FAaBa 12
BPOXXAEHHbBIE MOPOKH CEPALLA

Bposxnennsie opokn cepamna (BIIC) — aro anomanmuu crpoenust
Cepiila U KPYIHBIX COCY/0B, GOPMUPYIOIIUECS B MEPUOA IMOPUOHAIBHOTO
passutust (3MOGpUONATHN), B PE3yJIbTaTe KOTOPBHIX BO3HUKAIOT HAPYIIEHWS Te-
MOJMHAMWKH, YTO MOKET IIPUBECTH K CEPAEYHON HETOCTATOYHOCTH U TUCTPO-
uueckum nsmenenusM B Tkausax opranudma. Yacrora BIIC B Poccun cpenn
HOBOPOK/IEHHBIX BapbupyeT B ipezienax 0,7—1 %, uto cocrasasger 10 % oT Bcex
BPOXK/IEHHBIX AaHOMAJINIT — TPEThE MECTO TTOCJIe BPOKIEHHBIX aHOMAJIUIT OTIOP-
HO-JIBUTATEJIbHOTO aIlliapaTa, eHTPATbHOI HEPBHOI CUCTEMBI.

Cpenu Bcex BIIC nanboJsiee 4acTo BCTPEUAOT AeeKT MEKIKETyI0UKOBOI
neperopoaku (15-33 %), OTKpBITHII apTepuaibHbIil TPOTOK (6—18 %), medexT
MesKIpencepaHoit meperopoaku (2,5—16 %), koapkraiuio aoptsl (6—15 %), Te-
tpany Danno (8—14 %), crenos serounoii aprepuu (6,8—9 %), TpaHcrnosuimio
MaTUCTPAJIBHBIX cOCYNOB (5—7 %), CTEHO3 YCTbst a0pThl (2—7 %), OTKPBITHIi
aTPUOBEHTPUKYJISPHBII KaHas (2—6 %), 061t aprepuanbhbiii ctBog (1-4 %).

Y muorux neteit ¢ BIIC umeror MecTo coueTaHust pa3jimyHbIX TOPOKOB Cep-
mma. [Ipumepno y 1/3 nereit BIIC coveraioTcst ¢ akcTpakapauaaibHBIMU BPO-
JKIEHHBIMA  AHOMAJTHUSAMU  (OTIOPHO-/IBUTATEIbHOTO  alllapara, IeHTPATbHOIN
HEPBHOIW CHCTEMBI, JKeJTyJOUYHO-KUIIEYHOTO TPAKTa, MOYENOJOBON CUCTEMBI
U JIP.) ¥ MHOTOYHCJIEHHBIMU CTUTMAMU JI39MOPHOTEHE3A.

Amoaorua. BIIC umeroT npuynHoii Tpu rpymnisl (pakToOpoB.

Hepsuunvie 2enemuuecxue paxmopwr. HacieoBatvie mopoka MoxeT ObITh
06YCJIOBJIEHO KOJIMYECTBEHHBIMU W CTPYKTYPHBIMU XPOMOCOMHBIMU AHOMATLU-
amu (5%) i mymavusmu edunuunozo zerna (2—3,5%). Cpemar XpoOMOCOMHBIX
aHoMasnii, yacto coveramomnuxcsa ¢ BIIC, caemyer ormetuTs Tpucomuio 13
(cungpom Ilaray), Tpucomuio 18 (cunapom Iasapzca), Tpucomuio 21 (cuH-
npom [layna), monocomuio X (cungapom Teprepa).

Tepamozennvie paxmopot enewneis cpeovt (3—5%). DopmMupoBaHUIO
BIIC moryT crioco6cTBOBaTD: 8HYympuympobHsie undexuuu (BUPyChl KPaCHYXH,
IIUTOMETAJIOBUPYChI, BUPYChl KOKcaku, BUPYChI TPUIITIA U JIP. ); UCTIOJIb30BaHUE
GepeMeHHOI JKEHIIMHON JIeKapCcmeeHHbix npenapamos (aKpUXuH, aMUHA3UH,
AHTArOHUCTHI (DOJIMEBON KUCTOTHI, aM(MeTaMUHBbI, TPOTeCTareHbl, PenapaThl
JIITHUST, OPAJIbHbIe KOHTPAIEIITUBBI 1 JIP.), YIOTPeOJIEHUE AIK0205, KOHTAKThI
¢ mokcuyeckumu seuecmeamy (KUCJIOTbHI, CIIUPTHI, COJIH, IIUKITUYECKUE COEH-
HeHUs, TsoKeJble MeTaslibl 1 7ip.). CyliecTBeHHOe 3HaYeHne B (popMUpoBaHUN
BIIC umeior caepyionue haKkTOpbL: HEOIAzoNpUsimHble SKOI02UUecKue paxmo-
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pui (MOHU3UpYIOIAsl pajualins; 3arps3HeHne Bo3/lyXa, BO/Ibl U ITOYBBI MyTa-
TeHHBIMU BEIECTBAMU U [IP.), depuuum numanus. Mamepu Ha PaHHUX CPOKax
bepemennocmu, 6o3pacm pooumeneti (MaTh Muajiie 15 et wiu crapiie 35 Jer,
orelr crapiie 45 Jiet), 3a601e6anust u cocmosHus camoi mamepu (3a60JeBaHMs
CEPIEYHO-COCYTUCTON CHCTEMBI, CaXapHbIi auaber, MeTaboJImyecKrue HapyIe-
HVISI, TSDKEJIBII TOKCHKO3 TI€PBOIl TTOJIOBUHBI GEPEMEHHOCTH, MaJibie CPOKH Te-
craru u zip.). Tepatorennbie BaustHust GakTOPOB CPeibl 0COOEHHO OMACHBI B
nepuoj ot 2—3 10 8—12 Hen rectaiiuy, Korjia MPOMCXOANUT IIepPBUYHAS 3aKJIa/Ka
u hbopMHUpOBaHUEe CTPYKTYP ceplia.

