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BpoKaeHHbIEe MOPOKM Cepalia y
nereu



BIIC — rpynna aHoManui MOJ0KEHUS, MOP(OJIOTHUH
CTPYKTYP CEpJLa /Ul MaruCTpajJbHbIX COCYIOB,
IIPUCYTCTBYIOIIUU C POXKICHUA,BOSHUKAIOIINN B
pPE3YJIbTATE HAPYILIEHHOIO UKW HE3ABEPILIEHHOIO UX
Pa3BUTHS B IEPUOJ BHYyTPUYTPOOHOI'O PA3BUTHS

boJibIe MOPOKM HAPYIIAKOT TOK KPOBU BHYTPH
cepAla Wid 1o 00JIbIIOMY W/WUJIM MAJIOMY Kpyram
KpoBooOpaieHus. [lopoku cepana sSBiIstoTCs
Han0oJIee YaCThIMU BPOXKJIAEHHBIMU AC(EKTaMU U
ABJIAIOTCS OCHOBHOU IIPUYUHOU JIETCKOUN
CMEPTHOCTH OT ITOPOKOB PA3BUTHSI.

1o MKb-10 nynkmot om Q20 0o Q25 (éxn.)



DNMUAEMUO0JI0TUSA

Yacmoma BIIC cpeou Hosoposcoénnblx 6 mupe cocmasnsiem oxono 80 % (8
Ha 100 HoBopodHcOEHHbIX) - 3 MECmO NOCTLe BPOHCOEHHBIX NOPOKOB
HEepPBHOU CUCMeEMbL U ONOPHO-08USAMETbHO20 annapamad.

B HacTsmie BpeMs onucano 0onee 100 pa3ImyHbIX
BIIC

[Ipu 0oabIIOM KOIHYeCTBE pazHooOpa3HeIX BIIC u3
HHUX BCTPEUAIOTCS HAMOOJIee 4acTo:
0 JAMIXKII — no 50% Bcex BpOKAEHHBIX IIOPOKOB
cepana
0 JMIIII, OAII, koapkranusa aopThl, CTEHO3 a0PTHI,
KJIAIIaHHBIN CTeHO3 JerouHou aprepun (10 15%)




Ipuuunsl BIIC

1. XpoMocoMHbI€ HapymeHus -3%;
2. Mytanus ogHoro resa - 2-3%;

3. Bo3aencTBue HeONaronpusaTHBIX (DAKTOPBI CPEbI,
OCOOCHHO B KpPUTHYECKHUH NEeproj ()OpMHUPOBAHUS
CEPJICYHO-COCYAUCTON CUCTEMBI: AJIKOTOJIM3M MaTEpH,
IIPUEM JIEKAPCTBECHHBIX IIPEIIapaTOB, PEHTTCHOBCKOE
M3J1YYCHUE;

4. ITonurenHo-mynsTU(PakTOpHOE HacaemoBanue — 90%

5. 3a0oneBanus marepu: MH(pEKIMOHHBIC 3a00JIcBaHUS (B
YaCTHOCTH — BPOKJICHHAS KpacHyxa); Meradoinyeckue
HAPYIICHUS — CaXapHBIU AUa0eT, (EeHUIKECTOHYPHSI;
CucTtemMHbIe 00JI€3HNA COCAUHUTEIILHOM TKAHU — CHCTEMHAs
KpacHasl BOJTYaHKA.



11 HeKOTOPBIX (PaKTOPOB MOKHO OTMETHUTH PA3BUTHE
XapaKTEePHbIX MOPOKOB:

Bozaencreue ankoroJas - [Ipu ajnkoronusme marepu y
IIJIOJIAa PA3BUBACTCS SMOPHO(ETAIbHBIN aJIKOTOJIbHBIM
cunjpoM B 30%. Ilopoku cepana Bo3HUKAKOT B 25-30%
cinydaeB, danie popmupyrorcs AMIKIL, IMIIII u
OTKPBITBIN apTEPHUATILHBIN ITPOTOK.

NuadpunupoBanue MaTepu BUPYCOM KPAaCHYXH B |
TpuMecTpe 0epeMeHHOCTH B 50-60% ciiydaeB NpUBOAUT K
PA3BUTHIO BPOXKJIECHHONW KpacHYXH y mrojaa (Bo 11
tpuMmMecTpe B 10-20%) u hopMupoBaHUIO XapaKTEpHOH
tpuansl [ perra — BIIC, karapakra, [IIyXOTa. YHaie Bcero
BoIABILAIOTC JAMIKII, JIMIIII 1 OTKPBITEIN apTepUaTbHbIN

IIPOTOK, CTEHO3 a0PThI WJIX JIETOYHOM apTEPUH,
TPAHCIO3UIIMS MAaruCTPAIILHBIX COCYIOB.




3 jiekapcTBEHHBIX MPenapaToB TepaTOreHHLIM 3((HEKTOM
00J1a1al0T B YaCTHOCTHU MPOTHUBOCYIOPOKHBIE MpEIapaThl,
cojepKallue riIaHTONH (pa3BUTHE CTEHO3a JIETOYHOM
apTepUM, KOAPKTALUU a0PThl, HEPCUCTUPYIOIIETO
apTEePUATIBLHOTO MPOTOKA) U TPUMETAA0MH (CIIOCOOCTBYET
(OpPMUPOBAHUIO TPAHCIIO3UIMH MAaruCTPaIbHBIX COCYIOB,
teTpaasl Paio, rTUIoMIa3uy JICBOIO CEPALIA),

nmpenaparbl JUTHS UMCIOT U30UPaTEIbHOC JICHCTBUE HA
TPUKYCIMAIbHBINA KiallaH (aHoMalIMs DOIITEHHA, aTpe3us
TPUKYCIIMIAIbHOIO KJaraHa).

K nmpenaparam, mprueM KOTOPBIX MOKET ObITh TPUYUHOM
BO3HUKHOBEHHUS BPOXKJICHHBIX ITOPOKOB CEPALIA, TAKKE
OTHOCATCS aM(eTaMHUHBI, IPOTreCTArE€HbI, BHI3bIBAOIINE
(OpMHUPOBAHHUE CIIOKHBIX BPOXKJICHHBIX IIOPOKOB CEP/IIIA.



Kputnueckue neproabl BO3JICUCTBUA TEPATOTCHHBIX
(akTOpOB A1 (POPMHUPOBAHUS BPOKICHHBIX [IOPOKOB
CEpJLa U COCYIOB

JI71s1 pa3BUTHS OPEXK]IE BCErO cepAlia Hanooee
KPUTUYHBIMU SIBIISIIOTCS IIEPBbIC 3 MecCAIla Pa3BUTHS
AMOpPHOHA:

B TeueHune 6-u HeASIU IIPOUCXOIUT Pa3ICIICHNUE
IIPEICEPAMHN HA IPABOE U JIEBOE, U UX IIEPEMEILICHUE
BBEPX U BOPABO (CTaAMUs TPEXKAMEPHOI'0O CEp/ra).

K KOHIIYy 2-ro Mecs1ia XKelya04eK ACIUTCS IIPOI0JIbHOM
IIEPErOpOJAKOH (CTaausI YEThIPEXKAMEPHOTO cepata). B
3TO K€ BpeMs pa3eisitoTCs JISrOYHas apTepUs U aopTa,
COXPAHSIETCS JIMIIb UX COCAUHEHUE apTECPUAILHBIM
(0OTaJLIIOBBIM) IPOTOKOM.



Kputnueckue nepuoasl BO3JIEMCTBUS TEPATONCHHBIX (PAKTOPOB

111 (QOPMHUPOBAHUS BPOXKICHHBIX HOPOKOB CEP/ILa U COCY/IOB
Ha 3-M mecsie BHyTpruyTpOOHOM KM3HU IIPOUCXOIUT HauOoJiee
WHTECHCUBHOE PA3BUTHUE CEPIAECYHOM MBIIIIBI, B 3TO KE BPEMs
(GOPMUPYIOTCS LICHTPHI, PErYIHUPYIOIIUE ACATCIBHOCTD Cepna, —
ATPUOBEHTPUKYIIAPHBIA U CUHATPUAJIBHBIN Y3J1bl. HacToTa
COKpAILICHUH CEepALa B 3TOT IIEPUO cocTaBiasgeT okoino 30 B 1
MUHYTY.

B CcBsi3u ¢ T€M, YTO B 3TOT NEPHUO MPOUCXOAUT (POPMUPOBAHUE 1
apyrux opranos, BIIC Hepeako codyeTaroTcs ¢ ApYyruMu IMopoKaMu
pa3BUTHA ( IPU ACPEKTE MEKKEITYIOUKOBOM MEperopoaku y 25%
AeTer OOHAPYKHUBAIOT U IPYTHUE MOPOKHU PA3BUTHSA ).

Enie omHUM KPUTHYECKAM TIEPUOJIOM JJIsI PA3BUTHS KIIMHUYECKHUX
MPOSIBJICHUH MOpPOKa Cepilia SIBJISIETCS MOMEHT POXIeHU (T.€.
epexo/l OT BHYTPUYTPOOHOIO TUIIA (PYHKIIMOHUPOBAHHUS K
BHEYTPOOHOMY).



ITaTorenes

HeOnaronpusaTHbie (pakTOpbl, BO3JCHCTBYS Ha IJI0O/ B
KPUTHYECKHE MOMEHTBI Pa3BUTHS, HAPYIIAOT (DOPMHUPOBAHUE
CTPYKTYD CEP/LA, BBI3BIBAIOT AUCIIIACTUYECKHUE U3MEHEHUS B
ero kapkace. IIponucxoauTt HEomaHoe, HENMPaBUIbHOE WU
HECBOEBPEMEHHOE 3aKPBITUE TTEPETOPOIAOK MEKITY
npeCcCepaAnsIMU U KeIIyqJouKaMHu, Je(PeKTHOEe 00pa30BaHUE
KJIallaHOB, HEIOCTATOYHBIN ITOBOPOT IIEPBUYHOMN CEPIACYHOU
TPyOKH C 00pa30BaHUEM aIIa3UPOBAHHBIX JKEJITYJTOYKOB 1
HEIIPABUJIIBHBIM PACIHOJIOKEHUEM MAaruCTPaJIbHbBIX COCYIOB.

[Tociie poXAECHUS MOTYT COXPAHATHCS OTBEPCTHS,
CBOMCTBEHHBIEC IIJIOJJHOMY KPOBOOOPAIIECHUIO.



ITaTorenes

® NB - Jletu ¢ nopokamMu cepjia Kak IIpaBUiIo
POXAAIOTCS C HOPMAJIbHBIM BECOM HJIU
HE3HAYUTEIbHOU TUIOTPOPHEH. DTO CBI3aHO C TEM,
4TO OOJBIIMHCTBO MOPOKOB CEP/lla HE NPEHSITCTBYIOT
HOPMAJILHOMY BHYTPHUYTPOOHOMY pa3BUTHIO, T.K. B
3TOT IIEPHUOL F'€MOJMHAMHUKA 104 OOBIYHO HE
CTpPaJIacT, a pOjb B CHAOXKCHUU MJI0J1a 000TaIlCHHOM
KMCJIOPOJIOM KPOBBIO O€peT Ha ceOs IUIAllCHTA.
KommneHncanus MOXET COXPaHIThCA U HEKOTOPOE BPEMS
IIOCJIE POXKJICHUS.



