mmokapaa, 3akpeitua OAIT) 1 OHM J0XUBAIOT, B CpesHeM, 40 30-35
net. OCHOBHbIMW OC/IOXHEHUAMM Y B3POC/IbIX ABASAIOTCA pacc/1anBatoLwasncs
aHeBpM3Ma M Pa3pbiB a0PTbl, TAXE/bIE MHCY/IbTbl U UHPEKLMOHHBIV SHA,O0KAPAMUT.



Xupypruyeckas KOppekLms 3aK04aeTCs B UCCEYEHNM
y4aCTKa Cy>KEHMSA Q0OPTbl U COEAMHEHUS NCCEYEHHbIX
KOHLLOB «KOHeL, B KOHeL,», «bok B 60K», «koHeL, B 60Kk»,
nmbo noceayowen UCTMONNACTUKN. Y aeTen C
KOapKTaLueun no Tuny BHyTpeHHeNn MembpaHbl MOXeT
NPUMeHATLCA onepaumsa 6aIOHHOW aHIMONAACTUKM.
[Toka3zaHMeM K onepaumun y rpyAHbIX 4eTeN ABAAKOTCA:

1. PaHHee nposBieHMe Nopoka;

2. [Mpwn3Hakum 3acTonMHOWN CepaeYHON HEZO0CTATOYHOCTY;
3. ApTepuaabHas rmnepTeH3us;

4. [Mporpeccupytowasn runoTpodus;

5. [loBTOpHbIE MHEBMOHWY;

[locneonepayMOHHbIE OC/IOXHEHUA NpeaCcTaB/IeHbI
napaAoKCaAbHOM runepTeH3nen (peskoe nosbiweHne A/l B
nepBble 2-e CYyTOK Noc/ie onepaunm), pesnayanbHou
rmnepTeH3nen (YMepeHHas rmnepTeH3nsl B TEYEHME 1-3 JIET
noc/sie NpoBeAeHNs onepaLum), pekoapkTaumen.



N30/IMPOBAHHbBIV CTEHO3 JIEFOYHOW APTEPUMN.

M3011poBaHHbIN cTeHO3 neroyHor aptepun (MCJ1A) - 3Ta aHOMaIMA XapaKTepU3yeTcs Cy>XXeHMEM NyTel OTTOKA KPOBU M3 NPABOro XeayA0uka B
Manbli Kpyr KpoBoobpalyeHMs. HacToTa BCTpeUaeMoCTN COCTaBANAET 2,4-12% Bcex cyyaeB BIMNC. O4MHaKOBO YacTo BCTpEYAETCS KaK Y MaJlbyMKOB,
TaK Ny JeBOYEK.

Mo aHanorMm co CTeHO3amMu aopThl BbIAENSOT TPU OCHOBHbIX BapuaHTa 0bCTpyKL MU NyTel 0TTOKa: 1) KAarnaHHbIN; 2) NoAKAaNaHHbIN
(MHOYHAMBYAAPHDIN); 3) HAAKNANAHHBIA CTEHO3 CTBOJ1A IEFOYHOM apTepuu.

KnanaHHbI cTeHO3 N1€roYHOM apTepun 0bpasyeTcs 3a CHET YaCTUUHOIO WJIN MOJIHOIO CPACTaHUs CTBOPOK My/IbMOHa/IbHOr O K/1anaHa no KOMUCCypaM.
B pesy/abTaTe AMcnaasmm CTBOPOK OHU YTO/ILLAIOTCA, CTAHOBATCA PUrNAHBIMU M MaaonoaBuxkHeiMKU. Kak npaBu/o, npu knanaHHOM CTeHo3e B
pe3y/nbTaTe NOCTOSHHOIO reMOANHAMMYECKOro yaapa v TypOy/IeHTHOro ToKa CU/IbHOM CTPYM KPOBM, BbIXOASLLEN U3 CYXXEHHOIO OTBEPCTHUS,
NMPOUCXOAUT TPABMATMUYECKOE NMOBPEXAEHWE NOCTCTEHOTUYECKOrO YHacTKa CTBO/IA IEFOYHOWN apTepUn, ero ANCTPOdUS, UCTOHYEHNE U
NMOCTCTEHOTUYCKOE paclumpeHue. NpaBbiv XenyAo4eK KOHLEHTpUYecku runeptpodupyeTcs. BropuyHo runeptpodupyercs u AunaTupyercs npaBoe

