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1.1. [lechekT MeXNpeaCcepAHOii NeperopoaKku
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1.1. [Oedexr mMexnpencepaHou i
neperopoaxku — . HopmansHoe cepate
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AHATOMUMA OMIN

HederTs MeKIpPeICeDIHON NePeropoKU N0 3MOPUONOrHYECKOMY
THILY Pa3feIsIOTCS HA IePBUYHbIE H BTOPUYHBIE.

[lepeuunsie JIMIIIT otHocsTes K Henoauo# popme ABK u Gyayt
PaccMOTPEHB! B COOTBETCTBYIOIIEH r1aBe.

Bropuunbie 1e)eKThl KN1aCCHQUUMPYIOT IO IOKANH3AUAN: LIEHTDPAb-
Hble — PACIION02KeHHEIe B 00,1aCTH 0Ba/IbHOH AMKH, BePXHHUI ¥ HIDKHAM
fedeKTsl, ¥ AeeKTh THNA «Sinus venosus» (BepxHe-3ainuil ¥ HIXKHE-
3anHui otaens MIIIT), kotopeie yacTo cogeraiotes ¢ YALJIB.
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NATO®U3UONOTNA

JIMITIT xapaktepusyetcs natonoruyeckum kposotokom 13 JIIT s II1.
dakTopamu, onpeneasoLUMU COPOC KPOBH, ABAAIOTCH OdnbLIas «pac-
TKUMOCTby T 1K, aHATOMHYECKOe PACTIONOKEHHE IPEACEPIUE H, XOTh
He3HAYHTebHO, HO 6oJee Boicokoe aapnenne B JII1. O6bem natosoru-
4ecKoro c6poca 3aBHCHT OT «pacTskumocTi» IIXK 1 pasmepa aegerra.
Ianaranus DK, BeaeacTsye ero 06beMHON DeperpyskH, MOXKeT COIpo-
BoxaThes pasputheM Hepocratounocty TK. IloctoaHHblf eBo-npasbiit
¢6poC KPOBH MPUBOJUT K IMIEPBOEMHH MaJj0ro Kpyra Kposoobpaie-
uus ¥ JII. Onnako 3uaumrensuas JII pasBuBaercs He GoJee yeMm y
35—40% naumeHTOB, yale Ha 3—4-M gecaruaeruu Kusuu. JMIIT xpai-
HE PEKO COMPOBOXKAACTCH 3HAYHMOH CepAedHOH HeJOCTaTOYHOCTHIO.
Ecavi ee npi3HaKy BbIPaKeHbl H BOSHUK/K B PAHHEM BO3PacTe, TO, Bepo-
SITHee BCEro, MALMeHT AMeeT IOTIOTHUTeIbHble AHOMA/IHH Pa3sBUTHs Cepll-
na. Ocnoxuenyem ecrecteennoro Tedenus JAMIIIT moxer cTaTe pas-
BUTHE MPeACe PAHbIX aPHTMHUH, CyOCTPATOM KOTOPBIX ABASIOTCS HUOPO3-
Hble H3MEHeHHs MHOKap/ia JUIaTHPOBAHHEIX Npeacepaui.
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KIMHUKA
a. Knuuuueckue nposiBienus 3aboseBanua: " “
—  GoasmmHcTso feted ¢ JMITTT acumnToMHRL, ~—

= Y HEKOTOPbIX NALHEHTOB 0TMeUAITCA MHHHUMA/bHBIE IPU3HAKH

HeI0CTATOYHOCTH KPOBOOGpAIIeBUS — YTOMJIAEMOCTb IIPK (u3u- é ‘-“
YeCKOM Harpy3Ke, NOBbIIeHHAS IOTIHBOCTD, YMEPEHHAR 3a/1epXK- |
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TNABA 1. KnvHWKa, AMArHOCTVKA U NeUeHne BPOXEHHBIX NOPOKOB CEPALIA
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Qp:Qs = 1,5 nnan ysenuueHune mK Qp:Qs < 1,5
- yAdNB JIB apeHupytoTca
06bIYHO
A 3 : MoBTOpHOE
e
JHAoBaCKynsapHas obcnenoBaHn
Has
PaAMK::;opOKa KoppeKuusi nopoka B AMHAMWKE.
g NK (npn Hanuuuu Mpu Hanmq;\zjn
il nokasaHuit) nokasaHumn
5 papnkanbHas
A koppekuus BIMC
u B [10WIKOJ/IbHOM
Jlucnokauus yCTPOVICTBa, Baipacre
peanayanbHbIN WYHT

