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Onpenenenue BIIC

* BpokIeHHBIM MOPOK CepAla SBJISECTCA CTPYKTYPHOM aHOMAJIMEU
CepAlla WIN BHYTPUTPYAHBIX OTHEIIOB MaruCTpPaJIbHBIX COCYHOB, 4YTO
NPAKTUYECKH W TOTCHUUAIBHO NPHUBOAUT K (YHKIMOHAJIBHBIM

HAPYILICHUSIM.

* Bpo:kaeHHBIN MOPOK Cep/lia — aHaTOMUYEeCKas AedopMans cepna
WA KPYIHBIX COCY/OB, PA3BHBAIONIASCS BHYTPUYTPOOHO, BHE
3aBUCUMOCTH OT TOTO, KOrga OHa Oblj1a OOHapy KeHa.

* BpoxxJieHHbIE MOPOKHU CEPALIA - 3TO aHOMAJIUH MOP(POJIOTHUECKOrO
pPa3BUTHS CEpAlA, €ro KIANaHHOTO anmapara W MaruCTPaJIbHBIX
COCY/I0B, BO3HUKIIINE Ha 2-8-M HEAEJIE BHYTPUYTPOOHOIO Pa3BUTHS B
pe3ylbTaTe HapYIICHUS MOPOLIECCOB AMOpHOreHe3a. ITH JAC(EKThI
MOT'YT BCTpPEUYaThCsl W30JMPOBAHHO WJIM B COYETAHMHU JIPYT C APYTOM
(DenepanbHble KIMHUYECCKAEC PEKOMEH AN ).

 JlaHHas maToJOrUsl HMMEET CEPbE3HBIM IIPOTHO3 B OTHOIICHUM
IPEICTOAIICH KU3HU U COLMAJIbHOM aJanTaluu peOeHKa.



Koauposanue BIIC no MKb-10 Q20-Q26
BPOXJIEHHBIE AHOMAJIUHU [IIOPOKH
PASBUTHUNA|] CUCTEMbI KPOBOOBPAIIIEHUS

* BpoxxeHHBICE aHOMAJMK [[IOPOKH pa3BUTHSA| CEpACYHBIX KaMep U
coequnenui (Q20) Q20.9

* BpoxxaeHHble aHOMAJINUM [TIOPOKU Pa3BUTHSI| CcepACUHON NeperopoaKu
(Q21)

* BpokJieHHbIE  aHOMAJIMU  [[OPOKM  PA3BUTHs|  JIETOYHOTO M
TPEXCTBOPYATOTO KJ1armaHoB ((Q22)

* BpoKJI€HHBIE aHOMAJIMM |[[IOPOKKW  Pa3BUTHA| aOPTAJIBbHOTO U
MUTPaJIbHOTO KJ1armaHoB (Q23)

* Jlpyrue BpoXJI€HHBIC aHOMAJINM [IOpOKH pa3BuTus| cepana (Q24)

* BposxiCHHBIE aHOMAJIMH [IIOPOKM Pa3BUTHS | KpyIIHBIX apTepui (Q25)



Pacnpocrpanennocrs BIIC

* PacnpoctpaneHHocTh BIIC u KpyIHBIX COCYIOB II0 JaHHBIM O(UIIMAIbHOM
CTaTUCTUKHA B pa3innyHbIX pernoHax P®d cocrasmser 3,17-8,0 ma 1000
HOBOPOXXICHHBIX.

* B cTpyKTYpE CepaeYHO-COCYIUCTON NMATOJOTMM Y JE€TEW PAHHETO BO3paCTa
BIIC 3anumaror ogHo u3 Beaymux mect (34%). BIIC B ctpykrype BIIP B
HAIlled CTPaHE 3aHUMAIOT 1-2 MECTO M KOHKYPHUPYIOT C IMOPOKAMH KOCTHO—
MBIIIIEYHOU CUCTEMBI M OIIOPHO - JIBUTATEIBHOTO aImnapara.

* Ilo namneiM Hoffman J.I.E., Kaplan S. pacnpoctpanennocts BIIC B CIIIA
koneoaercs oT 4 10 50 cnyuaeB Ha 1000 HOBOPOXKICHHBIX.

* [Iokazarenu pacnpocrpaneHHoctn BIIC y perer BappUpPyIOT B CBA3H C
PA3HUIICH B KPUTEPUSAX UX OLCHKH M YBEIWYHBAIOTCS IPH YUETE HETEU C
maneiMu BIIC. Tak B CIIA pacnpocrpanenHocts BIIC cocrasisier; 19 Ha
1000 HOBOPOKAECHHBIX - OPHU YUETE 2-X CTBOPYATOTO a0PTAIBHOIO KialaHa;
75 Ha 1000 — mpu yuere mbimednsix aedpexroB JIMIKII.




CTatTucrmdeckme aaHHblIe
PACNpoOCTPaHEHHOCTUN BPOXAEHHbIX
nopokoB cepaua (Bl'C)

YactoTra BlC (no gaHHbIiM BO3) — 1 % cpean Bcex
HOBOPOXXAOEHHbIX.

PacnpoctpaHeHocTb BlIC — 30 % OT 4ncna BpOXXAEHHbIX
NMOPOKOB Pa3BUTUA.

Ot BI'C ymupatrotT 5 — 6 petemn Ha 100 000 HaceneHus.

Mo gaHHbIM B.A. Pe3Hunka (1994) yactota m3onmpoBaHbIX
N cnctemMHbix BIC coctaensietr 3,7 : 1 000 nnun 1 cny4dam
Ha 270 HOBOPOXOEHHbIX.

[pn BINC C TaxensiMy HapywweHunsaMm remognHamMmmkm 50
— 90 % HOBOPOXAEHHbIX 63 XNPYPrmyecKkom KOppeKLuunm
yMUparwT A0 1 roga, U3 HMUX B nepsebie 6 Mecauee — ao
80%.



* Imeercsa Tenaennus pocra pacnpocrpaneHHoctd BIIC u BIIP kak B Hamen ctpane, Tak
1 3a pyoekoM. PacTeT 4ncio TSKENbIX M CI0KHBIX TOPOKOB B 00111e# cTpykType BIIC.

¢ 25-40% BIIC couerarorcss ¢ JapyruMu  aHoMainusmMu passutusg, 30% ngeren c
XPOMOCOMHBIMM aHoOManusiMu umerot BIIC.

* Yucno B3pocabix ¢ BIIC B Mupe pactet npuMepHO Ha S % B 1o ¥ y»K€ JaBHO
MPEBBICHIIO | MUJUIMOH.

HauboJ1ee yacTo BCTpeyarTCs Ciaeaylolnue MOPoKH:
* ledext mexkenynoukoBoil neperopojku (JIMIXKII) —20-30 % Bcex cinyuaes BIIC,
* Jlepext Mexnpencepanon neperopoaku (JAMIIIT)- 2,5-16%,
* OTKpBITEIN apTepruabHbIN POTOK (OAIT) -6-18%,
* Terpaga ®anno(TD) -5-10%
* Koapkranus aoptsl (KoA)-5%
* CteHo3 aopThI- 5%
* Cteno3 erouHoi aprepun-10%

* TpaHCIO3UIMA KPYIMHBIX MarucTpaibHbIX cocyaoB- (TMC) 5%.



Kpurnuyeckue nepuoabl Mop(doreHesa cepauna

* KoHIIENIMA KPUTHYECKHUX IIEPUOJ0B OHTOICHE3a, XapaKTEePHU3YHOIIUXCS
MOBBIIICHHON YYBCTBUTEIHLHOCTBIO OpraHM3Ma K ACHCTBUIO BHEIIHHX U
BHYTPEHHUX pazfipaxkuTtesei, pazpadorana [ .CeeriaoBeiM(1960).

* IM BBIZICIIEHO 2 KPUTHUUYECKUX MEPUOJA: MEPBBIM COBIANAET C IPOLIECCOM
MMILTAHTALMU  OIUIOAOTBOPEHHOM SIULICKIIETKH, BTOPOM — CO BPEMEHEM
(OopMHUPOBaHUS TLIALICHTHI.

* BOIBIMIMHCTBO 3MOPHOJIOTOB CUUTACT KPUTHUYECKHUM Bo3pacT ¢ 14 (20, 28)
nHs oT oByJsiLuM 10 41 (50, 60) gHS KOHKPETHO JISL CEPACYHO-COCYIUCTOM
CHUCTE€MBbI YMOPHOHA YEI0BEKA.

* JlaHHBIE KPUTHYECKHE MEPHOABLI OBLUIM MPAKTHUYECKU MOATBEPXKJICHBI B
nuccienoBanusax Pliess (1962) u Kreipe (1967) Ha npuMepe T€paTOreHHOTO
BO3JEUCTBUS TAJIUIOMUA.



Stnonorusa Bl1C

1. MyTauunsa ogHoro reHa — 2%-3%

2. XpOMOCOMHbIe HapyLUeHNA — 2%-5%
3. ®akTopbl BHELLUHEN cpeabl — 2-4%

4. MynstudaktopmnanbHble — 90%:

= [IpuMeHeHue fieKapcmeeHHbIX rpenapamoas (TETPaLUUKITNHbI,
npenapaTbl cogepXxalime acTporeHol, bapbutyparsl, npenapaTbl Onus,
npenapaTbl aHTUAPUTMMNYECKOrO AENCTBUS, NPOTUBOCYOOPOXHbIE,
npenapartbl INTUSA)

= BHympuympo6Hbie uHghekyuu (BUpyC KpacHyxu, rpynna, renaturta B,
LIMB)

= [IpogheccuoHasnibHbIe apedHocmu ((pusnyeckme n xmmmdeckne aktTopsl
BHELUHEW cpeabl, cepa n pocdopopraHnveckne coeanHeHns)

= [loeblWweHHass UHconsAyuUs (consapuu)
= Paduauusi, peHmaeHo8CKoe u3Jly4yeHue
= BpeOHble npueblYKU (a5iko20osib, HUKOMUH, HapKOMUKuU)



Otrojorusa BIIC

gﬂ:g)nonomu BIIC umeror 3HaueHue mpu cpynnul pakmopog (hakTopbl pUCKa POXKACHUA peOCHKaA C

1. IlepBuYHbBIE FreHeTHYECKHE (PAKTOPHI: KOTUUYECTBEHHBIC U CTPYKTYPHbIE XPOMOCOMHBIC aHOMAIUU —
5% , MyTalnuM €AMHUYHOrO reHa — 2-3,5%.

2. Teparorennbie (axkTopbl BHEHIHel cpeabl (OCOOCHHO OMACHO WX BO3JCUCTBUME HA IUIOI B
KpPUTUYECKHUE Tepuobl oT 2-3 1o 8-12 Hexenb recranuu) - 3-5% .

* BHYyTpUYTpoOHbIEe nH(pEKIMHU (BUpYyC KpacHyxu, [IMB, Bupycel Kokcaku, BUpycChI TpuIia u ap.)

* npueM OEpEeMEHHOW J>KCHIIMHOW JIEKAPCTBEHHBIX MPENaparoB (AaHTArOHUCTHI (POJIUEBON KHUCIIOTHI,
npenaparsl JIMTHS, aM(EeTaMUHBI, TPOTECTUHBI U JIp.)

* YIOTPEOJICHUE AJTKOTOJIS;
* KOHTAKThI ¢ TOKCHYECKUMHU BEIIECTBAMHU (KUCJIOTBI, CIUPTHI, TSXKEJIbIE METAJUIBI U JP.)

° H€6HaI‘OHpI/ISITHBI€ IKOJIOTHUYCCKHC (I)aKTOpBI (I/IOHI/I3I/IpyIOH_Ia$I paauanus, 3arpsA3sHCHHUC BOAbI, ITOYBHI,
BO3yXa MyTalr¢HHbIMH BCIICCTBAMU U T. H.)

e 1e(OUIIUT TUTAHUS MaTepU HA PAaHHUX CPOKaX OEPEMEHHOCTH
* BO3pACT POAUTEIIEH

* 3a001€BaHUSA U COCTOSHMS CaMOM Marepu (caxapHbI auadeT, MeTabOIMUECKUE HAPYLICHUS, TAXKETIbII
TOKCHUKO3 TIEPBOU MOJIOBUHBI OEPEMEHHOCTHU, 3a00JICBAHUS CEPJCUYHO-COCYUCTON CUCTEMBI)

3. B3auMogeulcTBHE T'€HETHYECKHX (])aKTOOpOB U HeOJAronpuATHBIX (PAKTOPOB BHEIIHEH Cpeabl
(mynbpTHdakTOpUalIbHOE HacaeaoBanue) — 90 %.



*CpenoBbie (PaKTOpPbI BBICTYIIAIOT KAK  «IIPOBOLMPYIOIIUEY» IS
«IIPOSIBIICHUS» HACIICACTBEHHOM MPEAPACHOI0KEHHOCTH.

* Puck MyJabTH(PAKTOPHUAIBLHOIO 32001€BAHUS BBIIIC Y POJICTBEHHUKOB
IIEPBOTO MOPSJKA, YEM Y POJACTBEHHHMKOB BTOPOro mopsaka. Y

POACTBEHHUKOB YETBEPTOrO IIOKOJCHHUS  PHUCK MPAKTHYSCCKH PpaBEH
OOLIECITONYISIIHOHHOMY.

* Bo3BpaTrHbld PHMCK JJI POACTBEHHHUKOB IEPBOro IMOKOJEHHMS pPABCH
KOPHIO KBaAPAaTHOMY M3 MOKA3aTelIsl MONYISIHOHHOM YaCTOThI BHISBICHUS
gaHHOro 3a0oiieBaHus. Puck moBTopHOro poxjacHus pedenka ¢ BIIC y
pOAUTEIICH, YK€ MMEIOIMX PEOCHKA C TakKOM IaTOJOTMEM, COCTaBIISIET

1-5%. BosBparseii puck BIIC mpu aByX OOJBHBIX JE€TIX B CEMbE
cocraBisieT 10%.



*Pacuer pucka BosHuxkHoBeHus1 BIIC y nerer Begercs Ha
KOJIMYECTBO OEPEMEHHBIX, HOABEPIIIMXCS ACHMCTBUIO (PAKTOPOB
PUCKA, 4 HE HA KOJIMYECTBO HOBOPOXKJIECHHBIX B UCCIEAYEMOU
IO YJISILIHH.

*[Ipu mpoBeiCHUH OLIEHKH HEOOXOJAMMO ITIOMHHUTh, YTO PUCK JIJIs
OyayIeH NOMY/ISIHUN B SIUIEMHUOJIOTMYE€CKOM OTHOILICHHH,
AK€ €CJIM OTHOCHUTEIILHBIN PUCK KOHKPETHOTO 3a00JICBaHUS
BBICOKHM, MOKET ObITh HE3HAUUTEIbHBIM, €CJIM 3a00JICBaHUE
OUY€Hb PEIKOE.

*Ha npakTrke 0OBIYHO UCTIOIB3YETCS MTOKA3aTEb
OTHOCHUTEJBLHOIro pucka (OP). OH cuutaeTcs J0CTOBEPHEBIM,
€CJIM PABEH WJIM IIPEBBIIIACT 2.



Teparorennoe Bo3aenicreue Ha popmupoBanue BIIC oka3biBalor:
XUMHUYECKHe, puzndeckue U 0MoJIoruueckue pakropol.