npegcepane.
NHPYHANMBYNAPHBIV CTEeHO3 IEroYHOM apTepumn obpasyeTcs onosicbiBatoLen Gubpo3HO-MbILLEYHOW TKAHbIO CPasy Noj KaanaHom.

HaAKﬂaI‘IaHHbIVI CTE€HO3 BCTpeYaeTCd peAKO N MOXET NPOAB/IATLCA B BUAE MeM6paHbI nnn yAﬂMHéHHOFO CYy>Xe€HUA NpoKCMMaJibHOIro, ANCTaJIbHOro
Y4aCTKOB CTBOJ1a, @ TAaKXXe BETBEN NEroYyHom apTepun.

CTeHO3 IEroYHOM apTeEPMM MOXET COYeTaTbCs C APYrMMM NOpoKamMu cepaua. Tak, npu couetanum ¢ MMM nam Hesapaly&HHbIM 0Ba/IbHbIM OKHOM,
MOpoK HOCUT Ha3BaHue Tpuagbl Ganno. ICJIA MoXeT BCTpeyaTbCs B COCTaBE FreHeTUYeckn obyCOBAEHHOW NAaTONOM MK, HAaNpUMep, NMPU CUHAPOME
HyHaH (yMCTBeHHas 0TCTaNoCTb, HU3KWUIA POCT, aHOMAJINU PA3BUTHS MO3BOHOYHUKA U FPYAHOM KNETKM, KOPOTKAs LWesl, HU3KWUIA POCT BOJIOC Ha 3aTbI/IKE,
MOHFO/IOMAHbIN pa3pes r/1a3, KOCOrNasune, NTo3, YaCTo KPUMTOPXM3M), NMPU CUHAPOME ANaXKUANS (TUMOMAA3US XKETUYHbIX TPOTOKOB, BbipaXeHHas
runepouaMpybuHeMus, CUbHBIV 3yg, CriIeHOMeraaus 3agepxKa GU3nM4eckoro, yMCTBEHHOIO U MOJIOBOIO PasBUTUS).

HapyweHus remoguHaMuku obyc/ioBNeHbI NPENSTCTBUEM KPOBOTOKY M3 MPABOro XeNyA04Ka B CYXEHHYIO NErOYHYIO apTepumto, YTO yBeANYMBAET
CUCTONMYECKYHO HAarpy3Ky Ha NPaBbll Xesya04ek, U 3aBUCAT OT CTeneHu cTeHo3a. MNpaBbll Xxenyao04ek runepTpodpupyercs, 04HaKko CO BpeEMEHEM
pa3BUBAOTCSA NPU3HAKM NPABOXENYA04KOBON HeA0CTAaTOYHOCTU. CTeneHb CTEeHO3a onpeaenseTcs FpajMeHToOM AaBAeHUA MeXAY NpaBbiM
XeNy[04KOM U néroyHon aptepuen. MNpu rpagueHTe gasneHun B cucteme MXK/JIA 40 40 MM.PT.CT CTEHO3 CUMTAETCA JIEFKUM; OT 40 A0 60 MM.PT.CT. —
yMepeHHbIM. BblpaXKeHHbIN CTEHO3 CONPOBOXAAeTCS MOBbILEHWNEM AABNEHUS A0 70 MM.PT.CT., @ KPUTUYECKUI — BbilLe 80 MM.PT.CT.