Bsaumooeiicmeue zenemuveckux paxmopos u nedbaazonpusmuolx Qax-
mopos enewnetl cpedot. B ionasstioniem 6obinmuHCTBe ciydaes (0k0s0 90 %)
BIIC otnocsT Kk myavmugaxmopuvim 6omnestsiM. Puck BosuukHoBeHus1 BIIC
3aBUCHUT OT COUETAHNs, CTelIeHN BBIPAKEHHOCTH U CPOKA BO3/IeHCTBUS BCeX T1e-
peyncIeHHbIX BbIle (haKTOPOB.

[Tpu eenemuuecxom xoncyrvmuposanuy CINTAIOT, YTO BEPOSITHOCTh BO3HUK-
nosenust BIIC y pebenka (1ipoban/ia) pu HATUYUK TAKUX TTOPOKOB Y POJICT-
BeHHUMKOB 1-ii cTenenu pozcTBa coctasisier 50 %; y pOACTBEHHUKOB 2-i1 cTe-
HeHu pojacTBa — 25 %, y POACTBEHHUKOB 3-if crernienu poactsa — 13 %. Eciu B
ceMmbe yixke ectb pebenok ¢ BIIC, To puck poxaenust Broporo peberka ¢ BIIC
cocrapisier 1-5%. Eciiu B cembe umeercst iBoe zeteit ¢ BIIC, To ator puck
Bo3pacTtaer 10 13-15%.

MatoreHes. [Tatosnornyeckue uamenenust npu BIIC muoroob6pasubl 1 06-
YCJIOBJIEHBI TPeMsl OCHOBHBIMHU COCTaBJIAIOIUMU: 1) XapakTepoM aHaTOMuUyYe-
CKUX /1e(heKTOB; 2) CTeTeHbI0 HAPYTIIEHNST TeMOJIMHAMUKH; 3) BBIPAXKEHHOCTHIO
U TEMIIOM JIUCTPOPUYECKUX ITPOIeCCOB B OPraHu3Me.

Broienstior 3 dasbr reuenust BIIC (no K. @. [IupsieBoit).

1. Daza nepeuunoii adanmauuu — npucriocobieHre oprannama pebeHka

K UMEIOIIMMCS HapyIIeHUSIM TeMOJAMHAMUKH. BbIpaskeHHOCTD KIMHIUYECKUX
IIPOSIBJIEHUI TIPU 9TOM HAIIPSIMYIO 3aBUCUT OT CTEIIEHN FeMOJIMHAMUYECKIX
pPacCTpOUCTB. DTOT TIEPUOJT XaPAKTEPU3YETC «aBAPUUHONY> CTaINe KOM-
IIeHCaTOPHOM TurepdyHKIMN cep/lia, POosBJIsIoNieiics yBeJarndyeHreM 1MH-
TEHCUBHOCTH (DYHKITMOHUPOBAHUS CTPYKTYP MUOKap/a 1 (popMupoBaHueM
ero runeprpoduu. [Ipy BbIpakeHHbIX TeMOAMHAMUYECKUX HApPYIIEHUSX B
HTOM CTaJINH MPOIecca YacTo HAOMIONAIOT TIPU3HAKU OCTPOIT CEpIeYHOI He-
nocrarounoct. [To crarucruxe, 40—70 % nereii ¢ BIIC 6e3 xupyprirdeckoii
KOPPEKIINHU TIOPOKa TIOTHOAIOT B MEPBbIE MECSIIBI WU TIEPBBIN TOJ KU3HH.
2. Daza omnocumenvHOU KOMNEHCAYUYU — BPEMEHHOE YIIyUIIIeHe COCTOS-
HUs pebeHKa, 00yCJIOBIEHHOE OTHOCUTEIBHO YCTOWYUBOI TUTIePhYHKITU-
eli cepaia u copMupoBaHHol runeprpodueii Muokapaa. Jlannas dasa
06bIuHO HacTymaer nocyae 2—3 jer xusau peberka ¢ BIIC, ecom oH He
noru6 B miepByio (asdy Gosesnu, u npogoskaercst 10 12—15 xer. Oxnaxo,
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HECMOTPST Ha BPEMEHHOe OJIaroroJsiydne, CBsi3aHHOe ¢ OTHOCHTEIbHOM cTa-
OUIIBHOCTHIO TEMOJIMHAMUKH, B TUTIEPTPOMOUPOBAHHOM MHOKAPJIE UCITO/-
BOJIb Pa3BUBAIOTCSI OOMEHHbIE U CTPYKTYPHBIE HAPYIIIEHNUST, 4TO MOCTETIEH-
HO IIPUBOJIUT K 3aCTOMHOI cep/ledHOl HeloCTaTOYHOCTH.

3. Daza dexomnencauuu (mepmuHaIbLHAAL) — PE3KOE CHIKEHIE KOMITEH-
CaTOPHBIX BO3MOKHOCTEH, pa3BuTHEe IUCTPOMUIECKUX U JleTeHePATUBHBIX
M3MEeHEHUN B cepjille M TKaHsAX opraHuama. /s aToil ¢asbl XapaKTepHBbI
mporpeccupyionias XpoHudyeckas (3acToifHasi) cepjieuHas HeA0CTaTOd-
HOCTb, KapAHOCKJEPOTUYECKHE WM3MEHEHUs, PacCTPOICTBO MUKPOIUP-
KYJIAIUY, CKJIePOTUYeCcKre n3MeHeHusl B opraHax u Tkanax. [Ipu ecrect-
BEHHOM TEYEHWHU JaHHBII MPOIecCe Hen30eKHO 3aKAaHIMBAETCSI CMEPTHIO
GOJIBHOTO.