N3Bectno Oonee 100 000 TOKcHMUEeCKHMX CyOCTaHLMI, KOTOPbIE MOTYT OKa3aTh TEPATOI€HHOE BO3JICWCTBUE HA IUIOJ W HApYUIHUTh
AMOpHoOreHes3 (KapJAuoreHes).

* XUMHYECKHE TEPATOTCHBI MOAPAZACTAIOTCH HA JICKAPCTBCHHbIC U HHAYCTPHAJbHBIC.

K gexapcrBennbiM TeparoreHam ¢ BbicOkuM OP pazsutus BIIC oTHOCSTCS:

-aHTUKOHBYJIbCAHTHI (BOJIbIIpoeBas kuciora- OP 18,4; kapbamazenun - OP 43,4 u np.);
-uagomeranu -OP 73.5;

-)KEHCKHE MOJIOBbIE TOPpMOHBI- OP 2.7;

-canunmnarsel - OP 6,6;

- npenaparsl autus - OP 10,3;

-BUTaMHH A U €ro nepeno3upoBka - OP 34,3 u MHOTHE JPYTHE JIEKAPCTBEHHBIE MPENapaThl.

K XUMHYECCKUM MHAVCTPHAJIBHBLIM TEpaToreHaM OTHOCATCA:

repOounubl (OP 58,8); MBIIIbSIK, CBUHEI, XJIOPCOACPKAIINE COSTUHEHUS, KaJIMUH, JIAKU, KPACKH | JIp.

Buoaoruyeckue pakTopsi :

3a00seBaHUs MaTepu (AMWICTICUS, CaXapHbI TuadeT, PEHUIKETOHYpHUs TUTIEPTOHNYECKast 00JI€3Hb, META0OINYECKIE HAPYIICHUS U JP.);
BO3PACT POAUTEIICH;

MpUEM KOKaWHA U KYpEHHUE MapUXyaHbl OTIIOM PEOCHKA,

3noynorpebienue oepemenHon ankoroieM (OP =47.4);

BHYTPUYTPOOHBIE BUPYCHBbIE U OaKkTepualibHble MHPeKunn( KpacHyxa, repnec 1 u 2 tuna, [IMB, Tokcomna3mo3s, cuduinuc u ap.).

dusznueckue pakTopbl: paguanys, myM oosnee 82 nb, BuOpaius, 31eKTpOMarHiTHOE M PEHTTEHOBCKOE U3JIYyUEHUS U JIP.




Kiaaccupuxkanua BIIC

* CymiectByeT 00see 90 BapunanToB BIIC 1 MHOXKECTBO MX COYETAaHMH.

*BIIC - rpynmoBo€ TIIOHATHE, YTO CO3a€T TPYAHOCTH MPHU HX
KJIaCCU(DMKALIUH.

* Bnepsrie BO3 Obl1a npuHsTa Kiaaccu@ukanus 0oae3Hew cepana y
nerer B 1970 rony B ' ponnnrene (Hunepimanaen), 3arem B 1976 rogy
B JKeHeBe ObliIa IIEpecMOTpEHa M JOMOJIHEHA.

* JlaHHas K1accuUKaLUs COACPKUT pazaell «BpoxkaeHHbIe aHOMAaINU
(DOPOKHU pa3BUTHA)» C pyOpHKaMu « AHOMAJIUH JTyKOBUIIBI CEp/IIa U
AHOMAJTUM 3aKPBITUS CEPACUHOM MEPETOPOAKIY, «Jlpyrue
BPOXKIACHHBIE AaHOMAJIMU CepALa», «/lpyrue BpoKaeHHbIE AaHOMAJIUU
CHCTEMBI KpPOBOOOPAILICHUS.



Kiaaccupuranusg AMEPpUKAHCKOM KapIHO0J0rHYeCKOU
accounuanuu (AHA - American Heart Association).

*]) Aunanoruunnie BIIC:

*a) C O0CTpYKILMEN KPOBOTOKY (CTEHO3 JISTOUHOM apTEPHH, CTCHO3
a0PThI, KOAPKTALHS A0PTHI);

*0) ¢ meBo-npaBbIiM cOpocom (JMIIII, [IMIKII, OAII,
ATPHUOBCHTPUKYIIPHASI KOMMYHHUKAIIHSA ).

* II) lImanoruunnie BIIC (terpama ®amio, TpaHCIIO3UIIUSA
MAaruCTpaJIbHbIX APTEPUH, aTPE3U TPEXCTBOPUATOIO KJIalaHa,
TOTAJbHBIM aHOMAJIbHBIN APECHAXK JICTOYHBIX BE€H, OOIIUM
apTepUAILHBINA CTBOM).
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Knaccudukauma Mapgepa

A. lMopoku ¢ oboz2aweHuUemM Masio20 Kpyaa
KpoesoobpauwieHusi:

1. C yuaHo3som:

= AHOMarsIbHbIN APEHAaX JIErOYHbIX BEH
= CMHOPOM OU3eHMeHrepa

= TpaHcnoanums maructparnbHbix cocygos (TMC , TMA) - 6,4%
= [Mnonnasua neBoro Xxenynouka

2. be3 yuaHo3a:
Hedekt mexckenynodkoson neperopoaku (OAMXKIT) — 28%
[edekt mexnpencepaHou neperopoaku (AMIIM) - 6,3%-37,1%
OTKpbITbIN apTepuanbHbIn NPoTokK (OAIll) — 7,2%-34%
AHoOMarnbHbIN ApeHax rnerovHbix BeH (ALJIB)
HenonHas doopma aTpuUoBEHTPUKYNAPHOU KOMMYHUKaumn (ABK)



Knaccudpukauua Mapgepa

Il. [lopoku c o6edHeHuUeM Masi020 Kpyaa KpoeoobpaweHusi (MKK):

. C yuaHosom:
bornesHb ®anno-6,1%
TpaHcno3nymsa maructparnbHbix cocynos + CITA
ATpes3uns TpexcTBop4yaToro KnanaHa
bone3Hb 36wTEnHa

2. be3 yuaHo3sa:
130n1MpoBaHHbLIN CTEHO3 NIEro4YHOU apTepumn

Ill. [TopoKu ¢ npenssmcmeueM KpoeoMmoOKYy 8 60/ibWOM Kpy2e
kpoesoobpaweHusi (BKK)
CTeHO03 yCTbsl aopThl
KoapkTtaunsa aopTbl —5,8%
IV. be3 HapyuweHuUs1 2eMOOUHaMUKU MaJio20 Kpyaa KposoobpalleHus:
[ekcTpakapgus

AHOManua pacnosioXeHns cocynos
bone3Hb TonoynHosa-Poxe



da3bl TeueHus BI1C

*[lepBnyHON aganTauun
* OTHOCUTENBHOW KOMMEHCcaLUnN
* TepMunHanbHaga

OcnoxHeHus

=Jluctpodus

*AHeMUsA

=PenuanuBupyromas MHEBMOHMS

" IH(EKIIMOHHBINA YHIOKAPAUT
*TpoMOOIMOOINYUECKUN CHHIPOM
*HapyIiieHus putMa v mpoBOJAUMOCTH
XCH

=Jlerounas runepreH3us



BbiaeIeHHe KPUTHYECKUX MTOPOKOB
[EePHUOAA HOBOPOXKICHHOCTH

[ToHsITHE «KPUTHUYECKHUI MMOPOK CEpALlay NpuMeHsieTcs 1 ooo3HaueHus: BIIC,
COIIPOBOXKIAIOIIMXCS PA3BUTHEM KPUTHUYECKHUX COCTOSIHUI B OV KaMIIIME Yachl MJIN CYTKHU
MOCJIE POXKICHUS.

* a) IYKTYyC-3aBHCHMMble KPUTHYECKHE NOPOKHU MEePUOIa HOBOPOKIEHHOCTH:

* - TYKTyC-3aBUCUMOE CHCTEMHOE KpOBOOOpallleHHE (KOapKTaLUs a0PThl, KPUTUYECKUIM
a0pTalbHBIN CTEHO3, CHHAPOM runomia3uu jgeporo cepama (CIJIC);

- TYKTYC-3aBUCHUMOE JIETOYHOE KPOBOOOpAIEHHUE (aTpe3us JISTOYHON apTePUH, KPUTUUECKUI
cTeHO3 JierouHou aprepuu, ATK, TD);

- IYKTYC-3aBHUCUMOE CUCTEMHOE U JIEToO4HO€e KpoBooOpaieHue TMA ; aHoMallbHOE
OTXO0XKJICHUE JIEBOW KOPOHAPHOM apTEPUU OT JIETOYHOM aPTEPUM; - TOTAJIbHBIA AaHOMAJIbHbBIN
IPEHaX JISTOYHBIX BEH (B CIIy4ae PECTPUKTHUBHOTO OTKPHITOIO OBAIILHOTO OKHA).

* 0) ayKTyc-He3aBHCHMBbIe mopoku cepama (JIMXII, JMIIII, aprepuo-BeHO3HAas
kommyHukanusg, TAJJIB, JIOC IDK, oOmuii apTepranbHbii CTBOJ, 1€()EKT a0PTO-IECTOYHON
NEePErOPOAKH, SANHBIN KETyI04YeK, aHOMaIrs DOIITeiHa).



Kiaaccupukanus, pazpadoranHas B UHcTUTYTE cepaeyHo-
cocyaucroi xupypruu um. A.H. bakyiaesa AMH

* Kimaccudukanus pazpadboranHas B UTHCTUTYTe CepA€UYHO-COCYAUCTON XUPYPIrUM UM.
A.H. bakynesa AMH ocnoBana Ha pacnpeneneanu BIIC ¢ yuetom nx
AHATOMHYECKHUX OCOOCHHOCTEH M TeMOJIMHAMHUYECKUX HAPYIICHUH U HanOoJee 4acTo
HCIIOJIb3YETCS B KIIMHUYECKOU MPAKTUKE B HAIIEH CTPAHE.

* Jrta Kiaccu(puKanys BbIICISET 15 rpymm nopokos.
* 13 Hux HamOosee 4acTo BCTpeyarTcs 4 rpynisl.

* .BIIC ¢ mnoBbIlIEHHBIM JIéro4HbIM KpoBoTOokoM: JIMOKII - nedexr
MexoKeTynoukoBor neperopoaku JMIIII - nedekt MexmnpencepaHoN neperopoaku
OAII - oTKpBITEIN apTepHadbHbIA NPOTOK Je(heKT a0pTO-IErOYHON MEPETOPOAKH

* 2.BIIC ¢ npensTcTBHEM OTTOKA KPOBM M3 KeJYyI04KOB: CTEHO3 JIETOYHOU
aprepun CTEHO3 a0PTHI

* 3.BIIC ¢ aHOMAJIbHBIM OTXO0XKACHHEM MATUCTPAJBbHBIX COCYI0B U HOPMAJIbHBIM
pacnojokeHueM xeayaodkoB: Terpaga @anno TMC OOmui apTepralbHbIN CTBOJ

* 4 AHomauuu ayru aoprthel: KoA - koapkranus aoptel /J[BoHas ayra aopThl.



Ilarorene3 BIIC (maroreHernyeckas Kjaaccu(pukanus):

* HapymieHue Murpamum Me3eHXMMAJBHOU TKAHM IIPUBOAUT K
IMOPOKAM PA3BUTHSA BBIHOCAIIMX TPAKTOB CEPJIIA - KOHOTPYHKAIbHBIM
IOPOKaM cepala:

* 001U apTepHUaIbHBIN CTBOII,
* TPAHCIIO3UIMS MAaruCTPaIbHBIX COCYIOB,

* IBOMHOE OTXOXIECHHUE MarucCTPalibHbIX COCYIOB OT IPABOTO
KEITYI0UKa,

* TeTpaga daio,
* [IEpEPHIB YU A0PTHI TUIIA B,

* Te(PEKT MEXKEITYIJOUYKOBOM Ieperopodku 1 tumna.



HapyumieHue cepaedHoOd reMOAUHAMUKYN (BHYTPUYTPOOHO):

* CHHIPOM THIIOIUIA3UH JIEBOTO KEIIYI0UKa,
* KOApKTalus aopThl,

* KJIANIAHHBIW A0PTAJIBHBIN CTEHO3,

* JIBYXCTBOPYATHIA A0PTAJIbHBIN KJIATIaH,

* BTOPUYHBIN AC(HEKT MEKIPEACEPAHON MEPETOPOJIKH,
* OTKPBITHIM apTEPUATBHBIN POTOK,

* KJIANIAHHBIW CTEHO3 JIETOYHOM apTEPUH

* 1edeKT MEeXOKEITYA0UYKOBOM neperopoaku I tumna.

I'noeyb KJICTOK:

* Macca MHUOKapaa MOXCT YBCIMYUBATLCA B PE3YJIbTATC [JCJICHHUA KIICTOK, HUX MUI'pAOIUU WA HIPOAYKIOHUHU
SKCTPALCUIKOJIEIPHOI'O MATPHUKCA.

* VMEHBIIIEHUE CEpJCYHOM MacChl MPOUCXOAUT TOJIBKO  MYyTeM THOEIM KJIETOK. ODTOT MPOILECC BAXEH NpHU
(bOopMHUpPOBAHUY KJIANIAHOB U TPAOEKYISIPHON YaCTH MEXOIKEITYI0YKOBOM MEPETOPOJIKHU.

. ABHomanug DOonireriHa

HedekT Mexokeny1ouKkoBoi neperopoaku IVruna.



I1aTo/I0rvs IKCTPANC/LIIOJISAPHOI0 MATPHKCA.

* JKCTPALCIIJIAPHbIA MATPHKC («KapauaIbHBIN TCIIb))
IpEeACTaBIISIET COO0H aMOP(HBIN CyOCTpaT U3 MNIMKO30aMHUHOIJIMKAHOB,
pacojIaraloMrncsa MKy MUOKaApAOM U SHIOKAPIOM.

* [IpoayKIuioo 3KCTPAlESIUIIOISIPHOTO MaTPUKCa OCYIIECTBIISIIOT KIETKH
MHOKap/a.

* Marpukc CIOCOOCTBYEeT (hOPMHUPOBAHUIO ATPUOBCHTPUKYJISIPHBIX
KJIAMIAHOB U BBIHOCAIIIETO TPAKTA KEITYIOUYKOB.

. OTKPBITBIA aTPUOBEHTPUKYJIIPHBIN KaHAI.

. JledeKThl MeKIpEICEePAHOMN IEPETOPOIKH.



KIMHNYECKAA KAPTHUHA BIIC

* Kimanueckue nposisinenusa BIIC onpenensrorcss anHarToMuen mopoka, CTENEHBIO HAPYIICHUS
TEMOJAVMHAMUKU U aJIalTAIIMOHHO-KOMIIEHCATOPHBIX MEXAHU3MOB, XapaKTEPOM OCIIOKHEHUN.

