BpoXaeHHble NOPOKMH
cepaua y aAeteun



BI1C — rpynna aHomaAau noAoxxkeHus, MopdoAornm
CTPYKTYP cepAlia U/MAM MarMCTPaAbHbIX COCYAOB,
MPUCYTCTBYHOLWMN C POXAEHNS,BOZHUKAIOLWLUMI B
pe3yAbTaTe HapYLUEHHOro MAM HEe3aBEePLUEHHOro UX
Pa3BUTUS B NEPUOA BHYTPUYTPODOHOro pasBuTuUS

BonbliMe NOpoKM HapyLLAOT TOK KPOBM BHYTPM
cepaua nam no 601bWOMY U/MAM MANIOMY KpyraMm
KpoBoobpaweHus. NMopokn cepaLa ABAAOTCA
Hanboee 4acTbIMM BPOXAEHHBIMM AedeKTaMm U
AB/IAIOTCA OCHOBHOM NPUYNHOW A,ETCKON
CMEPTHOCTU OT NOPOKOB Pa3BUTUS.

Mo MKB-10 nyHkTbl oT Q20 A0 Q25 (BKA .)



DMNMUAEMUOAOIUA

YactoTa BINC cpeagn HOBOPOXAEHHbIX B MUpe COCTaB/IAeT
0Kk010 8 %0 (8 Ha 100 HOBOPOXAEHHBIX) - 3 MeCTo
MOCNe BPOXAEHHBIX MOPOKOB HEPBHOW CUCTEMbI U
OMOpPHO-ABUraTe/IbHOro annapara.

Y kapgumonoros CakT-lNMeTepbypra go 50% gncnaHcepHoOU
rpynnbl COCTaBAAT 60/IbHbIE C BPOXAEHHbBIMU

NopoKamMm cepaua

B HacTAwe Bpems onmncaHo b6oaee 100 pasanyHbIX
BMC

[Tpn 6onbwom KonmyecTBe pasHoobpasHbix BIMNC 3
HUX BCTpe4atoTcsa Hambosiee yacTo:
0 AMXI - Ao 50% Bcex BpPOXAEHHBIX MOPOKOB

CepPALa
0 AMIIM, OAll, koapkTayuua aopTbl, CTEHO3 a0OPThl,
KAAMaHHbIM CTEHO3 AerodHoM apTepuu (Ao 15%).



NMpuunnbl BINC

1. XpPOMOCOMHble HapyLeHuUs -5%;
2. MyTaumna ogHoro reHa - 2-3%;

3. BozaencTBue HebAaronpuaTHbIX $pakTopbl Cpesbl,
0COOEHHO B KpUTHMYECKUM Nepnos $OpMUPOBaAHUS
CEPAEYHO-COCYAUCTOM CUCTEMBI: AJIKOIFO/IM3M MaTepy,
npuem JsieKapCTBeHHbIX NpenapaToB, PeHTreHOBCKOe

N3NyyeHme.
4. [lonnreHHo-mMynbTUPaKkTOpHOE HacnegoBaHme — 90%

5. 3a6oAeBaHUA MaTepu: MMHPeKLOHHbIe 3aboAeBaHUSA (B
YaCTHOCTM — BPOXAEHHasa KpacHyxa); MeTaboanueckme
HapyLeHMs — caxapHbii AMabeT, PeHUNKETOHYPUS;
CuctemMHble 6OAE3HU COEAUHUTEABHOM TKAHU —
CUCTEMHaa KpaCHas BOAYaHKa



AAA HEKOTOPbIX PaKTOPOB MOXXHO OTMETUTb
pPa3BUTUE XapaKTEepPHbIX MOPOKOB:

Bo3aencTBMe aAKOroas - [1pm ankoroamsme matepmy
NAOAQ pa3BuBaeTca IMOpModeTanbHbIN A/IKOrOJIbHbIN
cnHapom B 30%. [Mopoku cepaLa BO3HUKAKOT B 25-30%
CAy4aes, Yaue ¢opmumpytotca AMXKI, AMI um
OTKPbITbIM apTePUA/IbHbIN NPOTOK

UHduumpoBaHme maTtepm BUPYCOM KpacHYXH B |
TpumecTpe bepemeHHoCTU B 50-60% cAyvaeB NpUBOAMT K
Pa3BUTUIO BPOXKAEHHOM KPacHYXM Yy rnaoaa (so |l
TpummecTpe B 10-20%) u popmMmpoBaHUIO XapaKTepHOM
Tpuaabl ['perra — BI'1C, kaTapakTa, rAyxoTa. Hawe Bcero
BbisiBAsitoTca AMXKIT, AMITT n oTkpbITbIM
apTEPUAAbHBIMA MPOTOK, CTEHO3 a0PTbl AU AETOYHOM
apTEepMU, TPAHCMO3MLUA MarMCTPaAbHbIX COCYAOB.



3 nekapCTBEHHbIX NpenapaTtoB TePaTOreHHbIM 3G PEKTOM
06n1a4al0T B YaCTHOCTU MPOTUBOCYAOPOXKHbIE NMpenapaThl,
COAEPIKaLLMe TMAAHTOUH (pPa3BMTHE CTEHO3a 1IETOYHOMN
apTe-pun, KOAPKTAL MM a0OPTbl, MEPCUCTUPYIOLLLETO
apTepuasibHoro NpoToOKa) U1 TPUMeTajOouH
(cnocobcTByeT POPMUPOBAHUIO TPAHC-MO3ML U
MarmcTpanbHbIX cocyaoB, TeTpaabl Panno, runonsasmm
NEBOr0 CEPALA,

npenapartbl AUTUA UMetOT n3bunpaTesibHOe AeNCTBME Ha
TPUKYCNMAa/ibHbIV KNanaH (aHoManmsa J6WTemnHa,
aTpesmsa TPMKYCNMAaabHOro KaarnaHa).

K npenapartam, npmem KOTOpPbIX MOXET 6bITb MPUUYMHOM
BO3HMKHOBEHMS BPOXAEHHbIX MOPOKOB CepAL,a, Takxe
OTHOCATCS aMPUTAMMHbI, pOrecTareHbl, Bbi3biBatoLLMe
GOPMUPOBAHME CAOXKHbIX BPOXAEHHbBIX MOPOKOB CEpALLa.



Kputuyeckme nepmoabl BO3AEUCTBUA TEPATONEHHbIX
$aKTOPOB AASI POPMMUPOBAHUS BPOXKAEHHbBIX MOPOKOB
cepAlia U COCYAOB

AAS pasBUTUS NpeXkae Bcero cepalia Hanboaee
KPUTUYHBIMU ABASIOTCS NepBble 3 MecsALa pa3BUTUSA
3MOpUOHa:

B TeueHne 6-1 HepAeAU MPOUCXOAUT pasAeAeHUue
NpeACepAMM Ha NPaBOE U AEBOE, U UX NEpEMELLLEHME
BBEPX U BMpaBO (CTaAUSA TPEXKAMEPHOIO CEpPALLA).

K KOHUY 2-ro MecsiLa »KeAyAO4YEeK AEAUTCS MPOAOAbHOM
NneperopoAKon (CTaaMs vYeTbipexKamepHoro cepaua). B
3TO YKE BPEMS PasAEASIOTCA AEroYHas apTepUs M aopTa,
COXPaHAETCA AULLb UX COEAMHEHME apTEPUAABbHbIM
(6OTaAAOBbIM) MPOTOKOM.



Kputuyeckue nepmoAbl BOSAEMCTBUS TEPATOreHHbIX PaKTOpPOB

AAS GOPMUPOBAHUSA BPOXKAEHHBIX MOPOKOB CEPALLA M COCYAOB
Ha 3-m mecsie BHYTPUYTPOOHOM XXM3HM NPOUCXOAUT Hamboaee

MHTEHCUBHOE Pa3BUTUE CEPAEYHOM MbILLLLbl, B 3TO XK€ BpeMs
POPMMUPYIOTCS LLEHTPbI, PEFYAUPYIOLLLME AEATEABHOCTb CEpALLA, —
aATPUOBEHTPUKYASIPHbIM M CUHATPUaAbHbIM Y3Abl. HacToTa
COKPALLLEHUM CepALa B 3TOT Nepuoa coctaBasieT okoao 30 B |
MUHYTY.

B cBA3M ¢ Tem, YTO B 3TOT NepnoA NpPOUCXOAUT GOPMUPOBAHUE U
Apyrnx opraHos, BI1C HepeaKo coveTatoTcs ¢ ApyrMmu
NOpOKaMK pasBUTUA ( NPU AePeKTe MEXIKEAYAOHYKOBOM
neperopoAku y 25% aeteit oOHapy>XKMBaloT U ApPYrue NopoKu
Pa3BUTUSA).

Elie oAHUM KPUTUYECKUMM NEPUOAOM AASl PAa3BUTUSI KAMHUYECKMX
NPOABAEHUM NMOPOKA CEPALIA ABASIETCS MOMEHT poXKAeHus (T.e.
nepexoA OT BHYTPUYTPOOHOro TMna ¢yHKLMOHUPOBaHUS K
BHEYTPOOHOMY)



[TlaToreHes

HebnaronpuaTtHblie pakTOpbl, BO34ENCTBYS Ha N0 B
KPUTUYECKME MOMEHTbI PAa3BUTUSA, HAPYLLAIOT
dopMmMpoBaHMeE CTPYKTYpP CEPAL,A, Bbi3bIBAOT
AncnaacTnyeckme n3MeHeHus B ero kapkace. lNMpouncxoant
HenoHoe, HenNpaBUJ/bHOE NN HECBOEBPEMEHHOE 3aKpbITHE
MeperoposoK Mexay npeacepamsamm 1 xxXeaym0ukamu,
AedekTHoe obpasoBaHMe KJaNaHOB, HEAOCTATOUHbIN
MOBOPOT NepPBUYHOU cepaevHomn Tpybkmn c obpasoBaHMEM
an/1a3npoBaHHbIX XelyA404YKOB U HEMPABU/IbHbIM
PacnosIoKeHNeM MarnmcTpaabHbIX COCYA0B.

[locAe poXkAeHMA MOryT COXPaHATLCA OTBEPCTUS,
CBOWCTBEHHbIe NJI0AHOMY KPOBOOOpaLLeHUIO.



[TlaToreHes

® NB - AeTtn c nopokamu cepaLa Kak NMpaBUAO
POXAAIOTCA C HOPMaAbHbIM BECOM UAM
HE3HAYUTEABHOM TMMOTPOPMEN. DTO CBA3AHO C TEM,
4YTO BOABLLUMHCTBO NMOPOKOB CEpALLA HE MPENATCTBYIOT
HOPMaAbHOMY BHYTPUYTPOOHOMY pasBUTHIO, T.K. B
3TOT NEpPUOA FEMOAMHAMMKA NMAOAQ OOBbIYHO He
CTPAaAQET, a POAb B CHabXeHUM NAoAa oboralLeHHOM
KUCAOPOAOM KpOBbIO BbepeT Ha cebs nAaleHTa.
KomneHcaumsa MoXeT COXPaHATLCA M HEKOTOPOe
BpeMA nocse poxAeHus.