Kaaccupukanus (JI. bokepust u coaBr.)

Ilopoxu co coOpocoM ciieBa-HANPABO («0JIeAHBbIE»): OTKPBITHIN apTepUATIbHBIN MPOTOK, Ae(PEKTHI
MEKIIPEICEPIHON U MEKKETYJOUKOBOM MEPETOPOIOK, 00I1Iee Mpeicepanue, aHOMAIIbHBINA JIPEHAXK
JIETOYHBIX BEH, OTKPBITHIN OOIIMI aTprUO-BEHTPUKY/ISIPHBIA KaHaJ, 1Ie(hEeKThl a0PTO-JIErOYHON
IIEPETOPOJIKU

IHopoku co coOpocom cnipaBa-HaJIeBO («CHHUE»): TeTpana Pamto, BApUaHThl TPAHCIIO3ZULINI
MarucTpajabHbIX COCY/IOB, aHOMaJWs DOIITEIHA, aTpe3us TPEXCTBOPUYATOTO KilanaHa, 00U
apTEPUANBHBIN CTBOJI, BAPUAHTHI EAUHCTBEHHOTO KETYI0YKA, CHHAPOM THIIOILIA3UU JIEBOTO
Cepua, TUIIOIUIA3HS IIPABOTO JKEIYA0UKa

ITopoxku ¢ mepeKpecTHbBIM COPOCOM: T€ WUJIM MHBIC COYETAaHUS ITOPOKOB U3 IIEPBOM U BTOPOM
IPYIIIL, HAPUMED, aTPUO-BEHTPUKYIISAPHBIN KaHal u TeTpana dasmo

Ilopoku ¢ npensaTcTBUEM KPOBOTOKY: KOAPKTAIIMU A0PThI, CTEHO3 A0PTAIILHOIO KJlalaHa, CTEHO3
KJIaraHa JIETOYHOW apTepHUH, CTEHO3 MUTPAIILHOTO KJlallaHa, CTEHO3bl BETBEH JIETOYHOW apTepUH

IHopoku KJIANAHHOIO ANNAPATA: U30JUPOBAHHBIC HAPYIICHUS PA3BUTHUS ATPUO-
BEHTPHUKYJISIPHBIX WJIU MOJTYJIYHHBIX KJIaaHOB 0€3 COYETaHMs C IPYTUMHU BHYTPUCEPICUHBIMU
HApYUICHUSAMU - MPOJIAIC (HEIOCTATOYHOCTh) UM CTEHO3 MUTPAJIbHOTO U TPUKYCITUIATBLHOTO
KJIAITAHOB, HEJIOCTATOYHOCTH KJIAITAHOB AOPTHI U JIETOYHOU apTepuun

ITopoku BeHEYHBIX apTEePUid CepALla: AHOMAIIBHOE OTXOXKJICHUE YCThEB KOPOHAPHBIX apTEPUH,
KOPOHApO-Cep/ICUHbIC (DUCTYIIBI

KapauomMuonaTtuu: BpOXACHHbBIE HAPYIICHUS MBIIIEYHOTO amnmapara *elyJ0uKoB cepa

Bpo:kaeHHbIe HAPpYIIEHUS pUTMA cepana: BpoxkaeHHbIE HAPYILIEHUSI PUTMA CEP/ILlA, KOTOPHIE HE
coueTaroTcs HU ¢ kakumu apyrumu BIIC



CunapomanabHas kiaaccupukanusa BIIC

1. BIIC nposiBagromuecs mMpeuMyIeCTBEHHO apTEPUaAIbHOM
TUIIOKCEMHUEN (XPOHUYECKAS TUIOKCHUS, TUIIOKCUYECKUI TPUCTYII,
TUIIOKCUYECKHUH CTaTyC)

A. BCIEACTBHUE IIYHTUPOBAHMUS BEHO3HONW KPOBU B CUCTEMHOE PYCJIO
b. BciaenCcTBHE YMEHBIICHHUS JIESTOYHOT'O KPOBOTOKA

B. BcaencTBue pa3oOiieHus Malioro U 0O0JIbIIOro Kpyra
KpOBOOOpAIICHUS

I'. BcnencrBue 3akpoeitusa OAIT npu 1yKTyC-3aBUCUMOM JIETOUHOM
KpOBOOOpAIICHUA

2. BIIC, niposiBiisiromuecs MpeuMyIIeCTBEHHO CEPACYHON HENOCTATOYHOCTHIO
(octpas CH, 3CH, xapIMOT€HHBIN I10K):

A. BCIIeICTBUE OOBEMHOM MEPETPY3KU

b. BCencTBUE HArpy3KHU CONPOTUBICHUEM

B. Benencrue nopaxxeHuss MUOKapaa

I'. BecaencrBue 3akpoeitusa OAIT npu 1yKTyC-3aBUCUMOM CUCTEMHOM
KPOBOOOpAILIEHUH

3. BIIC, mposBisromuecss npeuMyIIeCTBEHHO HAPYIICHUAMA PUTMA
(mocTossHHAsS Taxukapaus, nojHas AB 0yokaa, mnapoOKCU3MbI TaXUKapAUH )



Knaccupukamust BIIC (mo Mapaepy)

HapyuieHune
reMoanHaMuku

be3 ynaHo3a

C UnaHo30M

C oboralieHnem
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
Masioro Kpyra

N30n1MpOBaHHbIA CTEHO3
nero4yHomn aprepumu (UCJ1A)

bone3Hb ®anno, atpesus
TPEeXCTBOpUYaATOro KsianaHa
(ATK)

C obegHeHueM
60/1bLLIOrO Kpyra

N30mMp. aopTaJZibHbIA CTEHO3
(UAC), koapKTauus aopThbl
(KA)

be3 HapyLueHus
reMoanHaMuKu

[lekcTpokapausa, aHoOMaliMm
NMOJIOXKEHUS AYr1 aopThl,
He6onbwon AMXI (B
MbiLLEeY.4acCTH)




Ilopoku ¢

coctaBIssioT 10 80%  Bcex
BPOKIICHHBIX ITOPOKOB CEP/IIA.
X 00bEeAMHAIOT HAIMYKUE MATOJIOTHYECKOr0 COOOIICHUS
MEXKy OOJIBIIMM U MaJIbIM KpYyTrOM KPOBOOOpAaIlCHUS U
(mepBOHAYaJIbHO) COPOC KPOBHU M3 apTEPHUATIBHOIO pycia
B BEHO3HOE.
IlepenoiHeHWEe TIpaBbIX OTICIOB CEpAlAa BEAET K
IOCTEIICHHON WX THUIEPTpOo(HH, B PE3YJIbTATE YEro
HampaBJIeHMEe  cOpoca  MOXET  H3MEHUThCI  Ha
IIPOTUBOIIOJIOKHOE.
BceiencTBrue 3TOro pa3BUBarOTCS TOTAJBHOE MOPAKCHUE
cepAlla M HEOOCTAaTOYHOCThL  KPOBOOOpaIlCHUS.
IlepenonHeHue MaJjoro Kpyra CIIOCOOCTBYET
BO3ZHUKHOBEHUIO OCTpPOM, a 3aréM U XPOHUUYECKOU
[1aTOJIOTUU OPraHOB JbIXaHUS.




B 0CHOBE MOpPOKOB C

Yalle BCEro JIEKUT CYKEHHUE JIETOYHOM
aprepu. HemocrarouHoe HACHIIIEHUE BEHO3HOM KpPOBHU
KHUCJIOPOJAOM IIPUBOJUT K IIOCTOSHHOM THUIIOKCEMUM U
[IHAHO3Y, OTCTaBAHUIO B Pa3BUTHH, (DOPMHUPOBAHUIO I1AIbIICB
B BUJIC «0apaOaHHBIX NAJIOUECK).

Ilpy mopokax c

BBIIIIE MECTAa CYXKEHUSA pPa3BUBACTCA
TUIIEPTEH3UA, PACIIPOCTPAHSIIOMIASACA HA COCYAbI TOJOBBI,
IJIEYEBOTO TMOSICA, BEPXHUX KOHEYHOCTEU. COCYylIbl HUKHEHN
[MOJIOBUHBI TeJla IIOJy4arT Majlo KpoBu. Pa3zBuBaercs
XPOHUYECKAA JICBOXKEIYIOUYKOBAS HEAOCTATOYHOCTD, YaCTO C
HApYIICHUSIMHA  MO3TOBOIO  KpOBOOOpAIICHUA JIHOO C
KOPOHAPHOU HENOCTATOYHOCTBIO.



I'pynnsl pucka (IporLo3)

B nepByto rpymnmny BXOAsAT MOPOKH C OTHOCUTEIBHO OJIArONpUSATHBIM
MCXOJIOM - 3TO OTKPBITHIN apTepUaIbHBIA TPOTOK, AE(PEKTHI
MEXIIPEACEPAHON U MEKKEITYTOUKOBOM NIEPETOPOIOK, HEPEIKO
BBIPAXKEHHBIU CTEHO3 JIESTOYHOU apTepuHn. [[eTCKast CMEPTHOCTD HE
IPEBBIIAET B JaHHOM rpyrre 8-11%.

BTopas rpynma BpokJAEHHBIX IIOPOKOB CEp/Ilia - 3TO OOJIE3HU MUOKap/a U
nepukapaa, trerpaga Gamno. CMEpTHOCTh BO3pACTAET B JAHHOM TPYIIIIE

10 24-30%.



I pynnsl pucka

TpeThio rpyIny BpOKICHHBIX TOPOKOB CEPALIA COCTABIIAIOT OoJIee
CJI0KHBIE BPOXKIACHHBIE IOPOKU CEPALIA: TPAHCIIOZULIUSA
MarvucCTPaIbHbIX COCYIOB, KOAPKTALIUS U CTEHO3 A0PThI, aTPE3Us
IIPAaBOI0 MPEICEPIHO-KETYT0UKOBOIO OTBEPCTUS, O0JIC3HB
D01TeliHa, 00N aTpUOBEHTPUKYIISIPHBIN KaHal MJIH aTpHuo-
BEHTPUKYJISIPHBIN CENTAIBHBIN AEPEKT (B MUPOBOU JIMTEPATYPE 3TOT
MOPOK HA3bIBAIOT ACPEKTOM dHIOKAPANATbHBIX MOIYIIEK), IBONHOE
OTXOXKJICHUE COCYHOB OT IIPaBOTO XXeayao4uka. I noespb
HOBOPOKACHHBIX JOCTUTAET B TPETheM rpymiie 36-52%.

YeTrBepras rpyIiimna BpoXKJICHHBIX IOPOKOB CEpALIa JAacT Han-0oee
BBICOKHM IPOLEHT CMEPTHOCTH (79-97%), B HEE€ BXOJAT: TMITONIA3Hs
OJTHOTO W3 KEJIYIOYKOB, aTPE3U KJIAlaHOB C UHTAKTHOU
MEXOKEITYIOYKOBOM MEPETOPOAKON, EIMHCTBEHHBIN KETYI0UYECK
cepana, NpexICBPEMEHHOE 3aKPBITHE OBAJTbHOIO OKHA, OOIIUIA
apTepUaIbHbIN CTBOJI U T.1,.