KnunHnueckas kaptuHa NCJ1A 3aBUCKT OT CTeneHn cTeHo3a. [1pn ymMepeHHOM CTeHO3e feTu pa3BrBaloTca HopMmaabHo. OAgHaKo No Mepe pocTa
pebéHka HapacTaeT oAbllKa Npu pusmyeckom Harpyske, kotopas bbICTpo ncyesaeT B nokoe. LinaHosa Hukoraa He bbiBaeT. EAMHCTBEHHBIM MPU3HAKOM
SIBIIETCA UHTEHCUBHbIN CUCTOIMYECKUI LLYM CTEHOTUYecKkoro Tembpa Bo |l Mexpebepbe cneBa oT rpyAunHbI C 04HOBPeMeHHbIM ocnabneHnem Il ToHa
Haj NéroyHol apTepren. IHTEHCMBHOCTD LWYMa, Kak NpaBu1o, MPONOpLMOHaAbHa CTeneHn cTeHo3a. [pu BblpaXKeHHOM CTeHOo3e oTMeYaeTcs bbicTpast
YTOMIIEMOCTb, OZbILLKA. [locTaTouHO bbicTpo dopmupyeTcs gedopMaLns rpyAHON KAeTKM Mo TUNY «cepAedHoro ropba». ManbnatopHo
onpeaenaeTca CUCTo/IMYeCcKoe 4po>XXaHMe B MeCTe BbIC/TyLLMBaHUA LWYyMa. Cepp,equu?l TONYOK, KakK MpaBnO, Bbipa>eH. |_|pVI TAXE/IOM CTEHO3€e nepsBble
NMPU3HaKM NOpoKa cepAaLa NPOSBAAITCS yXe B paHHEM rpyAHOM Bo3pacTe. JleTn oTcTaloT B pU3MYECKOM pa3BUTUK, HabaoAa0TCS OAbILLKa U
3aTpyAHeHWs Npy kopmaeHnn. Co BpeMeHeM NosBASIETCS LMaHo3, AedopMaL i TepMUHANbHbIX anaHr nasibles («bapabaHHble Manoyuku») nam
HorTew («4acoBble cTeka»). MoryT pasBMBaTbCS HapYLIEHUS CEPAEYHOro pUTMa.

PeHTreHos0rn4ecku BoisB/sieTcst 0beHeHMe NEro4HOro pucyHka. CepaLe, Kak NpaBu/Io, yMEPEHHO AUNAaTUPOBAHO 3a CYET MPABOro Xey0uKa.
BO3MOXHO NOCTCTEHOTMYECKOE paclUMPEHME NEFOYHON apTepun.

Mpu SKT onpegensieTca otkaoHeHne 3OC cepaLa BNpaBo, NPU3HaKku runepTpodum npaBoro npegcepaus v xenygoyka. 9xoKI no3sosseT BbiSBAATb
yBe/M4eHue v runepTpoduio Npasbix OTAENIOB CepALa, a fonnaep-3xoKr - perncTprposaTh TypOyNeHTHbIN KPOBOTOK Yepes Cy>XeHHbIit KanaH
NéroyHon aptepun. Mpu BbIPaXXEHHOM U TSXKEIOM CTEHO3aX JIEFOYHOM apTepUM MOXET ObITb A4MarHOCTUPOBAH MPOAAMNC AN HEJO0CTAaTOYHOCTb
TPUKYCNUAANbHOrO KaanaHa.



= TeuyeHMe M NPOrHO3 3aBUCAT OT CTeneHn cTeHo3a. OgHako
HeobXxoAMMO MOMHUTL, YTO C pOCTOM pebeHka Bo3pacTaeT u
CcTeneHb CYy>XXeHUs NErOYHOM apTepunmn, 0CobeHHOo npwu
MHPYHAMBYNAPHBIX CTEHO3aX. OCHOBHBIMM OC/NIOXHEHUAMY
CTeHO3a JIEFOYHOU apTEPUN ABASAIOTCA pedpakTepHas
NPaBOXeNyA04KOBas cepAeyvHasn He0CTaTOYHOCTb, XpOHMYecKas
rMNOKCUS, MHOEKLMOHHBIN SHAOKAPANT, BHE3AMHas cepAeyHas
CMepTb. Moka3zaHus K XMPYPrU4eCcKkon KOppPeKLmMU: NosiBIeHNE
OAbIWKM VU MPU3HAKOB NPABOXENYA04KOBOU HEA0CTAaTOYHOCTH
npu ¢unsnyeckoun Harpyske, HapactaHme SKI-npmnsHakos
runepTpoPpum 1 CUCTOIMYECKOU Neperpy3km NpaBbiX OTAE/0B
CepAua, yBesmyeHne faB/eHns B MPaBOM XeyAouke 40 70-80
MM.PT.CT. U FPAAMEHTA AABIEHNSA MEXAY NPABbIM XEJTYA04KOM W
NEro4yHOM apTepuen A0 40-50 MM.PT.CT.