Jezounasn eunepmen3dua urpaeT BaXKHYIO POJib B TaTOTeHe3€ HapYNIEeHUN
reMOJIMHAMUKH Y JIeTeii, MOCKOJIBKY TPYIIa MOPOKOB Ceplla ¢ 0002auenuem
Manozo Kpyea xposoobpawenus no dacrore serpedaemoctu (6osee 50—60 %)
3HauuTesbHO onepeskaer apyrue BIIC. B nporecce hopMupoBanus JeToqHOM
TUTIEPTEH3WH TaKKe BBIZIESIIOT TP (hasbl.

1. Tunepsoremuueckas ¢paza — MpU BHIPAKEHHOM apTEPUOBEHO3HOM cOpoce

KpOBHU (JI€BO-TIPABbIN IIYHT) MPOUCXOUT TUTIEPBOJIEMUST COCY/IOB JIETKUX,
B OTBET HA KOTOPYIO BO3HUKAET HE3HAUNTEIbHBIN 3AIUTHBIN CTTIa3M COCY-
NOB Ge3 CyIIEeCTBEHHOTO YBEJINIEHUST 0OTIENTETOTHOTO COMPOTUBIECHUS 1
JIaBJIEHUS B JIETOYHOU apTepuH.

2. Cuewannas ¢pasa — NPOUCXOUT 3ALIUTHOE TIOBBIIIEHNE AaBJICHHS B CUC-
TeMe JIeTOYHO apTepri, BbI3BaHHOE (DYHKIIMOHAJIBHBIM CIIa3MOM COCY/IOB
serkux. [ToBbiiieHHOE OOIIETIETOYHOE COTIPOTHBIIEHNE KPOBOTOKY TIPHBO-
JIAT K YMEHBIIEHUIO apTePHOBEHO3HOTO cOpoca KpoBu. [lanHoe cocTosiHue
etre sIBJISIeTCsT OOPATHMBIM.

3. Cxkaepomuueckas ¢pasa — BO3HUKAIOT HeOOpaTHMbIe JECTPYKTUBHbIE W3-
MEeHEHUS CTEHOK COCY/IOB JIETKMX M CTOHKAs JIeTOUHas TUIIePTeH3Us, pe3-
KO ocyoxusomas redenne BIIC (Bropuunblii cunopom Jisenmenzepa),
COTIPOBOK/IAIONIASICS IIUAHO30M.

Iuanos yaie BO3HUKAET NPY BEHO3HO-apTepHaIbHOM cOpoce KpoBu (Ipa-
BO-JIEBBIW NITYHT) UJIU CMEIIMBAHUW CUCTEMHOTO U JIETOYHOTO KPOBOTOKA, KOT-
7la BEHO3HAsT KPOBD MOTA/IAeT B apTEPUATBHOE PYCJIO U KOJTMYECTBO BOCCTAHOB-
JIEHHOTO reMOr/I00MHA 9pUTPOLUTOB yBeandnbaercs 10 50 v/ «Cunue» BIIC
COTIPOBOJK/IAIOTCS TUIIOKCeMuei 1 runokcueil. [Ipu aToM yacto HabmogaoT
KOMIIEHCATOPHYIO MOJUIUTEMUIO (KOJUYECTBO IPUTPOIMTOB 10 6 x 1012/7),
MOBBINIIEHNE TEMATOKPUTHOTO YHCJIA, YBeIMdeHre 00beMa IUPKYJIUPYIOeil
KPOBH ¥ €€ BSI3KOCTH, MeTaboIMuecKuil ainio3. JlaHHble H3MEHEHHS! CO3/IAt0T
YCTIOBUS JIUIsT TPOMOOOOPA30BaHKsI M HAPYIIIEHMS] MUKPOIPKYJISIIUH, 4TO MO-
JKeT CII0coOCTBOBATh PA3BUTHIO JIOKAJIBHBIX PACCTPOICTB TeMOIMHAMUKH.
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Kaaccuomkaums. Ilequarpsl 06bI9HO MCIONIB3YIOT Kiaaccudukammio BIIC,
MOCTPOEHHYIO 10 TATO(DU3MOJOTUIECKOMY TTPUHIIAITY C Pa3jie/IeHUeM I10 Xa-
paKTepy HapylieHU TeMOJAMHAMUKH U 110 HAJIMYUIO UJTU OTCYTCTBUIO IIMAHO3a
(maban. 12.1).

Tabnuya 12.1

Knaccudukanus BposkaeHHbIXx mopokoB cepana [mo C. H. Mapaepy]

FemoanHamuka Bes umaHosa C unaHosom
O6oralLeHe Manoro kpyra [JledexT MexxenynoukoBoii neperopoaku, AedexT | TPaHCNO3MLMS MAruCTpasbHbIX COCY0B,
KpoBoOGpaLLEHNs MEXMPeACEepAHOI Neperopoaku, OTKPbITHIV apTe- | 06LLMin apTepuanbHbiii CTBON, FaBHbIA

puanbHblii NPOTOK, OTKPBITHIA aTPUOBEHTPUKYNSP- | NErOYHbIi CTBOM, €ANHCTBEHHBIA Xenyao-
HbI/ KaHan, aHOMabHbIA IPEHAX NIETOYHBIX BEH | Yek CepAaLa, KoMniekc dii3eHmMeHrepa

0bepnHeHme manoro kpyra kpo- | CTeHo3 neroyHoil aptepum Tetpapa ®anno, aTpeaus TpexcTBopyaTo-
BoOGpaLLEeHNs T K/lanaxa, TPaHCMo3nLMs MarucTpab-
HbIX COCY[I0B CO CTEHO30M JIEr04HOM
apTepuu, NOXHBIA 0BLLMIA apTepuanbHbIi
cTBof1, 6one3Hb JbLTeliHa

MpensiTcTare KPOBOTOKY B 60b- | CTEHO3 YCTbs a0pPTbI, KOAPKTALMS A0PTbI
LLIOM Kpyre KpoBooGpaLLieHus

be3 HapyLueHmii remoguHamuky | [lekCcTpokapams, aHOManum NoaoXEHUS ayru
a0pTHl U ee BETBEA, HeOOMbLIOI AedeKT Mexoke-
JIy[104KOBOVA NEPEropoaKM B MbILLIEYHOI YacTu
(6onesHb TonounHoBa — Poxe)

B pasBepHyTOM KJIMHUYECKOM [MArHo3e KpoMe HO30JOTMYeCKON (opMbl
BIIC 1esiecoobpastio orMeTuth a3y TedeHHs MOPOKa, CTeleHb He0CTaTOu-
HOCTHU KPOBOOOPAIIlEeHUs, HAINYUE JIETOYHON THIIEPTEH3UN U IPYTHX OCTIOKHE-
HUT.