Kaaccudpukauma (A. bokepusa u coasT.)

NMopoku co c6pocom caeBa-HanpaBo («OAEAHDbIE»): OTKPbITbIM apTEPUAAbHbINA MPOTOK,
AebEeKTbl MEXXNPEACEPAHOM U MEXIKEAYAOHYKOBOM NEPEropoAOK, obLuee npeacepame,
aHOMaAbHbIN APEHaXX AErOYHbIX BEH, OTKPbITbIM OOLLMIA aTPUO-BEHTPUKYASIPHbBINA KaHaA, AedeKTbl
AOPTO-AErOYHOM MeperopoAKM

NMopoku co c6pocom cnpaBa-HaAeBoO («cuHUER): TeTpaaa Daaro, BapuMaHTbl TPaHCNO3ULUMA
MarucTpaAbHbIX COCYAOB, aHOMaAUsl DbLUTeNHa, aTpe3nsl TPEXCTBOPYATOrO KAamnaHa, obLumuim
apTepPUaAbHbIA CTBOA, BAPUAHTbI EAMHCTBEHHOTO XKEAYAOUYKa, CUHAPOM FMMOMAa3nMM AEBOTO
CepALLa, TMMOMAa3us NMPaBOro »KeAyAOUKa

NMopoku c nepekpecTHbIM COPOCOM: Te€ UAU UHbIE COYETaHUS MOPOKOB U3 MEPBOM U BTOPOM
Fpynmn, HaNnpUMep, aTPUO-BEHTPUKYASIPHBIM KaHaA U TeTpaaa Paano

MNMopoku c npenaTcTBUEM KPOBOTOKY: KOApKTaLlMM a0PTbl, CTEHO3 AOPTAaAbHOIO KAaMaHa,
CTEHO3 KAanaHa Aero4HOM apTepUH, CTEHO3 MUTPAAbBHOTO KAamnaHa, CTEHO3bl BETBEN AErOYHOM
apTepuu

NMopoku KAanaHHOro annapaTa: U30AUPOBaHHbIE HapyLLUEHUSA pa3BUTUS aTpPUO-
BEHTPUKYASIPHBIX MAU MOAYAYHHbIX KAarnaHOB 6e3 coyeTaHus ¢ APYrMMU BHYTPUCEPAEYHBIMU
HapyLUeHMSIMU - MPOAANC (HEAOCTATOYHOCTb) MAU CTEHO3 MUTPAAbHOIO U TPUKYCMUAAABHOIO
KAQMaHoB, HEAOCTaTOYHOCTb KAQMaHOB aOPTbl U AGTOYHOMN apTeEpUM

NMopoKu BeHeUYHbIX apTepuh cepALLa: aHOMAAbHOE OTXOXKAEHUE YCTbEB KOPOHAPHbIX
apTepui, KOPOHapO-CepAeYHble PUCTYAbI

KapanommonaTum: BpoXKAeHHble HapyLLUEHUS MbILLEYHOrO anmnapaTa XXeAYAOUYKOB cepALa

BporxkAeHHble HapywieHusa puTMa cepaua: BporkaeHHble HapylleHUs puTma cepaLa,
KOTOpble He coYeTaloTCsl HU € Kaknumn aApyrumun BI1C



CunapomaabHana Kaaccupukaumua BINC

® |.BlC npossaAsitowmecs npeMMyLLLECTBEHHO apTEPUAABHOM FTMMOKCEMUEN
(XpoHMYecKas rmnoKcus, TMNOKCUYECKUIM NPUCTY, TMMOKCUYECKUIM CTaTYC)

® A.BCAeACTBME LUYHTUPOBAHMS BEHO3HOM KPOBU B CUCTEMHOE PYCAO

® b.BcAeacTBME YMEHbLUEHUA A€TOYHOIO KPOBOTOKA

® B.BcaeacTBHe pazobuieHns MaAoro n GOAbLLIOrO Kpyra KpoBoobOpalleHus
®

[. BcaeacTBMe 3akpbiTHa OAIll npu AyKTyc-3aBUCMMOM A€rO4HOM
KpoBoobpall,eHUM

2. BI'C, nposiBAsioLMecs NpeMMyLLLECTBEHHO CEPAEYHON HEAOCTATOUYHOCTbIO
(octpas CH, 3CH, kapAroreHHbI WOK):

A. BcaepcTBME OObEMHOM Neperpysku
B. BcAeACTBUME Harpy3ku CONpOTUBAEHMEM
B. BcaeacTBME NopakeHUa MMOKapaa

[. BcaeacTBume 3akpbiTus OAIT npu AyKTyc-3aBUCMMOM CUCTEMHOM
KpoBoobpalleHum

® 3.BlC, nposBAsilowmMecs NnpeMMyLLECTBEHHO HapYLLUEHUSIMU PUTMA
(nocTosiHHas Taxukapaus, noaHas AB 6AoKaaa, MApOKCU3Mbl TaXMKaApAUM)



Knaccudmkauusa BINC (no Mapaepy).

HapyuieHune
reMoanHaMuKu

be3 ynaHo3a

C UnaHo30M

C oboralyeHneMm
MaJioro Kpyra

OTKpbITbIW apTepUaibHbIN
npotok (OAI), ped.
Mexnpeacepa. (AMIIN) m
Mexoxkenya. (AMXKIN)
rneperopoaok,
AaTPUOBEHTPUKYNSIpHas
koMMmyHukaums (ABK)

KoMmnnekc 3n3eHMeHrepa
(K3), TpaHcno3unuums
MarucrpasbHbIX COCYyAOB
(TMC), o6wmmn
aptepuanbHbii cTBon (OAC)

C obegHeHuem N30nMpoBaHHbIA CTEHO3 Bone3Hb ®anno, atpesus
MaJioro Kpyra neroyHou aptepum (MCJ1A) | TpexcTBOpUYaTOro KjanaHa
(ATK)
C obegHeHuem N30nunp. aopTasibHbliA CTEHO3
60/ILLLUOIO KPYra (UAC), koapKTaLua aopTbl -
(KA)
be3 HapylueHus [lekcTpoKkapaus, aHoMaJium
reMoANHaMUKH NOJIOXKEHUA AYru aopTbl,

He6onbwon AMXI (B
MbiLLEeY.4acCTH)




[lopokm ¢ nepenoAHeHMEM MaAoOro Kpyra
KpoBooOpauwieHma coctaBasaioT Ao  80% Bcex
BPOXXAEHHbIX MOPOKOB CepALL.

Nx oObeAUHSAIOT HaAM4Me NaTOAOIrMYEeCKOro
coobuweHnss Mexay OOAbLUIMM U MaAbIM  KpPYrom
KpoBoobOpaleHMs 1 (MepBoHa4YaAbHO) cbpoc KpoBuU U3
apTEPMAABHOIO PYCAa B BEHO3HOE.

[lepenoAHeHMe npaBbIX OTAEAOB CepALA BEAET K
NMOCTENEHHOM WX TUNepTpPpoPuU, B Ppe3yAbTaTe 4Yero
HanpaBAeHMe  cbpoca  MOXXeT  M3MEHUTbCA  Ha
NMPOTUBOMOAOXKHOE.

BcAeacTBME 3TOro pasBMBaloTCA TOTaAbHOE MOpaXKeHUe
cepAla M HEAOCTaTOYHOCTb  KpoBoobpalieHus.
[lepenoAHeHne MaAoro Kpyra cnocobcTByeT
BO3HUKHOBEHMIO OCTPOM, a 3aTeM U XPOHMYECKOM
MaTOAOIMN OPraHOB AbIXaHMUSI.



B ocHoBe NopokoB C obegHeHUEM Maroro Kpyra
KpoBOoOOpalwleHUs1 4alle BCEro IeXuT CyXeHune
NerodyHon aptepun. HepocTtaToyHOe HacblleHue
BEHO3HOWN KPOBM KMCNOPOOOM NMPUBOAUT K MOCTOAHHOM
TMNOKCEMUM U LMaAHO3Yy, OTCTaBaHWUO B Pa3BUTUM,
dopmupoBaHuto nanbueB B Buae «bapabdbaHHbIX
nano4vek».

[lpn nopokax c obeaHeHnem ©OonNbLIOro Kpyra
KpoBoOOpaLleHus BblLLE MecCTa CY>XeHU4
pa3BMBAETCSH MMNEPTEH3UA, pacnpocTpaHaoLWasaca Ha
CoCydbl ronoBbl, NfIeYEBOro Mosica, BEPXHUX
KOHe4yHocTen. Cocygbl HWXHEW MOMNOBUHbLI Tena
nony4yaroT Mano KpoBW. Pa3BMBaeTCcAa XpOoHM4YecKas
NeBoOXenyaoykosass  HeOgoCTaTOYHOCTb, 4YacTo C
HapyLlEeHNAMN MO3roBOro KpoBoobpallueHuns nnmdo cC
KOpOHapHOW HeQOCTAaTOYHOCTLIO.



[ pynnbl pucka (NporHos)

B nepsyto rpynny BXoAST NOPOKMU C
OTHOCUTEABHO BAAronpMATHBIM UCXOAOM -
3TO OTKPbITbIU apTEPUAAbHbBIU MPOTOK,
AedeKTbl MeXXNpeACeEpPAHOMU U
MEX>KEAYAOUYKOBOU NeperopoAOK, Hepe3Ko
BbIPa>K€HHbIN CTEHO3 AErOYHOU apTEPUM.
AeTcKkaa cMepTHOCTb He npeBbilaeT B AAHHOM
rpynne 8-11%.

BTopas rpynna BpoXA€eHHbIX MOPOKOB CEpPALLA -
3TO BOAE3HU MUOKApPAA M MEPUKAPAAL, TETPaAQ
Maaro. CMepTHOCTb BO3pacTaeT B AQHHOM
rpynne Ao 24-30%.



[ pynnbl pucka (NpoAoAXXeHue)

TpeTbio rpynny BpOXAEHHbIX MOPOKOB CEpALLA COCTABAAIOT BoAee
CAOX>XHble BPOXXAEHHbIE MOPOKU CepALia: TPAHCMO3ULLUSA
MarucTpaAbHbIX COCYAOB, KOApPKTaLUA U CTEHO3 aOpPTbl, aTPE3MS
MPaBOro NpeACEepAHO-XXEAYAOUYKOBOIO OTBEpPCTUS, BOAE3HD
26w TerHa, o6WMM aTPUOBEHTPUKYASIPHBIM KaHAA MAU aTPUO-
BEHTPUKYASIPHbIM CEMNTaAbHbIM AePeKT (B MUPOBOM AUTEpaTYype
3TOT NOPOK Ha3bIBAOT AePEKTOM S3HAOKAPAUAABHbBIX MOAYLLEK),
ABOMHOE OTXOXXAEHME COCYAOB OT MPaBOro »KeAyAaouka. [mbeab
HOBOPOXXAEHHbIX AOCTUraeT B TpeTben rpynne 36-52%.