= B HacToswee BpemMs NnpeAnoyYTeHNE OTAAETCS
Ma/IoOMHBA3/BHOMY XMPYPrMyecKoMy BMeLIATeIbCTBY —
YPECKOXHOW TPAHC/IIOMUHAIbHOW 6aN10HHOW
BaJibBY/I0N1acTMKe. CreuunasnbHbiv 30HA € 6a110HOM NPOBOAAT
yepes begpeHHyto BEHY B NPaBbIN XXeJyA04eK, 33aTeM Ha YPOBHE
CYy>XEHUA IErOYHOWN apTepum BannoH pa3ayBatoT U
OCYLLECTBASAT HECKOJIbKO TPAKLMKN, pa3pbiBasi CpoOCLUMECS
CTBOPKM MO KOMUCCYpaM. TakxKe cyLLecTByeT onepaumnsa Ha
OTKPbITOM CEPALE C MPUMEHEHNEM TMNOTEPMUN U
MCKYCCTBEHHOIO KpoBOObpaLLeHus.




TETPAAA ®ANNO.

Tetpaga ®anno (TO) oTHocKTCA K Hanboiee pacnpoCTpaHEHHBIM NOPOKaM CcepALa CUMHEro TMna.
CocTasnset 12-14% Bcex BIN1C 1 50-75% cnHmx nopokos. O4MHAKOBO 4acTO BCTpeYvaeTcs y
Ma/sibunKoB 1y geBoyek. CyLecTBYIOT CEMeNHbIe CTy4an MOPOKa.

Mpw knaccmyeckom BapuaHTe TeTpasbl Panno obHapyxmBaeTcs 4 NpU3HaKka: Cy>XeHne
BbIBOAHOIO OTA€/1a MPABOro Xe/yA04Ka Ha Pa3/IMUHbIX YPOBHSIX, AeeKT MeXeNyA04KOoBOU
neperopoAKku, KOTOpbIW BCerga siBasieTcs 60abLWnM, BbICOKMM, NepMeMbpaHO3HbIM,
rmnepTpodms MMOKapAa NPaBoro XeayA04ka 1 A4eKCTpano3numnsa aopTbl. [Topok oTHOCKTCA K
BMC unaHoTnyeckoro Tmuna c obegHeHneM Maaoro Kpyra kposoobpalleHus.

BbifensioT Tpy KAMHUKO-aHAaTOMUYeCKMX BapmaHTa nopoka: 1) TO ¢ atpe3nent ycTbs 1ErOYHON
apTepuK — «KParHsfA», LMaHOTUYeCKasn GopMa; 2) knaccnyeckas popma; 3) TO ¢ MUHUMA bHBIM
CTEHO30M JIErO4HOWN apTepuu, unm «bnearas», aumaHotnyeckas popma TO. BolgensitoT Tpuasy
Panno, korga oTCyTCTBYET AedeKT MexKkenyA04koBon neperopoaku. Tetpaga ®anno moxer
codetaetcs U ¢ gpyrumu BIC: npu oaHoBpemeHHoM npucytctaum AMIIN, BapuaHT

Ha3biBaeTcs neHTazon Panno. Hanbonee yacto TO couetaetcsa c OATl, 3a CHET KOTOpPOro
MPOUCXOAMUT KOMMEeHCaTOPHOe KpOBOCHabxeHne nérkux. Mpm «kpanHen» popme TO nopok
ABJIAETCA «AYKTYC»-3aBUCUMbIM.