KanHmueckas kaptHa BIIC Becbma pasnooOpasta v uHanBuayaibaa. OHa
3aBUCHUT KaK OT XapakTepa MOP(hOJIOrHUYecKX U TeMOIMHAMUYECKUX Hapylie-
HUI, TaK ¥ OT KOMIIEHCATOPHBIX BO3MOKHOCTEHN M PEAKTUBHOCTH KOHKPETHOTO
opranusMma. [Toaromy maske Tounsrii fuarnos BIIC naneko ve Beceraa onpeensi-
€T MPOTHO3 3a60JIeBaHMSI.

AmarHocTuka. TleauaTp 06si3aH:

— 3anono3puTh y peberka najmune BIIC;

— OIIEHUTD XapaKTep W CTeTleHb TeMOJMHAMUYEeCKUX HapYIIeHUT;

— MPEATIONOKUTh AaHATOMUYECKU BADUAHT TTOPOKA,;

— YTOUHUTD (pa3y TeyeHUs TIOPOKa;

— BBISIBUTH UMEIOTIUECS OCTOKHEHMS;

— CBOEBPEMEHHO HAMIPABUTH OOJIBHOTO B KAPAMOXUPYPTrHYECKHUI CTAIIMOHAD

JUTs yTayOJIeHHOTO 00CJ/IeIOBaHNsl, BKJIIOUYAIONIET0 MarHUTHO-PE30HAHC-
HYI0 TOMOTrpaduio U KaTeTePU3aInio cep/iiia u CoCy/10B.
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IIpeononazamov nanuuue BIIC y pedenxa caedyem:
— 1IPY PE3KOM YXY/IIIEHUU €T0 COCTOSTHUS;
— 1P BHE3AITHOM MOSIBJIEHUH TIPU3HAKOB CEPAEYHOI WIIN JbIXaTeJIbHON He-

JIOCTaTOYHOCTH;

— IIPU TIOSIBJIEHUU TIMAHO33,;
— IIPU BBISIBJIEHUH TIIyMa CEP/IIa, 0COOEHHO OPraHMYeCKOTO XapaKTepa;
— 1pu 0OHAPY KEeHUH PU3HAKOB runeprpodun kamep cepama Ha K.
ITpu noxospennn Ha BIIC neobxoaumo nposectu IKI, yabTpasBykoBoe

uccaeoBaHue cepiiia U KPYMHBIX COCyNOB (axokapauorpacduio), peHTTeHO-
rpaduio OPraHoOB PYAHON KJIETKU U TPOKOHCYIbTUPOBATH PeOEHKA Y IETCKOTO

Kap/InoJIora.
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[Ipy HATMYUK OCTIOKHEHHI KOMILIEKC 00CTe0BAHNS MOKET ObITh PACIIu-
pen. s quddepeHnnanbHoi IMarHoCTUKY KapAXOTeHHOTO IMaH03a W IIha-
HO32a IPU APYIUX, Yalle JETOYHbIX, 3a00I€BAHIAX UCIIOAb3YIOT TUIIEPOKCHIYE-
ckuii rect (maba. 12.2).

I'mnepokcuyeckuii TeCT NPU BbIPAsKEHHOM IIHAHO3€ KOKH
[mo A. B. Ma3sypuny, . M. Boponnosy, 1999]

Tabruua 12.2

CeppaeuHble 3a6oneBaHusi Jleroutbie 3aGoneBaHus
MapameTpbi
AbixaHue Bo3ayxoM | pbixaHne 100% 02 | pabixaHue Bo3ayxoMm | AbixaHue 100 % 02
LinaHos koxun Ectb Ectb Ectb Wcuesaet
CAT, % 60 62 60 99
PO2, mm pT. CT. 35 38 35 120

Ilpumeuanue. CAT — HacbileHUE TeMOTTIO0MHA KUCJIOPOIOM.

Aeyenme. O6mmue npuniumbsl gedenust BIIC BkIogaioT Tpu HampaBieHusI.
1. Okazanue HeoMAONHCHOU NOMOWU NPU YXYOULEHUU COCMOAHUSL OBONLHO-
20 — Jle4yeHe OCTPOU W XPOHUYECKOU CepP/IeYHON HEeOCTaTOYHOCTHU, TH-
MOKCEMUYECKUX MTPUCTYTIOB U [IP.

2. Jlewenue ocnoixcHenull u CORymcmeyouux 3a001e6aHuli — TUTIOKCYe-
CKHMX TIOPaKeHWH PasJMYHBIX OPTaHOB, KOATYJOTATHH, CKJIEPOTUIECKUX
M3MeHEeHWH, HapyleHNu il puTMa 1 TIPOBOIMMOCTH Cep/IIia, MH(PEKITMOHHO-
IO 9H/IOKAP/INTA, 0YaroB WHMEKINH U JIp.

3. Ceoespemennoe xupypeuueckoe neuenue. 11okazanust K onepaTuBHOMY
nevyennto BIIC, o6beM 1 criocob XUpyprudecKoro BMENIaTebCTBa OIpe-
niesisieT KapAnoXupypr.