ll

Ka (hU3HIECKOr0 PasBUTHUS (seco-pocToBbie HOK&BETE.J‘II/I Hea:}?gg;

cst Huke 10 Yo Juist TAaHHOTO BO3PacTa ¥ nosa). Berpax

CHMIITOMOB HapacraeT Ha 3—4-M eCATHIETUH KU3HU.
dusnKagbHOE 00Cael0BaHue: ' 1
— moctosiHHoe pacuenenue 1l ToHa BO Il M.p. ‘c/leBa OT TPYAUHD

ot

He3aBHCUMO OT (has JbIXaHHuA, _
—  c71a6bifi WK CpelHed HHTEHCUBHOCTH (ne 6oaee 3 7 6%ICI/ICT(2JJIIIZ_

YeCKHH [yM OTHOCHTEJIBHOTO CTEH03a kaanana JIA so Il m.p.

Ba OT I'DYAHHDL;

—  HeXHbLIH Me3014 1
BIOJIb JIEBOTO Kpasi TPYAMHBl B HHKHEH TPETH

HOM 110 00'beMY JIEBO-TIPABOM copoce).

i oro crenosa TK
M4ecKHE LTyM OTHOCHTEJIbH
i o (npw sHauMTEND-
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e © 2 @
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1.1. fledext MeXpescepaHol neperopoaky

B nekoTopeIx ciyyasnx Liym MOXKeT OTCYTCTBOBATH naxe npH 6oJb-
wux gederrax!

OANATHOCTUKA

1

AnexTpokapanorpadus

OTK/IOHEHHE 3JeKTPHUECKOH ocH cepaa sipaso (>90°);

runeprpodus ITK;

[0/IHast WK Hemo/Hast 6/10Kana npaBok HOXKH nyuka [uca — rsR’
otBenenny V| (xapaktepuniil npuanax!).

Axokapauorpacus

Pexomendauyuu no soInonHeH O uccnedosanus

Hcnonbsyioresi crannaptasie IxoKT nosuunn. Hanboaee ontumans-
HOH y feTeH sB/seTCA cy6KocTambHas (Mau cyOKcH(oraaIbHAS) N0-
3uLuA. B 1aHHOM No3MIMH OLeHHBACTCS MPOTAKEHHOCT U LENOCT-
HOCTD MEPEroPO/IKH 110 NJIHHHOH U KOPOTKOH OCSAM, YTO BANHO /s
OLEHKH N0TEHUHAILHLIX BOSMOXKHOCTEH JHI0BACKY/IAPHOM KOppeK-
uue. ¥ petedl, umeioux sec 6ostee 50 kr, u B3POCJIbIX IHATHOCTHKA
NOpOKa N0/KHA BHIIOJHATBCS C HCNOAb30BAHMEM YPECTIHINEBOIHOH
2x0KT.

Kpumepuu duazrhocmuru:

— TepephiB H300paxeHHns MeXIpeacepAHOH epPeropoiKy;
JeBo-npasbli (MHOrAa npaBo-aeBbli) cOpoc KPOBU NPH LUBETHOM
AOTIIEPOBCKOM HCC/IeN0BAHUY;

— punarauua 2K, noraa [T, pasnuunol creneny;

aunatanua JIA npy HOpMabHBIX HIH HE3HAUHTENBHO YBEIHUEH-
HbIX IPaBbIX KAMEPAX Cepiilg;

CHCTONIHYeCKOe faBaenye B [DK HOPMaJlbHOE UJ/IM He3HAYHTE b~
HO NOBBIIIEHO.

NEYEHUE W HABJTIOAEHUE

1. HaGnionexwe u neyeHKe naureHToB

a.

C HeKoppurupoeaHHboiM MMM

Ipohunaktrika GakrepuasbHoro sunokapaura (em. npunoxenne 10):

— npu nepsuuHom JMIIIT;

— npu coetanun JMIII 1 npoaanca MutpasibHOro Kamnasa c pe-
TYPrUTALHeH HIA IPYTHMA aHOMAIHAMH PA3BHTAS CepaLa.

Koppekuus cumntomos cepaeurof negoctatounocty (B pekux ciy-
4a5x).

JlonycTumocTs sausTHi PH3KYILTYPOR U CHOPTOM 10 KOPPEKLHH N0~
poxa (cm. npunoxenne 8).

13



TTIABA 1. Knutuka, AMArHOCTUKA U JIEUEHHE BPOXAEHHDIX NopoKoB cepaua

2.