Knaccnquannﬂ 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
KOppeKIHH

3 Hvewtes 4 kaMepbl | 4 K1aNaHa, OTHOCHTETHHO POCTBIE MOPOKH, He proa\'a}omue RH3HH
CcOpMEPOBAHHbIE ¢ HE3HAYHTETHHBIME
nedexTaMu

4 3a0oneBanns, BOSHUKIIHE HA (oHE ITaTos10rHH, MoJBEPraKOIHecs TePANEBTHYECKOMY JIeYEHHI0 H/HIH
AHATOMHYECKH HOPMA/IBHO HA0/T101€HHI0, K 0NEDANHH NPHOEralT TOMbKO NPH
c(opMEPOBAHHOTO CepaNa 3/I0KA9ECBEHHOM TeYeHHH 3200/1€BAHHA

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

MERIPeIcepaH0e CO00MmeRHe

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




da3p1 pazsutus BIIC

da3za mnepBMYHOM aJanTamuM — OpPraHu3M peOcHKa
IPUCIIOCA0IMBACTCd K  HapYIICHUSAM  KPOBOOOpaILCHHS,
BbI3BaHHBIM ITOPOKOM. XapaKTepHO yBEJIIUUYCHHE

MHTCHCUBHOCTHU (DYHKLIIMOHUPOBAHUS CTPYKTYP MHUOKapAA.

[Ipr HEOONBIIMX HAPYIICHUSAX KIMHUYCCKUE IIPOSBICHUS
O0JIC3HH MOT'YT OBITh MaJIO BEIPAKCHEL.

Ilpy 3HaAYUTENBHBIX HAPYMICHUAX TEMOJAUHAMUKHU JIETKO
pa3BUBACTCI JCKOMIICHCAIMA. Y JIETEW PaHHEr0 BO3pacTa
JaXXe€ CPaBHUTEIBHO MPOCTOM AHATOMUYECKUU  ITOPOK
(OTKPBITBIM apTEpHUAJIbHBIM IPOTOK, JE(MEKT MEPErOpoIOK
CepJilla) MOXKET IMPOTEKaThb OYE€Hb TIKEIO M IPHUBOJIUTH K
CMEPTH.



da3pl pazsutusa BIIC

da3a OTHOCUTEJIBbHOU KOMIICHCAIIMM — HACTYIACT €CIIU
JIETH HE MOTu0aroT B IEPBYIO (pa3zy, OOBIYHO 3TO MPOHUCXOIUT
nocie 2—3 net 0one3Hu. XapaKTepHO 3HAUUTEIbHOE
yIY4YIICHUE B COCTOSHUM U Pa3BUTHH PEOCHKA
(CyOBbEKTHBHBIC Ka00bl YMEHBIIAKOTCS UM UCUYS3al0T,
peOCHOK CTAHOBUTCS 00JIe€ aKTMBHBIM, JIy4Yllle IIPHUOaBISET B
BECE, Y HErO PEKE BOZHUKAIOT NPOCTYIHBIC 3a00ICBaHHUS).
Mopdoa0rudecKku porece COMPOBOXKIACTCS THIIEPTPOPUEH
M OTHOCUTEJIBHO YCTOMYMUBOW TUNIECPPYHKIUEH CTPYKTYP
Cep/Illa, HO B TO K€ BPEMS ITOCTEIIEHHO IPOUCXOINUT PA3BUTHE
HapyIlICHUH 0OOMEHa, MPUBOISAIICE K U3MCHEHUIO CTPYKTYPHI U

PETYISALIMU CEPALIA.

JITATEabHOCTh 3TOM (pa3bl MOXKET OBITH JIFOOOM.



da3pl pazsutusa BIIC

TepmunaabHass ¢gaza — HACTYIIAET IIPU UCUEPIIAHUU
KOMIICHCATOPHBIX  BO3MOXHOCTEH,  HW3HAIIIMBAHUH
MHOKapAa ¥ UCUYEPHAHUU PETYIATOPHBIX MEXaHU3MOB
cepaua. Mopdonoruaecku XapaKTEepU3YETCS
pPa3BUTHEM JUCTPOPHUYCCKUX U  JICrCHEPaTHBHBIX
M3MEHEHUM B CEPACYHOM MBIIINE M PaA3IAYHBIX
OpraHax.

Kak npaBuno, Tpetrbs ¢aza OO0JE3HHM 3aKaHYMBACTCS
CMEPTHIO OOJIBHOIO



da3pl pazsutusa BIIC (mopdosrorus)

|. da3a mepBHYHON aganTAlMUM — MNPHUCIOCOOJICHHE B OPraHU3ME
peObcHKa K HapyluleHHOW remoguHamuke BceiectBue BIIC.
XapakTepHO YBEIMYCHHE WHTCHCUBHOCTU (DYHKIIMOHH-POBAHUS
CTPYKTYp MHOKap/Ia.

1 2. da3a OTHOCUTEJIbHOM KOMIIEHCAIMUU — COIIPOBOXKIACTCS
runepTpoued 1 OTHOCUTEIbHO YCTOMYMBOM THNEPPYHKIHUEH, HO
IOCTETICHHO PAa3BUBAIOTCA HapyIlleHUs OOMEHa, MNPHUBOAMAIIEE K
U3MEHEHHUIO CTPYKTYPhI U PETY/ISIUN CepAla.

1 3. TepmuHaabHasa ¢aza — Mopoiaoruueckd M (yHKIMOHAJIBHO
OTJIIMYACTCS KapJMOCKIJIEPO30M, H3HAIIIMBAaHMEM MMOKapAa H
PETYISATOPHBIX MEXaHU3MOB CEp/IIa.



OOmue npuHIuIbl AuarHocTukd BIIC

I. Anamue3 (reHetudeckue 3adoeBanus, BIIC y pocTBEeHHUKOB,
T€YCHUE HACTOAIICH OCpEMEHHOCTH (BUPYCHBIE MH()EKIINHU, IPUEM
MaTepbi0 MEIMKAMEHTOB, 3a00JICBAHUS MAaTEPH U T.1I.).

I1. 2KanoOn! (IJI0XOM almeTUT UM BSJIOE COCaHHUE, 1IIMaHo3,
HeJIOoCTaToOYHas MprubdaBKa Beca).

[11. dusukanpHOE 00CJIETOBAHME:

1) ocMOTp (IIBET KOKHBIX TOKPOBOB, HATUYHUE CTUTM
IMCOMOPUOTreHE3a, BUIUMBIX IOPOKOB Pa3BUTHS );

2) omnpeieieHUE MyJIbCallii Ha NepU(EPUUECCKUX apTEPUIX
mMepenne A/l

3) ayckynwranus cepaua (UCC, ToHEI cepala, HaIu4ue, XapakTep U
JTOKaIW3amus IymMa);

4) ayCKyJIbTAlMS JIETKUX (XapaKTep M 4acTOTa JbIXaHUS, XPUIIbI);
5) pa3Mephl IEYEHU, HATUYHE TEPUPEPUIECCKUX OTCKOB;
7) onipeneaeHUE Juype3a.



OOmue npuHIuIbl AuarHocTukd BIIC

IV. PentreHorpadus oprasoB rpyJIHOM KJIETKH (pa3Mephl CepAlia,
COCTOSIHHE JICTOYHOW T€MOJIMHAMUKH, ITAPEHXUMBI JIETKUX ).

V. OKI' (putMm, yactora, HanpaBiaeHue DOC, BoiabTax 3yO1IOB).

V1. Dxokapauorpadus (ornpeacicHue aHaTOMUYECKUX
0COOEHHOCTEH CTPOCHUS CepAlla, HAPYIICHUS BHYTPHUCEPICUHOM
reMOJIMHAMMKH. )

VII. MPT, KT (cTpoenune cepaua, nerkux. OpraHoB OproIIHON
MIOJOCTH, UX B3aMMHOE PACIIOJIOKEHHUE)

VIII. Karerepuszanus nojaocTel cepala (OKoOHYATEeIbHAs OlLCHKA
CTPOCHMUS Ceplla — 10 MOKa3aHUIM, OI[CHKA JJETOYHOTO
COIIPOTHUBJICHUS, JaBJICHUS B KaMepax cep/ia U MarucTpaabHBIX
COCy/ax, OLICHKAa KOPOHAPHOI'O KPOBOTOKA, HATTUYUHE
NaTOJOTNYECKUX KOMMYHMKAIIUI)

[X. KoHcyspTanusg reHeTuKa



llokazaHusd Uit TEHETUYECKOTO KOHCYJIBTUPOBAHUSA

1) 3aaepKKa HHTEIIEKTYaJIbHOTO PA3BUTHS;
2) MHOKECTBEHHBIE BPOXKJCHHBIC AHOMAJINMU;
3) IULEBOM TUCMOP(PHU3M;

4) mpy NOIO3PECHUN HA TEHETUYECKUE 3a00JIEBAHUS TIPH
HOPMAaJIbHOM KapHOTHUIIE (B 3TOM ClIydae IOKa3aHo MPOBEACHHE
[IUTOr€HETUYECKOI0 UCCIICAOBAaHMS).

5) 3aAepKKOM pOCTa, KOTOpasi HE MOKET ObITh OOBsICHEHA
Haianuuem BIIC,

6) peOCHKY U3 CEMbH, B KOTOPOM UMEIKOTCI MHOTOYMCIICHHBIC
BBIKMIBIIIN U/WJIHM CUOCHI C BPOXKJICHHBIMU JIe(DEKTaMU;

4) B ciay4dae NpeHaTaJIbHOM JIMarHOCTUKH ITOPOKA Pa3BUTHS CEpIIa
W/WIM BHYTPEHHUX OPraHOB.



JleyeHune BIC

[lpn nogaenaowemMm 60NbLIMHCTBE NOPOKOB cepaLua
NOKa3aHO XMPYypPruyeckoe neyveHme.

*CpOKUN (3KCTPEHHOE, CPOYHOE UMK Mf1aHOBOE) U BUA
onepaTtuBHOIO BMeLlaTeENbCTBA (pagukanbHas,
BCNoMoraTernbHas NnNu remoanHaMmmn4yeckas

KOppeKuunsa) onpenensitotcss aHatoMuenm rnopoka

COCTOsiHMEM pebeHkKa.

*TepaneBTUYECKOE riedYeHne rnokasaHo npu pasBuTuUn
KPUTUYECKOrO  COCTOSIHMS  (ONna  cTabunnsauum
COCTOAHUA pebeHKka nepen onepaTtnBHbLIM NOCOOMEM)
N nNpu cepaevyHon HeaoCTaTOYHOCTW.