B maba. 12.3 npencraBierbl OCHOBHbIE BapraHTbI orieparuii mpu BIIC.
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Tabnuua 12.3

Xapakrepucruka HauboJiee YaCcTO NPUMEHSIEMbIX XUPYPrHYECKHX Olepanuii
IPH BPO3K/IEHHBIX OPOKAX CEP/AIA, MMEIOMUX aBTOPCKOE Ha3BaHUE
[Bopo6ner A. C., 2010]

Ha3zeaHue onepauumn

CywwHoCTb onepauum

BIC, npu KoTOpbIX NPOBOANTCS
[aHHas onepauus

Bnenoka—Tayccur
(A. Blalock—H. Taussig)

TMO/KMOYMYHO-NErOYHbIA aHACTOMO3

TeTpapa ®anno, atpeaus TpUKycnu-
[JanbHOTO KnanaHa, evHCTBEHHbIN
Xenyaouek cepaua

BarepcroyHa—Kynu
(D. Waterstone—D. Cooley)

AopTONEroYHbIi aHACTOMO3 (aopTa C NPaBoii NEroYHoMN
apTepuen)

Tetpapa ®anno, eAMHCTBEHHbIiA Xeny-
JI0YeK cepaua

BepHnxapma—Kynn
(W. Wernhard—D. Cooley)

06X0AHOE LUYHTMPOBAHWE MECTA a0PTAIbHOTO CYXEHHUS:
BLUMBAETCS KNanaHCoAepXaLLyii NpoTe3 MeXMy BepXyLu-
KOW NEBOro Xenyao4ka u BOCXOASLLEN aopTon

TMoaknanaHHbIA CTEHO3 aopThbl

Dot (D. Doty)

AopTonnacTuka: paciLMpeHe BOCXOASLLE a0pThi 10-
CTUraeTCs BLUMBAHUEM 3aM/aThl B BULE «LUTAHULLEK»

HapgknanaHHbli CTEHO3 a0pTbl

XarteHe (A.Jatene)

ApTepuanbHoe nepeksiioueHre nyTeM nepeMelLeHns
apTepuasbHLIX COCYN0B

TpaHCno3nLMs MarUCTpaibHbIX COCYIOB

Kena (J. Keane)

06x0[HOE LUYHTVUPOBaHME: BLUMBAETCS KianaHcoaep-
Xalwmil TpybuaTbli NPOTE3 MEXY BEPXYLLKON NEBOTO
XEeNy[04Ka U HUCXOAALLMM OTAENOM a0pThbl

IuddysHas Gopma HagknanaHHOro
CTeHO03a aopThl

KonHo (S. Konno)

AOPTOBEHTPUKYNIONIACTMKA PACLLMPEHMS BBIXOAHOIO
OTZIeNa NIEBOro XeNynoka v YCTbst a0pThl C OfIHOBpE-
MEHHbIM NPOTE3VPOBAHVEM A0PTALHOIO KianaHa

lMoaknanaHHbI CTEHO3 aopThbI

Mactepga (J. F. Mustard)

BHYTPMNPECEPaHOE NEPEKIIOYEHIE B Pe3yNibTaTe
MMIACTYKI MEXTPECEPAHOM Neperopoiki

TpaHCNo3MLMS MaruCTpasbHbIX COCYLOB

Mionnepa—AnbbepTa
(W. H. Muller—H. Albert)

CyXeHue NeroyHoi aptepumn

AMXTT npu KpUTUYECKOM COCTOSIHUM Y
neten fo 1 rofa, a Takxe B COYETaHUu
¢ opyrumu BIC; atpesus Tpukycnm-
[JAIIbHOrO KNanaxa C yBeNMYEHHbIM
JIErOYHBLIM KPOBOTOKOM; €AMHCTBEHHbIA
XENYLOYEK C YBESIMYEHHBIM JIEFOYHBIM
KPOBOTOKOM

Hopsyaa (W. Norwood)

[lByxatanHas onepaums: | atan — CyxeHue i nepe-
Bsi3ka OTKPLITOro apTepuansHoro npotoka (OAIT), cyxe-
HWE NEroYHOMN apTepum, NPaBbIlil XeNyao4ek CoeauHAIoT
C HUCXOASLLEH a0PTON KNanaHcoAepXallum NpoTe3oMm;
Il aTan — nonHas nepeBsiska MEXNPELCEpPAHOIi nepero-
POJIKM TaKUM 00pa3oM, YTOBbI TPEXCTBOPYATIN KnanaH
Haxoauncs B NIEBOM MPELCEPANN, COEAVNHEHE NPABOro
npencepans ¢ NEro4HbIM CTBOJIOM KIanaHCoaepXatLmm
npoTe3oM

Tvnonnasua neskIx OTAENO0B cepaua
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Ha3eanue onepauun

CywHocTb onepauumn

BIC, npu koTopbix NpoBOAMTCS
AaHHas onepaums

Mapka nocotwe (S.Park)

3akpbiTast (TPaHCBEHO3Has) HOXEBast aTPUOCENTOCTOMMS

TpaHcno3nums MarucTpasibHbIX COCYA0B,
arpe3ust TPEXCTBOPYATOro kiianaa,
TOTa/IbHbII AHOMATbHbIV APEHAX JIeroy-
HbIX BEH

Motrca (W.Potts)

AopTonero4Hblii aHaCTOMO3 — aopTa C JIEBOIA IEr04HOM
apTepuen (B HacTosILLEe BPEMS HE MDUMEHSETCS)

Tetpana ®anno

Pacrennm (G.Rastelli)

TpexatanHas onepauus: | atan — co3aaHME BHYTpUCEP-
[Ie4HOro TYHHENs AN 0TTOKA KPOBU U3 NIEBOTO XENyaoy-
Kka B aopty; |l aTan — pasbeavHeHe NeroYHOro CTeoNa
1 NeBoro xenyaouka; Il atan — umnnaHTaums KoHayuTa
MEXy NPaBbIM XeNya04KOM U IEr0YHbIM CTBOSIOM

O6Lwit apTepuanbHblii CTBOJ, TPAHCHO-
3ULMS MaruCcTpasbHbIX COCYN0B

Pawkurpa (W. Rashkind)