Beaymumun cumnromamMu B KiauHu4Yeckon kapruHe BIIC saBasiiores:
* Ilmano3 (TMA, T®, ATK, TA/JIB, OAC);

* T'unepoxcuueckuit mecm: 1103B0JseT AUDPEPEHIIMPOBATh TPUUHUHY [IEHTPATBLHOIO [[MAHO3a.
YyBCTBUTENIBHOCTH TecTa 76,5%; criermuduyuHocts - 99%. IIpaBuia npoBeieHUs TeCTa: TECT MPOBOIUTCS
110 UCTCUCHUHU MEPBBIX CYTOK KM3HU. B IPOTUBHOM CiTy4ae BEPOSITHOCTD JIOXKHOIOJI0KUTEIBHOTO
pe3ynbrara coctaBiieT 0,5% (mocie 24 yacoB xu3Hu - 0,05%); TecT HOIKEH IPOBOAUTHCS C
MCIIOJIb30BAaHUEM ITYJIbCOKCUMETPA, HE 3aBUCSAIIIETO OT JBUTaTEIbHOM aKTUBHOCTH peOeHKa. Bo3MOXXHO
MPUMEHEHHUE OJJHOPA30BbIX U MHOTOPA30BBIX JATYMKOB; M3MEPEHHE MIPOBOAUTCS HA MPABOU pyKe U
10001 HOTe. MOKET MPOBOAUTHCS OHOBPEMEHHO WJIM TTOCIIEIOBATEILHO; TECT JIOIAKEH MPOBOJUTHCS
O0Oy4YEHHBIM U KBATHU(UITMPOBAHHBIM MIEPCOHAJIOM.

I1010KMTEJBbHBIM CUNTAETCH TECT, OTBEYAONIUIA OJHOMY M3 TPeX KPUTEpPHUEB:
* 1) Sa0O, wmenee 90%;

*2) SaO MeHee 95% 1pu TPEXKPATHOM MOYACOBOM U3MEPEHUM HA BEPXHUX U HUKHUX KOHEUYHOCTSIX B
TeueHue 3-x 4acCOB;

* 3) pasuuna Mmexay Sa0O, Ha BEPXHUX U HIKHUX KOHEYHOCTSIX cocrasisiet bonee 3% (SaO, mpaBoit pyku
> 520, n0boii HOTH).
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KapauoreHHbIM IOK (KPUTHYECKOE COCTOSIHUE)

2) KApAHOTeHHbIH MIOK (KPUTHYECKOE COCTOSIHME) Han0OoJIee 4acTO pa3BUBACTCS MPU ITOPOKaX,
CONPOBOXKIAIOIINXCA OOCTPYKIHMEN BRIBOAHOTO 0TBepCcTHs JDK, 1pu 1yKTyC-3aBUCUMBIX IMOPOKaX U
TAJIJIB ¢ oOcTpyKIMeld BEHO3HOIO BO3BPATa;

3) cepaeunas Hegocrarounocts (JIMXKII, OAII, ABK, TAJIB, nedekt aopTo-1erouHoi neperopoaku
U JIPyTHe).

KpuTHuyeckoe coCTOsIHME XapaKTePU3YETCs OCTPhIM AS(UIUTOM CEPACYHOrO BHIOpOCA, OBICTPHIM
IIPOrpeECCUPOBAHUEM CEPJICUHOM HEJIOCTATOUHOCTH, KUCIOPOAHBIM T'OJIOJJAHMEM TKaHEH C pa3BUTHEM
JEKOMIICHCHUPOBAHHOTO META00JIMYECKOTO aIM/103a U HApyIICHUEM (DYHKIIUN >KU3HEHHO BaKHBIX
OpTaHOB.

B ocHoBHOM kpuTH4eckue coctosHus npu BIIC Bo3HMKAKOT B IEproj Iepexoaa OT MPEHATAIBHOTO K
MOCTHATAJIbHOMY THITY KPOBOOOpAIIEHUs, KOT/Ia TpeKpanmaercs PyHKIMOHUPOBaHUE (heTaTbHbIX
KOMMYHUKAIMIA: OTKPBITOTO apTepraibHOoro nportoka (OAII) u OTKpBITOro OBaJIbHOTO OKHA.

K 0CHOBHBIM NPUYHUHAM PA3BUTHS KPUTHYECKOT0 COCTOSTHUA Y 00s1bHOTO ¢ BIIC oTHOCHATCH:
1) 3akpriTe OAII npu AyKTyC-3aBUCMMOM KPOBOOOpAIIICHUH;

2) pe3kasi OOCTPYKIIHS KPOBOTOKA (JIETOYHBIN CTE€HO3, A0PTaJIbHbBIA CTEHO3, KOAPKTAIMS A0PThI, CHHIPOM
TUIIOIIA3UH JIEBOTO CEplia).

bonee 50-60% Bcex BIIC oTHOCATCA K MOPOKAM € 000rallieHuEeM MAJOr0 KPpyvra KpoBooopanieHus

(MKK). npoTeKaroluM IIPEUMYIIECTBEHHO 03 I[MaH03a U C apTEPHOBEHO3HBIM IIIYHTOM KpOBH. M3 HUX
HanOoiee yacto auarHoctupyrot JIMIXKIT — 20% Bcex cayuaeB BIIC, JIMIIII- 2,5-16%, OAII -6-18%,




[MTpu4ynHbI cepaeyHoun HegocTtaTto4yHocTuU (CH)
npu BI1C

= Harpy3ska bonbLmmm o6 bemamm nepekavnBaemMomn KpoBu
(AMI1, AMXKT1, aHomanbHbIN ApeHax nerovHbix BeH (ALJ1B) n
ap.)

= Kputnyeckagqa Harpyska conpotuenieHmem (CTteHo3 aopThl (Ao),
Koapktaumst aopTbl (KoA), nerouyHoe cepaue (J1C)

= [ MNOKCM4YecKoe N nemMmmnveckoe nospexageHmne mmokapaa (TMC,
aHoOMarnbHOe OTXOXAeHWe KOpOHapPHOU apTepun)



IleroyHast runepTeH3Us- camoe TSHXeENoe 1 onacHoe ocrnoxHeHue aaHHbIx BMNC .Cpeau
4aCTO BCTpeYaloLLNXCA BPOXOEHHbLIX MOPOKOB cepaua ferovHasi runepteHsuns B 55-60%
ocnoxHaet JMXIT1 yxe B paHHeM Bo3pacTte, B 20-27% -OMIII1, B 6ornee cTapLunx BO3pacTHbIX
rpynnax un B 9-35% 0OCNoXHAET OTKPbITbIN apTepuanbHblil NPOTOK JlerodHasa runepteHaunsa ( JIIN)
SIBNSETCA NPO3HbIM U TSKENbIM OCINOXHEHMEM ecTecTBeHHOro TeveHums BIC. OHa cylecTBEHHO
yXyaLlaeT nporHo3bl AN XXU3HWN, NCX04 OnepaTUBHOIO NnevyeHns U BbXKMBAaeMOCTbL MNaLNEeHTOB.
JleroyHas runepteH3usa (J1I) - 3To cocToAHME, NPU KOTOPOM CpeaHee AaBneHne B JIErOYHOU
aptepuu (OJ1A) bonee nnu paBHO 25 MM PT.CT. B NOKOE NO AaHHbIM KaTeTepm3aumn npaBblX
otaenos cepaua (KINOC). HopmanbHoe cpeaHee OJIA B nokoe — 14 +- 3 MM PT.CT.C BEPXHEWN
rpaHuuen Hopmbl 20 mm pT.cT. B 2011 rogy B INaHame paboyag rpynna MHCTUTyTa nayyeHus
3aborieBaHU COCyQ0B NErkux BHeCNa npearnoxeHme o opMmpoBaHn TEPMUHOSOMNAU U
knaccundoukaumm J1I' y geten. CornacHo nx pekomMmeHgaumam, obsizatenbHbIM KpUTeEPMEM
rMNepTEH3NOHHOW cocyancTon bonesHn nerknx y geten siBnsieTcA rnoBbiLLEHNE JIEFOYHOro
cocygucToro conpotusnexus 6ornee 3 eq. Byaa * m2.

B HekoTOpbIX criyvasix 3To 06ycnoBfieHO TEM, YTO MpPu JFIEBO-MPaBbIX CUCTEMHO-ITENOYHbIX
LLUYHTaX, NOBbILLIEHNEe OaBNeHnsa B JIErO4YHOW apTepun He COMpPoBOXOaeTCA yBeNnM4YeHnem
NEero4yHoro CoCcyancToro ConpoTuUBNEHUSA, N Y 3TUX AETEN HEODXOAMMa CKOpenLlasl onepaTnBHas
KOppeKUUa nopoka, a He MeaAnKkaMeHTO3HOe fneYeHune.
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| INérouyHasi rMunepTeH3us

- MPOrpeccMBHoOe MOoOBbBIWEHWE NEMDYHOIO COCYAMCTOrO CONPOTMBASHKWA, YTO BEAET K NPaBoReyA04KOBONH HEAOCTATOYHOCTI 1
NperRdcepereHHON CrepTH.

= Knaccudmxauma

= 1. MaMonaTH4ecHan

= 2. HacnepcreeHHasn

3. fIéro4Haa runNepTeHsma, ODYCNOBASHHAA NOpPaHeHMen NEBbIX Hasmep cepaua (Nopori)

4. FlerodHaa rMnNepTeHsmMa, acCoumMmMpoBaHHan ¢ SaboneeaHuaAMK NerkMX 1M /1MNn rMnokcesaneid
= 5. XpOHercﬁas Tpomﬁbamﬁonmqecria;q AEero4Has rMnepreHsma

= 6. JIero4Has rMNepTEHSKA CO CAAEL GHHBVAM AEXaHM 32 an i

= 7 XpoHWYEchas Tpor B 032460014 ECHa A NEroYHaA rMNepTeH 31A

= 2. _Flero4dHas rMnepreHsSra Cco Sl aHHDBPA M P SXaH M SAasa [BaCHYnMTbl, XMH, omyxons 11 4p)

KAWMHMKES: OAbILHKS, HEWENE, HPOBOX3PHaHbBE, 3HUSHT 2 TOHA Ha NerodHoi aptTepmul2merkpebepee cneeal, eeprdrUMpyeTca Ha
3xoKlM— paenenme Gonee 25 mea prcT

et e

- Dyu Ky MOHan bH 83 KNacc PMKaN A ASTOYHOH THIS PTSH3 MK

- Hnaccl —naymerTei 683 orpaHmHeH i QHSHMHecholi aRTMBHOCTH

- Knacc linauMeHTel 6o CHMHEEHHON BKH SHYECROM aRTHBHOCTEIO. [0AbIWHY, cnabocTe, Bonb B rpyaHoi kneTke,)
- Knaacclll nayMeHTb! C BelpaeHHbIAt OorpaHmYeHMera GU1SHY ECROM aKTHBHOGTH

- BAaacc IV Npu3HakM NpaBoRenyo4HoBOW HEQOGCTAaTONHOGTH, HECNOCOBHOCTE K PHM3MYSCKOM aHTHMBHOCTH

- OcnoskHauma: XCH, Ta}'IA, FMNepToHMYEeCKWE KPWSbl B CHUCTEME

- AEroYHOoW apTepii, KOTOPbBIE NPOABNAICTCA NPMATYNast OTSHS

- Nerkmx |

- FeYyeHne: ORCHMT EHOTEPa MkA, EHTAr OHMCThL KarnbumralH1dbequmiH, T

- Aranoaunud), GogauTan 62,5 sr 2 pasa 8 4 eHb, CONINCTrD

- cunaeHadmn 200 sar B8 AeHb, S [T
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JII' popmupyercsa B TP OCHOBHBIC CTAAUM:

* 1) 'mnepBosieMuYeckasi CTajansi, KOraa MPoOUCXOAUT OOJIBIIION apTEepPHUOBEHO3HBIN COpPOC
kpoBu B MKK 1pu HE3HAUUTEIBHOM 3aIIMTHOM CIla3Me cocynoB. iMeer mecto
HECOOTBETCTBUE EMKOCTH COCYJIUCTOTO PycCia JErKuX 00beMy MOCTYHaIONIEe B HUX KPOBH.

e 2) CMemaHHAasi CTAJAUS - IIOBBIIICHUE AABJICHUS B JIETOYHOU apTepUM 00YyCIOBICHO
3aIUTHBIM CIIa3MOM COCY/IOB JIETKHX, OTPAHUYHUBAIOIINM apTEPHUOBEHO3HBIN COPOC.
Ba30KOHCTPHUKIMS SABJISIETCS BAXXHBIM MEXAHU3MOM aJallTAllMOHHOM CUCTEMBI OPTraHU3Ma.

* 3) CrJjepoTuuyecKasi CTaiusl - UMEIOT MECTO PACIIPOCTPAHEHHBIE HEOOPATHMBbIE
U3MEHEHMUS JIETOYHBIX COCYN0B. CKIIEpOTUYECKAS CTaUs JIETOYHOM TUIIEPTCH3NN
ONPEIIEISAET IMIPOTHO3BI PE3YJIBTATOB XUPYPruU€CKON KOPPEKIINHU MOPOKA.

* Beigenenne cragut JII' UMEOT KOJIOCCAJIBbHOE TMPAKTUUYECKOE 3HAYECHUE, T.K. MTOMOTArOT
OIPENECIATh TAKTUKY KOHCEPBATUBHOIO JICUEHUS U YTOUYHATH PALMOHAIBHBIE CPOKH
OIIEPAaTUBHOTO BMEIIATENLCTBA, a4 TAKXKE JIEJATh MPOTHO3bI PE3YJbTATOB XUPYPTrUUECKOU
KOPPEKIIUU TTOPOKA.



[To knaccudukaumm @. Yrrosa n A. ['lonosa neroyHas runepTeH3us
OEennTcs Ha CTerneHu B 3aBUCMMOCTU OT BENMUYUHbLI paCYETHOIO AaBeHUA B
neroyHoun aptepun (POJIA).

Tak, npu | cteneHn oHo coctaBndet 25-50MM.pT.CcT., npu |l cteneHn 51-75 mm
pT.CcT., npu lll cteneHn 76-110 mm pT.cT 1 npu IV ctenenn donee 111 MM pT.CT.
[MpenBaputenbHo anarHoctmposaTtb BIN1C n Hanun4vne tsaxenon JII MOXHO C
NOMOLLLIO TAKOro HEMHBA3UBHOIO Metoaa, kak OXOKI, Ho Hanbonee ToOYHbIM
METOAOM, TaK Ha3blBaeMbIM «30S10TbIM CTaHOapTOM» AnarHocTukn JII,
ABMNAETCA MHBA3MBHOE N3MEPEHWE OaBlieHNa B NpaBbIX oTAenax cepaua
nocpeacTBOM UX KaTeTepusauun.

OgHUM 13 METOOO0B, HALLEALWMM LWMPOKOe pacnpocTpaHeHune, anaetca KT -
aHrmokapauorpadus, nponssegeHHaa Ha MynsTUCNmMpanbHOM
KoMnbloTEPHOM TOMorpadpe. OCHOBHasi porib ero 3akmno4aeTcs B TOM, YTOObI
NpPoOaEMOHCTPUPOBaTb OCODEHHOCTU BTOPUYHBLIX popm JII. TTo3BonsieT
nony4YnTb Heobxoanmyro MHdopMaLuo 06 aHaTOMMK NOPOKA, COCTOSAHUN
Nerkux U apyrnx opraHoB rpygHou KreTku.