femoanHamuka. CTeneHb HapyLLEHUS FeMOAMHAMMKN ONpeensieTcst BblpaXXeHHOCTbIO CTEHO3a
neroyHom aptepumn. O6CTpyKLMSA MOXET HAXOAUTLCSA Ha YPOBHE BbIXOAHOIO OTAE1a NPaBoro
XEeNyA04Ka, Ha YPOBHE KJ/lanaHa IEroYHOM apTepuu, No XoAy CTBO/IA U BETBEM JIEFOYHOM
apTepum 1 Ha HECKOJIbKMX YPOBHAX OZHOBPEMEHHO. Bo BpeMsi cMCTO/1bl KPOBb MOCTYMNAET U3
060uX XenyA04KOB B a0OPTY M B MEHbLLEM KO/IMYECTBE — B JIErOYHYIO apTepuio. BcaeacTaue Toro,
4TO aOpTa LUMPOKAA U CMELLeHa BNPaBo, KPOBb MO HEW NMPOXOAUT becnpensiTCTBEHHO,

nosTomy npwu knaccuyeckon popme TeTpaabl Panno Hukoraa He ObiBaeT HEAOCTAaTOYHOCTH
KpoBOObpaleHuna. V13-3a 60ablioro gepexkta MexKenys04KoBON Neperoposkun faBieHne B
obounx xenygoukax oguHakoBoe. CTeneHb rMNOKCUM U TAXECTb COCTOAHMSA 6ONbHbIX
KOPPE/MPYIOT CO CTENEHbLIO CTEHO3A JIEFOYHOW apTepUK. Y NALMEHTOB C KpanHen Gopmomn
TeTpaabl Panno KpoBb B NEFKME NOCTyNaeT Yepes OTKPbITbIV apTepuasbHbi NPOTOK b0 Yepes
KosinaTepanu (apTeprvoBEHO3HblE aHAaCTOMO3bl M OpOHXMabHble apTepun), KOTOpblie MOTYT
pa3BMBaTbCSA BHYTPUYTPOOHO, HO Yalle - nocTHaTanbHO. KomneHcauns kpoBoobpalueHuns
NPOUCXOAMUT 3a CYeT: 1) rmnepTpPodMm NPaBOro XenyAouka; 2) yHkumoHnposaHua OATT n\nam
KosinaTepanew; 3) pasBUTUSA NOAUTN0OYANN M NOANLUTEMUN B pe3y/bTaTe A4/UTe/IbHON
rMNoKCuy;




KnuHuka. LlnaHos — ocHoBHOM cumnTom TeTpaabl Panio. CreneHb LMAHO3a 1 BpeMst ero
NOAB/IEHNA 3aBUCUT OT BbIPaXXEHHOCTM CTEHO3a JIEFOYHOWN apTepUK. Y AeTen NepBbIX HEN
XXM3HW MO NPU3HAKY LMaHO3a ANArHOCTUPYHOTCS TObKO TsxXeble GOpMbl MOPOKa —
«KpanHas» popma TeTpasabl Panno. B 0CHOBHOM, XapakTepHO NOCTENEHHOE Pa3BUTHE
LMaHo3a (K 3 MeC - 1 rogy), MetoLero pasiMyHble OTTEeHKU (OT HeXHOo-ronyboBaToro 40
«CMHEe-MaJIMHOBOTO» UJIN «4YIFYHHO-CMHEro»): CHaya la BO3HMKAET LMaHo3 ryb, 3aTem
CAN3UCTbIX 060/104EK, KOHYMKOB NasbLEB, KOXW ML, KOHEYHOCTEN U TyNoBULLaA. LinaHo3
HapacTaeT C POCTOM aKTUBHOCTM pebeHka. PaHO pa3BmBatoTcs «bapabaHHble Nafoukm» 1
«4yacoBble cTekaa». [TOCTOAHHbIM MPU3HAKOM SIBASIETCS OAbILIKA N0 TURY