Tepanna OCTpOM U  XPOHUYECKOU CcepaevHOoU
HeJOCTaTOYHOCTU He OTNMNYaeTcsa OT TaKOBOW MNpwu
Opyrux 3aboneBaHUsIxX



Kpurtnueckue cocrosuud rpu BIIC

* Kputnueckue cocrossnus npu BIIC Bo3HHKarOT HanbOoJiee 4acTO B MEPUO/T
nepexona OT MPEHATATLHOTO K MTOCTHATAIbHOMY TUITY KPOBOOOpAIIICHUS

*/IX pa3BuTHE B MEPHOJEC HOBOPOKICHHOCTH CBS3aHO C OTCYTCTBHEM HJIU
c1a00l  BBIPAKEHHOCTBIO  KOMIICHCATOPHBIX  peakuuy  (rurneprpodusi
MHOKap/Jia, KoaaarepaibHOE KPOBOOOpAILIEHUE U TII).

*ECiiM HE TIPOBOJIUTCA SKCTPEHHAS TE€paIUs UM OIIEPATUBHOE BMEIIATEILCTBO,
peOEHOK ITOrudaeT B TCUCHUH HECKOJBbKUX YaCOB WX JTHEH.



[Ipyrunab! pa3BuTH KputHdecknx cocrosuuii mpu BI1C

*Pa3BuTHE KPUTHUYECKUX COCTOSSHUN O0YCJIOBJIEHO:
1. OcTpbIM Je(HUIUTOM CEPJICUHOTO BEIOpOCA

2. beICTphIM [IPOrpECCUPOBAHUEM CEPAECYHOU HEJI0CTATOYHOCTH,
KHUCJIOPOJAHBIM TOJOJAHUEM TKAHEHM C Pa3BUTUEM JECKOMIIEHCUPOBAHHOIO
METa0O0JIMYECKOro aluja03a M HapylieHueM QYHKIUN >XKU3HEHHO Ba)KHBIX
OPraHoOB.

*3. BrIpakeHHOU apTepUaIbHON TUIMIOKCEMHUEN (TPAHCIIO3UINASI MATUCTPAIBHBIX
apTepui, aTpe3us JErOYHOU apTepun )

4, MimeMuend uiad TUIIOKCHEH MHOKapja (aHOMaJIbHOE OTXOX-IACHHUE JIEBOU
KOPOHAPHOM apTepuu OT JICTOYHOM apTepuH, TPAHCIIO3UIINS MaruCTpalbHbBIX
COCY/OB).



Tepanus kputndeckux coctossHui BIIC

[IpoBoauTcs Ha (OHE MOHUTOPUPOBAHMS CaTypalid W KOHTPOJIS
TJIMKEMUU.,

°]) Ilpm  DOBTOPAIOMIMXCS  alHO?d,  OCTPOM  CEpACYHOU

HEJI0OCTAaTOYHOCTH, IIIOKE - HHTyOamus. BeHTWIsmus npoBOIMTCS
Bo3ayxoM! Bo3mMoxxkHO go00aBiicHHME HEOOJBIIOTO KOJIMYECTBA
KMCJIOpOa JJIsl JOCTHKEHUS caTypaun 75-85%;

*2) Ilpu uaHo3€ - NPOBEACHUE THIIEPOKCUYECKOTO TECTA: BIABIXAHUE
100% xkucmopona B teuenune 10 muHyT. COXpaHEHHE HHU3KOTO
YPOBHS CaTypaliui TOBOPUT O BbICOKOM BeposiTHOCTU BIIC;

*3) JleyeHrne TMNOTEH3MHU: U30TOHUYECKHUM PACTBOP HATPHUS XJIOPHUIA

10 MII/KT, mOpu COXpaHSIOMIECUCS THUMOTEeH3uW: pornamMuH 0-20
MKI/KI/MUAH, Opd  HeoOxomuMocTth -  snouHedpun  0-0,5
MKT/KI/MAHYTY;

*4) Jlna mnopnepxkanus OAIl mpu JOyKTyC-3aBUCHUMBIX ITOPOKAX
(orkpseiTust OAII) npocrarnanaud E2 u3 pacuera 5-10 HI/Kr/MuH.



Ilopoku cepana npoTekaroime ¢
[IUAHO30M («CHHHE)



Ilopoku cepalia ¢ npeuMyIeCTBEHHO IPaBo-
JIE€BBIM COPOCOM KPOBH («CHUHHUE)

CocraBaswor 10 15 % Bcex nmopokoB cepaua u 1/3
Bcex kputuueckux BIIC.

1) Ilopoxm ¢ oOorameHaeM MaJIoro Kpyra
KPOBOOOpAIlICeHUSA

Kommiaeke Jisenmenrepa (KJ), Tpancno3sunus
MArucTpPaJbHbIX COCY/I0B (TMCQO), 1101107071
aprepuajbHblil ¢cTBOJ (OAC)

2) Ilopoku ¢ o0egHeHMEeM  MAaJOro Kpyra
KPOBOOOpALIICHUS:

bojezns ®Pajio, aTpe3nss TPEXCTBOPYATOrO KJamaHa
(ATK)



Ilopoku cepalia ¢ npeuMyIeCTBEHHO IPaBo-
JIE€BBIM COPOCOM KPOBH («CHUHHUE)

OTIWYUTEIBHON XapaKTEPUCTUKOU IIOPOKOB JAHHOT'O
TUIIA ABJIAETCA TO, YTO IPU3HAKH Y JIETEU B IPOIIECCE
pa3BEPTHIBAHUS KIIMHAYECKOU KAPTUHBI TOPOKA B
PE3YIbTATE MOBBIMICHUS KOJIUUYECTBA PEAYIIUPOBAHHOTO
reMOINIOOMHA apTeprUaIbHON KPOBU MOSBIISIETCS LIMAHO3.

[{naHO3 KaK BEAYyIIUH OPU3HAK MOKET HAOIIOIACTCH C
POXKJICHUS UJIH IIOSIBUTHCS B pPAaHHEM JCTCTBE U 3aBHUCHT,
KaK IIPpaBUJIO, OT COpOca BEHO3HOM KPOBH B
apTepuaIbHOE PYCJI0 U OT HEJOCTATOYHOI'O HOCTYILICHUS
KPOBM B MaJIbIM KPyT KPOBOOOpAIICHUS



[Hrnano3 npu BIIC nMeeT HEKOTOpbIE 0COOCHHOCTH:

@ peako MoSBIAETCA Cpa3zy IMOCHE POXKACHUS (UCKIIOUYeHUE — OO0JIE3Hb
danno, TPAHCIIO3UIMS MAaruCTPAILHBIX COCYIOB)

@ necpBbiC NPU3HAKM CEPOBATO-CHHEH KOXKHK TOSBISIOTCS CHayalla Ha
OUCTAIbHBIX  OTAEIaX  KOHEYHOCTeH  (0COOEHHO  HMKHMX -
[MUAHOTUYECKUM OTTEHOK IIPHOOPETAIOT IMPEXKJIE BCEro IIOJOIIBHI
peOEHKa).



IHuano3 ( 00e3up PaJ110)




IlnaHo3 (TpaHCHO3UIMA COCYA0B)




BIIC ¢ oboramieHueM Majaoro Kpyra
KPOBOOOpaILCHUS

- Komriuieke DitzeHMeHrepa — sBisiercst 0coobiM BapuanToM JIMIKII
- OOmmi apTepualbHbIN CTBOJI

- TpaHcno3uIUs MAaruCTPaIbHbIX COCYI0B

[Ipu ero coueTaHuu ¢ APYrUMH TOPOKaMH (KOMIIEHCUPYIOIIUMHU
KOMMYHMKAIIUSIMA ) OTHOCUTCS K IOPOKaM CMEIIAHHOTO THUIIA (MOXKET
POUCXOJIUTH KaK MPaBO-JIEBbIN, TaK U JIEBO-IIPABBIA COPOC KPOBH)



CHUMIOTOMOKOMILIEKC DHU3€HMEHTEpa

* CHMHApPOM Jii3eHMEeHIepa pa3BUBACTC IPU BBICOKUX
JIMOKII, B pe3yabrare OBICTPOTO IIPOTPECCUPOBAHUS
JIETOYHOU TMIIEPTEH3MU, KOIJIa JABJICHHUE B IIPABbIX
OTJEJIaX CEP/Illa U CUCTEME JIESTOYHON apTEpUHr
IIPEBBIIIACT CUCTEMHOE U BO3ZHUKAECT YK€ OOpaTHBIN
[IpaBO-JEBbIA COPOC KPOBU. SABISICTCSI OJHUM U3 CaMBIX
TSKEIIBIX OCIIOXKHEHUU.

* Pa3BUTHE CUMIITOMOKOMILIEKCA DHU3EHMEHTIepa
CBHUJIETEIILCTBYET O HEONEPAOESITHBHOCTH ITOPOKA



Tedenue JIeroyHorn TunepTEeH3UN
(oO1111e TPUHIIMIIBL ]IS BCEX MOPOKOB C 00OraiieHueM Majloro Kpyra)

[ uneprosiemuueckas paza — MIPOUCXOIUT IEPEIIOJTHEHUE MAJIOTO Kpyra
KpOBOOOpaIleHUS 32 CUET 00J1ee HU3KOro AABIICHUS B IIPaBBIX OTACIAX Cepalla
M JISTOYHOM apTEPUHU MO CPABHEHHUIO C JIEBBHIMH. BO3HMKAET HECOOTBETCTBHUE
COCYJIUCTOTO pyciia 00beMy MPOTEKArOIIEeH KpoBH. [Ipy 3HaUUTENLHOM COpOCe
MOXKET Pa3BHBATHCS PAHHSS CepJeUHasl HeIOCTaTOYHOCTh YK€ B ATOM (paze

CMemianHasi (paza — KOMIICHCATOPHBIM CITa3M JIETOYHBIX COCYJIOB C
MOBBIIIIEHUEM JIETOYHOT'O COMPOTUBIICHUS Y JIABJICHUSA B JIETOYHON apTEpUU
(peduiexc Kutaepa) iist 3a1UThl OT runepBoiaeMun. B 3Ty dasy cOpoc kpoBu
OOBIYHO CHMIKAETCSI, HAUMHAIOT Pa3BUBATHCS OOCTPYKTUBHBIC U3MEHECHUS
JIETOYHBIX COCYIOB (OOBIYHO IOCTE 3 JIET)

*Ckirepornueckasn ¢aza — xapakTepu3yeTcsi pa3BUTHEM HEOOPATUMBIX
M3MEHECHHUM B COCyAax JETKUX M3-3a JJIUTEIbHOIO Clia3Ma v TUIEPBOJIEMHUHU.
Pa3zBuBaeTcst HEOOpaTuMast JierouHasi TunepTeH3us. MokeT MEHSIThCSA
HalpaBJIeHUE cOpoca KpOBU Ha MPaBO-JIEBOE, MOSABIISIETCS IIMaHO3. B ATy ke
CTaJIMI0 Pa3BUBACTCS XPOHUYECKAs CEpJCUHAS HEAOCTATOYHOCTb.