[laToreHeT4Yyeckne 3aKOHOMEpPHOCTMU
BI1C ¢ runepBonemuen MKK

*BenunynHa cbpoca KpoBu Yepes aedeKT onpeaensaeTcs
pa3smepomM COOOLLIEHNSA U COOTHOLLEHUEM COCYAUCTbIX
COMPOTUBIIEHNIN 0O0ONX KPYroB KpOBOOBOpALLEHUS, T.€.4YeM
3Ha4YnTenbLHee BennynHa gedekra 1 Beille pasHuua
aoasneHua mexay aoptou (Ao) n neroyHoun aptepuen (J1A),
TeM OorbLUe BENMNYMHA apTEPUOBEHO3HOIO (IEBO-NPaBOro)
LLYHTa 1 BblpaxXeHHee rnnepsonemms MKK.



NaToreHeTn4yeckue sakoHomepHocTu BI1C ¢
runepsonemuen MKK

- PazBuBatroLmecs c Te4eHnemM BpeMeHu nog BrnnaHnem
NOBbILLEHHOrO NIero4HOro KPOBOTOKA U BLICOKOIO AaBI1EHUS
BTOPUYHbIE CKINepoTUYeCKMe N3SMeHeHNS NerovYHbIX cCocyaoB
BeOyT K pe3KkoMy yBenny4eHunto Nero4HO-cocyamncToro
CONPOTUBIEHUS, BblpaBHUBAHUIO pa3HULILI MeXay OaBleHneEM B
nerovyHou aptepum (J1IA) n Ao 1 nsspalleHuto HanpasneHns
cbpoca KpoBU («CMEHE LYyHTa»), KOTOPbIW CTAHOBUTCH
BeHoapTepuanbHbIM (NpaBo-reBbIiM).

e CMeHa WyHTa nposasnaeTcsa BO3HUKHOBEHNEM CHa4vana
TPaH3UTOPHOrO, @ 3aTEM NOCTOSIHHOIO LMaHo3a (KNUHUYECKUIA
MapKep ferodHou runepteH3nmn y nauneHtos ¢ BIN1C bnegHoro

T2\



OasilikKa

Oabiwka — MaToreHes oabILLKU

pPaHHUU u Yacmeiud cuMIrimom B ocHoBe oAbiILLKK Npw

cepodeyHoOU Hedocmamo4YyHoCcmu KapavansHOW NaTonormm Nexur:
* YMeHbuweHue yodapHo20 o6sema

KnmHnyeckn:

cepodya
Oabilka xapakrepusyeTcs * 3acmol Kpoeu 6 MasioM Kpyzae
HapyLUEHUEM 2ny6uHbI, KpoeoobpaweHus )
B pacaiinies * 2UIMOKCUSI OP2aHO8 U mKaHeu
HECEIIEI) I PREATTINGN . * MmemaboniuyecKkud ayuoo3s
803HUKaeIm cHa4aria ripu * YMEeHbUWeHUO UeTOYHBIX
pu3uvYecKoU Hazpy3ke, a npm pe3epeos

yXYALLEHUN HACOCHOM (DYHKLIUN * 8036ydumocmsb ObiIxamesnibHoO20

cepaua - 8 COCMmosiHUU NMOKOS. uenwmpa




JInarnoctuxka BIIC

* |. IlpeHaranpHasg IUAarHOCTHKA:

* » MOAPOOHBIN COOp aHAMHE3a Yy OEPEMEHHOM KCHIIIUHBI U BBISIBJICHUE
(aKTOPOB pUCKA POXKJICHUS PEOCHKA C aHOMAJIUSIMU Pa3BUTHS

* » [IpeHATAJbHBIN YIILTPA3BYKOBOM CKPUHHUHT B JCKPETUPOBAHHBLIC CPOKHU
OCpPEMEHHOCTH

* ¢ [IpY NOAO3PEHUH HA IMIOPOK PA3BUTHS MPOBOAUTCS IIpULICIIBHOE Y 31
IUJI0/A Ha arrapare 3KCIepTHOTro Kiracca

® * [IPOBEJICHUE MPEHATAIBHOTO KOHCUIIMYMA, LIEJIBK0 KOTOPOI'O SABJISIETCS
ONpPEJICIICHUE CPOKOB M MECTA POJIOpA3PEICHUS, THPOPMHUPOBAHUE
POIUTEIIEW O UMEIOIIEMCH TIOPOKE PA3BUTHS, IPEAIIOIAraEMON TAKTUKE
BEJICHUS peOCHKA MOCIE POXKICHUS, BOBMOXKHON KapAUOXUPYPIrUU€CKOM
KOPPEKIUH, (POPMUPOBAHUE IIPEABAPUTEIBHOIO MMPOTHO3a



* Ha npaBoii pyke (IIpeayKTaIbHO) IIPOU3BOIUTCS 3a00p apTEepHaAIbHOM
(JTydeBas apTepusl) WIM KallWJISIPHOM KPOBH HA ra30BbIM COCTAaB U
KIIIC. Haznauaercs uacyddmsaiusa kuciaopoaa (100%) uepe3 macky B
tedeHue 10-15 MUHYT, 3aT€M BHOBH IPOU3BOAUTCI KOHTPOJILHBIN
3a00p apTEPHAJbHON WJIH KANMWLJISPHON KPOBH HA ra30BbIA
cocraB u KIIIC.

[Ipu3HaeTcs, 4YTO TNMEPOKCHAHBIN TECT HE IIPUBOAUT K 3aKPBITHUIO
OAII u ero npoBeicHNE HE IIPOTHUBONOKA3aHO MPHU IIOI03PEHUN Ha
HAJIM4YME QYKTYC-3aBUCUMOM IMaTo0ruu. OTHAKO OTCYTCTBHE
3(P(EKTUBHOCTU KUCIIOPOJOTEPANM YKA3bIBA€T HA BEPOSATHOCTD
OYKTYC-3aBUCUMOTO KpoBoOOpateHus. [1oaTtoMy nociie nmpoBeaeHus
TUIIEPOKCUIHOTO TECTA Y HOBOPOXKJIECHHOTO C MOJO3PEHUEM HA
AYKTYC-3aBUCHUMOE KPOBOOOpAIIleHHE HEOOXOAUMO TOTYAC IIPEKPATUTH
1ojauy Kuciaopoaa. Takue neTu HyKJaroTCs B HE3aMEQJIUTEIILHOU
BHYTPUBECHHOW MH(DY3UX mpocTariananHa El.



Anropntm obcrneagoBaHuA OeTen
c noao3peHuem Ha BIIC

OAK

OAM

buoxnmmyecknm aHanms KpoBu

OKI

PeHTtreHorpadusa Ol'K B Tpex npoekymsix
OXO-KTI (B T.4. C KOHTPACTUPOBaAHNEM)
30HOMpoOBaHME MNonocTeEN cepaua
AHrmorpadgus

KT, MPT (npn HeobxoanmocTn)



OedekT mexkenya4o4KkoBOU nNeperopoaKku
(AM2KI)

AMXI -

BPOXAEHHbIN NOPOK
pPa3BUTUSA
neperopoaku, B
pes3ynkraTe Yero
dopmupyeTcs
coobLLEeHnEe Mexay
NeBbIM 1 NpaBbIM
Xenyaodkamu.

2.64. ITepumembpano3ubiii OeheKm MblUleHHOU Hacmu nepezo-
POOKU U 02PAHUMUBAIOWUE €20 CMPYKMYPbL.

| — yenumpanvnoe Gubpo3HOe meno U AUHUA NPUKPENEHUA
nepezopodo4HOll CMEOPKU MPexcmeopuamoz0 KAanana; 2—uce-
AYOOUKOBO-UHPYHOUDYAAPpHAA cknaodka; 3—mpabekyaspHan ne-
pezopodka; 4— nepe2opodKa npumo1Ho20 omdena; 5—ocmamku
nepenoH4amoil 4acmu nepezopooKu; 6 — mMeduanbHas cOCO4K0O8AA
moiwya. ITyHkmupom 0003HA"eHbI MPey20AbHUK Koxa u xo0
npobodaroujeit  HOMNCKU npedcepOHO-Heny0OHKO8020  NY4KA.
Bepxusas zpanuya Oeexma modxcem oObimo obpa3zosaHa wacmuu-
HO PUOPO3HbIM KOADUOM KAANAHA AOpMbl, NPUMbBIKAIOWUM K

depekmy c3a0u u HeBUOUMbBIM HA DUCYHKE.



AHaTomMuyeckue BapumaHTbl AMXII:

= [lepumemMOpaHoO3HbIN AedeKT (80%)
* UHpyHanOYNnapHbIn pedekT (nodrneaoyHbil — 5-8%)
» MbiweYHbIn pgedekT (mpabekynsapHbsii — 5-20%)

Paamep OMXI

-om 100 30 Mmm u boriee; Oeghbekm umeem pasriuyHyro
gopmy (Kpyaribil, 3r1urco8uoHbIU)

Bbiaensior:

= bonbLion AMXI1 - ezo senu4yuHa cxoOHa ¢ duamempom
aopmabl Unu ripesbiluaem e20

= HEDOSbLLOW NN CPeaHNX pa3MepoB — MeEHbWe duamempa
aopmal, 0bbI4HO 0,5-1,5 cm



JleheKT MexKKeTYT0YKOBOM IMMEPEeropoaKu

« JIMXII - BpoOXIE€HHBIM IIOPOK CEPAllA, XapaKTECPU3YIOIIUICI HAIMYHEM COOOIICHUS
(OTBepCTHs) MEXKAY IpaBbIM M JIEBBIM JKEIyH04KoM. IlepumeMOpaHO3HBIE AC(PEKTHI
cocTaBisioT 61,4- 80 % Bcex ciydaeB [MIKII, mpimeunsie aedekThi-5-10%.

* Knunuueckue nposaenenua. Majnpie JIMXKIT MEIOT CKYIHYIO KIIMHUYECKYIO KAPTHUHY.

* bonpmme JIMJKII MMEIOT JBa NMHUKA KIMHUYECKUX MPOSABICHUN. B TE€ueHHE IIEPBOIO
rojila BEAyIUM CHHIPOMOM SIBJISIETCS CEpJIeUHasi HEMOCTaTOuHOCTh. OHAa 00yClIOBIICHA
MAaKCHMaJIbHOM BEJIMYMHOW apPTEPUOBEHO3HOIO COpOcCa U HEPA3ZBUTOCTHIO MEXAHU3MOB
anantanud. BTOpol MUK KIMHUYECKUX IPOABICHUNW OOYCIIOBJIECH MPOTPECCUPOBAHUEM
JIETOYHOU TUIIEPTEH3UEN.

e JleTeit OSCIIOKOMUT OBIIIKA, CEPALICOMCHUS, YTOMIISIEMOCTh, CBSI3aHHBIE C (PHU3UUECKOM
Harpy3koi. OtmeuaeTcs muoxas MnpuOaBKa MacChl Tella U 4YacThie HH(EKIIMOHHBIC
3a00JIEBAHUS JIETKUX.



[emoanHamuka OMXII

= B nepBble AHU XXN3HN COPOC KPOBU MOXKET ObITb
NnepeKkpecTHbIM, HO BCKOPE U3MEHSAETCH CTPYKTYypa
NIerovHbIX cCocyaoB, NagaeT Nnero4yHoe conpoTuBNeEHNe, B
pes3ynerarte Yero gasrieHne B 00MnbLLOM Kpyre HaMHOro
NPEBbILLIAET TaKOBOE B MasioM.

= ApTepuanbHas KpoBb cbpacbiBaeTcs U3 NeBoro B
npaBbIv XXenyaodek n J1A, oTkyaa Bo3BpallaeTcd B NeBLIE
OoTAenNbI cepaua.

= OcoDOeHHOCTU pa3BUTUA TMNEPTEH3NN B MAIIOM Kpyre
KpOBOODpaLLLEHNA TaKMe XKe, Kak 1 Npu ApYrmx cbpocoBbIX
MOpoOKax.



KITMHUKA OMXI

Mpu3Haku ToTanbHOU cepae4YHoON HeJOCTaTOYHOCTMU:

renaTocnyieHoMeranus, ogpllika, Taxukapausl, OTEYHbIN CUHOPOM,
3aCTOVHbIE Bra)KHble XpUrbl B NErkux.

Oo6wmne cMMNTOMBI:
rmnoTpodus, oTtctaBaHne B pU3N4ECKOM pa3BUTUMN,
Bblpa)XeHHas NOTMMBOCTb,

brnegHoCTb, MPaMOPHOCTb KOXHbIX MOKPOBOB C HEDONbLLLUNM
nepungepmnveckum LimaHo30M.

B Oornee ctapwem Bo3pacTte NosaBnATCA: 00nu B cepaug,
cepauebuneHne.

Du3ukanvHble OaHHble: PaHHEEe (POPMUPOBAHUE cepaeyHOro ropoa. [lpu manenamuun
ONPEJICISACTCS CUCTOJIMYECKOE «KOIIaub€ MYPJIBIKAHBE» I10 CEPEAUHE IPYIUHBI
BJIOJIb JIEBOTO Kpas.



KITMHUKA OMXTI

AyCKynbTaTUBHO:

= pn HebonbLiom ANMXKI: BbiCcnyLUMBAETCA MHTEHCUBHLIN FPYObIn
rOfIOCUCTOSNTMYECKUIN LWLYM cneBa Y rpyauHbl; || TOH MOXeET UMETb
donsunonorndyeckoe pacllensreHue;

= 1pn ymepeHHom IMXXI1: BbicnyLInBaeTCs rofIoCUCTONTUMYECKUN LLUYM B
HUXKHEWN YacTu rpyanHbl crieBa U CoOnpoBOXAaeTCs CUCTONNYECKUM
OpOXXaHMeM; MOXET BbICINYLUMBATLCA KOPOTKUN TPETUN TOH U
cpeoHeguacTonMYecKni WenvyoK Ha BEPXYLLKE;

= pu 6onbiom OMXKI: BO3MOXEH KOPOTKUN CUCTONTUYECKUN LLIYM
NIero4yHOro N3rHaHMsl B BEpXHEN napacTtepHanbHoOM 0bactu CNneBa;
MOXET BbICMNYyLUMBATLCS NPOOAOMKUTENBbHbLIN FONTIOCUCTONNYECKUN LLYM
TPUKycnnganbHOM HEOOCTAaTOYHOCTH

. HpI/I IIOCTCIICHHOM YBC/IMUYCHHNHU JABJICHHUS B IIPABOM KCJIYIOYKC IIIYyM
CTAHOBUTCS 00Jiee HU3KUM KOPOTKHUM H MAT'KHUM.




OuarHoctuka OMXI

= R- rpamma: npu cpegHmnx n 6onbLlUnx gedekrTax NnerovHbIi PUCYHOK YCUSTEH MO
apTepuanbHomy pycny, gyra J1A BolbyxaeT, Ao HE n3MeHeHa 1IN rnMnonfiacTuyHa,
Kapano-TopakanbHbln nHaekc (KTW) bonee 50%.

» IKTI: npn Hebonbwnx gedektax SKIT HopmarnbHas, NTMbdo ¢ NpM3HakamMmn yBeriM4eHHON
aKTUBHOCTU MMOKapaa riesoro xenynoudka (J1>K);

= M10 Mepe NoBbIleHNS aaBneHus B nerovyHomn aptepun 0C cmellaeTcs BNpaBo, K
rmneptpodpuun mmokapaa JI>K npmcoeanHAaOTCA NpU3HaKN neperpysku npasoro
xenynodka (I'>K).