YeTBepTas rpynna BpoXAEHHbIX MOPOKOB cepALa AaeT Han-boaee
BbICOKMM MPOLLEHT cMepTHOCTU (7/9-97%), B Hee BXOAAT:
rUMOMAa3nsa OAHOIO U3 XKEAYAOYKOB, aTpe3ns KAAMaHoB C
MHTAKTHOU MEXOKEAYAOYKOBOM NEPEropoOAKON, EAUHCTBEHHbIN
YXEAYAOUEK CEpPALLA, MPEXAEBPEMEHHOE 3aKPbITUE OBAaAbHOIO OKHa,
OOLLUIM apTEPUAABHBIA CTBOA U T.A.



Kﬂ&CCH(l)HKﬁﬂHﬂ THAECTH NPEHATAIbHO BhIABIAEMBIX nopamennii Cepama

Kareropus | Mop@oaormieckue xapakTepucTakd | IIporaocTHYeckue XapakTepHCTHRE

1 OTcyTeTBYIOT H/IH THNON1a3HpPoBaRLl | BIIC ABAsOTCA Heomepade bHbIMH, HEMOTHOCTBI0
KaMEpBI Cepana, MAruCTpaIbHbIe KOPPEKTA0ETbHBIMH WIH HOLTEAAMMMHE TOIbKO NA/LTHATHBHBIM
COCYAbI WIH KIANAHBI, KMEIOTCA 00IIHE | ONepALHIM
K/IANaHbI

2 Hvewoted 4 kamepsl cepana | 4 BIIC Ge3 KoppexIMH OPHOAT K BBICOKOH 1€TATBHOCTH, HO MOTYT
K/1amana, chopMHPOBAHHBIE C OBITh ONIEPHPBAHLI H IPH 3TOM COXPAHACTCA ABYXARETVI0UKOBOE
cepbe3sHbIMH Je)eKTaMH, NoJJAK0IIHecd | KPoBooOpameHHe
KOppeKIHHA

3 Hvewtes 4 kaMepbl | 4 K1aNaHa, OTHOCHTETHHO POCTBIE MOPOKH, He proa\'alomue RH3HH
CcOpMEPOBAHHbIE ¢ HE3HAYHTETHHBIME
neexTaMu

4 3a0oneBanns, BO3HHKIIHE HA (oHE ITaTos10rHH, MoJBEPraKOIHecs TePANEBTHYECKOMY JIeYEHHI0 H/HIH
AHATOMHYECKH HOPMA/IBHO HA0/T1071€HHI0, K ONEDANHH NPHOEraloT T01bKO NPH
c(opMEPOBAHHOTO CepaNa 3/I0KA9ECBEHHOM TeYeHHH 3200/1€BAHHA

S OTKpBITBIH APTEPHATLHBIA IPOTOK, | DH3HOTOTHYECKHE KOMMYHHKALHH BO BHYTPHYTPOOHOM HeEPHOSE,

MeXTpeIcepaHoe coodmenne

N0CTE POARTEHASA PACHEHHBATCA KaK NATO/ITHA B CONOCTABIECHHH C
BO3PaCTOM INAIHEHTA




@D a3bl pazsuTua BIN1C

Mda3za nepBMYHOM aAaNTAUMM — OpraHusM pebeHka
npucnocabAmMBaeTCcsl K  HapylWweHMsIM  KpOBOOOPpaLLeHUs,
BbI3BaHHbIM MOPOKOM. XapaKTepHo yBEeAUYEHUE

MHTEHCMBHOCTU GYHKLLUOHUPOBAHUSA CTPYKTYP MMUOKapAa.

[1Ipy HeboAbWIMX HAPYLUEHUAX KAMHUYECKUE MPOSBAEHMUS
6oAe3HN MOTYT ObiTb MAaAO BbIPaXkEHbI.

[1py  3HAUMTEAbHbIX HapyLleHUAX T[EeMOAMHAMUKU AErkKo
pa3BMBaeTCs AeKoMmneHcauusa. Y AeTel paHHero Bo3pacTa
AQXX€ CPaBHUTEAbHO TMPOCTOM aAHATOMUYECKUU MOPOK
(OTKPbITbIM apTEepPUaAbHbIA MPOTOK, AedEeKT MeperopoAoK
CEPALIA) MOXXET MpOTeKaTb OYEHb TSXKEAO M NMPUBOAUTHL K
CMepTMU.



®da3bl passutusa BINC

(Pasa oTHOCMTENIbHOW KOMMEHCALUN — HACTYMaEeT eC/in AeTH
He normbatoT B nepByto dasy, 0O6bIYHO 3TO NPONCXOAUT
nocne 2—3 set 6one3Hn. XapakTepHO 3HaUYMTENbHOE
y/lyylleHme B COCTOSAHUK N pa3BuTUM pebeHka
(cybbeKTUBHbIE Xa106bl yMEHbLLAKTCSA AU UCHE3ALOT,
pebeHOK CTaHOBUTCA Bolee aKTUBHbBIM, Jydlle npmbaBasieT B
BECE, Y HEro pexke BO3HUKAOT NPOCTYAHble 3aboneBaHuns).
Mopdonornyeckm npoL,ecc CONpoBOXAAETCA rMnepTpoduren
M OTHOCUTE/NIbHO YCTONYMBOW rnMNnepdyHKLMEN CTPYKTYP
CepALa, HO B TO Xe BpeMsi NOCTENEHHO NPOUCXOANT
pa3BUTUE HapyLweHM obmMeHa, NpuBOAsiLLEe K U3MEHEHUIO

CTPYKTYpPbl U peryasaumm cepau,a.

ANNTenbHOCTb 3TOM Pasbl MOXeET bbITb At0boM.



®da3bl passutusa BINC

TepMmuHanbHaa ¢asa — HacTynaeT Npu UCHEpnaHMUU
KOMMNEHCATOPHbIX  BO3MOXHOCTEW, M3HALIMBAHUMU
MUOKapAa M UCHEpPNaHUU PeryaaTOPHbIX MEXAaHU3MOB
cepaua. Mopdoarornyeckm XapaKTepusyeTcs
pPasBUTMEM AUCTPODUYECKUX U AereHepaTUBHbIX
M3MEHEHUWN B CepAEeYHOM MbIWLE W PaA3AUNYHbBIX
opraHax.

Kak npaBuao, Tpetba ¢asa 60a1e3HM 3aKaHYMBAETCH
cMepTbto 601bHOIO



Ma3bl pazsutusa BINC (Mopdpoarorus)

|. Pa3a nepBMYHOM apanTaLMM — NPUCNOCOOAEHME B OpraHU3Me

pebeHKa K HapyweHHOW remoaMHammke BcAecTBue  BIC.
XapakTepHO YBEAMYEHME WHTEHCUMBHOCTU (YHKLUOHU-POBAHMS
CTPYKTYP MUOKapAaQ.

1 2. @a3a OTHOCUTEAbHOM KOMIMEHCALMUM — COMPOBOXKAAETCH
runepTtpopmen U OTHOCUTEABHO YCTOMYUBOM TMNEPPYHKLMUEN, HO
NOCTENEHHO Pa3BMBAOTCA HapyweHMss obMeHa, npuBoasuiee K
M3MEHEHUIO CTPYKTYPbl U PEryAiLUmn cepaLa.

1 3. TepmuHaabHaa ¢dpasza — MopPporormyeckn U PyHKLMOHAABHO
OTAMYAETCA KAapAMOCKAEPO3OM, M3HALUMBAHMEM MMOKapAa M
PErYAATOPHbIX MEXAHU3MOB CEpALLa.



O6wume npmHUmMnbl AnarHocTukm BI1C

|. AHaMHe3 (reHeTun4yeckue 3aboaeBaHus, BIN1C y poacTBEHHUKOB,
TeyeHMe HacToswen bepeMeHHOCTU (BUPYCHble MHbEKLUU, MPUEM
MaTepbio MEAMKAMEHTOB, 3a00A€BaHMNS MaTEPU U T.A.).

ll. ?KaAro6bl (MAOXOM anneTUT MAM BAAOE COCaHMeE, LLIMAHO3,
HeAOCTaToOYHas NpubaeKa Beca).

lll. DusnkaabHoe obcaepOBaHME:;

|) ocMOTp (LBET KOXKHbIX MOKPOBOB, HAAUYME CTUIM
ANCOIMOpUOreHesa, BUAMMBIX MOPOKOB Pa3BUTUS);

2) onpeaeAeHMe NMyAbcaLMK Ha rnepudpepudecKknx apTepmsax
nsmepeHue AA

3) ayckyAbTaumsa cepaua (HCC, ToHbl cepaLa, HAAMYME, XapaKTep U
AOKaAM3aLIUA LIYMA);

4) ayCKyAbTaLMA AETKMX (XapaKTep M YacToTa AbIXaHMS, XpUnbl);
5) pasmepbl neyeHU, HaAM4YMe nepnpepuUdecknx OTEKOB;

/) onpeaeAeHMe aAMypesa.



O6wume npmHUmMnbl AnarHocTukm BI1C

IV. PeHTreHorpapus opraHoB rpyAHoM KAETKM (pa3mepbl cepALLa,
COCTOSIHUE AErOYHOM FrEMOAMHAMUKMU, MAPEHXUMbI AETKMX).

V. 2KI (pytMm, yactoTa, HanpaBaeHne D0OC, BoAbTaXK 3y6L0B).

VI. Oxokapaunorpadus (onpeaeAeHUe aHATOMUYECKUX
ocobeHHOCTeN CTPOEHUA CepALa, HapyLUEHUSA BHYTPUCEPAEYHOM
reMOAMHAMMKMN.)

VII. MPT, KT (cTpoeHue cepaua, Aerknx. OpraHoB 6pioLLHoM
MOAOCTU, UX B3AMMHOE PaCMOAOXKEHUE)

VIIl. KateTepusauus noaocten cepaua (OKOHYaTEAbHAs OLLEHKa
CTPOEHUSA CepALLA — MO MOKa3aHUAM, OLLEHKA AEFrOYHOrO
COMPOTUBAEHUS, AABAEHUS B KaMepax CepALla M MaruCTPaAbHbIX
COCyAaX, OL,eHKa KOPOHApHOro KpOBOTOKA, HaAU4YME
MaTOAOrMYECKMX KOMMYHUKaLIUI)

IX. KoHcyAbTaLms reHeTmka



[TokazaHus AAA TEHETUHECKOTIO KOHCYAbTUPOBAHUA

|) 3aAepXKKa MHTEAAEKTYaAbHOIO pa3BUTUS;
2) MHOXXeCTBEHHblE BPOXKAEHHbIE aHOMaAUY;
3) AMLLEBOM AMCMOPPU3M;

4) Npy1 NOAO3PEHUU Ha reHeTUYeCKMe 3aboAeBaHUSA MpU
HOPMaAbHOM KapuoTume (B 3TOM CAyYae NMOKa3aHO MNpOBeAEHME
LIUTOreHEeTUYECKOTrO UCCAEAOBAHMSA).

5) 3aAepXKKOM pOCTa, KOTOpasA He MOXKET ObITb 0ObACHEHa
Haamumem BIC,

6) pebeHKy U3 ceMbU, B KOTOPOM MMEIOTCA MHOTOYUCAEHHbIE
BbIKMABILLM U/MAU CUOCBI C BPOXKAEHHBIMU AedeKTaMu;

4) B CAy4ae NpeHaTaAbHOM AMArHOCTMKM NMOPOKa Pa3BUTUS
cepAla U/MAM BHYTPEHHMX OPraHOB.