CHUMIOTOMOKOMIUIEKC DU3EHMEHTEpa

KinHn4eckru caMbIM paHUM IPU3HAKOM SIBIISIETCS [IHAHO3 I'y0,
IIEK, MaJIbIEB, BHAYAJIC MAJIMHOBBIN, IEPEXOAAIIMN B CHHUM, a
3aTeM (PrOJIETOBBIN. 110SBISIOTCS M3BMEHEHHUS TUCTAJIbHBIX (DajlaHT
B BUJIC «0apaOaHHBIX MAJIOUEK)

XapakTepHO HapacTaHUE OABILIKU U OrpaHUYCHUE (PU3NYECKON
AKTUBHOCTHU. MOTYT OTMEYAThCI HOCOBBIE KPOBOTECUECHU S

AyCKYJIbTAaTUBHO — YCUJIEHUE aKlieHTa Il ToHa Ha Jerounou
apTepuH, OClIa0JICHUE IITyMa

[Ipu ayCKynpTallMy JIETKUX MOTYT BBICITYIIUBATHCS 3aCTOUHbBIE
MEJIKOITY3bIPYaThIE XPHIIHI,

CuMIITOMBI HEAOCTATOUHOCTH KpoBooOpatieHus II-111 crenenn
JIETKO Pa3BUBAIOTCA YK€ B IIEPBOM (pa3e TEUCHMS OPOKA



JlmarnocTuka
Rg:
// YCUIICHHE COCYIUCTOr0 PUCYHKA JETKUX
// TeHb JICTOYHOM apTepUHU YBEINUCHA, IPU3HAKK BEHO3HOTO 3aCTOs
// pasMmepsl cep/ilia MOT'yT OBITh YBEJIWUYEHBI 32 CUET 000X JKEITYTOUKOB.
« JKI:

// Ilpu3Haku neperpy3ku U runepTpopuu, 000uX KeJIyJ0UKOB C MOSIBICHUEM
JOMUHUPOBAHUS IIPABOTO,

/7 Nnornma — 3amenienue AB-TmipoBeieHUs TPOBEACHHUS 10 JKEIyI0UKaM



Jlnarnocruka
«IXO-KI:

// YBeanueHne KOHEUHOTO CUCTOINYECKOr0 U IUACTOINYECKOT0 00hEMOB
IPUHOCSIIETO U BRIBOJHOTO OT/I€/Ia MPABOT0 JKEIyI0UKa, YMEHBILICHUE
pa3MepoB JICBOI0 KeIya0dKa (IPOIOPLHUOHATBLHO CHIXKEHUI0O MUHYTHOTO
o0BbeMa)

//IIponabupoBaHKe CTBOPOK KialaHa JIErOYHOM apTeprU, BhIpaKeHHas
TPUKYCIUIAIBHYIO U JIETOUHYIO PETYPTUTALINIO BCIEACTBUE JIETOYHON
TUIIePTEH3UHU



TPAHCIIO3ULINSI MATHUCTPAJTBHBIX
COCYJIOB (TMC)

TMC — BpOXO€HHBIM HOPOK IIPHA KOTOPOM UMEIOTCS ABa
MOJHOCTBIO Pa300IICHHBIX Kpyra KpOBOOOpalllcHMS,
aopTa OTXOAUT OT IIPABOrO KEIyAO4Ka, a JerodHas
apTepus OT JIEBOIO

be3 TOIMOJIHUTEIBHBIX KOMMYHHUKAIIUK
(mepcuctupyromui OAII, JIMIIII, JIMJKII) netn He
KH3HECIOCOOHBI

Yacrora 12-20%
YHaire BcTpedaeTcs y MaJIbUUKOB




TMC (reMmoauHAMMKA U KJIUHUYECKHE MPOsiBJIEHUS)

B nepuoae BHYTpHYTPOOHOTO Pa3BUTHUS MaJIbId KPYT HE
NPUHUMAET y4YacTHusd B KPOBOOOpAILCHUM, II03TOMY
TMC He BiMsieT HA HOPMAJIBHOE PA3BUTHE TLIOAA.
KinHu4eckue NposBICHUS PA3BUBAIOTCA Cpa3y MOCIIE
poxacHud. OmnpeaensomuM — (AKTOPOM  SIBJISICTCS
CTEIEHb CMEMIUBAaHUA apTEpPUATbHOM M BEHO3HOMU
KpoBU. I[Ipm cBOOOAHOM CMemIMBaHUH COPOC KPOBU
MMEET IEPEMEHHOE HAIIPABJICHUME, YTO U 00€CIICUMBACT
BO3MOKHOCTh Ta3000MEHA



TMC (remMoauHAMHUKA U KJIMHAYECKUE IIPOSIBJICHMA)

C pOXICHUS COCTOSHHE TSKEIOC, OTMEYaroTCs
OJIBIIIKA, ITHAHO3

IIlpy ecTecTBEHHOM TEUEHUM IIOPOKAa OTMEYaeTCs
TPYAHOCTH  CO  BCKapM/IMBaHHEM  pEOCHKa U
IPOrpeCCUPYIOIIasi TUIIOTPODU

XapaKTepHbI IIOBTOPHBIE THEBMOHHUH

Kak 1paBuiio yX€ Ha BTOPOM MECILE KHU3HU
Pa3BUBAIOTCS JUCTPOPUUYECCKHE U3MECHEHUS B CEPALE U
cepacyHas HEI0CTATOYHOCTD C MIOSBJICHUEM
TAXUKAPAWM, TOCTOSHHOM OJIBIIIKHA, TEIIAaTOMETAIIMU U
3aCTOS B JIETKUX

BBICTPO pa3BUBAECTCS JIETOYHASA THIIEPTECH3HUS.



TMC (reMoaguHAMHUKA U KJIMHAYECKUE IIPOSIBJICHMA)

IIepKyTOPHO MOXHO OTMETUTH PACIIUPECHUE TIPAHUIL
Cep/1a B IMOIEPEUHUKE U PEKE BBEPX

AJl CHHKEHO

AyYCKyJIbTaTHBHAs KAapTHUHA HE HMMEET XaPaKTECPHBIX
yepr, I/I OTIPEACIIACTCA KOMITEHCHUPYIOIIUMU
KOMMYHUKAIUSMU:

[Ipu OAII vy JIMIIII 1mrym MOXXET OTCYTCTBOBATh

IIpu JIMIKII — xapakrepnsii myM B III-IV mexpebdepne
CJI€BA OT I'PYJUHBI

IIpu neroynou runepren3nu — akueHt Il Tona



TMC

Ilppy  pe3kor  TUIOKCEMHU  MOIYT  Pa3BUBATHCA
TUIIOKCEMUYSCKUE MPUCTYNbLl: BHE3AIHO MOSBISIOTCS
OECIOKOMCTBO, BO30YXXICHHUE, HApacTalOT OAbIIIKA HU
[MaHO3, BO3MOXHA MOTEeps CO3HaHUsI (OOMOPOK,
CyIOpOTH, amHod). IIpucTymbl IpoOAOIKAKOTCI OT
HECKOJIbKMX MHUHYT 10 10-12 u. Y neren ¢ TMC oHu
IPOTEKAIOT OUYE€HBb TSHKEIIO



TMC (mmarHocTuka)

Rg.
YCUJICHHUE COCYAUCTOrO PUCYHKA (MOXKET ObITh HOPMAJIBHBIM IIPHU

HEOOJIBIIMX pa3Mepax KOMMYHHUKAIIMKA U OOCTHEHHBIM MIPHU
COITYTCTBYIOIIIEM CTEHO3€ JIETOYHOW apTEPHM.

YBEJINYECHHUE PAa3MEPOB CEPALIA, KOTOPOE UMEET (POPMY «SIHIIA,
JIEKAaIIEero Ha OOKy»

COCYAUCTBIN ITYYOK KaK IPABUJIO Y3KUUN B MIEPEIHE3ATHEN
IIPOCKIIMU U PACIIUPEH B OOKOBOM

KT

npu 1ojHoM TMC - mpu3HaKu THNEepTPOPUH IIPaBBIX OTIAEIOB
cep/la, OQHAKO OHH HE cnelu(pUYHbI 4acTo OTKIoOHEeHHE DOC
BJIEBO, K XapaKTEPHBIM MMPHU3HAKAM OTHOCHUTCS HETIOJHAS WIIH
nojHas AB-0nokana, HaOmogaemast y 70% OOIbHBIX.




TMC (mnmarsocTuka)

2xokapauorpadus

JlnarHocTuka OCHOBaHA Ha MACHTU()UKALIMU KEITYJOYKOB 1
MaruCTPaIbHBIX COCYJIOB, ONPEACIICHUN UX IPOCTPAHCTBEHHOTO
B3aMMOPACIIOJIOKEHUS U OTHOLICHUS K KEITYIOYKaM. Y TOUHSIOTCS
CONYTCTBYIOILIME IIOPOKH cepatia. Ha COBpeMEHHOM 3Tare JaHHOE
HCCJIeOBAHME SIBISICTCS OQHUM M3 HanOoIee NH(POPMaTUBHBIX
3oHMpoBaHKe NOJIOCTEH Cepana ¢ AHTMONYJIbLMOHOrpaduen
To4HbINM, HO MHBA3UBHbIK METOA. 1103BOIsSIET MOATBEPAUTH WU
YTOYHMUTH JUArHO3, a IIPH OIIEpadeIbHOCTH PEOCHKA CIIIC
UIIPEABAPUTEIILHO ONPEACIUTh 00OBEM IIPEACTOSIIETO XUPYPrudeCKOro
JICYECHUS.

ChnupajbHas KOMIObIOTEPHAas ToMorpadus

IIO3BOJISIET CO3/1aTh C IIOMOIIBI0 KOMIIBIOTEPHBIX IIPOrpaMM
TPEXMEPHYIO PEKOHCTPYKIIUIO CEPJIIIA U MATUCTPATIBHBIX COCY/IOB




TMC (1euyeHue)

TMC — abcomoTHOE OKa3aHUE K ollepaTuBHOMY JieueHuto! 110
BO3MOXXHOCTH OHO JOJIPKHO MPOBOJIUTHCS KAK MOKHO PaHBIIIE,
IIpu coueranuu ¢ KII B nepBbIe 1-2 Mec.:xu3HM (0€3

JKII Ha mepBoM Henene )KU3HM)

F

[lannuaTuBHBIE ONIEpALIUU:

- Karerepuzanus cep/ilia y HOBOPOXKJICHHBIX, 0COOCHHO
HAXOOAIIETOCSA B KPUTUYECKOM COCTOSIHUM, JJIs1 IPOBEACHUSA
«3aKPBITOI» OATIIOHHON aTpPHOCENTOCTOMUM 110 PamkuHy
- OTKpBITasd aTpuoOCENTOCTOMUS

PamnkanbHas KOPPEKIIMA HATPABIICHHAS HA UCIIPABICHUE
HAPYIIEHHOW T€EMOJMHAMHKHA U YCTPAHECHUE COMYTCTBYOIIUX
ITOPOKOB cep/ina (TUM OIEPaALlH 3aBUCUT OT BAPHUAHTOB MOPOKA)



TMC (IIporuo3)

[Iporuo3 HeOIaronpusTHHIN

[Ipu €cTECTBEHHOM T€YEHUH ITOPOKa 89,3%
IETEH MOrn0acT B TCUCHMUE IIEPBEIX 3 — 6
MECSILICB

B nepsoic Heaenn — 10 30% O00abHBIX

B nepBbie 3 mecsama — 70%

B Tteuenue 6 mecsnes — 75%

K 1 roany — 90%



OO01mui aprepuaabHbiid cTBOJ (OAC)

OAC — 1TopoK, IIpy KOTOPOM OT OCHOBAHUS CEPJIA OTXOAUT OAWUH KPYITHBIN
COCYJ C TOJYIYHHBIMH KJIallaHAMH, I10JT KJIallaHAMH PacIojaracTcs KpyIHbIN
Ae(PeKT MEXOKETYTOUKOBOM MEPErOPOIKH.