= [Ipu O0sIb1IOM JI€(DEKTE M BBIPAKEHHOM JIETOYHOM TunepTeH3uu otMedaeTcss DKI' npuzHaku
TUIepTpohUr 000UX JKEIYA0UYKOB HWJIA U30JUPOBAHHAS THIEPTPOQPHS TPABOTO KEITYA0UKA.

» IXO-KT': maetr nHbOpMALIHIO O JTOKATU3AIUH, pa3Mepe, KOIMIECTBE 1e(EKTOB,;
BBIPAXKEHHOCTU O0BEMHOM IEpEerpy3KH JIEBOrO JKeIyq0uKa, CTEIICHU JICTOYHOM THIIEPTEH3UU.

= bonbline gedekTbl onpeaenstoTcs Npu 2-Xx MEPHOM UCCNeaoBaHuUM, a HebonbLUKe - C
MOMOLLIbIO JONNEPOBCKOro UCCeaoBaHuA.



HedeKkT mexKkenynoo4koBoun
neperononxku




Ventricular septal defect.
B-mode, apical four-chamber position




IleyeHue

= KOHCepBaTUBHOE: HanpaBfieHO Ha YMEHbLUEHNE ABNEHNN
He4oCTaTOYHOCTU KpOBOOOpaLLeHUd, nevyeHne OCrnoXHeHnm
(MHEBMOHMUU, TUNepTpodOUn).

» Xupypruyeckas Koppekuus: ylinmsaHme nnm nnactnyeckoe
3akpbiTne OMXI1 (npyn nomowin 3annartbl Gore-Tex) B YCIOBUAX
NCKYCCTBEHHOIO KpoBOODpaLleHUs.

» CnoHTaHHOe 3aKpbiTUe aAedeKkTa BO3MOXHO y AeTen A0 1 roaa,
pexe- nocne 2 net (0o 29%, 4Yauwie npu MmblevHbix AMXXI1 B 80%).

» TpaHCKaTeTepHasa OKKNO3UA JedekTa C NOMOLL IO OKKNoaepa
Amplatzer.



JledeKkT MeKKeJTyT0UKOBON IMePeropoaKku

* Takmuka s1e4eHus ONpeacIsaeTCs reMOAUHAMUYECKON 3HAYUMOCTBIO U U3BECTHBIM
U1 HEro IIporHo3oM. JleyeHue cepaeyHoOl HEAOCTATOYHOCTH MPOBOIUTCS
AUYPETUKAMU, CEPACYHBIMU DIINKO3UAaMu, MHTHOUTOpamu AlID.

* [lokazanuamu K  Xupypcuueckomy  JjedyeHur  SBIAIOTCS  CepJedHas
HEIOCTAaTOYHOCTh M JbIXaTEIbHAsl HEJIOCTAaTOYHOCTh B MEPBBIC 3 Mecslla >KU3HH,
3a7epKKa (PU3MIECKOT0 Pa3BUTHS, HE OAJAIOIIMECS JICUCHUIO.

* YV 1ereu crapuue 6 MecsilieB XUPYPTrUUE€CKOE JICUCHHUE TIPU MMOAA0PTAIBHOM
ne(eKTe MoKa3aHO NPpU HapacTaHUHU OOIEJIErOYHOI0 COCYAUCTOr0 CONPOTHUBIICHUS.

* 3JakpbiTHE Je(PeKTa OKKJIIIEPOM PEKOMECHIAYETCS B T€X CIydasx, KOrjaa Ae(eKT
HaXOJIMTCS Ha IOCTAaTOYHOM PACCTOSHHUHU OT TPEXCTBOPUYATOTO U A0PTAJIbHOTO
KJIaIIaHOB.

* Onepauuro no nosoay u3oaupoBaHHoro JAMIKII pekoMeHIyETCA BBITIOJIHATh
yTEeM YIIMBAHUS WM 3aKPBITHS 3aIJIaTON U3 OMOJIOTHYECKOTO (KCEHO- WM
ayTONIEPUKAp/Ia) WA CUHTETUYECKOrO Marepuaa (JaKpoHa,
NOIUTETPADTOPITUIICHA).



OTKpbITbIM apTepuanbHbIN NPOTOK.
(OAI)

OAIl aTo cocya,
COEeNHSAILWNN aopTy
N NIErOYHYI0 apTepuIo,
«COXPaHUBLLNU
HOpMarbHY ONS
nnoga CTpyKTypy
nocrie UctevyeHus
CpOKa ero 3akpbITus».



OTKpbITbIX apTepuaribHbIN MPOTOK

YacTtota. OAll Habntogaetcsa cpean 5-10% Bcex aeten ¢ BIC, ecnun He
YUYMUTbIBaTb HEAOHOLUEHHBIX HOBOPOXOEHHbIX, Y KOTOPbIX Hannyme OAIT -
TUNnM4yHasa npobnema.

Y peten ¢ maccon Tena npu poxxgeHum menblue 1750 r B 45%
onpegensieTcsa Hannyme NepcucTUpPYOLLLEro apTepuanbHOro NpoToka, Npu
macce Tena meHblie 1200 r - B 80%.

[TpOTOK OOBLIYHO NpeacTaBnsAeT codbom CyLLIECTBYOLNA B HOPME
BHYTPUYTPOOHO cocya, COEANHSIOLLIUA CTBOJST JIETOYHOU apTepumn v
HUCXOASLLY0 aopTy, 0ObIYHO Ha 5-10 MM AuCTanbHeEE YCTbs NIEBOU
NOAKNYNYHOWN apTeEpPUN.

[TpoTOK 0OBIMHO MMeET boriee y3Koe yCTbe B NlerodHon aptepun. Pasmepsbl n
doopma NpoToKa LLUMPOKO BAPbUPYIOT.



AHaTomusa OAIl

= [IpoTOK OTXOOQMT OT AO Ha ypOBHE NeBOU NOAKIMHYNYHON apTeEPUN U B
OonbLUMHCTBE cryyaeB Brnagaet B cTBOS1 JIA B MecTe ero geneHus Ha
[OBe BETBU U B HaYarnbHY0 YacTb JIEBOW BETBU; pEXE BCTpeyaeTcd
npaBo- UM OBYCTOPOHHUN MPOTOK.

= [IpOTOK MOXET ObITb ANUHHBIM, Y3KUM U U3BUITUCTbIM UM KOPOTKUM U
LLUMPOKUM, AUaMETP ero CoCTaBrseT OT 2-3 A0 30 MM, YaLle 3-15 MM,
anvHa 3-25Mm.

= CMCTONOAMAaCcTONNYECKUIA LLYM CNbILIEH, eCIU ANaMEeTp NpPoToKa
NPEBbLILLAET 4MM

= ApTepmarbHbIX NPOTOK CHUTAETCA aHOMarmeu, ecim oH no
KINTMHUYECKNM OaHHbIM QOYHKLUMOHUPYET CnycT4 1-2 Hepenu nocne
poXxaeHwus.

» CIOHTaHHOEe 3aKpbITMe NPOToKa nocre 3-X MecsLEeB XU3HU BCTpevaeTcH
peakKo.

AHaToMMu4yeckue TUMbI NPOTOKa: LNIIMHAPUYECKUN,
BOPOHKOOBpa3HbI, OKOHYaTbIN, aHEBPU3MaTUYECKU.



l’emognHamuka OAI

= COpPOC OKCUTEHMPOBAHHOW KPOBU U3 a0OPThbl B NTIEFOYHYIO apTepUo NPOUCXOANT
Kak B Mepuo CUCTOMbI TaK U AnacTonsbl.

= ApTepuanbHas kpoBb copackiBaeTcs B cuctemy MKK, Bbi3biBas ero neperpyaky,
a 3aTeM BHOBb BO3BpaLLlaeTcs B JieBoe cepALe.

= YTeuyka KpoBU U3 CUCTEMbI 6OMbLLIOIO Kpyra BeAeT K CHUXXEHUIO ANaCcTONUYEeCcKoro
NaBrneHus.

= CepaeyHbin BeIbpoc JIK yBenunumBaeTcsl, YTO BEAET K ero neperpyske u
rmnepTpodun.

= YBenuyeHne MOK manoro kpyra Bbi3biBaeT passutue J1I, npmn HapactaHuu
KOTOpOU pa3Huua B gaeneHumn mexay Ao u J1A ymeHbllaeTcs, yMeHbLLIAaeTCs
cbpoc kpoBu n3 Ao B J1A.

= 3HaunTENBHOE MOBbILLEHNE cocyamncToro conpotuenerHusa B cncteme MKK Beget
K runeptpodun IN>K.

= Ecnn nasneHue B JIA cTaHOBUTCS BbiLlle, YeM B A0, TO MU3MEHSIETCH
HanpaBneHWe LWYyHTa: CHadYana BO3HMKAET NepeKpecTHbIN cOpocC, a 3aTem
cnpaBa Hareso.



KnuHuka OAIT

KnuHuyeckue nposienieHusi: npn maneHbkom OAIl naymeHTbl 0ObIYMHO HE UMEKOT
cumntomoB. [pun 6onbwom OAl xapakTepHbl NPU3HaAKKU cepaevHomn
HeocTaTovyHOCTK ( nroxas npubaBka B Bece, oAblllKa U Taxukapaus, Yactble
pecnnpaTopHble NHPEKLNN, MHEBMOHUN).

= OTcTaBaHue B hn3n4eCckomM 1 NCUXOMOTOPHOM Pa3BUTUMN.

= CHMXEHWE TONEepPaHTHOCTU K dU3NYECKOM Harpyske (npu kopmreHun, xoaboe, bere),
NOSAABNAETCA TPAH3UTOPHbIN LMaHO3.

= OnpenensieTca cepaeyHbi ropb, paclumpeHmne rpaHunL, cepaua BneBo, Ha OCHOBaHUM
cepALua- cuctonoamacTonnmyeckoe ApoxaHue.

= XapakTepeH rpOMKMUN | TOH, aKUEHT 1 pasaBoeHue |l ToHa.

= Cpasy nocrie poxaeHus pebeHka LyM OTCYTCTBYET, K KOHLYY NEPBOW HEAENMW XN3HM
NOSIBAISIETCH CUCTONUYECKUI LUYM.

» B ganbHenwem wym CTaHOBUTCSA TUMUYHBIM CUCTONOAMACTONMYECKAM (LUYM
«MenbHUYHOro Koneca», « MallMHHbIN» LWYM), NydLle BbiCNyLLUMBaeTCH Bo Il M/p
crnesa Yy rpyauHbl U Ha CnvHe.

= Y fOeten nepBbiX MeECALEB XU3HU LUYM onpeaenseTcs Huxe (B 3-4 m/p) n Torga oH
TPYAHO oTnnyum oT wyma npun AMXKIT n aopTo-nero4Hom ceumLLe.



KnuHuka OAIT

»[Ipu3HaKn cepae4yHON HeA4OCTATOYHOCTU: OfbllLKa, Taxukapaus,
renaTocnieHoMeranus.

=[locne 3-5 reT BO3MOXHbI Xarobdbbl Ha 605 B cepaue,
cepauedbneHns, ooMopoKw.

= CAl - N unm ymepeHHo nosbilueHo, JAL- cHuxeHo ao 20-30-0 Mm
PT. CT.

= [T1pu y3knx n annHHbIX OAIl eanHCTBEHHbLIM NPOSABIIEHUEM
NnopokKa ¢ nepBbiX AHEW XXU3HN MOXET ObITb CUCTOJSO-
OVacToNM4YeCcKMn LLYM Ha OCHOBaHMKM cepALua, pa3Butue pebeHka B
paHHeM BO3pacTe MOXET He CTpadaTtb, KNMHn4eckas
MaHM@ecTauunsa Nopoka BO3MOXHa K 5-6 rogam >KU3HW.

=[1pu nporpeccupoBaHuun JII' — cuctono-gnactonn4yeckmum Lym
ocnabeBaeT Unn ncvesaeT, MosIBMAETCs LUyM OTHOCUTENbHOW
HegocTaTtoudHOCTK KnanaHa J1A (wym 'pexema-Ctunna).



OunarHocTtuka OAIT

= R-niormn4yeckoe uccriegoBaHue: oTMedYaeTcs ycureHue fiero4Horo pucyHka B
pes3ynsraTte rmrnepBosieEMnK, a 3aTeM N rTMNEPTEH3NM B COCydax Marioro Kpyra
kpoBoobpalleHuns (MKK), BbibDyxaHune ayrun rnerodHon aptepun (J1A),
yBenu4yeHue nesoro npeacepaus (J11) n nesoro xenynouyka (J1K),

pacLUMpeHne BoCxoasiLen YacTn aopThl.
= IKTI: - npn HeBonNbLLOM cOpoce Yepes NPOTOK — MOXKET HE UBMEHATBLCH;

- Npu 6onbLIOM NeBO-NpaBoM COpoce KpoBU onpeaenseTca HopmMmorpamma,
pexe oTMevaeTca oTknoHeHne 30C BNEBO, Y 60MNbHbIX C BblpaXXeHHOW
nero4YHoun runepteHsnen otknoHeHme S0OC BrpaBo, NpuU3HaKM Neperpysku

neBbIX Kamep cepaua;
- MPU BbIPpaXeHHOW NEro4yHOn rmrnepTeH3nn — runeptTpodomnst obounx
Kenyao4Kos;

- HApYyLUEeHNAa cepae4yHoro putMma 1 npoBogMMOCTM.

» IXO-KI: 06b14HO yOaeTcsa BU3yanmanpoBaTb NPOTOK, CUCTOSTMYECKUIA NOTOK B
J1A Ha ypoBHe brudypkaumu. JlomiepoBcKkoe UCCe0BaHNE MTO3BOJISICT OIIPECINUTD
IreMOIMHAMHUYCCKYO CUTYaAllrIO, HAIIPABJICHUC IIYHTA U I'PAIWUCHT JaBJICHHSI.