3akpbiTas (TPAHCBEHO3Has) GaNNOHHas aTpUoCenTo-
cTommst

TpaHcno3nums MarucTpasibHbIX COCYA0B,
arpe3uns TPUKYCIUAANBHOrO KnanaHa,
TOTa/IbHbIV aHOMATbHbIV APEHAX JIeroy-
HbIX BEH

CenHuHra (A. Senning)

BeHO3HOE NepexIoUeHIe Ha YPOBHE CUCTEMHBIX 1
JIEr0YHbIX BEH

TpaHCNo3MLMS MarucTpasibHbIX COCYLOB

®onteHa (F. Fontan)

l'emoauHamMuyeckas KOppPeKLMs, Koraa CUCTEMHBIN Be-
HO3HBI BO3BPAT OCYLUECTBAISIETCS HEMOCPEACTBEHHO B
JIErOYHOE PYCNO, MUHYS CEPALE NOCPEACTBOM KOHAyUTa

ATpesus TPUKYCNUAANBHOIO KNaraa,
€MHCTBEHHbIIA XEeNyao4ek cepala,
aHomanus J6LLTeliHa, CMHAPOM NeBoae-
JIEHHOCTM, TPaHCMO3ULWS MarucTpanb-
HbIX COCYN0B

BPOXXAEHHbBIE MOPOKHM CEPALIA C OBOTALLLEHMEM
MAAOTO KPYTA KPOBOOBPALLIEHMA U APTEPAOBEHO3HbIM
CBPOCOM KPOBH

[lng atoit rpymnmer BITC xapakTepHbl cXO/iHBIE HAPYIIIEHWS, 3aKJI0Ya-
IOIIMECs B CJIEAYIONIEM:
— BOBHUKAIOT TMIIEPBOJIEMUST M TMIIEPTEH3UsI MAJIOTO Kpyra KpoBooOpaiie-

HUS,

— IPOUCXOAUT yMepeHHoe obeHeHre OOJIBIIOro Kpyra KpoBooOpalieHus;

— 6bICTPO (hopMUpPYeTCs TUIEPTPODUS TIPABBIX OTAETIOB Cep/Ila U OTHOCH-
TEJIbHO PAHO Pa3BUBAETCS CEPIEUHAst HEIOCTATOUHOCTD;

— JIETH, UMEIOIUE 3TU MOPOKU, 4acTo OOJICIOT 3aTSKHBIMU OPOHXUTAMU
U THEBMOHUSIMU;

— B hase IeKOMIIEHCAIINN MOXKET BO3HUKATh BTOPUYHBIN 1[UAHO3, BbI3BAH-
HBII M3MEHEHMEM HarpaBJieHus cOpoca KPOBU — TIPABO-JIEBBIM IITYHTOM
(xomnaexc Jizenmenzepa).
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OTKPbITbIM aPTEPHAAbHDbIA NPOTOK

Otkporeiit aprepuanbhbiii mpotok (OAIL ductus arteriosus, 6oTas-
JIOB TIPOTOK, puc. 12.1) — cocyn, CoOeUHSAIONINI HAaYaIbHYIO YaCTh HUCXOIATIEH
aopThl (IPUOIM3UTENHHO HA YPOBHE JIEBOU TIOIKIIOUNIHON apTEPUN) C JIETOU-
HOU apTepueil B obiacTu ee OuypKamuu.

Puc. 12.1. Cxema cepaLa C OTKPbITbIM aPTEPHaAbHBIM NPOTOKOM. BCe pUCYHKM, MpeACTaBACHHbIe
B AGHHOWM rAaBe, B31Tbl M3 MOHOTrpPadumn O. A. MyTadbsiH. BpOXXAeHHbIE MOPOKM CepALa Y AeTeN.
Cné, 2002

Y 310poBoro pebeHKa crasM apTepuaTbHOTO TIPOTOKA BOSHUKAET B TIEPBbIE
YJachl JKU3HU M3-32 TTOBBITIEHUS KOHIIEHTPAIUH KUCJIOPO/Ia B KPOBH, NU3MEHEHUS
rpajiieHTa JIaBJeHNs B CAMOM TIPOTOKE, CHUZKEHUS CUHTE3a MPOCTArIaHINHOB
E2 u 12, o6ragatomux cBoiicTBaMu AyKToAMIaTaTopoB. OOIuTEPAIHst TPOTOKA
(BcencTBUE IECTPYKITMN 3HOTENNS U Tpoudeparuy cjaoeB M0J] MHTUMOWN )
y 95% nereit mponucxoauT K 5—8 Hel KU3HU. Y HEeJOHOIIEHHBIX JIeTel MOKHO
HaboaaTh 6oJIee To3/IHee 3aKPhITHE IPOTOKA.

Hasmune y pebeHka nepcucTupyomero aprepuajbHoro IPOTOKa IIocIe 3a-
BepIleHus iepro/a HOBOPoKAeHHOCTH (GoJiee 1 Mec JKU3HU) CJIelyeT paccma-
TpuBaTh Kak BIIC.

OAII B 2 pa3za yaiie BctpeuaioT y aeBodek. Y 5—10% npereit OAII couera-
etcs ¢ apyrumu BIIC (medekT MexKesy09KOBOM TIEPETOPOAKY, KOAPKTAIUS
A0PTHI, CTEHO3 JIETOYHOI apTepui, CTEHO3 YCThs a0pThl, TeTpaga Dasio u ap.)
1 HEPEJIKO BBITIOTHSIET (DYHKITMIO KOMIEHCUPYIOTIETO COOOIIEHMSI.