ANCNHO3 (YyrnybnéHHOe apuUTMUYHOE AbixaHWe 6e3 BbIpaXXeHHOr0 YBE/IMYEHUS YACTOTbl
AbIXaHWA), OTMEYAIOLLAACS B MOKOE M pe3KO BO3pacTatoLLas Npu Manenwwen prusmyeckom
Harpy3ke. [TocTeneHHO pa3BnBaeTCs 3a4epxka drnsnyeckoro passuTud. lNMpakTnueckm c
POXAEHUS BbICAYLUMBAETCS FPYObIN CUCTONMYECKMIN LIYM BZOJ/b IEBOFO KPAsA FPYAUHbI.
[PO3HbIM KAMHUYECKMM cuMnTOMOM npu TeTpage Panno, obycnaBanBaloWMM TAXECTb
COCTOSIHUA BONbHbBIX, ABNAIOTCS OAbIWEYHO-LMaHOTUYECKME NPUCTYNbl. BO3HMKAIOT OHWM, Kak
NpaBWaO, B BO3pacTe oT 6 A0 24 MecsLeB Ha GpoHe abCoNtOTHOM UM PENSTUBHOM aHEMUM.
[MaToreHe3 BO3HMKHOBEHMSA NPUCTYNa CBSA3AH C Pe3KMM CNa3MoM MHPYHANBYASIpPHOMO oTAena
MPaBOro XenyzA04Kka, B pe3y/ibTaTe Yero BCsi BEHO3HasA KPOBb MOCTYMNaeT B aOPTY, Bbi3bIiBas
pe3vanwyto runokcmio LLIHC. HacblweHne KpoBm KNCAOPOA0M BO BpeMsi MPUCTYNa NajaeT 40
35%. NIHTEHCMBHOCTb LWYMa NPV 3TOM Pe3KO YMEHbLLAETCS BNAOTb A0 MOJIHOMO
ncyesHoBeHUsi. PebeHok cTaHOBUTCS 6eCNOKOMHBIM, BbIpaXeHMe NLLA UCNYTraHHOE, 3paykm
PaCcLWIMpPeHbl, OABILIKA M LIMAHO3 HAPACTAOT, KOHEYHOCTU XO/I0AHbIE; 3aTeM C/ieAyeT noTeps
CO3HaHUA, CYA0POrv 1M BO3SMOXHO Pa3BUTME FMMMNOKCUYECKOW KOMbI U IeTa lbHbIN

NCXOA,. I'IpMCTynbl Pa3/INYHbI NO TAXECTU U MPOAOKUTENBHOCTU (OT 10-15 CEKYHA A0 2-3
MUHYT). B nocnenpuctynHom nepmnoge 60abHblE 4ANTENBHO OCTAOTCH BABIMA U
aANHAMUYHBIMWU. MIHOTrAa OTMeYaeTCsl pa3BUTUE FEMUMNAPE30B U TAXENbIX GOPM HapYLLEHMS
MO3roBoro kpoBoobpauyeHus. K 4-6 rogam 4actoTa BOSHUKHOBEHUS M MIHTEHCUBHOCTb
MNPUCTYMNOB 3HAYNTE/IbHO YMEHbLUAETCS AN OHU Ucye3atoT. CBA3aHO 3TO C pa3BUTUEM
KO/i1laTepasien, Yepes KoTopble Nponcxoaut bosee nan MeHee asekBaTHOe KPOBOCHabXeHne
NErkunx.




B 3aBMCMMOCTM OT 0CO6EHHOCTEN KAMHUKM BbIAENSAOT TPy pasbl TeHeHUs NopoKa:

| paza — oTHOCUTENbHOrO H1arononyyms (0T 0 40 6 MecsALEeB), KOr4a COCTOSIHWE NaLMEeHTa OTHOCUTE/IbHO
YA, 0BNeTBOPUTENIbHOE, HET OTCTaBaHUs B PU3NYECKOM Pa3BUTUY;

Il dasa - ogbleYHO-LMaHOTUYECKUX NPUCTYNOB (6-24 MeC), A5 KOTOPOU XapakTepHO HObLLOE YNCI0 MO3rOBbIX
OCJ/IOXXHEHUI U N1IeTasIbHbIX NCXOA,0B;

[l dasa — nepexogHasn, Korga KAMHUYECKas KapTUHA MOPOKa HAYMHAET NPUHMUMATb B3pOC/ble YepTbl;
Mpw 6neaHon popme TO TeyeHUe N KAMHUYECKME MPU3HAKM HAMOMMHAIOT TaKOBble NPU CeNTaNbHbIX AedekTax.