OTKpbITbIU apTepuanbHbIUA NPOTOK




OTKpbITbIUN apTepuaribHbIN MPOTOK

* [Iporuos. CnonranHoe 3akpbiTue OAII MOXXET OBITH OTCPOUYECHHBIM Y
HOPMAJILHOTO HOBOPOKJAECHHOI0, OJTHAKO PEAKO HAOMoaeTcs mocie 1
Mecsa Ku3HU. [Ipn 00abII0M IIYHTE pa3BUBACTCS CEpJicUHas
HENOCTATOYHOCTD, TOBTOPHBIE ITHEBMOHWM, KOTOPBIE MOT'YT IIPUBECTH K
cMepTH B paHHeM Bo3pacte. Hamnmune OAIl y HETOHOIIEHHOTO
HOBOPOXKJIEHHOIO B COUETAHUM C HE3PEIIOCTHIO JIETOUYHOU ITAPEHXUMBI 4aCTO
BEJICT K CEPACYHON HEIOCTATOYHOCTH, OPOHXOJETOYHOM JUCIIA3HH,
3aBUCHUMOCTH OT HCKYCCTBEHHOW BEHTUIIALINY JIETKUX. [Ipu oTCyTCTBUHA
neyeHus (MEIUKaAMEHTO3HOIO UJIH XUPYPru4eCcKOro), HalpaBJICHHOIO Ha
3akpbITiE OAITIL Takue COCTOSIHUS COMTPOBOXKIAKOTCS BBICOKOM
JIETAJIBHOCTBIO.

e Jleuenue. Mlamomeranuyd npuMeHsaeTca 11 3akpbiTusa OAIL y
HEJIOHOIICHHBIX HOBOPOKJACHHBIX. BBeieHre nH1oMeTanHa HE Y (MEKTUBHO
y JOHOIIIEHHBIX HOBOPOXKACHHBIX. Hanmnuue OAII, He3aBUCMMO OT pa3MepoB,



NeyeHune OAI

* HegoHolweHHbIM geTsam ¢ bonblinm OAT, HOBOPOXOEHHbBIM
nepBbIX ABYX HEAENb XXNU3HN Ha3HayaloT B/B MHOAOMeTaLUUuH
(MHrMBUTOP NpocTarnaHgmMHoB E2 1 J2) - 0,1-0,25 Mr/Kr Kaxkable 12
4yacoB B nepsble 10-14 gHen Xn3uu ( noa KoHTponem IXO-KTI).

e KOHCepBaTMBHOE: fiIe4eHNe HeJOCTaTOYHOCTN KpoBOODpaLLeHUs
(HK) (anrokcmH, ModeroHHsle npenapatbl, UHrMoutopsl AllP),
KapamnoTpoduieckme npenaparhl

 TpaHcKkaTeTepHasa okkno3usa OAIl — okknto3uns ¢
Mcnosb3oBaHUeEM Konewy, Gianturco, Korew C KOHTPOnupyemMbiM
MexaHn3MoM ocBoboxaeHunsa (Duct-Occlud), nocobua Amplatzer.

e Xupyprudyeckasa Koppekuus - nuraums npoToka nnm nuraumsa c
pacce4yeHunem OATT.



Okknoaepbl



BHelWwHWX BUAO cnnpanu



HedeKkT mexxnpeacepoHoun
neperopoaku (OMIIMN)




OedekT mexnpencepaHou neperopoaku (AMIIM)

OMIIT - aT10 aHOMarnbHOEe CcoobLLEHNE MeXOY OBYMS
npegcepaonsamMmmn — aBnsgeTcsd pe3ynsratoM HeHopMarsibHOro
Pa3BUTUA NEePBNYHON N BTOPUYHOU MeXnpeacepaHbiX
neperopook U aHgokapananbHbIX BariMKoB.

Popmbl AMII

NMepBUYHLIN AedeKT MexnpeacepaHOU nNeperopoaku
(bornbwue o pasmepy oechekmei 1/3-1/2 rnepe20po0oKU, 8
HUXXHeU Yacmu rnepeaopooKu)

BTopu4yHbIn gedeKkT mexnpeacepaHou neperoponku
(ecriedcmeue Heodopazsumusi smopuyHou MI T, pazmepsbi-
2-5-20-30 mm)

OTKpbITOE OBaribHOE OKHO
[MonHoe oTcyTCTBME MeXnpeacepaHOU neperoponku.



ARAATOVMIVIMCURAn RJIaLUVIWPWVIRALVIn

AMIN

1. QedheKkT oBanbLHOU AMKU UNN LEeHTPanbHbIN AedeKkT
(BTOpUYHLIM OMI1I) — cTeHka mexxnpeancepaHon neperopoaku
NONMHOCTbLIO OKPYXXaeT AedeKT.

2.[edheKT BeHO3HOro cuHyca (aded ekt BepxHeu Nonouv BeHbI,
BbICOKMW OedEKT) — OOBLIYHO 2-3 CM B ANAMETPE, NEXUT
HenocpenCcTBEHHO HMXe YCTbA BEPXHEN NoSiov BEHbI M B CTOPOHE
OT OBanbHOW AMKWN. BepxHen 1 4acTto 3agHeu rpaHunL HeT, AedekTy
OObIYHO CONMYTCTBYET YaCTUYHbIN aHOMarnbHbIN ApeHaX NpaBbIX
NErovHbIX BEH.

3. [edekT y HnkHeu Nosion BeHbl, pacrnosio)keH y OCHOBaHWs
neperopoaku npeacepans Tak YtTo HUXKHUK Kpan NeperopoaKku
HaBWUCaET HaQ OTBEPCTUEM HMXHEN NOSION BEHbI, KOTOpPas
coobulaeTtca bonbLle ¢ NeEBbIM Npeacepanem, p,ecbeKT OObIYHO
bonbLon (2-3 CM); NpU OTCYTCTBUM 3aHENO Kpas OfHa Unu
HECKOMbKO JIErOYHbIX BEH MOTYT ApPEHNPOBaTbLCA OOrbLUE B
npaBoe npeacepane, Yem B NIEBOE, - TaK Ha3blBaEMbIN JTOXHbIN
AHOMATNBHBLIV IDEHAX NMerouyHbIX BeH.



AHATOMUNYECKaA KimaCCUPUuKauunusa giviii i
(npooomnmxeHue)

4. AMII B coyeTaHnu C nneBOU BEpPXHEN NOSION BEHOMWU,
BragaroLleu B fieBoe npeaceppue, nedekt pacnonaraetcd B
TOM MECTe, rae B HOpMe MMeEeTCA KOPOHaPHbIN CUHYC.

5. O0Lee npencepane — nosiIHoe OTCYTCTBUE MeEXNpeacepaHom
neperopoaku Unn Harmyne ToNbKO PYANMEHTAPHbIX 3N1IEMEHTOB
ee, aTPUOBEHTPUKYNSPHbIE KIanaHbl Yalle pacllenneHbl, pXxe
chopmMmpoBaHbl HOpMaribHO, MEXKENYOO0YKOBAdA Neperopoaka
MHTaKTHa, HEPEOKO COYETaETCH C acnneHmnen.

6. edekTbl, 3axBaTbIiBaOLWUE O0ONTACTb aTPUOBEHTPUKYNAPHOro
KnanaHa:

* [lepBMYHbLIN OEXEKT B N30SIMPOBAHHOM BUAE BCTPEYaETCH
penko, 0bbIYHO COYETAETCA C pacLlensieHNeMm
aTPUOBEHTPUKYNAPHLIX KNanaHoB.;

*  OTKpPbITbIN OBLLUIA aTPUOBEHTPUKYIAPHLIN KaHarT.



lemogmnHamuka OMII

[1pn HanNn4nn gedekTa I'IpOl/ICXOHl/IT aHoManbHbIN COPOC KPOBU

n3 JII'l B npasoe npeacepgue (1) (no rpagneHTy gaeneHna n

%Clgre C;'KB)I/Ie don3nonornyeckom pacTaXMMoCT U NoAaTIIMBOCTH
7 .

Pa3BunBaeTcs runepBonemMusi Manoro Kpyra KpoBooodpalleHus,
anacTtonundeckas neperpyska n gunartauus MNX.

HabntogaeTtca paclumpeHnmne nerodHoro creona, JIlN takke moxeTt
ObITb paCLUUPEHHbIM.

JleBbIn Xenyno4vek octaeTcd HopMarnbHbIX pa3smepos.

B no3aHunx ctagnax Bcneactene pa3sBuUTUS Nero4Hou 5
rmnepTeH3nn (B 1,8-27% cny4vyaeB) BO3HUKAET NepeKpeCTHbI
cbpoc, a 3atem noctosiHHbIV 13 11 B JII1.



KIMUWHUKA OMINnN

- Y neten ¢ Hebornbwmmn OMITT nopok npoTekaeT
beccMnTOMHO.

= [10 2-3 neT cumnToMaTMKa MOXET ObITb CKYHOM.

= XapakTtepHbl YacTtble OPBW, peunansumpytoLime OpoHXnThI,
MHEBMOHWUN; YMEPEHHOE OTCTaBaHMe B U3NYECKOM Pa3BUTUN;
BO3MO>XHbI FONTOBOKPY>XEHUHA, OODMOPOKMN.

= [1pn 3Ha4YnUTENBLHON OOBLEMHOW Neperpy3ke Nero4Hou
LMPKYNALMN NOPOK NMPOABNAETCA Y HOBOPOXAOEHHbIX U
MaHUECTUPYET 3aCTOUHOU cepaeyYHOU HEAOCTATOMHOCTLIO.

= XapaKTepHbI: paclUMpeHne rpaHunL cepaua snpaBo, YCUMEHHbIV
| TOH B obnactu TK n ctonkoe pacuienneHune |l Tona Hag J1A.



KIMUWHUKA OMINnN

=BbicnywmBaeTca cMCTONMYeCKUn Wym cpeaHen MIHTEHCUBHOCTU, He
O4YeHb rpyobLInN, 6e3 BbipaxeHHOW NPOBOAMMOCTHU, C NloKanunsauuen Bo |
—lll mexxpebepbe cnesay rpyauHbl (Ny4lle - B ropn3oHTarlbHOM
NONoXeHnn);

C BO3pacToM (0ObIYHO K 5-7 rogam) MHTEHCUBHOCTb LLIyMa
yCUNMBaETCs, HepeaKo NPUCOEANHSIETCH KOPOTKUN
Me3oamacTonuyeckuni Wwym Bo |- |l mexxpebepbe cnesa.

= Me3oanacTonmyecknm Lym CBUOETENbLCTBYET 00 YMEPEHHOM UMK
bonbLoM aedekTe.

= Y 6onbHbIX OMIIT Ha BepXxyLlKe MOryT BbICINYLLMBATLCA KIUKA U
NO34HUN CUCTONTMYECKNU LLUYM — MPU3HAKM nponanca MMTPasribHOro
knanaHa (oH nmeet obwimne ¢ AMITT mexaHn3Mbl BO3HUKHOBEHUSA).

= ALl Yalle HopmanbHoe.



OuarHoctuka OMIMN

=sR-rpamMmma: ycumseHme nero4Horo pUCyHka;

ctBos J1A pacwinpeH, BbibyxaeT; TeHb cepaua yBenuyeHa B
nonepeYvHunKe 3a CYeT NpaBbIX OTOENOB,

Talngd CriaxeHa, BeEpPXYyLKa 3aKkpyriieHa U npunoaHATa.

IKI': Nnpnu3HaKM neperpyskn npasBbiX OTAENOB cepaua;

-y 50-95% geTteun onpenenaeTca HernosHas brnokaga npaBou
BETBU NpeacepaHo-Xenyao4vykoBoro nyyka ['nca;

- BO 2-3 OTBeEHMNAX OTMeYaeTcs yBennyeHHbIN 3a0CTPEHHbIN
3ybeu P;

- BO3BMOXHO 3amMmegneHne A-V npoBOgMMOCTMN.

2 IXO-KI: no3BongaeT BbIABUTb AedEKT MeXNpeacepaHou
neperopoaku, N3aMepuTb BENUUUHY AedeKTa U onpeaennTtb ero

PaCMonoXeHune
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2.39. Daexkmporxaplduozpamma 60aAbHO20 ¢ emopuiuHbim JIMIIII.



INMleyeHue

= KoHCcepBaTuBHoe: neyveHne HK (AUrokcuH, MOYEroHHbIE
npenapartbl, tHriMbutopsl Al'd), kapanotTpoduyeckme
npenaparbl.

= Xupyprudeckoe (B Bo3pacrte 2-4 net): AMI'1I1 3akpbiBatoTcA
ylwnMBaHWeM nog yMmepeHHoU runotepmMmnen nnm nnacTukou B
YCIOBUAX UCKYCCTBEHHOIO KpOBOOOpaLLeHUS.

» TpaHCcKaTeTepHasa OKKNo3ns aedekra.



Terpaga ®awio (TD)

* DTO caMbIii YaCThIl [IMAHOTUYECKHUM TTOPOK, HAOIIOAAEMbIH MOCJIE MEPBOrO I'ojia )KU3HH.
e [laTanaromus.

* OpuruHanbHOe onucanue Td, kak KOMOMHAIIMS YeThIPeX MPU3HAKOB (CTEHO3 BBIBOAHOIO OT/AEA
npaBoro xenynouka, JIMXKII, nekctpano3uius aopTsl, THOEPTPODUS MUOKApIa ITPABOTO KETYT0UKA)
COKpPATUJIACh A0 ONMMUCAHU JBYX OCHOBHBIX KOMITOHEHTOB: JIMJKII 1 cTeHO3a BBIXOIHOTO TpaKTa
npaBoro xenyaodka. JIMXKIT mpu T® OosnbIioii, He peCTPUKTUBHBIN, 3aHUMAET BCIO CyOA0pTaIbHYIO
00J1aCcTh, 0OBIYHO PaBEH WJIK OOJIbIlE AuaMeTpa aopThl. B 3% ciaydyaeB HaOII0aI0TCSI MHOKECTBEHHBIE
JIMOKTI. OOcTpykius BeIXoAa U3 MpaBoOro xeayaouka HaomogaeTcs y 75% O0JIbHBIX Ha YPOBHE
BBIXOJIHOTO TpakTa. K Hen npucoenunsiercss B 30% CTeHO3 Ki1anaHa JISTouHoU aprepuu. Jiumb y 10%
OOJIBHBIX CTEHO3 OrPAaHUYMBACTCS JIMIIb JICTOYHBIM KiamaHoM. Eme y 15% 0osibHBIX KilanaH JIETOYHON
apTepUM aTpEe3UPOBAH, KaK KparHss (popMa NaTOJIOTHUH B 3TOM CIIEKTPE.

* Kiimnndeckue nposiBjieHusi. CUCTOUYECKUHN IITyM BBICIYIIIMBAETCS CPa3y MOCIE POKIACHUS.

* BOJIBIIMHCTBO MAIMEHTOB UMEIOT ITUAHO3 Cpa3zy mocie poxacHusA. OpIliKa Ipu Harpy3kKe,
TUIIOKCHYECKHUE MPUCTYIIBI Pa3BUBAIOTCS MO3XKE Y ACTEH C YMEPEHHBIM IITHAHO30M.

* CepaeuHas HEAOCTAaTOYHOCTh HE XapakTepHa. /[eTu B paHHEM BO3pacTe C allMaHOTUYECKOU (hopMOi
Td MoryT OBITH OECCUMIOTOMHBI, MJIX JIAXKE TTOKA3BIBATh MMPU3HAKH CEPACYHON HEIOCTATOYHOCTH U3-32
JIEBO-TIPABOTO IIIYHTA.



KnuHnko — aHaToMnyeckme BapuaHThbI
nopokKa

UTeTtpaga ®anno c atpe3nen ycTba Nero4Hon
apTepumn

[HKnaccu4yeckasa dpopma ¢ pasnmyHon CTENEHbIO
CTeHO3a

bneaHaa opma TeTtpaabl Panno.



[emogunHamMuka npu Tetpage Panno

= [1pn BbIpaxeHHOM cTeHo3e 1 borbom JMXKIT 6namﬂ?pﬂ
NPenaTCTBUIO TOKY KPOBU N3 naaBoro XXerlyoodka B
3Ha4ynTenbHasa YaCTb BEHO3HOM KPpOBM NOCTYNaEeT B aopTy.

= I_ICPM yMeBeHHOM CTEHO3€e Nero4yHou aR/TI%EI/II/I NpendTcTtBmne Ha nyTu
TOKa KpoBU U3 MpaBoOro Xeryao4dka B HE CTOJ1b 3HAYUTEJIbHO,

KPOBb U3 J'IGWI’O menygoqga yepes 'D'le(p NOCTynaeT B NpaBbIN
Xenygoyek; MuHyTHEIM 0bbem kKposn MKK yBennymsaeTcq.