FemoamHammKa. COpoc KpoBH ciieBa HampaBo (apTepUOBEHO3HBI ) KaK B CH-
CTOJTy, TaK U B THACTOJIY OOYCJIOBJIEH Pa3HUIIE IaBJIEeHUsI B AOPTE U JIETOYHON
apTepuu M TPOUCXONT /IO TEX MOP, TIOKA JIETOYHOE COCYTNCTOE COITPOTUBIIEHIE
HIzKe cucteMHoTo. [IlyHTHpOBaHNE KPOBU TPUBOIUT K TIEPETTOTHEHUIO MAJIOTO
Kpyra KpOBOOOPAIIEHWS U TTEPErpy3Ke JIeBbIX Kamep cepaia. CreneHb yBesm-
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YeHMsI JIEBOTO IPe/ICeP/INsl U JIEBOTO JKeJyZ04Ka HaXOAUTCs B IIPSIMOI 3aBUCH-
moctu ot auamerpa OAIL, o6bema cOpoca KpOBU Yepe3 MPOTOK M BEJTUYUHBI
JIETOYHOTO M CHCTEMHOI'0 COCY/JMCTOrO collpoTuBJeHus. [lo mepe pasButus
JIETOYHOH THUIIePTEeH3UN ITPOUCXO/IUT yBeJndeHue MpaBbiX kKamep cepaiia. Ecin
JIETOYHOE COCY/IMCTOE COIPOTHBJIEHME TIPEBbINIAeT CUCTEMHOE, TO BO3HUKAET
paBo-JIEBBII cOpoc KpoBU (KomnaeKc Jisenmenzepa).

KAMHMYecKas KapTMHa M AMarHocTMKa. ¥ sieteli ¢ masibiMu pasmepamu OAIL
KJIMHUYECKHUe TPOsIBIeHNsI MOIyT oTcyTcTBOBaTh. IIpu mupokom OAII u 3na-
YUTENLHOM cOpOCe KPOBH CJIeBa HATIPABO MTPOMCXO/MT OTCTaBaHue peOeHKa B
(busnueckoM pasBUTHH, YACTO BO3HMKAIOT 3aTsKHbIe MH(MEKIUN JbIXaTeslb-
HbBIX TTyTell (OPOHXUTHI U ITHEBMOHUN ), OTMEYAIOTCsT OJIETHOCTD, C1abOCTh, MO-
BBbIIIEHHAs YTOMJISIEMOCTb, MOXKET Pa3BUTbCS 3aCTOMHAs cep/leuHas HelocTa-
TOYHOCTb. KiMHMYecKue nMposiBlIeHnsl MOTYT BO3HUKHYTD y>Ke B IIepBble JIHU U
MecdIbl JKU3HU ((haza MepBUYHON aiarTarun ), Ho daire npusnaku OATIl Boias-
JISTIOT BO BTOPOI! T10JIOBUHE TIEPBOT0 To/la UJIM Ha BTOPOM-TPETheM TO/ly KM3HU
pebenka. Y JeTeii cTapiiero Bo3pacra Ipy BHICOKON JIETOYHON TUIIEPTEH3UH U
M3MEeHEHUN HallpaBJIeHus1 cOPOCca KPOBU TOSIBJISIIOTCST OJIBIIIKA B TIOKOE U I[Ha-
HO3 ((hasza geKoMIIeHcaInn ).

Dusuranvhvte dannvte. [Ipu mmpokom OATl orMeyaroT BBICOKHIT YacThIi
yJIbC, BO3HUKAIONUI B pe3yJibTaTe AMacTOJINYeCKOr0 OTTOKA KPOBU M3 A0PThI,
1 BBICOKOE ITyJIbCOBOE JIaBJIeHUE 3 CYeT CHUKEHUST AMACTOJIMYEeCKOrO apTepu-
aJIbHOTO /1aByieHusi. MOKHO ollpe/iesInTh CUCTOJIMYeCKoe IpoKaHre Ha OCHOBA-
HUU cep/ia. BepxylieuHblil TOTUOK APKO BbIpakeH, PasnuToid, CMelleH KHU-
3y. ['panuiisl cep/iia Ha paHHUX dTaNaX PacHIUPSIOTCS BJIEBO U BBEPX, a 3aTeM
U BIIpaBo. XapakTepHbl pacuierienre [I ToHa M akIleHT ero JeroyHoro KoM-
MOHEHTA Ha JIETOYHOI apTepuy, YCUJINBAIONUICS 1TPU YBEJNYEHUH JIETOYHON
TUTepTeH31H.

Hawubosee tunmunbiv cumiromom OATT siBsistetcst rpy0biii CHCTOJIOARACTO-
JIMYEeCKUH («MAIUHHBIN» ) TIYM BO BTOPOM MesKpebepbe clieBa OT TPYANHbI,
IIPOBOJSAIIUICS HAa BEPXYIIKY Cep/Ila, COCYbI 1Ier, a0PTy U MeKJIONaTOYHOe
npocTpancTBo. [Ipu HapacTaHWM JIETOYHOI TUIIEPTEH3UU IIyM OcTabeBaeT
(cHayasa 3a cyeT UACTOJNYECKOTO, @ TOTOM U CUCTOJIMYECKOTO KOMIIOHEHTA)
U MOJKeT ITOJTHOCTBIO MCUYe3HYTh. B aTOM ciiyyae OBTOpHOE MOSIBJIEHUE 1IIyMa,
COTIPOBOJK/IAIOIIEECST O/IBIIIKOIN U I[HAHO30M, CBUIETENBCTBYET 00 M3MEHEHUN
HarpasjieHust cOpoca KpoBH (Komniexc Jisenmenzepa).