Asnsercs peakum mopokoM. Hacrora okomno 5%

['eMoMHAMUYECKN XapPaAKTEPHO PA3BUTUE TUIIEPBOJIEMHUU MAJIOTO Kpyra ¢
OBICTPBIM PA3BUTHUEM U IIPOrPECCUPOBAHUEM JICTOYHOM TMIIEPTECH3UHU



TedeHune JIero4YHor TMnepTEeH3UU
(oO11Me TPUHIIMIIBL IJIS1 BCEX MOPOKOB C 00OraiieHueM Majaoro Kpyra)

[ unepBosieMuyeckas paza — IPOUCXOIUT MEPEIIOJHEHUE MAJIOTO Kpyra
KpOBOOOpaIllEHU 3a cyeT 00Jie€ HU3KOro JaBJICHMS B IIPABBIX OTJAEaX cep/la 1
JIETOYHOU apTEPUU 11O CPABHEHUIO C JIEBBIMU. BO3HUKAET HECOOTBETCTBUE
COCYJIUCTOTO pycia 00beMy MpoTeKaroiie kpoBu. [Ipu 3HaunTENHOM COpOCe
MOKET Pa3BUBAThCS paHHSS cepedyHas HEAOCTAaTOYHOCTh YK€ B ATOU (ha3e

*Cvemannas ¢ga3a — KOMIICHCATOPHBINA CIIa3M JIETOYHBIX COCY/IOB C MTOBBIIIIEHUEM
JIETOYHOTO CONPOTHBIICHMS U AABJICHUS B JiIerouHoM aprepun (pediekc Kuraepa) s
3aIIUTHI OT TUIIEpBOIEMUH. B 3Ty (hazy cOpoc KpOBU OOBIYHO CHUKAETCS, HAUUHAKOT
Pa3BUBATHCS OOCTPYKTUBHBIE U3MEHEHUS JIETOYHBIX COCY/IOB (OOBIYHO MOCE 3 JIET)

*CrkJiepornueckas ¢aza — XxapakTepusyeTcsi pa3BUTHEM HEOOPATUMBIX U3MEHEHUH B
COCyIax JIETKUX W3-3a JJIUTEIBHOTO Clla3Ma U TUIIEPBOJIeMUN. Pa3BuBaercs
HeoOparuMasi JierouHasi TUIepTeH3us. MoXKeT MEeHSThCS HallpaBJIeHHE cOpoca KpOBU
Ha MPaBO-JIEBOE, MOSABJISCTCA IUAHO3. B 3Ty ke cTaanio pa3BUBACTCA XPOHUYECKAs

cepaedyHasi HeJJ0CTaTOYHOCTb.



OAC (KJIMHUYECKHUE TTPOSBICHUA )

B rpynHoM Bo3pacTe — 3aTpyAHESHHUS IPpU IPYyJIHOM BCKapMIMBAHHMH, OABIIIKA,
Kalleab, YacTble MPOCTYAHbIC 3a00J€BaHMs, MEPEXOAIIUe B ITHEBMOHHUIO,
Iporpeccupyrolias rurnoTpodus (4Jamie mo THUIY THIOCTaTyphbl), BSJIOCTD,
c1a00CTh, YTOMIISIEMOCTD

C paHHEro BO3pacTa B CBA3HM CO CMEIIMBAHWEM apTEPUAIIBHOW W BEHO3HOU
KpOBHU HAOIIOAETCS IIMAHO3

XapaKTEPHO OBICTpOE pa3BUTHE CEPACUYHOMN HEIO0CTATOYHOCTH
(IOTIOJTHUTEIILHO MNPUCOCANHSIIOTCS TaxXUKapJus, 3aCTOMHBIC SBJICHUS B
OOJIBIIIOM U MaJIOM Kpyre KpOBOOOpAIIICHMS )



OAC (KJIMHUYECKHUE TIPOSIBICHUS)

IHanbmanusa:

BEPXYILEYHBIN TOJYOK — PA3JIMTON, YCUIECHHBIN, IPUIIOTHUMAIOIIAH,
CMEIIEH BJIEBO U KHU3Y.

“TIPU MEPETPY3KE MPABOTO KETYI0UKA — SIUTACTPATIbHAS ITYyIbCallUs

*CHI>KEHUE CUCTOJIMYECKOTO apTEPUAIILHOTO JIABJICHUS, TMACTOJIMYECKOE — B
peaeaax HOPMBI.

IlepkyTopHo:

[ paHUIIBI CEplIa paCIIMPEHBI B 00€ CTOPOHHI.
Ilpu ayckyabranum:

Il Ton Ha JIA ycuiaeH HO HE pacIICIICH

*CUCTOJINYECKUI MPOAOJDKUTEIbHBIN IPyObIi IITyM HaJl BCEH cepeuHOM
00J1aCTBh10, IIPOBOAAIIUICS HA CIIUHY

[Ipu ayckyisipTannu JIETKUX MOTYT BBICIYIIIMBATHCSA 3ACTOMHBIE
MEJIKOITY3bIPYaThIE XPHUIIBI.



OAC (auarHocTHka)

Rg:
// 3HAUNUTEIbHOE YCUJIICHUE COCYIUCTOIO PUCYHKA JIETKHUX
/7 TeHb cepama paciimpera 3a cueT 000uX KEIIYIO0UKOB

/7 TeHb coCcyIMCTOrO MyYKa WIM y3Kasi WK 3HACUTEIIbHO paclIupeHa

/7 HacTo - mpaBopacroiaoKeHHas Jyra aOpThl

IKI':

[Tonoxxenne 0C HopMmabHOE. [IpU3HaKK TTEpErpy3KH MPABOro MpeAcepaus
U IIPABOT0 KEIyI04YKa, UJIM 000UX KETYI0UKOB



OAC (auarHocTHka)

«IXO-KI': B Hacros1ee BpeMsl - OCHOBHOM METOJ IMarHOCTUKHU

Onpenensercs MUPOKUH MaruCTPaIbHBIN COCY/I, IEPECEKAIOIINN («BEPXOM
CUJISIIIIAI ) MEXOKETYIOUKOBYIO Eperopoky ¢ Beicoknm JIMOXKII. He
BU3YAJIM3UPYIOTCS BBIBOJHOW OTEII IIPABOTO KEJIYIOUKA U KJIAINIAH JIETOYHOUN
apTepUM, MOXXHO YTOYHUTH MECTO OTXOXKICHUSA BETBEU JICTOYHOU apTEPUU

JinpdepeHIMANBLHBIN TUATHO3:

JleekT MexcoKeTyTI09KOBOM NEPEropoKu

TpaHCHOBI/IHI/I}I MAaruCTpaJiIbHbBIX COCYA0OB



OAC (IIporuo3s)

[Iporuno3s 3a00yicBaHus 0€3 JICUCHUS HEOIArOIpUsITHBIM:

65% neren ¢ 0OIMM apTEepHAIBHBIM CTBOJIOM
IIOru0ar0T B TCUCHHUE IIEPBBIX 6 MECSALEB KU3HU, /5%
Ha IICPBOM T'OAY >KU3HHU.

OnepaTUBHOE JICYCHHUE truncus arteriosis 3aBUCUT OT
AaHATOMHYECKNX OCOOEHHOCTEN, €T0 HEOOXOINMO
IIPOBECTU MAKCUMAJILHO OBICTPO MOCIIC BBISIBICHUS
IOpOKa (B TCUCHUE HECKOJIBKUX THEH

BOJBHBIX, JaKE JOCTUTIIMX BCETO JIMIIb ABYX-
TPEXJIETHETO BO3PACTa, OIIEPUPOBATh, KaK IIPABUIIO, YKE
IIO3QHO, XOTS OHU U MOT'yT JOXUTH 10 10-15 Jer.



BIIC C ObEAHEHUEM MAJIOI'O

KPYI'A KPOBOOBPALIEHHUASA

bOJIE3HDb DAJIJIO (Tpuana, Terpana, meHrana).

Tpuana dajuio — KnanmaHHbIA CTEHO3 JIETOYHOM apTePUH, [

(MIIII,

\

TUIIEPTPOQHUS MPABOro KEIyT0YKa

Terpama ®amio — UHPYHIUOYISIPHBIN CMEeHO03 J1e204HOU
apmepuu, evicoxuu JJMKII, mpauncnozuyus aopmst 6npaso
(«8epxom cuosauas aopmay), 2unepmpogus npasozo
JIceny00UKa.
ITenrama ®AJIJIO — nHQYHIUOYIISIPHBIM CTEHO3 JIETOYHOM

aprepuu, /.

MIIII, BeIicOKHH /]

(MOKTI, Tpancio3uiys aopThl

BIPABO, TUIEPTPOPHUS MPABOTO KEITYTOUKA.

ATpe3us TPEXCTBOPYATOrO KJANaHa
BboJje3Hp DOomITenHa



boae3snr Damino

DTO OJMH M3 CaAMBIX YaCTBIX OPOKOB, IPOTECKAIOIIUX C
[IUAHO30M.

Hanbomee pacrnpocTpaHEHHOM  (DOpPMOM  SIBISICTCS
Terpanaa Pawio:

*CTEHO3 JIErOYHOM apTEpHH,
*Bpicokui JIMIKII,

\

*Tpancno3uLus a0OpThl BOPABO,
*runepTpodus IMPaBoro Keayaouka.

Yacrora cocraBmsger 11-13% cpean Bcex BIIC u 4%
cpenu kpurnaeckux BIIC.



TETPALOA ®AIJINO
MOP®OINOIrs

YeTbipe mopdonornyecknx npmuaHaka:

1.[JedeKkT mexckenyno4ykoBom
neperopoaku (HePeCTPUKTUBHbBIN).

2.06CTpyKUMS BbIXOAHOrO TpakTa NpaBoro

XKenyaodka:

a -lNopknanaHHas
© - KnanaHHas
B - HagknanaHHas

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

N3meHeHnsa KoppenupyrT Mexay
creneHbio obeTpykunm BOMXK n
pazmepom/aHatomuen J1A

Pulmonary

Pulmonary
stenosis

Right
ventricular
hypertrophy



[[emoaunHamuka npu tetpage ®anno.

Hapywernsa remognHamMmuKn eTepMUHUPOBaHbI
CTeneHbio CTeHo3a NeroYyHon apTepum unu
UHMDYHAMDYNAPHOro oTAaena nNpaBoro »enyaouka.

[Tpy ymepeHHOM CTeHO3€ NerovYHou apTepmnu BO3MOXeH
TOK KPOBU U3 NEBOro »Xenyaodka B npasbin
(«BbnegHas» unu aunaHoTUYHana tetpaga ®anno)

[1pn Bbipa>XeHHOM CTEHO3€ Nero4yHow apTepum u
conbwom OMXKIT sHaynTenbHas YacTb BEHO3HOMU
KPOBW U3 npaeoro xenygouka vyepes AMXKI m
CMELLEHHYIO BNpaBo aopTy nonagaet B SonbLIOW
Kpyr KpoBooOpalleHuA.