Jeuenue BIIC

[lpn noaasnsaowem 60/bWIMHCTBE TMOPOKOB CepALa
MOKa3aHO XMPYpPruyeckoe sieyeHme.

Cpokn (3KCTpeHHOe, CpPOYHOEe WM MAaHOBOE) WU BUA
onepaTUBHOIO BMELIATe/IbCTBA (pagukanbHasg,
BCMOMOraTesibHad WAM remMojMHaMuyeckass KoppekLuus)
OnpeAensitTCa aHaTOMMeN NOpPoOKa COCTOAHMEM pebeHka.

TepaneBTunyeckoe JsieyeHMe MNOKas3aHO nMNpU pPasBUTUU
KPUTUYECKOro COCTOSAHUSA (48 CTabuamsaumm COCTOSHUSA
pebeHka nepeg onepaTMBHbIM Mocobuem) U nNpu
cepaeyHom HeAOCTAaTOYHOCTH.

Tepanma  OCTPOM M XPOHUYECKOU  CepAeYHOMU
HEeAOCTATOYHOCTU HE OT/INYAETCA OT TAaKOBOW MNpU APYyrux
3ab01eBaHMAX



Kpumuueckue cocmoanua npu BIIC

Kputnyeckme coctoaHna npu  Bl1C BO3HUKaOT
Hambosiee YacTo B Nepmos nepexosa OT NPeHaTaNbHOro
K MOCTHATa/IbHOMY TUNYy KpOoBOObpaLLeHus

VIX pa3sBuTne B neprose HOBOPOXAEHHOCTU CBA3AHO C
OTCYTCTBMEM vy cnabon BbIPA>KEHHOCTbIO
KOMMNEHCATOPHbIX peakumn (runeptpodmua MUOKAPAQ,
KoAnaTepasibHoe KpoBoobpalLeHmne 1 Tn).

Echv He npoBogMTCA 3SKCTPEHHas Tepanusa  Uau
OnepaTMBHOE BMeLWATeNbCTBO, pebeHok norubaer B
TeYEHMM HEeCKOJIbKMX YaCOB NN AHEWN.



Ipuuuner pazeumu kpumuueckux cocmosanuii npu BIIC
PasButne Kputmyeckmx coOCTosiHMmM 0b6ycaoBeHO:

1. OCTpbIM A€DULUTOM CEPAEYHOrO BbIOpOCa

2 BbICTpbIM nporpeccmpoBaHmem cepaeyHou
HeA0CTAaTOYHOCTN, KUCIOPOAHBIM FrON04aHMEM TKaHEW C
PasBUTUEM AEKOMMNEHCUPOBAHHOrO MeTabosmyeckoro
auMa03a M HapyweHuem QYHKUMM XU3HEHHO BaXHbIX
OpPraHoB.

3 Bbipa>keHHOW apTepuaibHOM rmnokceMmen
(TPaHCNO3MLKMA  MAruCTpasbHbIX aApPTEpPUMN, aTpe3us
NIEeroYyHOWn apTepun)

4. Vlwemmen mam runokcmem muokapga (aHomasnbHoe
OTXOX-AEHMe NeBON KOPOHAPHOW apTepun OT NEro4HOM
apTepuu, TPAHCNO3MLMA MAarMCTPaabHbIX COCYA0B).



Tepanua kpumuueckux cocmosanuu BIIC
[lpoBOAUTCA Ha GOHE MOHUTOPUPOBAHMUSA CATypaLUM U KOHTPOJIS

rMMIMKeMnn.

1) [lpy  noBTOpSAOWMXCA  aMHO3,  OCTPOM  CEepAEeYHOU
HeAOCTAaTOYHOCTH, LWOKe - MHTYybauwna. BeHTuasums npoBoauTCS
Bo3ayxom! Bo3moxHo aobaBneHne HeboNbWOro KOAMYECTBA
Kncaopoaa A9 AOCTUXKEHUSA caTypaumnu 75-85%;

2) lMpun umaHo3e - NnpoBegeHNE FMNEPOKCMYECKOrO TeCTa: BAbIXaHME
100% KnUCAo0poja B TeyeHume 10 MUHYT. COXpaHeHMe HU3KOro YPOBHS
caTypaLum roBOpUT O BbICOKOM BepoAaTHOCTM BIC;

3) /leyeHme rmnoTeH3nm: N30TOHNYECKNUMN PACTBOP HATPMA XJI0PUAA
10 MJ/KF, NPU  COXPAHAKOWENCA TUMNOTEH3UU: AOMAMUH 0-20
MKI/KF/MWH, Npy1 HEOOXOAMMOCTU - SMMHEPPUH 0-0,5 MKI[KF/MUHYTY.

4) Ana nopgpepxaHua OAll npu AyKTyC-3aBUCUMMbIX MOPOKaAX
(oTkpbiTMa OAIT) npoctarnaHguH E2 n3 pacuera 5-10 Hr/kr/MuH



Ilopoku cepoua
npomexarouiue
UUAHO30M («CUHUE))



[lopoku cepaLa ¢ NnpenMyLLLEeCTBEHHO MpPaBO-
A€BbIM COPOCOM KPOBU (KCUHMEY)

Coctasastor oo |5 % Bcex nopokos cepaua u 1/3
Bcex kputuueckux BI1C.

I) Mopokm ¢ ob6boraweHunemM maAoro Kpyra
KpoBOoOOpaL,eHuUsn:

KomMmnaekc IduseHmerHrepa (K3J), TpaHcno3uums
MarmctpaabHbix  cocyaoB (TMC), o6wum
apTepuaAbHbin cTBOA (OACQC)

2) [lMopokn «c o0b6epHeHMEeM MaAOro Kpyra
KpoBOOOpaliLeHusn:

BboAe3Hb @aAA0, aTpe3uAa TPEXCTBOPUYATOro
KAanaHa (ATK)



[lopoku cepaLa ¢ NnpenMyLLLEeCTBEHHO MpPaBO-
A€BbIM COPOCOM KPOBU (KCUHMEY)

OTAMYNTEABHOM XapaKTEPUCTUKON NMOPOKOB AQHHOIO
TMMNA ABASETCS TO, YTO MPU3HAKU Y AETEN B NpoLiecce
Pa3BepTbIBaHUS KAMHUYECKOM KapTUHbI MOpPOKa B
pe3yAbTaTe MOBbILLEHUSI KOAUYECTBA PEAYLIMPOBAHHOIO
reMorAobMHa apTeprMaAbHOM KPOBU MOSBASIETCS LLMAHO3.

LlnaHo3 Kak BeAYLLMIM NPU3HAK MOXKET HabAlopaeTcs ¢
POXKAEHMSA UAU NMOSABUTLCA B PaHHEM AETCTBE U 3aBUCUT,
KaK NpaBMAO, OT cbpoca BEHO3HOM KPOBM B
apTepUaAbHOE PYCAO U OT HEAOCTATOYHOrO
MOCTYNAEHMS KPOBU B MaAbIM KPYr KpOBOOOPpaLLLeHMS



LinaHoz npu  BIIC  umeeTr  HeKoTopbie
0CobeHHOCTH:

® peAKO TMOSIBASETCS Cpa3dy MOCAE POXKAEHMUS
(MCKAlOUEHMe — 6oAe3Hb Danno,
TPaHCMO3ULUMSA MAarUCTPaAbHbIX COCYAOB)

® nepBble MPU3HAKM CEPOBATO-CMHEM  KOXKM
MOABASIIOTCA CHa4yaAa Ha AMCTAAbHBIX OTAEAAX
KOHEYHOCTEMN (ocobeHHO HUXKHMX -
LLUAHOTMYECKMM  OTTEHOK  npuobpeTaloT
NnpeXAe BCEro noAoOLLBbl pebeHKa).



MaHO3 ( 60Ae3Hb DaAAO)




MaHoO3 (TpaHCcno3uuMA COCyAOB)




BI'1C ¢ oboraweHnem maroro Kpyra
KpoBOOOpaLLeHUS

- KoMnaAeKkc Di3eHMeHrepa — ssBASeTCs 0cobbiM
BapmaHTom AMXKI1

- O6wmni apTepuaAbHbI CTBOA

- TpaHCcno3nMumMa MarMcTpaAbHbIX COCYAOB

[lpn ero covetaHnun ¢ Apyrmmm nopokamm
(KOMMNEHCUPYIOLLMMU KOMMYHUKALUAMKU) OTHOCUTCS
K MOpOKaM CMeLLUAHHOro TUMa (MOXXeT NPOUCXOAUTD
KaK MpaBO-A€BbIM, TaK U A€BO-NPpaBbii cOpOC KPOBK)



Cumnmomokomniekc Jiu3zeHmenzepa

* CUHAPOM DHU3EeHMEHrepa pasBmBaeTCs Npwu
Bbicokmx AMXKI1, B pesyAbTaTe GbiCcTpOro
NPOrpeccUpoBaHUA AETOYHOM FMMNEPTEH3UU, KOTAQ
AABAEHUE B MpPaBblX OTAEAAX CEPALLA U CUCTEME
A€rOYHOWM apTEPUU MPEBbLILIAET CUCTEMHOE U
BO3HUKAET yr>Ke 0OpaTHbIM MpaBo-AeBbIM COpOC KpOBM.
ABAsieTca OAHUM U3 CaMbIX TAXKEABIX OCAOXKHEHMM.

* PazButTne cumnToMoKomnaekca SM3eHMeHrepa
CBMAETEABCTBYET O HeornepabeAbHOCTM NOpPOKa



TeueHune JJero4YHOM runepTEH3INU
(00 Me MPUHIUIBI IJIS BCEX MOPOKOB ¢ 000rameHueM MaJjaoro Kpyra)

I unepBosiemuyeckast paza — NPOUCXOIUT IEPEIIOJTHEHME MAJIOT0O KpyTra
KpOBOOOpAIIICHMS 3a CUeT 00J1e€ HU3KOTO JIaBJICHUS B IPaBhIX OTAeIaX
cepla M JISTOYHOU apTEepUU IO CPABHEHUIO C JICBBIMUA. BO3HUKaeT
HECOOTBETCTBHUE COCYAUCTOTO pycia o0beMy IpOTEKarolien KpoBu. 1lpu
3HAYUTEILHOM COpPOCE MOYKET Pa3BUBATHCS PAHHSIS CEepJicUHas
HEJI0OCTAaTOYHOCTh YK€ B ATOH (pasze

CvmemanHas ¢a3za — KOMIICHCATOPHBIN CIIa3M JIETOYHBIX COCYIIOB C
MOBBIIIICHUEM JIETOYHOI'O COIIPOTUBJICHHUS M JABJICHUS B JISTOYHOU apTepUM
(pednekc Kuraesa) s 3amuThl OT ruiepBojieMud. B 3Ty (azy copoc
KPOBH OOBIYHO CHHM)KAETCS, HAUMHAIOT Pa3BHUBAThCS OOCTPYKTUBHbBIC
M3MEHEHUS JIETOYHBIX COCYI0B (OOBIYHO MOCIIE 3 JIET)

Ckiuepornyeckas ¢pa3a — xapaKTepu3yeTcsl pa3BUTHEM HEOOPATUMBIX
M3MEHCHUH B COCYy/IaxX JETKUX M3-3a JJIMTEIBHOIO Cra3Ma H
ruriepBojieMuu. PazBuBaeTcst HeoOparuMas JIerouyHasi TMNepPTEH3MS.
MokeT MEHAThCS HalpaBiIeHWE cOpoca KpOBH Ha MPaBO-JIEBOE,
MOSBIISICTCS IMaH03. B 3Ty ke cTaauio pa3BUBAETCI XPOHUYECKAs
cepJicuHast HEJOCTATOYHOCTB.