= [1py runonnasnm u e3nn yctbda J1A BGRH3HaFI KPOBb noc:TKynaeT B
ManbIn Kpyr KpoBoobpalleHnsd, Yepes OAll, a nocne ero 3akpbITns —
Yyepes KosnaTepanbHble CoCyabl.

» KoMneHcaToOpHbIe MeXaHU3MaMu, e{lmeﬂbmarou.me
reMoguHaMun4veckue HapyLllueHuUsN:

- Pa3BunTtre konnarepanbHOW CETU COCYL0B
- PasButre nonmuntemumu.



KnuHuka Tetpaabl Panno

» O4bIWeYHO-UMAaHOTUYEeCKMEe NPUCTYNbI BO3HUKALIOT, NpoTeEKas Hanboree
TSXKeno B Bo3pacTe OT 6 A0 24 mecsaueB, Ha o OHe OTHOCUTENBHON aHEMUN
6€e3 BLICOKOro YPOBHSA rematokpuTa).

= OObiWKa Bblpa’KeHa no Turny AnCrHoa.

* CUMMNTOM «4aCOBbIX CTEKOS» U «GapaﬁaHHblx najyiovyeKk» NnodaBIIAETCA B
3aBNCNMOCTUN OT CTeneHm rmnokceMmnmn Ha nepBomM — BTOPOM rogy >KU3HW.

» TonepaHTHOCTb K hn3nN4YeCKON Harpy3Kke CHUXKeHa [OeTU 4acTo
NpUcaXxmBarTCA Ha KOPTOYKU UK NEXaT B NOCTENU C NpuBeAeHHbIMU K
XMBOTY HOramu).

= [loBTOPHBLIE OPBW,
= Kapnec 3y60B,
= XPOHNYECKUN TOH3UMINT, rAUMOPUT.



 TeTpaga Panno:

— AedheKkT Mex>Kenyao4dkoBOm neperopoaKkn

— pacnono>xeHune aopTtbl Hag OM>KI1

— 3aTpydHeHNNE OTTOKAa KpoOoBU U3 MpaBoro

xXKenyaodka (rmnonfaasna NerodHom aprepun)

— rmnepTpodna NnpaBoro >Kenyaodka

CrmMmnToOMBbI:

— LlnaHos

— 3amegneHmne dn3ndeckoro
pasBnTnNA

— OgbliLuKa Npun Harpyskax

— Nonuynrtemmnsa

EFEanaAauuLIaa NMAaAarmALIvia‘

“Tet spell”

E aAr

www?2 . fesmu.ru




Clubbed fingers

Normal angle
of nail bed

_— “'*

Distorted angle Q
of nail

S ADAM. Inc




Terpaga ®ajio

* Du3ukanivHovie OaHHblE.

* 1. Knuandeckue nposiBICHUS 3aBUCIT OT CTENECHU OOCTPYKIIMH BBIXOTHOTO
TpaKTa MPaBOTro XEeIy04Ka. YeM MEHBIIIE JIETOYHbIM KPOBOTOK, TEM B OOJIBIICH
CTENICHU BhIpaXK€Ha runokcus. Hanbosiee THIMMYHO HACKIILIEHUE KPOBHU
KucJIopoaoM okoiao 70-75%. Buaumelil IMaHO3 3aBUCUT OT JBYX (PAKTOPOB:
CTECIICHU TMITIOKCUHU U COAEPKaHU reMOoroornHa. UeM BhIIIE TEMOTTIO0ONH, TEM
pPaHbIIIE 3aMETEH 1IMAHO3.

* 2. IHTEHCUBHBIA CUCTOJIMYECKUN IITYM BBICIYIIMBAECTCS 110 JIEBOMY KParo
rpyauHbl. Yem Oosee BhIpakeHa OOCTPYKIMS BBIXOJHOTO TPaKTa IIPaBOro
KeIIyqo4Ka, TEM Kopode u cliadee myM. BTopoi TOH MOKET OBITh
HEPaCHICTUICHHBIM (TaK KaK OTCYTCTBYET JICTOYHBIM KOMIIOHEHT) 1
AKIIECHTUPOBAHHBIM (M3-3a YBEIUYCHUS Pa3MEPOB U JCKCTPAIIO3UIIMH A0PTHI).

* ¥ OOJIbHBIX C aTpe3reH JIETOYHON apTEPUH MOXKET OBITh CJBILICH NOCTOSHHBIN
cucTono-guactoandeckui myM OAIl nnm OOJbIINX a0PTO-JIETOYHBIX
KOJUIATEPAIbHBIX COCYAOB. JTUTENBHO CYUIECTBYOMAN [IUAHO3 TPUBOIUT K
XapaKTePHbIM U3MEHEHMSM HOTTEBBIX (paJlaHT HajiblieB («0apadaHHBIX
aJI0YCK»).



AycKynbTaTUBHas KapTuUHa TeTpagbl ®anno
Onpepensercsa:

-TPOMKNIN NEPBbLIN TOH,

-rpyObIN CUCTONNYECKUN LLIYM U3THAHUS C
MaKCUMYMOM B TPETLEM U YETBEPTOM
MexXpebepbax cresa (npu MHPYHOANOYNAPHOM
CTEHO3€) U BO BTOPOM MexXpebepbe (npw
COYETAHUN C KNnanaHHbIM).

[1pn BblpaXXeHHOCTW KonnaTtepanbHOro
KpoBOOOpaLLEeHUst Ha CNUHE HaA, JIErOYHbIMU
NONAMMN MOXET BbICNYLLUMBATLCA CUCTONTMYECKNM
UM CUCTONOOMNACTONMNYECKUN LLUYM.



IHnarHoctuka Tetpaabl ®anno

*R- rpamma: [loBbiLLIEHHAA NPO3PAYHOCTb NEroYHbIX
Nonewu, NErovHbIN PUCYHOK 0OEHEH, KOPHU NETKNX
y3kune. CepagevHas TeHb B nepegHen npsimomn
NpoeKUnn MMeET KOHMUrypaum o B Buae
ronnaHacKkoro «aepeBsAHHOro» dallimMmadka.

BepxyLlKka cepgua 3akpyrrneHa v npunogHaTa Hag
anadgparmon. Tanua cepaua pe3Kko BbipaXkeHa.
CocyauCTbIN My4YOK pacLUUPEH 3a CHET CMELLIEHUSA U
pacLUNpeHNs BoCcxXoasdLlen aopThl.



Tetpapga Panno




OunarHocTtuka teTpagbl ®anno

2 JKI™: OTknoHeHne S0C BnpaBgo.

"IpnsHaku runeptpodun NXK 1 rmnokcun Mmmokapaa.
HapyLUueHne BHYTPUXenyao4koBou NPOBOANMOCTMW.
UacTnyHaa bnokaga npasoun HOXKK nyyvka ['nca (IMHMIMN) n
apyrme HapyweHua A-B npoBogmMMoCTH.

= IXO-KI': [losBonseTt onpenenntb BENUYNHY CMeLLeHUS
aopTbl, CTEMEHb JIErO4YHOro CTEHO3a U TMNePTPOdPUIO
NpaBoro Xenygoyka. /IByxMmepHas sxokapauorpadus u
JOINICPOBCKOC UCCJIICAOBAHHUC MOTI'YT OBITH JOCTATOYHBIMHU 1JIA
IIOCTAHOBKH AMAI'HO3d WU OIIPCACIICHHWA IIJIdHA JICHCHNA.
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nexmporxapouocparmma 6oabHOCZO C

npasoc oOpMupoO8aAHHBIM P aAGOPACROIIOHCEHHBIM
cepoyem u mempaoou Panno.

DnexkmpuuecKkasi oce cepoya OMmKIOHEHA NPABGO;
NPUSHAKU SUnNepmpoPuu npassix omoenos cepoyd.



TeTtpaaa ®@anno: oTKNOHEeHMe INeKTPUYECKON
OCUu cepgua BnpaBo, NpPU3HaKu rmneptpodpun
npaBoro Xenyao4ka



Terpaga ®aio

* [Iporno3s. /letu ¢ T® nMOCTENEHHO CTAHOBATCS 00JIEE IMAHOTUYHBIMH.

* 3a7iepKKa pa3BUTHS HAOIIOIACTCS B CIyYasX BRIPAKEHHOIO IT1aHo3a. Bo3MOKHO
pa3BUTHE TPOMOOAIMOOINUECKUX OCIIOXKHEHUM U a0CIIE€CCOB FOJIOBHOIO MO3ra.
CenTtuyecKui YHI0KAPANUT SBISCTCS OTJHUM U3 BO3MOXKHBIX OCJI0KHCHHUIA.

* [ Mnmokcu4YecKkue NPUCTYynbI

* [ MMOKCHUYECKHE MPUCTYIIbI MOTYT PAa3BUBATHCS Y JIETEW paHHETO BO3pacTa (Jauie B
BO3pacTe 2-4 MEeCSIEB) U MOTYT ITPUBOAWUTH K HEBPOJOTHYECKUM MOBPEKICHUIM
(Cynoporu, moTepsi CO3HaHUsI) U CMEPTH.

* ['unokcuueckue npuctynsl npu TP XapaKTEepU3yroTCs MAPOKCU3MOM OJIBIIIKH,
0€CMOKOMCTBOM M 3aTSXKHBIM IIJIa4Y€M, YCHUJIICHUEM 1IHaHO3a U CHUYKEHHUEM
MHTEHCUBHOCTU CUCTOJIMYECKOTO IIyMa.

* OOBIYHO, IPUCTYIIBI CIYYAIOTCS MOCTIE NEePUO/Ia I1a4a, KOPMIICHUS W JIe(DEKalliH.

* Het cBsI3M CO CTENIEHBIO MHMAaHO3a B IIOKOC U BEPOATHOCTb BOSHUKHOBCHUA ITPHUCTYIIOB.



Terpaga ®aLio

JleyeHne NpUCTYNOB COCTOUT B MPEPHIBAHUM MOPOYHOTO Kpyra HEIP(HEKTUBHOM OJBIIIKY U TUTIOKCHUH.
1. PebGenka cieayeT NpuBECTH B TTOJIOKEHHUE C COTHYTHIMU KOHEUHOCTSIMU

2. Mopdun B 103e 0,2 MI/KI Ha3HAYAETCS NOJIKOKHO MM BHYTPUMBIIICUHO JJIs OJABJICHUS BO30YKICHUS
JBIXaTEIbHOTO IEHTPA

3. KI/ICJ'IOpOI[ OOBIYHO Ha3HaA4YacCcTCi, XOTsA HC OKA3bIBACT 3HAYUTCIIbHBIX N3MCHEHHUH B HAaChIICHUHU KPOBU KHUCJIOPOAOM

4. Altu03 KOppUTUPYETCs BBEASHUEM COJIbl OMKapOoHaTa B 403¢ 1 MOKB/KI BHYTPHMBEHHO. J[03a MOXET OBITh
noBTopeHa yepe3 kaxapie 10-15 munyT. Cona CHMKAET CTUMYIUPYIONIEE BIUSHUE alli103a Ha AbIXaTeIbHBIN LEHTP

Ecau Bce 3T MEphI HE TOMOTAIOT, TO CICAYIOINIMMH IIaraMu JOJ>KHBI OBITh:
5. Ba30KOHCTPUKTOPHI, Takue Kak heHmPpUH (Me3aTOH) Ha3HAYAOTCsl BHYTpUBEHHO B 03¢ 0,02 MI/KT.

6. KetamuH, oT 1 10 3 MI/KTI Ha3HA4aeTCsl BHYTPUBEHHO B TedeHHUe 60 CEKyH/I, MOBBIIIAET CUCTEMHOE COCYIUCTOE
CONPOTHUBJICHHUE U CEaTUPYET peOeHKa

7. O63unan (mpomnpaunosno), 0,01-0,25 Mr/kr Ha3HaA4YaeTCA BHYTPUBEHHO MEIJICHHO, CHUXKAET YACTOTY PUTMA, MOXKET
pepBaTh MPUCTYII.

8. I/IHTY63HI/IH " IICPCBOJ HA NCKYCCTBCHHYIO BCHTUJIALINIO JICTKUX.

J1s npopuIAKTUKH NPUCTYIIOB MOXKET MIPUMEHATHCA MEPOPAIbHOE BBEJICHHUE TTpomnaHoioiia (003uana) B 103¢ 2-6
MT.,



JleyeHue TeTpaabl ®anno

= KOHCepBaTUBHOE ne4vyeHue:

= [1pn oabIWIEYHO-LUMAHOTUYECKOM NPUCTYNe HEODXOAMMO
4TOObI PEDEHOK NMpuXKarn KofeHu K rpyam (YyMeHbLLaeTcs
BEHO3HbIN BO3BpaT).

= [IpnmeHsaeTca p-p npomenona 1% no 0,1\rog *KnsHu n\K,
kKopanamuH 0,2\kr n\k. [lpn cnaame nero4yHon aptepumn-
063umaaH 0,1-0,05 Mr\Kr B\B KanesnbHO , BHYTPb.

» PagukanbHasi Xupypruyeckasa Koppekuus
» [lannuaTtnBHbIE onepauun:

= - CUCTEMHO-NEroYHbIE NN MeEXapTepmarnbHble aHaCTOMO3bI
bnenoka — Tayccur (nogknio4YnYHo-ero9HbIi aHacTomMo3),

= - aHacToMO3bl BaTtepcToyHa — Kynu
(BHYTpUnepvkapananbHbiM aHaCTOMO3 MeXAY BOCXOAsLLEN
aopTOW U NpaBoUu Nero4HoOn apTepuen).



[MonHaa TpaHcno3nuusa aopTbl U neroyHou aptepumn (TMC)

TMC -cuHuin BI1C, npn koTOpOoM aopTa OTXoAuUT OT
MOpPdroNorMvyeckn NpaBoro Xenyaoyka n Hecet
OKCUTEHNPOBAHHYIO KPOBb; NEroyHada aptepus - ot
MOPdPONIOrMYecKkm fieBoro Xxenyaouka.

AHaTomunyeckue BapuaHtbl TMC:

= D -TpaHcno3nuuga (aopta HaxoOuTCcsa cnpasa u Knepegu ot
Nero4yHoun aptepun).

= L -TpaHcno3nyua (Bocxoasilias aopTa HaxoguTca cnesa u
cnepegu oT NIero4HoOn apTepun).

= O - TpaHcno3nuusa (aopTta NexuT NpssMo Brepegn nepen
NTero9yHbIM CTBOJ1OM)

TMC pgenutcs Ha 2 TUna:
1. C nepenosiHEHHbIM NIero4HbIM KPOBOTOKOM
2. C obegHeHHbIM NEro4HbIM KPOBOTOKOM.



[lemoanHamuka TMC

» OCHOBHOW 0CODEHHOCTLIO reMOANHAMUKU ABRSETCS
Pa300LLLEHHOCTb KPYroB KpoBOOOpaLLEeHUs, KoTopble
COeaMHAITCA NPY NOMOLLM LLIYHTOB.

= Uepes WYHT apTepunanbHas KpoBb U3 NEBOro cepaua
nonagaeT B aopTy, a BeHO3HasA U3 NpaBoro cepaua — B
rfierkme, no3Tomy cbpoc NepeKkpeCcTHbIN.