Kpome ocHoBHOTrO 1ityMa I1pu paciiipeHun JeBbIX M0JI0CTel ceplia MOXKeT
HOSIBUTHCSI CUCTOJIMYECKUI 1IIyM OTHOCHUTEJIbHON HE0CTATOYHOCTH MUTPAJIb-
HOTO KJIallaHa U, pexke, AMACTOJINYeCKUI IIIyM CTeH03a MUTPAJIbHOTO KJaraHa.
[Tpu pacumpennu cTBoJa JeroyHoil aprepuu (BCJeCTBUE BBICOKON JIETOUHOM
TUIePTEeH3UH ) BBICTYHIIMBAIOT IUACTOJUYECKUI IIIyM OTHOCUTEJIbHON HelocTa-
TOYHOCTH KJIallaHa JIeTOYHOH apTepui.
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Inexmpoxapouozpagus. 1Tpu mupoxom OAIIl Ha paHHUX FTANax OTME-
YaloT OTKJIOHEHWE 3JIEKTPUUYECKOI OCH cep/illa BJIEBO, YMEPEHHO BBIPAsKEHHbBIE
PU3HAKY TUTIEPTPOMUN JIEBOTO ITpeJIcep/insl U JIEBOTO JKeIyouKa. B nanpHei-
1IeM, TI0 Mepe HapacTaHWs JIETOYHON TUIIepTEeH3NH, 3JIeKTPUYecKasi OCh cep/ia
MOCTETIEHHO OTKJIOHSETCS BIPaBO. B MO31HUX CTa/ugX BbISBJISIOT PU3HAKK
KOMOUHUPOBAHHOI runepTpodun 060UX KeJNYITOUKOB U TPeCcepanii, MeTabo-
JIMYECKUX HAPYIIEHUI B MUOKap/ie, Pa3JINuHble HAPYIIEHHS CEPIeYHOTO PUTMA
U TIPOBOJIMMOCTH.

Ixoxapouoezpagus. [Tpu pomniiep-sxokapanorpabuuecKoM UCCIe0BAaHUN
MOKHO BU3YaJM3UPOBATH MATOJOTMIECKHUIT TOTOK KPOBU B obsacTu 6udypka-
IIUU JIETOYHOTO cTBOJA. B penkux ciaydasx Bersisiasgior cam OAIL B Buze axo-
CBOGOIHOTO MTPOCTPAHCTBA MEK/LYy HUCXOISIIEH A0PTO U JIETOYHON apTepueil.
Kpome 31oro MoryT ObITh BHISIBIEHBI TPU3HAKK 00HEMHON TI€PETPY3KU JIEBOTO
JKEJTYy/I0UKa, B TIO3/IHUX CTAIUSX — MPABBIX OT/IEJOB CEP/IIA, a TAKKe IPU3HAKI
JIETOYHOW TUTIEPTEH3UH.

Penmeenoepagpua. Ha panHuX CTaausAX BBISBILIOT yCUJIEHUE JIETOYHOTO
COCY/IUCTOTO PUCYHKA, YBeJIMUEHHE MOMePeYyHKa cep/illa 3a cYeT JIeBOTo JKe-
JIYJIOYKA U CIJIAKEHHOCTh TAJINU 34 CUET YBEJUYEHUS] Pa3MEPOB JIEBOTO Ipe/l-
cepausi. Ha mosgnux cragusax (Ipu JIETOYHON TUIIEPTEH3WH) OIPEIesISioT
obentenue nepudepruyeckoro pruCyHKa, BhIOyXaHue CTBOJIA JIETOYHOI apTepun
Y Kap/IMOMETAJINIO 13-32 YBEJIMYEHUS JIEBBIX 1 ITPABBIX OT/EJIOB CEP/IIIa.

Hudpepenyuanvnasn ouaenocmura. OATl mubdepennupyior ¢ gedexTom
MESKIKEeTyZI0YKOBOI TIEPErOPOIKY, HETIOJTHON aTPUOBEHTPUKYJISIPHOI KOMMY-
HUKaIuei, 1eeKToM a0pTOIerOuHOH MePeropoiKy.

TeueHne, ocAoxHeHms, nporHo3. [llupokue OAII npakTuyeckn HUKOraa
He 3akpbiBatorcst. [Ipu ectectBennom teuennn OAII cpepnsist mpogoKUTeb-
HOCTB JKU3HU GOJIbHBIX cocTaBJsieT 20—25 JieT 1 3aBUCHT OT BEJTNYUHbI JTedhek-
Ta ¥ BO3HUKAIOIINUX OCT0KHeHNH. OCHOBHBIMU IIPUYMHAMU CMEPTH SIBJISIIOTCS
cep/iedHast HeZIOCTATOUYHOCTD, JIerOYHas rurepTensus nian ocyioxkuenns OAIL
MHOEKITMOHHBIM 9HJOKAPAUTOM (3HAAPTEPUUT apTEePUAIBHOTO IPOTOKA),
aHEeBPU3MOII A0PTHI, peske — JIETOYHOI apTepui.

Aeyenne. Y HOBOPOIK/IEHHBIX ITePBbIX IBYX He/leJsb JKU3HU, IIPU OTCYTCTBUN
conyrcrByomux BIIC, B matorenese xotopbix OAIl BeImosiHSET QYHKITNIO
KOMIIEHCUPYIOIIETO COOOIIEH s, PEKOMEH/YIOT METO/ MEOUKAMEHMO3HOU 00 -
aumepayuu npomoxa. Vicrionb3yiorT wHaoMeTalnH (MHTUOUTOP TIPOCTarIaH-
nunaoB E2u 12) suyrpusenno 0,1-0,2 mr/kr maccs! Tesia 1-2 pasa B cyT uepes
12 u B Teuenue 1-3 nHeil. /laHHBIIT METO/I IPUMEHSIOT C OCTOPOKHOCTBIO, TaK
KaK OH UMeeT MHOTOYMCJIEHHBIE IPOTUBOIIOKA3aHUS M OCJIOKHEHUsL. B mocen-
HU€ TOJbI BMECTO WHIOMETAINHA PEKOMEH/YIOT HCIOJb30BaTh MOYIPOGhEH.
[Toxazanuem st xupypeuueckou onepayuu snsiercs daxt vaanuans OAIl y
pebenka mocse 8—12 Hell KU3HM, TaK KaK BO3MOKHOCTH CIIOHTAHHOTO 3aKPbI-