Cumnmomokomniexkc Juzenmenzepa

KAMHWYECKM caMbiM PaHUM MPU3HAKOM SIBASIETCS LIMAHO3 ryb, Luek,
NaAbLLEB, BHAYaAE€ MAAUHOBbINU, MEPEXOAALLUN B CUHUMU, A 3aTEM
ProaeToBbIN. [ 10ABASIIOTCA M3MEHEHMSA AUCTAAbHbIX PaAAHT B BUAE
«bapabaHHbIX MaAOYEK)

XapaKTepHO HapacTaHUE OAbILLIKM U OrpaHUYeHMEe PU3NYECKOM
aKTUBHOCTU. MoryT oTMe4aTbCcsi HOCOBblE KpOBOTEYEHMUS

AYCKYAbTaTUBHO — YCMAEHME aKLeHTa Il ToHa Ha AeroyHoM
apTepum, ocAabaeHune Wwyma

[1pn ayCKyAbTaLUUM AETKUX MOTYT BbICAYLUMBATbCS 3aCTOMHbIE
MEeAKOMy3blpyaTblie Xpubl,

CumnTtoMbl HepocTaTouHOCTU KpoBoobpaueHus -l cteneHum
AETKO Pa3BMBAIOTCA Y>Ke B MEpBOM Pa3e TeHYeHUs MOopoKa



Juaznocmuka
Rg :
// yCHUJIEHHE COCYIHCTOr0 PUCYHKA JIETKUX

,/ TEHb JIETOYHOM apTepuM yBEJIUYCHA, IPU3HAKH
BEHO3HOI'O 3aCTOA

/7 pa3mepsl cepjilla MOI'yT OBbITh YBEIUUCHBI 32 CUCT
000HX KEITYIOYKOB.

JKI

/7 IlpusHaku neperpy3ku U rurnepTpodpuu, 00omux
KEJTYI0UKOB C MOSBICHUEM JOMMHUPOBAHUS IIPABOTO,

,/ HWuorna — 3amemiceHue AB-nipoBeieHUs TPOBEICHUS
110 KEIyI0YKaM



Juaznocmuka
IXO-KI:

/7 VYBennuenne KOHEYHOTO CUCTOINYECKOTO 1
AAACTOJIMYECKOr0 0ObEMOB MPUHOCSIIETO U
BBIBOJIHOTO OT/EJIa IIPABOTO KeIyq0uKa,
YMEHBIIICHUE Pa3MEpPOB JICBOIO JKEIYI0UKa
(IpONMOPIIMOHATIBHO CHUKEHUIO MUHYTHOTO 00BhEMA )

/7 IIponabupoBaHue CTBOPOK KilallaHa JICrOYHOM
apTEPUM, BRIPAKECHHASA TPUKYCIUIAIBHYIO U
JIETOYHYIO PETYPTUTALIAIO BCIEACTBUE JIETOYHOU
TUIIEPTEH3UU



TPAHCMNO3ULLMA MATUCTPAAbHbIX
COCYAOB (TMC)

TMC — BpOXOEHHbIN MOPOK NPU KOTOPOM NMELIOTCH
nBa NOJSTHOCTbHO Pa300LLEHHBbIX Kpyra
KpoBOODOpalleHnsa, aopta OTXOAUT OT MnpaBoro
XXenynoyka, a nerovyHaga aptepus ot NeBoro.

bes NOMONTHUTENbHbIX KOMMYHUKaLNW
(nepcuctupytowmn OAIT, OMIN, AMXXI1) getn He
YXKM3HECNOCOOHHbI

YacTtota 12-20%

Ualle BcTpeyaeTca y Mmane4nmkon



TMC (remoavMHaMUKa U KAMHUYECKHE

NpPOsIBA€HUSA)
B nepuoge BHYTPUYTPOOHOro pasBUTUA MarlbIi

KPYr He MPUHMMAET y4vyacTusi B KpoBOOOpalLleHun,
noatomy TMC He BNMAeT Ha HopMmanbHoe
pasBuTUE Nroaa.

KnnHnyeckne npogaBneHna pasBMBalOTCA cpasy
nocne poxaeHuda. OnpegenarOwnMm QakTopom
ABMNSIETCS CTeneHb CMeLUMBaHUSA apTepuaribHOW n
BEHO3HOU KpoBu. [lpn cBOOOAHOM CMeELLMBaAHUN
cObpoC KpOBW MMEET MeEpeMeHHOE HarpasBreHunme,
4YTO U obecneymBaeT BO3MOXHOCTb ra3oobmeHa



TMC (remoavMHaMUKa U KAMHUYECKHE

NpPOsIBA€HUSA)
C poXOeHnsa COCTOAHWE TsKernoe, OTMeYaroTCH

oAblLLKa, UMaHo3

[lpy ecTecTBEHHOM TEYEHUU MOPOKA OTMEYaeTcH
TPYAHOCTWU CO BCKapMiuMBaHMEM pebeHKka W
nporpeccupyrowiaga runotpodous

XapaKTepHbl NOBTOPHbIE MHEBMOHUU

Kak npaBuno yXe Ha BTOPOM MeCAUe XU3HU
pa3BMBalOTCA AOUCTPOPUYECKNE U3MEHEHUS B
cepgue W cepgedyHaa  HeOoCTaTOYMHOCTb C
NOABMEHNEM Taxukapaun, MOCTOAHHOW OAbILLKK,
renatomMmerannm n 3acTtos B NIErkmx.

BbICTpO pa3BnBaeTcsa nerovyHasa runepTeH3ns.



TMC (remoavMHaMUKa U KAMHUYECKHE
NpPOsIBA€HUSA)

lEPKYTOPHO  MOXHO  OTMETUTbL  paclUMpeHune
rpaHuL, cepaua B nonepevyHuke n pexxe BBepX
All CHMXeHO
AycKynbTaTMBHasa KapTMHa He MUMEET XapaKTepHbIX
yepT, W onpegendetcad  KOMMNEHCUPYHOLLUMU
KOMMYHUKaLUAMU:
[pn OAIT unn MM wym MOXKeT OTCYyTCTBOBATL
pn  OMXIT — xapaktepHbin wym B |-V
MeXpebepbe cnesa oT rpyaunHbl
[1pn nero4yHon rmnepTeH3nm — akueHT |l ToHa




TMC (KAMHUMYecKMe NposIBAEHMSA)

[lpn pes3konm TruUrnokKCemMmMn MOryT pasBUBATLCS
rMnokcemMmmnyeckme NPUCTYNbI: BHe3arnHo
NoABNAKTCS OecnoKoucTBO, BO30YXXOeHMe,
HapacTalT oAblllka U UMaHOo3, BO3MOXHa noTeps
CO3HaHMA (0OMOpPOK, cyaoporu, anHoa). Npuctynebl
NpoOoSKatTCA OT HECKONbKUX MUHYT A0 10-12 u.
Y neten ¢ TMC oHuM npoTeKkatoT O4EHb TSHXKENO



TMC (AnarHocTuKa)

Rgq.
YCUMEHNe cocyamncToro pucyHka (MoXeT ObiTb HOpMarbHbIM

npn HedOMbLUMX pa3Mepax KOMMYHMKaLUN N 00eOHEHHbIM
Npu CONyTCTBYIOLLEM CTEHO3€E NErOYHON apTepuUn.
yBeNnuyeHne pasmMmepoB cepaua, Kotopoe nmeeT doopmy
«snua, nexatwlero Ha 6oKy»

COCYOMCTbIN NMYYOK Kak NpaBUIo y3Knn B nepeagHesanHeun
NpPOEKLUN N pacumpeH B OOKOBOM

IKI

npu nonHon TMC - npuaHaku rmnepTpodun npaBbix
OTAENoB cepaLua, ogHako OHW He cneun@uyHbl YacTo
oTknoHeHne B0C BNEBO, K XapaKTEePHbIM NpU3HaKam
OTHOCUTCHA HenonHasa unu nonHaa AB-6nokaaa,
Habntogaemas y 70% OOnbHbIX.



TMC (AnarHocTuKa)
Jxokapauorpadus
[lnarHocTuka ocHoBaHa Ha UAEeHTUMUKaLNK XKenyao4KoB U
MarmcTparbHbIX COCya0B, onpeaeneHnn nx npocTpaHCTBEHHOrO
B3aMMOPAaCMOSIOXKEHUA N OTHOLLUEHUSA K XKenyaodkam.
YTOYHAKTCA CONYTCTBYHOLLME NOPOKM cepaua. Ha coBpeMeHHOM
aTane gaHHoe nccrnegoBaHme aBngaeTcsa oaHUMM U3 Hanboree
MHAOPMATUBHbIX
30HAMPOBaHMeE NMOJIOCTEN cepaLa C
aHrmonynbmMmoHorpacdunen
TOoYHbIN, HO MHBa3UBHbLIW MeTO. [1o3BoNAeT NnoATBEPAUTL NN
YTOYHUTb AMarHo3, a npu onepabenbHOCTN pebeHKa eLle
nnpeaBapuTenbHO onpeaennTb 0obemM NpeacTosLLero
XUPYPrnyeckoro rie4eHuns.
CnupanbHas KOMNbOTEPHaA ToMorpadus
NO3BOJSIAET CO34aTb C MOMOLLbIO KOMMBIOTEPHbLIX MPOorpamm
TPEXMEPHYI PEKOHCTPYKLUMIO cepala U MmarucTparnbHbIX COCYO0B




TMC (AeveHMe)

TMC — abcontoTHOe nokasaHue K onepaTtuBHOMY JIE4EHUIO!
[1o BOBMOXXHOCTU OHO AOJSTKHO NPOBOAMTLCSA KakK MOXKHO
paHbLie. [1pn codetanmnm ¢ AMXXI1 B nepBble 1-2 mec.
Xun3Hu (6e3 AMIXKI1 Ha nepBon Heaene XXN3Hn)

[TannuaTtneHbLIE onepaunn:

- KateTepusauunsa cepaua y HOBOPOXAEHHbIX, 0CODEHHO
Haxogdauleroca B KpUTUYECKOM COCTOAHUN, NS
npoBeaeHNs «3akpbITon» GanmnoHHOW aTPUOCENTOCTOMMUN
no PawknHgy

- OTKpbITasa aTpmMocenToCTOMUS

PagunkanbHasa Koppekumsi HarnpaBieHHas Ha ucnpaBneHme
HapyLUEHHOW reMoaAnHaMmnKn U yCcTpaHeHne
COMYTCTBYIOLLMX NOPOKOB cepaua (Tvn onepaunmn 3aBUCUT
OT BapuaHTOB MNOpoOKa)



TMC (l'porHos)

[IporHo3 HebnaronpuUATHLIN

[1Ipn ectecTBEHHOM TeuyeHun nopoka 89,3%
aeten normbaet B Te4eHne nepBbiX 3 — 6
MecsILEB

B nepBble Hegenn — A0 30% OorbHbIX

B nepsble 3 mecsua — 70%

B TeueHune 6 mecaueBs — 75%

K1 roay —90%



O6wmnn aprepuarbHbiu cTBoA (OAQC)

OAC — nopok, np1 KOTOPOM OT OCHOBAHMUS
CepALLA OTXOAUT OAMH KPYMHbIM COCYA, C
MOAYAYHHbIMWU KAQMaHaMU, MOA KAanMaHamm
pacrioAaraeTcsl KpynHbin AepekT
MEXKEAYAOUYKOBOM MEPErOPOAKM.