Mpu pusmkanbHom obcnegoBaHmm y 60/1bHBIX € TeTpagor Panno rpygHas KneTka yale ynaoweHa. He

xapakTepHbl GopMMpOBaHME cepaeyHoro ropba un kapanomeranms. Bo Il — lll mexpebepbsx cnesa oT rpyAunHbl MOXET
onpeaensTbCs CUCTONIMYECKOe ApoxaHue. AycKynbTaTUBHO | TOH He n3MeHeH, |1-o1 — 3HaunTebHO ocabaeH Haga
NEroYyHOM apTepuen, YTo CBA3AHO C FMNOBOIEMMEN MANoro Kpyra kpooobpalyeHus. Bo lI-lll mexpebepbsx cnesa
BbIC/TYLUMBAETCA rPy6bIN CKpebyLymit CUCTONMYECKUIA LYM CTeHO3a NEroyHon apTepuu. Mpu MHPYHANOYAspHOM nau
CoYeTaHHOM cTeHo3e WyM BbicaylwmBaeTcs B II-IV mexpebepbsix, NPOBOANTCSA Ha COCYAbI LIEN U HA CMIUHY B
Medx1onaToyHoe npocTpaHcTao. Lym AMXKIT moxeT 6bITb Kak O4eHb yMepeHHbIM, Tak M He MPOCYLIMBATLCA BOBCE
13-3a He6ONIbLLIOrO rpajMeHTa aB/IeHNS MeXAY XeayA04KaMu UK ero OTCYTCTBUS. Ha cnnHe B MeX/10MaToO4yHOM
MPOCTPaAHCTBE BbIC/YLUNBAETCS CUCTONO-AMACTONNYECKMI LWYM CpesHeN MHTEHCUBHOCTU BCeACTBUE
bYHKLMOHMPOBaHNA OTKPBLITOrO apTepmasibHOro NPOToKa M\MAK KonaTepasen.

PeHTreHonormyeckoe nccieaoBaHne OpraHoB rpyAHOM NOAOCTM NO3BOIAET BbIABUTb XapaKTEPHYIO 411 3TOrO NOpoKa
KapTWHY: JIerOYHbIA PUCYHOK 06eHEH, dopMa cepAeyHOM TEHU, HE YBE/IMYEHHOM B pa3Mepax, HOCUT Ha3BaHWe
«FONINAHACKOrO HaliMaykay, «CarnoxKay, «BaseHKa», «cabo», C BbIpaXXeHHOM TaIMen cepaLia v NPUNOAHATOM Haj
Avadparmor BepXyLLKOMn.

Hanbonee TvnuyHbiM npusHakom Ha KT sBaseTcs cywecTBeHHoe oTkaoHeHWe SOC BrnpaBo (120-180°). MimetoT mecTo
NpU3HaKKn runepTpodurm NPaBoro XenyAouka, npaBoro npeacepAmns, HapyLweHns NPoOBOANUMOCTU NO TUMY HEMOAHOM
610Kkagbl NpaBoM HOXKM nyyka lMca.

AnddepeHumnanbHbii AnarHo3 HeobxoaMMo NPOBOANTL C TPAHCMO3MLMEN MArnCTPasIbHbIX COCYA0B, CTEHO30M
NEroYHOM apTepun, ABONHBIM OTXOXAEHMEM COCYA0B OT NPaBOro XenyAouka, 6one3Hbo D6WwTenHa, TPEXKamMepHbIM
cepZLem Co CTeHO30M JIEFrOYHOM apTepUn.