= [1pn HANM4YMM 2-X LLUYHTOB KaXabl U3 HUX MOXKET
doyYHKUMOHMPOBaTb NPENMYLLIECTBEHHO B O4HOM
HanpaBneHun.



KnunHuka TMC

OCHOBHbI€ CUMNTOMbI MOABMAIOTCA C NEPBbLIX AHEN
)KU3HW: LiIMaHO3 (pa3HOW CTeNEHN BbIPaXXEHHOCTN),
ofblLLUKa, TaxXukapaus.

Ha 3-4 Hegene »XU3HW NoSABNAKTCS:
nepudepnyeckme oTeKn, yBenmdeHmne neyeHu,
3aCTOWNHbIE XPUNbI B NErknx, rmnotpodus, otctaBaHue B
NCUXOMOTOPHOM pa3BuTuun, Yactoele OPBW, nHeBMOHUM.



KnunHuka TMC

AyCKYH bTdaTUBHAA KAPTUHaA:

-npu TMC c nepenonHeHHbIM Nero4yHbIM KPOBOTOKOM - BAOJb

NeBOro Kpagqa rpyamHbl BbICIyLLNBAETCA HEMPOMKUN CUCTONNYECKUN
LLIYM, HO Y 20- 25% OeTen LyM OTCYTCTBYET;

npu TMC c o6egHEeHHbIM JIero4HbIM KPOBOTOKOM

BbICIyLLUMBAETCA rpyObi CUCTONIMYECKUI LLYM BO 2 — 3 MeXpebepbe
clieBa OT rpyauHbl,

-TaK KaK NnogdBJrieHne wyma o6ycn0|3neHo HaJIM4YNEeEMm

KOMMEHCUPYIOLLIMX KOMMYHUKALIMIA, TO €ro XxapakTep MOXeT ObITb
BECbMa Pa3fnNYHbIM.



NuarHocTtuka TMC

=R- rpamMmma: cepaue MMeeT oBalnbHy OOpMY B BMAe
«nLa, nexalyero Ha 60Ky », C Y3KMM COCyanCTbIM
Ny4kOM B nepegHe-3agHen Npoekumnm n paclunpeHo B
bokoBoMn.

= JKT: oTknoHeHne S0OC BnpaBo; NpuU3HaKu
rmneptpodun mmokapaa XK, pexxe runeptpodoun
MMokapga oboux XKenygovkoB U neperpyska
npegcepaun.

= IXO-KI': no3BonseT onpeaenntb aHaToOMUYECKOE
NOMNOXXEHNEe COCYa0B, COOTBETCTBUE XKENYO04YKOB
OTXOAALLMM OT HUX COCYOB U BbISABUTb



PAaHCNO3NLUNUA MalrCtTparibHbIX

-
=




TpaHCcno3numua MarucTpanbHbIX
cocyaosB

5



TMC: aneKkTpu4yeckasa oCb cepaua OTKINIOHeHa
BripaBo, npu3Haku runeprtpoduum (overload),
npaBoro Xxenyao4ka, overload npeacepoun



IJKI' naumeHTa ¢ KoppermposaHHbiM TMC n ymepeHHoOU
HeAOCTaTOYHOCTLIO aTPUOBEHTPUKYISAPHOro KrnanaHa. lNonHbiu
nornepeyHbin 650K, Q-BOJSIHA B fieBbIX MPYAHbLIX OTBeAEeHUAX
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KoppernpoBaHHbI TMC: OTKNOHEeHWe 35rIeKTPU4EeCKON OCH
cepaua Bneso (yron o QRS 16°), Q-sonHa B V5, V6 He
onpenensTca, QS 3akpyrneH B orBegeHusx lll, aVF, V1.



NeyeHne TMC

» KOHCepBaTUBHOE fle4eHune: Ha NepBOM 3Tane NpPoBOAUTCS
NOCTOAHHAasA MHQY3nA npocTarnaHgnHa E1;

= KOppeKUnsa metabonnyeckoro aunagosa obukapboHaTom
HaTpuS;

= [IPU OTEKE NIETKOro N TAXKENON M’MNOKCEMMNN 6ONbHOM
nepesogutca Ha BJ1.

» Xupyprmyeckoe neyeHue: pagnkanbHas aHaToMnyeckas
KOPPEKLWA NopoKa — apTeprarnibHoe NepexknioveHne; npu
COMNYTCTBYHLLIEN NMATONOrMnM KOPOHaPHbIX apTeEPUn —
npeacepaHoe nepeknodeHmne (onepaumst no CEeHHMHIY nnm

npouenypa MacTtapga).



KoapkTauuna aopThbil.

KoapKkTauuna aopThbl
npeacraBnsgeT cobon
BPOXOEHHOE CYXXeHue
NN NOJNHbIN NepepLIB
aopTbl B obnacTu
nepeLlenka ee oyru,
MHorga B rpygHoum unum
OptoLLIHOM YacTu.




AHaTOMM4YeCKMe BapuaHTbl KOapKTauum
aopTtbl (KoA)

N3onupoBaHHasA KoapKTauus

Koapktauusa B couyetaHuu ¢ OAll nocmodykmarsnbHas
(pacnonoxeHa Huxe otxoxaeHnsa OAl), rkecmadykmarsibHas
(NPOTOK OTKPbIBAETCHA Ha YPOBHE CYXXEeHUS), mpedyKmaJsibHasl
(apTepuranbHbIX NPOTOK OTXOOUT HUXEe KoapKTauun).

KoapkTauusa B couetaHuu c gpyrumu BN C (AMXKT1, AMTIIM,
CTEHO03 aopThl, aHeBpM3Ma CuHyca BanbcanbBhl,
TpaHCNO3nLUnA MarmcTparbHbIX COCy4O0B).

ATUnn4yHasa noKanunsauma — Koapkraums B obnactu rpyaHou
nnn OproLLHOW aopThl.



l'emoanHamuka KoA

IMeeTca cuctonmnyeckas neperpy3ka JieBoro >KeJjiygoyka u
CyLleCTBYEeT 2 reMoOANHaMNYECKUX pexnma:

1. lUNnepTOHNYeCKNN (BbilLle MeCcTa KoapKTaunum — BEepXHSAS
NnoJyioBMHa TynosuLLa)

2. TNNOTOHNYECKUN HUXKE CYXXEHUA — OptoLLHast NosioCTb,
HW>KHNE KOHEYHOCTN)

[Mpu nocTAyKTanbHOMU KoapKTaunm KpoBb U3 aopTbl NoA4
BbICOKUM AaBrneHmnem copaceiBaetcs yepes OAI B NeroyHyto
apTeputo, Npu 3TOM MOXET paHO Pa3BUTLCA MMMNepTEH3NS.

NMpn npeaykranbHOM BapuaHTe HarnpasneHne copoca Yyepes
apTepuarnbHbIN NPOTOK DyAeT onpeaensaTbCs pasHULIEN OaBNEHNN
MeXay Nero4yHou apTepuen n HUCXoOsALeNn aopTom HUXKE MecTa
KoapKTauuun; cbpoc MOXET ObITb apTEPUOBEHO3HLIM U
BeHoapTepuanbHbIM.



KnnHuka KoA

Y peten paHHero Bo3pacrTa:

1
2

3

5

. [ToBTOpHbIE MHEBMOHUH,

. AlBNeHna nero4yHo-cepaeyHon HegoCTaTO4HOCTM:
OTMeYaloTcH pe3kasi bneaHOCTb KOXXHbIX MOKPOBOB,
BblpaXXeHHas oAblLLKa,
3aCTOMHbIE XPUNbI B NNETKUX, UMUTUPYIOLLIME MHEBMOHMUIO.

. leTtn oTcTaloT B 13n4eCcKomM pa3BuUTUKU, UMeeTcsd rmnotTpodums I-111
CTENEHMWN.

. Al Ha pykax y oeTen OocTuraeT BbICOKUX Lndop — o
190-200/90-100 Mmm pT. CT., Npu codeTaHuamu ¢ gpyrumm BI1C A/l
130-170/80-90 MM PT. CT.

. Ha Horax paBrneHue He onpepnendeTcd njiin pe3ko CHUXKXEHO.



KnnHuka KoA

Y peteun ctapwero Bo3pacrta (npu oTCyTCTBUN Xarnobdb NoBbILLEHHOE
ALl obHapyXnsarT Crny4anHo):

rOSTIOBOKPY>XEHUS,
TAXeCTb 1 OOrb B rosioBe,
NOBbILLEHHYIO YTOMIISIEMOCTb,
HOCOBbIE KPOBOTEYEHUS,
bonu B cepaue.



AycKkynbtaTuBHas kKaptuHa KoA

= Cuctonuyecknm lwym rpyboro temodpa wyma narHaHus pasnnyHou
NPOAOIMKUTENBHOCTU MPENMYLLIECTBEHHO HA OCHOBaHMKM cepaua
NN c3agm B MeXnonartodHon obracTtu cnesa (MecTo NpoeKumnn
nepeLluenka aopThbl).

= KpOMe CUCTONMMYECKOrO LyMa Npu aycKyrnbsTtaumum MOXHO
3anogo3puTb ABYCTBOPYATLIN aopTarbHbIN KnanaH (HerpyobIn
CUCTOSIMYECKMU LLIYM BO BTOPOM MeXpebepbe cnpaBa) nnm ero
He4OoCTaTOYHOCTb (MpoTOAMaCTONMNYECKUN LUYM BO BTOPOM U
TPETbEM MEXPEDEPbAX crieBa y rpyanHbl), HEAOCTATOYHOCTb
MUTParnbHOro KnanaHa (CUCTONMMYECKNUn LWyM Ha BEPXYLLKE C
nppagvaunen B NeBYIO akCUNMAPHYHO 0bacTb).



INunarHoctuka KoA

*R- rpamma J1ero4HoI pUCYHOK HE N3MEHEH.

*[1o HUXKHEMY Kpato 3agHUX OTPE3KOB 6-7 pebep onpenensitoTcs
KpaeBble «y3ypbl». Tanua cepaua BeipaxkeHa. AopTa paclumpeHa
B BOCXOOSLLEM OTAene, «nyroBka» aoprta 3anagaer. JleBbin
Xenynovek rmneptTpodmnpoBaH.

e IKI': HopmanbHoe nonoxeHne S0C. HapyLleHne npoueccos
penonspusaunm B XXenygo4kax ( otpuuatensHbin 3ydey T B
oTBeaeHuun V4a).

e IXO-KT: I'pun 2-x mepHOM nccriegoBaHnMm MOXHO YBUOETb MECTO
N CTENEHb CY>XEHUA aopThbl, OLLEHUTb COKPaTUTESNbHYIO
CNOCOOHOCTb NEBOIO Xenyao4dka, onpeaenntb ConyTcTBytoLWne
BPOXJEHHbIE MOPOKMN.



Cumntom «undpbl 3" (NpecTeHoTU4YecKoe M
MOCTCTEHOTUYECKOe pacLlinpeHmne HUCXoasLeu
aopTbl B 30HE KOApKTauuu aopThbl)




CumnTom «undpbl 3» (NpecTeHOTUYECKoe u
NOCTCTEHOTUYECKOe pacLuMpeHue HuUCxoaaLero
oTaena aopTbl B o651acTy Koapkrauum Ao)



“Y3ypauusa’ pebep npu KoapkKkrauumn
aopTbl




NeyeHune KoA

= KoHCcepBaTMBHOe ne4vyeHue: [1pn paHHeM OebtoTe - nevyeHune
3aCTOMHON cepaevYHOUN HeEQOCTAaTOYHOCTU (ONYPETUKU, MHOTPOMHbIE
cpeactea).

=[1pn no3gHem gebitoTe — nevyeHne apTepmnanbHON TMNEPTEHINN
9P EKTUBHO KOPPUTNPYETCSH Ha3HaYEeHNEM [B-aapeHObNoKaToOpPOB.

= Xupypruyeckoe nedyeHue: Y HoBOPOXOEHHbIX N AeTen paHHEero
BO3pacTa NPUMEHAETCS ornepaunsa aopTonnacTUKM ¢ NNacTUKou
NeBOU NMOAKNYNYHON apTepPUN,

=Y OOnbHbIX CTapLle 5 — 6 NeT HanbdorbLlee pacnpocTpaHeHNE NMEET
MeToanKa pe3eKkumn KoapKTaLum aopTbl C HANOXeHMeM aHacToMo3a
KOHEeL, B KOHel,

= B nocnegHee BpeMA CTalla NPUMEHATbCAH bannoHHaa aunarayus
CY>XEHNA N TPaHCKaTeTepHble MeTObl.



bannoH

Cxema CTeHTUpOBaHUSA

aopThbl



TakTuka BeneHus geteun ¢ BI1C
* lleyeHune XCH:

e cepaedHble rmmko3nabl (CTpoMaHTUH, KOPrinkKoH — 0,1 Mn/rog XX1U3Hu, He
boriee 1 Mn B CYTKKU, AUIOKCUH — [03a HacblweHus — 0,03-0,04 Mr/Kr Ha Tpu
BBeEeHMNS, 3aTeM Nepexon Ha nogaepxusaroLlyto Ao3y — 0,01 Mr/Kr ,CyTKMN Ha
nBa npuema)

* MOYEroHHbIe (nasukc, dypocemua — 1-3 Mr/Kr, BEepOLUNMUPOH 2-4 Mr/Kr)
* tHrMouTopbl Ald (kanTonpun — 1-2 Mr/Kr?cyTkn Ha aBa- Tpy npmema)
* B-Onokartopsl — nponpaHonon — 0,1-0,2Mr/Kr/cyT.

e IKMO - skcTpakopnoparnbHass MeEMOpaHHast OKCUreHaumst KpoBU

» Koppekuua HapyLleHnn putma cepaua.



TakTuka BegeHus geteu ¢ BIIC

* KoppeKkumnsa oCrnoXxXHeHnm co CTOPOHbI OPraHoB AbIXaHUA (OPOHXUTHI,

NMHEBMOHUN)-
- aHTMbaKTepunanbHasa Tepanusa: 3almEHHbIE NEHNLNNIINHBI (AMOKCUKIaB,
ayrMeHTUH); uedanocnopuHbl lI-Ill nokoneHusa (kedpson, opTyMm, LedOCuH,

cynpakc), Makponuapl (a3uTpOMULNH, KNapUTPOMULIMH);

- MYKOINMTUYECKUE U OTXapKuBatrLLme npenapaTbl (na3onsaH, 6pOMrekcuH,
ambpokcon, regenukc, apecnan),

- NOCUHAPOMHas Tepanus (>kaponoHmKatoLas, Ae3NHTOKCUKaLMOHHas 1 ap.).

* Koppekuma MMMYyHHOU He[QOCTAaTOYHOCTU (MMMYHOIrNooOynuHbl —B/M, B/B-
NMMMYHOBEHMWH, NEHTarnobuH; nHTepdepoHbl- BUDEPOH, KUMPEPOH;
afanToreHsbl).

e Koppekuusa poHOBbIX COCTOSIHUN (paxmnTta, aHEMUK, TMNOKCUYECKU-
nwemunyveckmnx nopaxenmn LUIHC, ancbumnosa kmweyHuka).

 OnepaTtmnBHOe neveHue BI1C.



bnarogapto 3a
BHUMaHue!