ABAseTcs peAKMM nopoKkoMm. HactoTta okoao 5%

[ eMoOAMHAMUYECKM XapaKTEpHO pa3BUTUE
rMNEPBOAEMMMN MAAOTO KpYra C ObICTPbIM
Pa3BMTMEM U NPOrpecCMpPOBAHUEM AEFOYHOM
rmnepTeH3nu



TeyeHne AerovyHoM rmnepTeH3snu
(obLme NpUHLUUNBI AAS BCEX MOPOKOB € oboralieHMeM MaAoro Kpyra)

el'unepBoAeMHnuyecKan pasa — NPpOMCXOAUT NEPENOAHEHNE MAAOTO Kpyra
KpoBoobpalleHUs 3a cHeT HoAee HU3KOIrO AABAEHUS B MPaBbIX OTAEAAX
CEpALA MU AETOYHOM apTEPUM MO CPaBHEHUIO C AeBbiMU. Bo3HMKaeT
HECOOTBETCTBME COCYAUCTOrO pycAa obbeMy npoTtekaiowen Kposu. [pu
3Ha4YMTEABHOM COpOCEe MOXKET pa3BMBATbCSl PaHHSS CEpPAEYHaS
HEAOCTaTOYHOCTb Y>Ke B 3TOM ¢ase

oCMmewaHHan ¢pasza — KOMNEHCATOPHbIM CMa3M AErOYHbIX COCYAOB C
NOBbILUEHMEM AETOYHOIO CONMPOTUBAEHUS U AABAEHUS B AETOYHOM apTEpPUMU
(pedaekc KutaeBa) AAS 3aLUTBI OT runepBoAeMuu. B 3Ty $asy cbpoc Kposu
OObIYHO CHMXKAETCA, HAYUHAIOT Pa3BUBATbLCA OOCTPYKTMBHbIE USMEHEHMUS
AE€roYHbIX COCYAOB (0ObIMHO MocAe 3 AeT)

®CkAepoTHueckan ¢pasa — xapakTepusyeTcsi pasBUTUEM HeOOpaTUMbIX
M3MEHEHUM B COCYAAX AETKMX U3-32 AAUTEABHOIO CMa3Ma U rMMNeEpPBOAEMMUM.
PazBuBaeTcs HeobpaTnmasa AerovHas runepteHaus. MoxkeT MeHATbCS
HarnpaBAeHWe cOpoca KpOBM Ha MPaBO-AE€BOE, MOSBASETCS LMaHO3. B 3Ty e
CTAAMIO Pa3BUBAETCA XPOHUYECKAs CepAEeYHAs HEAOCTATOYHOCTb.



OAC (knunuueckue nposaeieHus)

B rpyanHOM BO3pacTe — 3arpyJHCHHS IPU T'PYyTHOM
BCKApMJIMBAHWM,  OJBIIIKA,  Kall€db,  YaCThIC
IpPOCTYIHBIE  3a00J€BaHUsS,  IIEPEXOJSIIME B
IMHEBMOHHIO, IPOrpECCUPYIOIIas THNOTpOodurs (Jarme
0 THUOy THIOCTaTypbl), BSJIOCTh, CIa0OCTh,
YTOMIISIEMOCTD

C pa”HHEro BoO3pacTa B CBSI3W CO CMENIMBAHHEM
apTepuaibHOM M BEHO3HOM KpPOBU HAOIIOmAETCs
IIMAHO3

XapaKTepHO OBICTpOE pPa3BUTHE CepACYHOU
HEJIOCTAaTOYHOCTHU (IOMOJHUTEIBHO IPUCOCIUHSIIOTCS
TaxUKapaus, 3aCTOMHBIC SBJICHHUS B OOJBIIOM U
MaJIOM Kpyre KpoBOOOpaIlCHHS)



OAC (Knunuveckue nposeieHus)
Haapnanusa:

BEPXYIICYHBIN TOJTYOK — PA3JIUTON, YCUIIECHHBIH,
IIPUIIOJHUMAIOIINN, CMEIIEH BJIEBO U KHU3Y.

[IPU MIEPETPY3KE MPABOT0 KENYAOUKA — SIMUTACTPATIbHASA
IyJIbCALNS

CHMKEHUE CUCTOIMYECKOTO apTEPUATIBHOTO NABJICHUS,
TAACTOJIMYECKOE — B IIPEJIEIAX HOPMBI.

11epKYTOPHO

[ panuIbl cepalia pacIMpeHbl B 00€ CTOPOHBI
1lpu ayCKVJIbTAllUK

11 Ton Ha JIA yCHJIeH HO HE pacUICIUICH

CHUCTOJIMYECCKUN MPOAOKUTCIILHBIN IPYyObIM IITyM HaJl
BCEM CEPACYHON 00JaCThIO, IPOBOASIIMMCS HA CIIMHY

IIpu ayckyipTauu JErkuxX MOT'YT BBICITYIIIMBATHCS
3aCTOWHBIE MEJIKOITY3bIpYaThIC XPUIILI




OAC (Ouaznocmuka)
Rg:
,/ 3HAYUTEIBbHOE YCUJICHUE COCYIUCTOrO0 PUCYHKA
JIETKHX

,/ Tenb cepaia pacimupeHa 3a c4eT 000HX KEITYIOUKOB

/7 Tenb cocynucTOro my4ka uid y3Kas Wil 3HaCUTEIILHO
pacuImpeHa

/7 YacTto - mpaBOpacIOOKEHHAS Jyra aOpThI

JKI':

[Tonoxenne D0C HOpMmanbHOE. [Ipu3Haku neperpy3ku
IIPABOTO MPEACEPANS U MPABOIO KETYI0UYKA, NN
000HX KENYJI0YKOB




OAC (ouaznocmuka)

IXO-KI': B Hacrosiee BpeMst - OCHOBHOU METO/I
TMATHOCTUKHA

Onpenensercs MUPOKU MaruCTPaJIibHbIU COCY,
[IEPECEKAOIINMN («BEPXOM CHISIIHII))
MEXOKEITYIOYKOBYIO TIEPETOPOAKY ¢ BEICOKUM JIMKII.
He Bu3yann3upyroTcsi BBIBOAHON OTIEII IPABOro
KEIYyA0UYKa M KJIAlaH JIETOYHOM apTEPUU, MOXKHO
YTOYHUTHh MECTO OTXOXKJIEHHUSA BETBEU JIETOUYHOM
apTepuu

HHughpepenuuanvuoiu ouaznos:

Jle(beKT MexkKEITyT0UYKOBOU IIEPETOPOJAKHU

TpaHCHOBI/IHI/I}I MAaruCTpaJIbHbIX COCYOdOB



OAC (I'lporHo3s)

[lporHo3 3ab6oAeBaHMA 6e3 AeveHUs HebAaronpUATHBIN:

65% aeTelt ¢ 06WMM apTEpPMAAbHBIM CTBOAOM
nornbaloT B TeueHMe nepBbiX 6 MecsLeB XXU3HU, /5%
Ha NEPBOM FOAY YKM3HMU.

OnepaTnBHOE A€YEHMeE truncus arteriosis 3aBUCUT OT
aHAaTOMUYECKUX ocobeHHoCTeN, ero HeobxoAMMO
NMPOBECTU MAaKCMMAAbHO ObICTPO MOCAE BbIABAEHUS
NOpoKa (B TeYeHNEe HECKOAbKUX AHEM

BoAbHbIX, AaXKe AOCTUTLLIMX BCErNO AULLIb ABYX-
TPEXAETHEro Bo3pacTa, ONepupoBaThb, KaK NPaBUAO, YrKe
NO3AHO, XOTS OHU U MOTYT AOXKUTb A0 |0-15 aer.



BIriC C ObEAHEHMAEM MAAOIO
KPYIA KPOBOOBbPALLLEHMA

BOJIE3Hb PAIJINIO (Tpuapa, TeTpana, neHtana).
Tprnaga ®anno — knanaHHbIK CTEHO3 NIEro4YHON apTepuu,
OMITT, runepTpodusa npaBoro xenyaodka

Tetpaga ®anno — HPYHANOYNAPHLIN CMEHO3 JIe204HOoU
apmepuu, ebicokuu LMK, mpaHcrnio3uyus aopmal
8ripaso («8epxoM cuosuwias aopmayr), aunepmpogus
rpaesozo XeslyooyKa.

[MeHTaga PAJIJ1O — MHPYHONOYNAPHLIN CTEHO3 JIEFOYHOM
aptepun, AMII1, seicoknn OMXKI1, TpaHCno3MUMa aopThl
BNpaBo, rmnepTpoduns npaBoro Xenygodka.

ATpe3una TpexcTBop4yaToro KnanaHa
Bone3Hb J0LWITEeNHaA



boae3sHb @arro

OT0 OAMH U3  CcaMbIX 4YacTblX MNOPOKOB,
NpoTEKAKLWMX C LIUAHO30M.

Hanbonee pacnpocTtpaHeHHOW OOPMOU SBMAETCH
TeTpaga Panno

*CTEHO3 JIero4Hon apTepuu,

*Bbicokun AMXKTT,

*TpaHcno3nuusa aopThl BNpaeo,

*rTMNepTpodua NpaBoro Xenyagouka.

YacTtoTta coctaBnsaet 11-13% cpeaun Bcex BI1C u
4% cpegun kputndeckmnx BI1C



TETPAOA ®AIO
MOP®ONOrs

YeTbipe Mmopdonornyeckux npmu3Haka:

1.[edekT mexckenyno4koBom
neperopoaku (HEPECTPUKTUBHbBIN).

2.006CcTpyKUMS BbIXOOHOrO TpakTa NpaBoro

XKeJyaoudkKa:

a -lNoaknanaHHas
© - KnanaHHas
B - HapnknanaHHas

3. [ekcTpanosuuuns aopThl.
4. ['vnepTtpodus NpaBoro xenyao4ka.

N3meHeHna KoppenupyoTt Mexay
creneHbio obcTpykuum BOIMK n
pasamepom/aHatomuen J1A

Pulmonary

Pulmonary
stenosis

Right
ventricular
hypertrophy



[[emoaunHamuka npu tetpage ®anno.