Terpana @ano (KIMHUKA)
7Kaj100bI 1 aHaMHeE3

JleTh Kkak TIpaBUIO POXKIAKOTCSA JOHOIICHHBIMH, O€3
npu3zHakoB 3BYP

[Tocie poxkacHUS KIMHUYECKHE IIPOSIBICHUS PA3BUBAIOTCS
TEM PpaHbllIe, 4YeM O0o0Je€ BBIPAXEHBI CTCHO3 KJIallaHa
JIETOYHOM apTepPUM U TPAHCIIO3UIIUS A0PTHI

XapakTepHbl OBIIIKA, IMAHO3 CO 2-3 Mecsla KU3HM,
3aTPYAHEHUS IIpM  BCKAPMJIIMBAHUM (M3-3a  OJIBIIIKH),
IPOrpeCCUPYIOT MIPU3HAKU THIOTPODUU

Ocmotp
Jledopmanuy rpyqHOM KIETKH HE XapaKTEePHBI

OTMe4YaroTCsT M3MEHEHMSI OUCTAIbHBIX (bajaHT IajibleB
(«0apabaHHBIC NATOYKI))



Terpana @ano (KIMHUKA)

K 0CO0EHHOCTSIM «CHHHUXY» ITOPOKOB, ,; :.‘;\
COYETAIOIINXCS C CY)KEHUEM JIETOUHON 2N
/// L\ RO

apTepuu (IPEKAE BCEro TETpasbl
danmno), KpoMe TOTAJIBHOTO [[MaHO03a
OTHOCAT HU3JIFOOJICHHYIO MMO3Y OTAbIXa
Ha KOPTOYKAX U OJBIIICYHO-
[MHAHOTHUYECKHE (THITOKCEMHUYECCKUE)
IPUCTYIIbI, CBI3aHHBIE CO
CITACTHYECKUM CYKCHHUEM
BBIHOCSIILIETO TPaKTa IIPaBOro
KEIYI0UYKA U OCTPOU TMIIOKCUEHN
TOJIOBHOTO MO3ra.

N B (@




Terpaga @amio (KIMHUKA)

XapaKTEepHO NOHMKEHHOE A /[ M yIbCOBOE NABJICHUE

MoXeT BBISABIATHCA CEPACUYHBIN TOIYOK HA OCHOBAHUHU
cep/la

IIpn nepkyccuu:

[ paru1ibl cepalia B Ipeaeaax HOpMbl UKW HECKOJIBKO
PACIIUPEHBI BIIEBO

AyCKynbTallus:

CiieBa OT IrpyauHEI BO 2 - 3 MexXpeOepbe rpyOblil
CUCTOJIMYECKHUU IIIYM

[Ipu arpe3un 1ero4HOr apTEpUM IIIyMa MOKET HE OBITb.
II ToH Haxg nEeroYyHOM apTepuei ociiadacH



bouaesns PAJLJIO (qmarHocTuKka)

PenTreHorpadgus rpyaHON KICTKH.
Pa3mepsl cepaiia HOpMaJibHBIE.
Bepxyllka npunogHsaTa, UMEeTCs 3anagcHue TyTH
JIA, 9T0 mpugaeT cepany BU ACPEBIHHOTO
OallIMayKa.
JIerouHmbIil COCYOUCTBIM PUCYHOK OOCIHEH B
COOTBETCTBHHU C TIKECTHIO OOCTPYKIIUM BBIXOJTHOTO
TpakK Ta IPaBOro >KEIya0uKa.

B 25-30% cirydyaeB gyra aopThl H3ru0aeTcs BIIpaBo
KT

Otknonenue I0C BIIpaBo

[Ipu3HaKky eperpy3Ku U THOEepTPOPUN IPaBbIX
OTJIEJI0B CEPALIA



boJje3ns PAJLJIO (amarHocTuka)

2XO-KT

HETIOCPEACTBEHHO OMPECIISIOTCSA BCE AaHATOMUYECKUE
KOMIIOHEHTBI TeTpaabsl Dajuio: cTeneHb JerOYHOro
CT€HO03a, BEJIMYNHA CMEIECHUS A0PThI, pa3Mep
JIMOKII n BeIpak€HHOCTH THIIEPTPODHUH IIPABOTO
KEITyJIOUKA.

3oHaMpOBaHHUE MOJIOCTEH cepana

BbICOKOE TaBICHUE B TPABOM KEIYIOUKE, CHUKECHHUE
HACBIICHUS apTEPUAITBEHON KPOBH KMCIIOPOIAOM,
IPOXOKIACHUE KaTeTepa U3 MPaBOIro KEIyI04YKa B
aopTy.

[Ipn HEOOXOAUMOCTH BBINOJHSIOTCS a0pTOrpadus
JIeBasi BECHTPUKyNOrpadusi, CEICKTHUBHAS
kopoHaporpadus, MCKT u MPT cepana.



bone3nb PAJIJIO (QuhhepeHyuasribHast
duazHocmuka)

BapmanaTter 6oaesan Pasno

TpaHCcIO3UITIA MATUCTPAABHBIX COCYAOB

ABOITHOE OTXOKACHUEM A0PTHI I ACTOYHOM
APTEPUH OT IPABOTO KEAYVAOUIKA

OOmmit apTepPUAABHBIN CTBOA

ATpe3us TPUKYCIHIAAABHOTO KAQITAHA

BEAMHCTBEHHBIN )KEAYAOUEK CEPALIA



boJse3sns PAJIJIO (IIporuo3s)

Ilpu eCTeCTBEHHOM TEYCHUM CPEIHASA
NPOJOJIKUTENBHOCTD sKkU3HU 12 — 15 JeT.

AOCOJIIOTHO MOKA3aHO OllepaTUBHOE JieyeHue!

IIpu kpauHux popMax — oneparuBHoOE JeUeHUE B 2
JTamna:

HIyHTHpYIOIIAas KOPPEKIUA 110 MOKA3AHUAM B
[epuoae HOBOPOXKICHHOCTH,

PagukajgbHasi — ONITUMAJIBLHO B 4-6 MecsilieB,
BO3MOKHOH Ha 00Jiee MO3IHUX dTanax, HO He
mo3:xe 4yemM B 6 — 7 J1er.



TETPAOA ®AJNO

NEYEHUE

Tonbko xupypruyeckoe
NMNannuatuBHas xupyprus

HanpaBneHa Ha BO3BpaT KPOBU 13 BOMbLLOIO Kpyra B NIErOYHYH LMPKYIALUUIO U, TaKUM
obpa3som, yBenuyeHme nero4Horo KPOBOTOKa U OKCUreHaLum KpoBu.

CraHgapTHoOM onepauunen asnaetcs moguduunposaHHas onepauna BLALOCK-
TAUSSIG vnu gpyrue cuctemHo-neroyHble aHactomosbl (WATERSTON-COOLEY ).

PagukanbHas Koppekuus

HanpaeneHa Ha ycTpaHeHue obctpykuumn BOIDK, pazobuieHue MK u JIK nytem
ywmBanua OMXKI.

Tetralogy of Fallot - Repair of small PV Tet

\Y

Classic v
Blalock~Taussig W
i, Shunt ;
Modified

b \ Blalock—=Tausslig
z‘. o Shunt
k ' :
g
s 4

Waterston

hunt

;Aﬁ WAL

<~ Z| Potts Shunt
Central Graft Shunt



ATpe3us TpexcTBopuaroro kjaanana (ATK)

ATpe3us TPEXCTBOPUYATOTO KJIAMaHA - XapaKTEPU3YETCS OTCYTCTBUEM
COOOIICHUS MEKAY PABBIM MPEACEPAUEM U KEITYIOUYKOM, ITPABBIN
KEIIYJIOYEK YMEHBIIIEH B pa3Mepax.

be3 komnencupyrommx kommyHukanui (OAII, JIMOXKII, IMIIII-
IPUCYTCTBYET BCEIJIa) HUPKYIALMSI KPOBU HEBO3MOKHA.

Yacrora - 1% Bcex BpoKJI€HHBIX IOPOKOB CEpAIa B Bo3pacrte 10 1 roaa.



ATK (reMmoaguHaMHKa)

TpukycnuaaibHOE OTBEPCTHUE OTCYTCTBYET, IIPABOE
npeacepane He COOOMIIAeTCs ¢ IIPABbIM JKEIYA0UKOM, U BECh
CUCTEMHBIU BEHO3HBIU BO3BPAT OCYIIECTBIISETCS B JIEBOE
npeacepane 4Yepe3 MEKIPEACEepIHOE COOOIICHHE,
MPEICTABICHHOE NIUMPOKHUM OTKPBHITHIM OBAJIBHBIM OKHOM.

B neBom npeaceparuu KpoBb U3 JIETOYHBIX BEH U BEH
OOJIBIIIOTO KPyTa IIOJHOCTHIO CMEIIIUBAETCS, IOATOMY
CTECECHb THITOKCEMHH 3aBUCUT OT BEJIWYMHBI JICTOYHOIO
KpPOBOTOKA.

M3 j1eBoro xeayaouka KpoBb IOCTYNAECT B A0PTY, A TAKKE,
gyepes Ae(heKT MEXIKETYI0UKOBOM Eeperopoaku (uepe3
IIPABBIM KEIYI0YEK) UIIM OTKPBITHIA apTePUATBHBIN
IIPOTOK, B COCY/IbI JICTKUX.



ATK (reMoaguHaMHKA)

IIpu HEOOIBIIOM AS(hEKTE MEXKKEITYJOUYKOBOM
IIEPETOPOJKH U HEAOPAZBUTOM IIPABOM KEIIYIOUYKE C
OOCTPYKILIMEN BEIHOCSIIEIO TPaKTa JETOYHBIM KPOBOTOK
O4YCHb MaJl.

Pexe neeKT MexKEeNyT0UKOBOM IIEPETOPOJIKH
OTCYTCTBYET BOBCE, UMEETCS aTpe3us KilaraHa JErOYHOU
apTEPUHU Y BBIPAXKECHHAS TMIIOIIA3US IIPABOTO KEIYA0UYKA; B
3TOM CJIy4a€ KPOBb B COCY/IbI JIETKHUX MOCTYNAET TOJBKO U3
A0PTHI YEPE3 OTKPBITHIU apTEPUATIBHBIU ITPOTOK WJIN APYTUE
A0PTOJIETOYHBIE KOJIJIATEPAJIH.

I1OBBIIIIEHHBIN JIETOYHBIM KPOBOTOK JJISL aTPE3UU
TPEXCTBOPYATOTO KJIallaHA HE XapaKTEPEH.