TeueHue n nporHos. Npu ectectBeHHOM TeyeHun BINC cpeagHAA NPOAOIKMUTENBHOCTb XM3HN COCTaBASAET 12-15 JIeT.
MprynHamMmn cMepTU ABAAIOTCA OAbILLEYHO-LIMAHOTUYECKME MPUCTYMbI, TMNOKCUSA, HAPYLLUEHUSA reMo- n
JIMKBOPOANHAMUKKN, TPOMO0O3bI COCYA0B FOIOBHOIO MO3ra, MHCY/bTbl, MHGEKLMOHHbIV SHAOKAPANT.



JleueHune. AHaTOMO-PU3NONOrMYeckme 1 remognHaMmmyeckme ocobeHHocTn TO
bopmupytoT cneunduky KOHCepBaTUBHOW Tepanuu. Npexae Bcero, 3To KacaeTcs
MPYMeHeHUs KapANOTOHNYECKUX CpeACTB. Tak Kak TaXMKapAnus, OAbIWKa U LMaHO3
npu TO He SABASAIOTCA NPOABNEHNAMN HEAO0CTAaTOYHOCTU KPOBOODOpaLLeHNs,

TO NPUMEHEHUE CepAeYHbIX IMUKO3MA0B byaeT ToNbKO yBeIMUNBaTb BEHO3HO-
apTepuasnbHbIN c6poc M HapacTaHue 06CTPYKLUM BbIXOAHOIO TPaKTa NpaBoro
Xenyaouka, YTo MOXET NPUBOAUTb K yCYrybaeHUIO TAXECTU O blLLeYHO-
LLMAHOTNYECKUX NPUCTYNOB! BaxHbIM NPOPUAAKTUYECKMM acNeKTOM IBASETCS
npeAynpexaeHune pa3BuTma aHeMum (NepopasibHble GpopMbl MpenapaToB Xeesa),
OAbILLEYHO-LIAHOTUYECKMX MPUCTYNOB (0631AaH — U3 pacyeTa o,5—1Mr\KT, per 0s),
bopbba c gernaparauven B cyvae passuTus peoTel M\nam guapen (0bunsbHoe
NMUTbE, B\B BBEAEHMNE XMAKOCTM), NoAOOp aHTUarperaHTHOM (aCNUpPUH, KypPaHTUA,
CI)eHl/I.I'Il/IH) WA QHTUKOAryAsiHTHOW Tepanuu (renapuH, ¢pakcmnapuH, BapdapuH).

Xupypruyeckan koppekuuns 601bHbIM ¢ TO nogpaszensercs Ha nanivaTveHble
onepaymu (HaJI0XeHNE NOAKNMOUNYHOr0-1EFOYHOTO aHACTOMO3a) U PAZMUKATIbHYIO
koppekumto BIC. NMokaszaHreM K NpoBeAeHMIO NAAIMATUBHOM ONepaLLnum CayXarT:

1. «KpanHas» dpopma TeTpagbl Panno, paHHMe, YacTble N TAXENbIE
OAblILIEeYHO-LMaHOTUYeCKNE NPUCTYbI;

2. Hanuune cTonkon oapILKu 1 TaXMKapAWK B MOKOE, He
KYMUPYIOLWMXCSA KOHCEPBATMBHOW Tepanuveu;

3. BbipaXxeHHOW rMnoTpodun 1 aHemm3aLuunm.

Onepauus WyHTMPOBaHUA (MM CO34aHNSA NCKYCCTBEHHOMO apTepMasibHOro
MPOTOKA) HaNpaBJ/ieHa Ha Yy/y4lleHWe 1ero4HoN reMogMHaMUKM 1 NO3BONSIET
601bHOMY BbIKUTb M OKPEenHyTb Nepes NnpoBeAeHeM paaunKkaibHOW KOppeKLmu,
KOTOpas NPOBOAUTCA Yepes 2-3 roga. PagukanbHaa onepaums nogpasymeBaeT
OZHOBpEMEeHHOe YCTPaHeHMe BCex CepAeyHbiX aHOMaIMM 1 NPOBOAMUTCS B
A,OLKO/IbHOM BO3pacTe.