HapyweHna remoguHaMmMKku JeTepMUHUPOBRaHbI
CTeneHbIo CTEHO3a NEroYHoOn apTepun unu
UHPYHANDYNAPHOro oTaena Npagoro »enyaodka.

[Tpy yMmepeHHOM CTeHO3€ NerovYHou apTepmnu BO3MOXeH
TOK KPOBW U3 NEBOro »enyao4dka B npaebiv
(«BbneagHas» unun aunaHoTuyHaa tTetpaga ®anno)

[1pn BbIpa>XEHHOM CTEHO3€ NeroYyHoun apTepmum u
conbwom OAMXKIT sHaynTenbHas YyacTb BEHO3HOMU
KPOBU U3 npaeoro xenyaouka yepes OAMXKI m
CMELLEHHYIO BNpaBo aopTy nonajaet B 60nbLWOW
Kpyr KpoBooOpalleHUA.



Tetpapaa @arro (KAMHUKA)
XaAo06bl M aHaMHe3

AeTu KaK TMpaBMAO POXKAJIOTCA AOHOLUEHHbIMM, be3
npusHakos 3BYP

[locAe poXKAEHUA KAMHUYECKUE MPOSIBAEHUS Pa3BUBAIOTCS
TeM paHblle, 4YeM OoAee BbIpa)KeHbl CTEHO3 KAamnaHa
AErOYHOM apTEPUM U TPAHCMO3ULUA AOPTHI.

XapaKTepHbl OABILKA, LMAHO3 CO 2-3 Mecsiua >XM3HM,
3aTPYAHEHMSI TMpU  BCKAPMAMBAHMM  (M3-32  OAbBILIKM),
NPOrpeccuUpyoT NpM3HaAKM rMNOoTpodpum

OcmoTp

Aedopmaunm rpyAHOM KAETKU HE XapaKTepHbl

OTmevaloTca M3MEHEHUA AMCTAAbHbIX (aAaHT MaAbLLEB
(«6bapabaHHble MAAOUYKMY)



Tetpasa PaAro (KAMHUKA)

K 0cobeHHOCTSIM «CMHUX» MOPOKOB,
COYETAIOLMXCSA C CYXKEHUEM
AEro4YHOM apTepumn (NMpeXKAe BCEro
TeTpaAbl DaAr0), KpOMe TOTAaABHOIO
LLMAHO3a OTHOCAT U3AIOOAEHHYIO NO3Y
OTAbIXa HA KOPTOYKaX U OAbILLIEYHO-
LMaHOTMYEeCKME (TMMoKceMmnvecKkue)
NPUCTYNbl, CBA3aHHbIE CO
CMACTUYECKUM CYXKEHUEM
BbIHOCSILLEro TpaKTa NpaBoro
YXEeAYAOUKa U OCTPOU MMMNOKCUEN
FOAOBHOIO MO3ra.




Tetpasa PaAro (KAMHUKA)

XapakTepHO NoHmxeHHoe AA 1 NMyAbcoBOe AaBAEHME

Mo>KeT BbIABAATbCSA CEPAEYHbIM TOAYOK Ha OCHOBaHWMU
cepALua

[lpn nepkyccuu:

[ paHMLbI cepaLa B NpeAeAaX HOPMbl MAM HECKOABKO
PacLUMpEHbl BAEBO

AYCKYAbTaLLNA:

CAeBa OT rpyAmMHbl Bo 2 - 3 Mexxpebepbe rpybbii
CUCTOAUYECKUU LLUYM.

[1py aTpesnun AeroyHol apTepum LWyMa MOXKET He ObITb.
Il TOH Haa AerovHOM apTepuen ocAabAaeH.



boAe3zHb DANANO (AmarHocTuKa)

PeHTreHorpadouga rpyaHou KNneTku.
Paszmepsl cepalla HOpMaAbHBIE.

Bepxymika mpumoaHATa, IMeeTCH 3armaaeHue AyTa A A,
YTO IIPHUAAET CEPAITY BUA ACPEBAHHOIO OAITTMAYKA.
/\€TOYHBIIT COCYAUCTBEIN PUCYHOK OOEAHEH B
COOTBETCTBHH C TAKECTBIO OOCTPYKITIH BEIXOAHOTO
TPaK Ta IIPABOTO KEAVAOUKA.

B 25-30% cAygaeB Ayra aOpTHI N3THOAETCS BIPABO

DKT

Otxaonenne DOC BIpaso

HPI/ISHaKI/I IHIEPErPy3KUA 1 rHHeprochH IIPaBBIX OTACAOB
CEpAITa



boAe3zHb DANANO (AmarHocTuKa)
AXO-KI

HCITOCPCEACTBEHHO OIIPCACAAIOTCA BCE AaHATOMMYICCKIC

KOMIIOHEHTEL TeTPaAbl PaAAO: CTEIEHD ACTOYHOTIO

CTEHO32, BEAYNHA CMeIeHns aopTol, pazmep AMIKII

1 BBIPAKEHHOCTD THIIEPTPOPUI IIPABOTO KEAYAOUTKA.
30HAUPOBAHUE ITIOAOCTEN CEPAIIA

Bricokoe AaBAeHmTE B TPAaBOM KEAYAOYKE, CHUKEHIE
HACBIIIIEHUA APTEPUAABHOU KPOBU KICAOPOAOM,
IIPOXOKACHHUE KATETEPA U3 IIPABOTO KEAYAOUKA B
A0PTY.

[ Ipm HEOOXOAMOCTH BBIIIOAHSAIOTCH a0pTOTpapus AeBas
BEHTPHUKYAOrpadrs, CEACKTUBHAA KOpOHaporpadus,

MCKT u MPT ceparma.



boAeszHb DANANO (anppepeHumnasbHasn
ANArHOCTHMKA)
BapmanaTter 6oaesan Pasno
Tpancro3nIua MaruCTpaAbHBIX COCYAOB
ABOITHOE OTXOKAECHHUEM A0PTHI I ACTOYHOM
APTEPUH OT IIPABOTO KEAYAOTKA
OOt apTEepPUAABHBIN CTBOA
ATpe3us TPUKYCIHIAAABHOTO KAQITAHA
BEAMHCTBEHHEBIN KEAYAOYEK CEPALIA



bore3zHb WAANNO (IporHo3)

[lpu ecTecTBEHHOM Te4YeHUU cpepHASA
NPoOAOIMKNTESNIbHOCTb XXU3HN 12 — 15 nerT.

AOCONIOTHO NOKa3aHoO onepaTuBHOE riedyeHue!

[Mpn KpanHux chopmax — onepaTtuBHoe
rie4yeHue B 2 3Tana:

LLyHTUpYOWan koppekumsa no nokasaHUsM B
nepunoae HOBOPOXAOEHHOCTM,

PagukanbHasa — ontTumManbHO B 4-6 mecsiLeB,
BO3MOXHOM Ha bornee no3gHuUX 3atanax, HoO He
nosxe 4yem B 6 — 7 ner.



TETPAOA ®AJNIO

NEYEHUE

Tonbko xupypruyeckoe
MannuatuBHas xupyprus

HanpaBneHa Ha BO3Bpart KpoBu U3 tonbLioro Kpyra B JNero4Hyr UMPKynaAunio U, TakKum
o6paaoM, yBerim4eHme riero4HOro KpoBoToKa n OKCUreHaumm Kposu.

CraHgapTHoOn onepauuen aenaetcs mogunduunposaHHas onepauna BLALOCK-
TAUSSIG unu gpyrue cuctemHo-neroyHole aHactomosbl (WATERSTON-COOLEY ).

PagukansHan Koppekuusi

HanpaeneHa Ha ycTpaHeHue obcTpykuum BOIMK, pasobuwenune MK u JDK nytem
ywimsanua OMXKI.

Tetralogy of Fallot - Repair of small PV Tet
_Blalock-Tauaslg |

Modified
Blalock—Taussig

'_t-

=i P

Waterston
Shunt

LA
-
—
-
—
S
—

Central Graft Shunt



ATpe3us TpexcTBoOp4YaToOro KAanaHa
(ATK)

ATpe3snsa TpexcTBOpYaTOro KAamnaHa -
XapaKTepU3yeTCsl OTCYTCTBUEM COOBLLEHMUS
MEXXAY MpaBbiM MPeACEPAMEM U XKEAYAOUKOM,
NMPaBblN YXEAYAOYEK YMEHbLUEH B pa3Mepax.

Bbes komneHcmpytowmx kommyHukaumm (OAIT,
AMXIT, AMIT-npucyTcTByeT BCeraa)
LLUPKYASILUA KPOBM HEBO3MOXKHA

YacToTa - |7% BCex BpOXXKAEHHbIX MOPOKOB CepALLa
B Bo3pacTe A0 | roaa.



ATK (remoamHamuKa)

TpukycnmaaabHoe oTBepcTME OTCYTCTBYET, MpaBoe
npeAcepAMe He coobLaeTcs C NpPaBbiM XXEAYAOUKOM, U
BECb CUCTEMHbI BEHO3HbIM BO3BPAT OCYLLECTBASETCS B
AEBOE MpeACepAME Hepe3 MeXXNpeAcepAHOoe coobLueHme,
NPeACTaBAEHHOE LUMPOKUM OTKPbITbIM OBAaAbHbIM OKHOM.

B AeBOM NpeacepAUM KPOBb U3 AEFOYHbIX BEH U BEH
G6OAbLUOro Kpyra MOAHOCTbIO CMELLUMBAETCS, MO3TOMY
CTerneHb rMNOKCEMUN 3aBUCUT OT BEAUYUHbI AEFTOYHOIO
KPOBOTOKa.

N3 AeBOro >kKeAyAo4Ka KpOBb MOCTYMaeT B aOPTY, a TaKXKe,
yepe3 AePeKT MEXIKEAYAOYKOBOM NeperopoAKu (4epes
MPaBbIi XXEAYAOUYEK) UAU OTKPbITbIM apTEPUAABHbIN
NPOTOK, B COCYAbI AErKUX.



ATK (remoamHamuKa)

[1py HeboAbLLIOM AedeKTe MeXKKEAYAOUYKOBOM
MeperopoAKM U HEAOPa3BMTOM MPABOM YKEAYAOUKe C
ob6CTpYKLMEN BbIHOCALLLENO TPAKTA AErOYHbIM KPOBOTOK
OY€eHb MaA.

Pexxe AedeKT MeXKXKEeAyAOUYKOBOM MEPEropoAKHU
OTCYTCTBYET BOBCE, UMEETCS aTPe3ns KAanaHa Aero4yHoM
aAPTEPUM U BbIpAXKEHHASI TMMOMAA3US NMPABOrO XXEAYAOUKA,;
B 3TOM CAy4ae KpOBb B COCYAbl A€TKMX MOCTYMAaeT TOAbKO
M3 AOPTbl Yepe3 OTKPbITbIM apTEPUAAbHbBIM MPOTOK MAM
APYrne aopTOAEroYHble KOAAATEPAAM.