ATK (KIMHHKA)

[Ipu OTCYTCTBUU KOPPEKIIUU:

Ha 3—6-11 Hexele KU3HU pa3BUBACTCS CEPCUHAs] HEAOCTATOYHOCTD C
TaXUITHO?, MTOTINBOCTHIO, TEMATOMETAINEH U BIAKHBIMHU XPUIIAMHU B JICTKHUX.
KnuHuyeckue npu3Hakyd B 3TOM CJIydae TaKue K€, Kak Mpu 00IbIIoM cOpoce
CJI€Ba HaMpaBO: BbIpAKEHHAS MYJIbCAIMs B 00J1aCTH cepAla, IpyObIi
MMAHCUCTOJIMYECKUM LIIYM BIOJb JIEBOTO Kpas IPYAUHBI U POKOUYIIUN
ME€30IMACTOJINYECKUN IITyM Ha BEPXYIIKE.



ATK (amarHocruka)

PeHTresHorpadus rpyiHou KJIETKH

00€IHEHHUE JIETOYHOI0 COCYAUCTOTO PUCYHKA

MaJICHbKasl CepJIcuHas TEHb XapaKTEPHOM KPYIJIOM WX sI0JJOKOBUIHOM
(bOpMBI, 4TO 00YCIOBIICHO T'MIIOIJIA3UEH IIPABOro KEIyI04UKa U
JIETOYHBIX apTEPUM (CepacdHas TEHb MOXKET OBITh YBEJIMYCHA 3a CUET
JICBOIO JKEIYyA0YKa).

OKT
DIIEKTPUUECKAs OCh CEPALIA OTKIIOHEHA BIIEBO

MPU3HAKHU TUOEPTPODUHN JIECBOTO KEITyI0UKa.

4acTO NPU3HAKU THIEpTPODUN MPABOIO NMpECEPans, YKOPOUCHHBIM
uHTepBan PQ.

IXoOKIT'
OTCYTCTBYET npaBoe AB-oTBepcTHEe M TPEXCTBOPYATHIM KIaIlaH.

JIEBBIN JKEIY0YEK YBEIUYEH, 4 BBIHOCSIINN TPAKT IIPABOT0 OOBIYHO
HEIOPAa3BUT.



ATK (mporno3s)

[Iporuo3 HeOnaronpusITHLIA. be3 XUpyprudecKoro Je4eHuUs
OOJIbHBIC PEAKO TOXKUBAIOT A0 6 MECSAIICB.

AOCOIIOTHO ITOKa3aHa XUpypruyeckas koppekmus. Kak
IIPABUJIO KOPPEKILIMS IPOBOJUTCS B 3 ATala:

Ha nepBoM 3Tare najaanaruBHas onepanus 1JIs yiIydlIeHus
JIETOYHOT'O KPOBOTOKA B TEYCHHUE | MecsIa )KU3HMU.

2 oran B 4-6 MECSLIEB — PEKOHCTPYKTHUBHAS OIICpALIMS JJIS
YIIYUIICHUS KPOBOCHAOKEHHUS BEpXHHUX OTJICIOB TYJIOBHIIIA.

3 3Tan B Bo3pacte 2-5 JIET — PEKOHCTPYKTUBHAA OIICpALIUS IS
YIIYYIICHUS KPOBOCHAOKEHHUSI BEPXHUX OTACIIOB TYJIOBHIIIA.

PEKOHCTPYKIIMSA MO CYTH TaK XK€ SABIACTCS INAJUIMATUBHOU T.K.
MalUeHThl  (PAKTUYECKH JKHUBYT C  CIMHCTBEHHBIM  JICBBIM
KEITYTOUYKOM.



AHOMAJIUSA DOIITEeHA

AHoManus D01ITelHHA OTHOCUTCS K PEIKUM BPOXKJICHHBIM IIOPOKAM CEpAlIA.
Yacrora - 1% 0T Bcex BpOKACHHBIX ITOPOKOB Pa3BUTHS CEPLIA.

[Ipy 3TOM ITOPOKE CTBOPKHU IMTPABOTO aTPUOBEHTPHUKYIIAPHOTO KJIallaHa
CMEIAIOTCSA B MOJIOCTh MPABOIO KENynouka. [TpaBbiil )Keny104eK u3-3a 3TOro
MMEET YMEHBIICHHBIM pa3Mep, YTO NPUBOJUT K YMEHBILICHUIO KOJIUYECTBA
BBIOpACBIBAEMOM UM KPOBU M K 0OCTHEHUIO KPOBOTOKA B JIETKMX. XapaKTepHa
THUIIOIIA3HMs JIETOYHOHM apTtepun. Beerna coueraercs ¢ JAMIIIIL



AHoMauda JomTenHa (reMOAMHAMHUKA)

OTMedaeTcsl CHUKECHUE KPOBOTOKA B JIETKUX, YTO IIPUBOJAUT K CHUKCHHUIO
OKCHUT'€HAIIUH KPOBH (KOTOPOE YCYryOaseTCs IpU NOCTYIICHUH BEHO3HOM
KPOBH Y€pPE3 OTBEPCTHUE B MEKIPEICEPAHON TTEPETOPOIAKH B JIEBOE
npejacepane). Pe3yabraTom sIBISIETCS TMIIOKCHS TKAHEH.

M3 3a CHI>KEHHOI'0 00beMa MPaBOro KeIya04uKa IIPOUCXOIUT Ieperpys3Ka
IPaBOIo Ipeacepauss 00bEMOM U €r0 MOCIICAYIOas JujiaTamusl.



AHoMaIMda JomTenHa (KJIMHUAKA)

B nepByro odepenn MpeIbsBIAIOT KAJ00bI HA OABIIIKY U OBICTPYIO
YTOMJISIEMOCTb IPX HEOOJIbIION (PU3NISCKON HArpy3Ke.

IIpu ocmMoTpe HAOIIOIACTCS [IMAHO03, CPOKU MOSBICHUS KOTOPOIO MOTYT OBITh
pa3IUu4YHbIMU ( B 3aBUCUMOCTH OT COpOca KPOBH U3 MPABBIX OTACIOB B JICBBIC
Ha YpOBHE IIpeAcCepaui).

Y Takux OOJBHBIX OTMEUACTCS U3MEHEHUE KOHIIEBBIX (DaJIaHT MAJIbIIEB KUCTEN
B BUJI€ «0apabaHHBIX MaJ0YEK» U HOTTEH B BUJE «YACOBBIX CTEKOJ», YTO
TOBOPUT O TKAHEBOU T'MITOKCHM.

Y MOJIOBHMHBI OOJIbHBIX ONMPEACTIACTCS «CEPACUHBINA rOp0», MOSIBICHUE
KOTOPOT0 00YCIIOBJIEHO OTPOMHBIMH pa3MepPaMH MIPABOTO MPEICEPAUSL.



AHoMa/Iug JOTEeMHA (KJIMHUKA)

IIepKYTOPHO I'paHULIbI CEPJICYHON TYHOCTH 3HAYUTEIbHO PACIIMPEHDI
BJIEBO U BIIPABO.

AYCKYJBbTATHBHO BBISBIISIIOTCS TNIyXHE, 0CIa0JICHHBIE TOHBI.

YacTo BBICIYIIMBAECTCS PUTM «rajiona» (TPeX- WM YEThIPEXWICHHBIM
putM), oOycioBiieHHBIM pa3aBoeHueM | wm Il TOHOB cepama wim
HanuyueM aonojdHuTenbHbix 111 u IV ToHOB.



AHoOMaJus JO0mTEeMHA (IMArHOCTUKA)

IIpu peHTreH0JOrn4eCKOM HCCIeI0BAHUN

B nepenne3amHer NOPOEKIMM - BbIPAXKEHHAs KapAUOMETAIUSA C
XapaKTepHOM IIApOBUAHOM KOH(pUIypauued cepjna, YBEIUYCHHE
IIPaBOro IIpeacepaus, JIEBbIC OTAECIIbI Cep/illa OOBIYHO HE YBEIUYCHHI.

COCYJIMCTBIN ITY4YOK Y3KHI.
JlerouyHsIii pUCYHOK HOPMAJIBHBIN WJIK OOCTHEH.



AHoOMAJINS JOIITENHA (IMArHOCTHUKA)

Ha DKI - psi xapakTepHbIX IPHU3HAKOB:

BBICOKHE IMTMKOOOpPa3HbI€ 3yOI[bl P, KOTOpBIE yKa3bIBAIOT HA TUIIEPTPOPHIO U
IUJIATallAI0 TPABOTO MPEACEPINsL.

4acTo OJIOKaJa MpaBOM HOKKHM ITy4dKa [ Mca npu OTCyTCTBUHU NMPU3HAKOB
TUIIEPTPOPHUM IIPABOTO KEITyT0UKA.

CKJIOHHOCTBH K HapYyIICHUSAM CEPACYHOTO pUTMA (MEPILIAHKUE U TPEIIETAHUE
npeacepauil, IIapoOKCU3MalIbHbIC TaXUKAPAUH) U pacCTPOMCTBAM
MIPEACEPAHO-KETYIOUYKOBON TPOBOJIUMOCTH.

XapaKTEePHBIM JIJI1 aHOMaIuK DOIITeHa CIeAyeT cuuTaTh CUHApoM Boibda
— [lapkuHcona—Yaunra.



AHoOMAaJINS JOIITEHHA (IMArHOCTUKA)

Dxokapauorpadus

Jledopmalius 3XoCUrHaia oOT CTBOPOK U 00bEMHOE YBEIIMUCHHUE Pa3MEpPOB
[IpaBoro npeacepaus, MoxeT BoisaBiadAThCs JAMIIII.

Karerepusanus cepauna

Y Bcex OOJIbHBIX BBISBIISICTCS MOBBIIIEHHOE JABJICHUE B ITPABOM MPEACEP/INH.
BeanurHbl CUCTOIMYECKOTO JABJICHHUS B ITPABOM KEITYAOUYKE U JIETOYHOM
apTepHH, KaK MPaBUI0, HOPMAIbHBIE WM HECKOJIBKO CHUKCHBI.
CokparutenbHas (PyHKIUS BRIXOAHOTO OTJENa MPaBOro KeIyJ0uKa MOHUKEHA.



AHomausa J0mTenHa (JieueHue)

PagukanbHbIl cioco0 JICUEHUS — OIEpallds ¢ YCTPAHEHUEM HEJOCTATOYHOCTH
WJIA CTEHO3a TPEXCTBOPUYATOTO KJIalaHa ¢ MOMOIIBIO YBEJIUYECHUS MOJIE3HOU
MTOJIOCTH MPABOTO KETYI0YKA U YCTPAHEHUST COMTYTCTBYIOIIUX MTOPOKOB.
[IpoBoauTCA BO 2M TOJYTOAWH KU3HU (IMPU OTCYTCTBUU IMaHo3a — B 10-20
JIET)

[TokazaHueM K orepaluu Ciryxar:

HaJIMYKE IIMaHO03a, IPU3HAKOB HEAOCTATOYHOCTH KPOBOOOPAIICHUS U TAKEIIbIX
HApYLICHUW pUTMa Cepra.

B HacTosiee Bpems pu aHOMaInu JO0IITEHA NPUMEHSIOTCS 1Ba TUIIA
pPaJVKAIbHBIX OIEpaIUi:

IJIaCTHYCCKAs PEKOHCTPYKIHS TPEXCTBOPUATOIO KJIallaHa;
IPOTE3UPOBAHUE KJIallaHa.