[ loBbILLEHHDbIM AErOYHbIM KPOBOTOK AASl aTPE3UM
TPEXCTBOPYATOro KAaraHa He XapaKTepeH



ATK (kamHuKa)

[lpn oTCcyTCTBMU KOppEKLMMU:

Ha 3—6-11 HeaeAe XKM3HM pa3BMBaeTCs CEepAeYHas
HEAOCTaTOYHOCTb C TaXUMHO3, MOTAUBOCTbIO,
rernaTomMeraAmMen n BAAXKHbIMU XpUMNaMM B AETKUX.
KAMHMYECKMe NpU3HAKM B 3TOM CAYYae TaKue Xe,
Kak rnpu 6oAbwom cbpoce cAeBa Hanpago:
BbIpaXKeHHas NyAbcaums B obAaCcTH cepaLa, FPyObii
NAHCUCTOAUYECKUN LLYM BAOAb A€BOIO Kpas
rPYAUHbI U POKOYYLLMN ME3OANACTOANYECKUN LUYM
Ha BepXYLLKe.



ATK (AnarHocTuka)

PeHTreHorpacdusa rpyAHOU KAETKMH

obeAHEHME AErOYHOIO COCYAUCTOrO PUCYHKa

MaA€HbKas cepAeYHas TEeHb XapaKTEPHOU KPYrAOU UAU
A6A0KOBUMAHOM GOPMbI, 4TO OOYCAOBAEHO MMMNOMAa3MEN NPaBOro
YKEAYAOUKA U A€rOYHbIX apTEPUM (CepAeYHas TEHb MOXKET ObITb
YBEAUYEHA 32 CYET AEBOTO YKEAYAOUKA)

SKI
DAEKTpUYECKas oCb cepALla OTKAOHEHA BAEBO
MPU3HAKM TMNEpPTPOPUMN AEBOIO XKEAYAOUKA.

4acTO NMPU3HAKK rMNepTPOodUU NPaABOrO NMPEeACEPAMS, YKOPOUYEHHbIM
nHTepBaa PQ.

IXxXoKI

oTcyTcTBYeT npaBoe AB-oTBepcTue M TpexcTBOpYaTbiM KAAMaH.

AEBbIN YXEAYAOYEK YBEAMYEH, 2 BbIHOCALLMIW TPAKT NpPaBoro obbIvHO
HEAOpPa3BUT.



ATK (nporHos)

[lporHo3 HebAaronpuaTHbIN. be3 xupypruveckoro aeveHus
BOAbHbIE PEAKO AOXKMBAIOT A0 6 MecsLEeB.

ABCOAIOTHO MOKa3zaHa XMpypruyeckas koppekums. Kak
NPaBUAO KOPPEKLUMA NPOBOAUTCA B 3 3Tana:

Ha nepeBom 3Tane naAAMaTUBHAS onepauus AASl YAYYLLEHUS
AEroyHOro KpoBOTOKa B TeyeHue | Mecsua XKMU3HU

2 3Tan B 4-6 MecALEB — PEKOHCTPYKTUBHAS OMepaLms AAS
YAYULLEHUSA KPOBOCHAOXKEHUA BEPXHMX OTAEAOB TYAOBMLLLA

3 3Tan B Bo3pacTe 2-5 AeT — peKOHCTPYKTMBHasi onepauums
AASl YAYYLLEHMS] KPOBOCHAOKEHUA BEPXHUX OTAEAOB
TYAOBMLLA

PEKOHCTPYKUMA MO CYTU TaK >Ke SBAAETCA MaAAMATUBHOM T.K.

MaumeHTbl  PaKTUYECKM KMBYT C  EAMHCTBEHHbBIM  AEBbIM
YKEAYAOUYKOM



AHoMaArua D6LwwTeMHa

AHoMaAMs D6LWTeNHA OTHOCUTCA K PEAKUM
BPOXXAEHHbIM MOpoKaM cepaua. YactoTa - 1% ot
BCEX BPOXXAEHHbIX MOPOKOB pPa3BUTUSA CepALLA.

[1pn 3TOM NopoKe CTBOPKM NpaBoro
ATPMOBEHTPUKYASIPHOIO KAanaHa CMeLLaloTCs B
MOAOCTb MPaBOro »XeAyAouKa. [ 1paBbin xKeAypouek
M3-3a2 3TOro UMeeT YMeHbLUEHHbIU pa3Mep, YTO
NPUBOAMUT K YMEHbLUEHUIO KOAUYECTBA
BblIOpacbiBaeMOM UM KPOBU U K 0BeAHEHUIO
KPOBOTOKA B AerKuX. XapaKTepHa rmnomnAasums
AeroyHowu aptepuu. Bceraa covetaetca ¢ AMIII.



AHomarma D6wTtenHa (reMoAMHaAMHKa)

OTMmeuvaeTcs CHUXKEHME KPOBOTOKA B AETKUX, YTO
MPUBOAUT K CHUXKEHUIO OKCUTeHaLLMKU KpOBMU
(KoTopoe ycyrybasieTca Npu NOCTYNAEHUMU
BEHO3HOM KPOBU Yepe3 OTBEpPCTME B
MeXXnpeACEPAHOU MEeperopoAKU B A€BOE
npeacepaue). PeayabTaToM sBASIETCA TMMNOKCUSA
TKaHeMu.

N3 3a cHM>KeHHOro obbema NpPaBoOro XeAyAouKa
MPOUCXOAMUT NeperpysKa NpaBoro npeAcepAms
0bbeEMOM 1 ero NocAeAyloLAs AMAATALMUS



AHomMarma D6wTtenHa (KAMHMKa)

B nepBylo ouepeab NpeAbSBASIOT XKAAOObI Ha OABILLKY
1 ObICTPYIO YTOMASIEMOCTb MpU HEOGOAbLLOM
PM3nYECKOM HarpysKe

Npu ocMmoTpe HabAloAaeTCs LMAHO3, CPOKMU
NOSABAEHUSA KOTOPOro MOryT ObiTb pasAMYHbIMK ( B
3aBMCMMOCTM OT cOpoca KpOBU M3 NMPaBbiX OTAEAOB B
A€Bble Ha YPOBHE NpeACEpPAUN).

Y Takmx 60OAbHbIX OTMeYyaeTcs U3MeHeHUe KOHL,EeBbIX
daAaHr MaAbLLEB KUCTEM B BUAE «BapabaHHbIX MAaAOYEK
M HOFTEU B BUAE KYACOBbIX CTEKOAY, YTO FOBOPUT O
TKaHEeBOWU MNMIMOKCUMUN.

Y NOAOBUHbI BOABHBIX OMpeEAEAAETCS KCEPAEYHDbIN
ropb», nossBA€HUe KOTOpPOro 06yYCAOBAEHO OrpPOMHbIMU

pasmepaMu NpaBoOro NpeAcepAus.



AHomMarma D6wTtenHa (KAMHMKa)

[MepKyTOpPHO rpaHuLbl CEpAEYHOMU TYMOCTU
3HAYMTEAbHO pacCLUMpeHbl BAEBO U BMpaBo.

AYCKYAbBTAaTUBHO  BbIABASAIOTCA  TFAYXME,
OCAQOAEHHbIE TOHbI.

YacTo BbICAYLUMBAETCS PUTM «raAonay (Tpex-
MAU YeTbIpEXYAEHHbIN PUTM), OOYCAOBAEHHbDIN
pasaBoeHnem | mn |l ToHOB cepauna wmAM
HaAnumem AonoAHMUTeAbHbIX |l n IV ToHoB.



AHomMarma D6wTtenHa (AmMarHocTmka)

[lpwu PEHTr€eHOAOrMYECKOM
UCCAEAOBaAHUU

B nepeaAHe3apHel NpoeKUuMM - BblpaKeHHas
KapAMOMEraAmMsi C XapaKTEPHOM LUAPOBUAHOM
KOHPUTypaLMen cepAaLa, YBEAMYEHUE MPABOro
npeACepAUs, AeBble OTAEAbl cepala OBbIMHO
He YBEAUYEHDI.

COCYAMUCTbIN MYYOK Y3KUMN.
AE€rOYHbIM PUCYHOK HOPMaAbHbIM MAM 0beAHEH



AHomMarma D6wTtenHa (AmMarHocTmka)
Ha SKI - psa xapakTepHbIX NpU3HaKOB:

BbICOKME NMKoobpasHble 3ybubl P, KoTopbie
YKa3bIBalOT Ha rTMNEepTPOPUIO U AUAATALMIO MPABOTO

npeAcepAUS
4yacTo 6AOKaAa NpaBoM HOXKKM My4ka [nca npu

OTCYTCTBUM MPU3HAKOB rMNepTPOPUM NMpaBoro
YKEAYAOUKa

CKAOHHOCTb K HapyLUEHUSIM CEPAEYHOIo pUTMa
(MepuaHMe U TpeneTaHne NpeACepAUM,
MapOKCU3MaAbHbIE TaXMKApPAMU) N PaCCTPOMCTBaAM
NpeACEpPAHO-XXEAYAOYKOBOW NPOBOAUMOCTM

XapaKTEPHbIM AASl aHOMaAMM DOLITEMHA CAEAYET
cymTaTb cMHAPOM Boabda — lNapkmHcoHa—YanTa.



AHomMarma D6wTtenHa (AmMarHocTmka)

SXoKapauorpadums

AePopMaLmsa 3XOCUTHaAa OT CTBOPOK U 0bbeMHOE
YBEAMYEHME Pa3MEPOB NPaBOro NpeACepAMS

MoXKeT BbiaBAaTbca AMII,
KaTteTepusauusa cepatla.

Y Bcex BOAbHbIX BbISIBASIETCSA MOBbILEHHOE
AABAEHME B NPaBOM NpeacepAMU. BeAnvnHbl
CUCTOAUYECKOTO AABAEHMS B MPABOM YKEAYAOUKE U
AErOYHOM apTepPUU, KaK NPABUAO, HOPMaAbHbIE UAM
HECKOAbKO CHMXKeHbl. CoKkpaTuTeAbHast GyHKLMUS
BIXOAHOIO OTAEAQ MPaBOro XXeAyAO4YKa MOHMMKEHa




AHoMarma D6wrtenHa (AeyeHne)

PaauKaAbHbINM criocob AedyeHUs — onepaums C yCTpaHEHMEM
HEAOCTaTOYHOCTU MAU CTEHO3a TPEXCTBOPYATOrO KAanaHa C
MOMOLLLbIO YBEAMYEHUSA MOAE3HOM MOAOCTU NPABOro
YKEAYAOUKA U YCTPAHEHUSA COMYTCTBYIOLLMX MOPOKOB.
[lpoBOAUTCS BO 2M MOAYFOAMM XKM3HU (MPU OTCYTCTBUM
umaHosa — B 10-20 aeT)

[lokasaHueM K onepaumm CAy>Kart:

HaAM4YME LIMAHO33, MPM3HAKOB HEAOCTATOYHOCTH
KPOBOOOPALLLEHUS U TAXKEABIX HapPYLLEHMM PUTMa CEpALLA.

B HacTosLEee BpemMsa Npn aHOMaAuM DOLWITENHa
MPUMEHSAIOTCA ABAa TUMA PAAMKAAbHBIX ONepaLmi:

NMAACTUHECKAA PEKOHCTPYKUNA TPEXCTBOPHATOIO KAAlMNaHa,
NMpoOoTE3UPOBAHUNE KAAllaHA.