14

HgoBacKynapHble
METopk! NevueHus

Oxo.10 80~90% Bcex BTopruHbix JIMITT MOTYT OBIThb 3aKPbIThi C HC-
N0/b30B2HHEM COBPEMEHHBIX HA0BACKY/IAPHbIX METOIOB.
IpeanouruTebHbIM A/151 BEIHOMHEHUSA IPOLEAYPbl ABIAETCH BO3PACT
> 1,52 qer.
fTokazarius Ons 3HOoBaCKYAAPHOI KOpperyuy:
TeMOJNHAMHUYECKN 3HAYHMOE LIIYHTUPOBAHUE KPOBH Hepe3 Ae(heKT
(Qp/Qs 2 1,5);
— yBeJMuYeHHe IPABbIX OTAEJIOB Cepaua;
~ [MOBBIIEHHE CUCTOIHYECKOrO JaBJEHNSA B IPABOM XKeTyA0UKe.
lTpomusonokasanus:
= Bec menee 10 kr;
— asatomus JMIIIT (nepsuugrre, Tuna «sinus Venosus», JeQexThl

KOPOHAPHOr0 CHHYCa, IeeKTI ¢ PA3MePAMU BEDXHEr0 HJIK HHX-
Hero Kpast MeHee 7 MM);

=" necpexrbi B COYETAHHH C YACTHYHBIM H/HJIPI IMOJIHBIM aHOMaJb-
HbIM JPEHaXEM JEerOUHbIX BeH.
Xupypruueckoe neyexne

lMokazanus k xupypeuveckomy neveuuio:

~ DIpH HATMYMY CUMIITOMOB CEDAEYHOM HeAOCTATOUYHOCTH I0OKa3a-
HUsl a0COMIOTHEL B JIIOGOM BO3pacTe;

~ HeynayHoe paciojioXKeHHe SHIOBACKY/IAPHOro yeTpoiicTpa (Ha-
JUYHe Pe3HAYANbHEIX IYHTOB);

— Y aCHMITOMHbIX NALHEHTOB:
*  TeMOAMHAMMYECKH 3HAUHMOE IIYHTHPOBAHHE KPOBH Yepes Je-

dext (Qp/Qs =2 1,5);

*  yBeJMUeHME MPaBhIX OTAEJIOB CEPIla;
« CHIEK > 30 mm pr.cT.

lipomusonokasanus k xupypauyeckomy nevenui:

— BbICOKas JeroyHas runeprensus (OJIC 2 10 Ex/ m2 ucxonuo u
> 7 En/ m2 nocsie npuMenenus BA30/U/IATATOPOB);

~ Haauuye a0COJIOTHEIX IPOTHBONOKA3HAI 10 CONYTCTBYIOMIEH Co-

MaTHYeCKOH MaTO/I0MUH;

HaIMupe N0Ka3aHWi K POLeype SHAO0BACKYIPHOH KOPPeKLHH.

Xupypauveckas makmuxa

ITpu acummromusix JMITIT koppexuus fo/mKna 65Th IIPOBE/IEHA 10

TOI0 MOMEHT KaK pebeHok noiinet B wxoay. CBoeBpeMenHas Kop-

PeKuHs N03BOJsIeT U30exaTh OTAANEHHBIX OcaoKHeHui JIMITIT:

JIerOYHOH THNEPTEHINH H NPABOKEYAOUKOBOH HeAOCTATOYHOCTH,

TpeneTaHus U QPUOPUANTALMY TIpeCepauiL.

e e
w W W W W v e v v v v v v v v W

1.1. fedexT MexnpeacepaHoi neperopoakn

Xupypzudeckas mexuura

B ycaosusx MK. Hoctyn k MIIIT uepes npasoe npencepaue. Ipu
HeOoIbILKX pa3Mepax JedheKTa, XOPOLIes 3NACTUYHOCTH MEXTIPE-
CepAHO# neperoponky Aedekts yiusawt. [Ipu Goabimom sedekte
HEOo0X0/uMa 1ACTHKA [TePErOPOJKH 3aNAaTOM M3 ayTolepaKapaa
M CUHTeTHYecKoH TKaHH. [lpn 3akperrun JMIII Tuna «sinus
Venosus» Clie/lyeT KOHTPOJAUpOBaTh AMaMetrp yeros BIIB u B cayuae
€ro CTEHO3MPOBAHUS BHIIOJHUTD IVIACTUKY YCTBS aYTONEPHKaPHM-
AJIbHOM WM KCEHOMePHKAapAHabHON 3amnatofl. Ilpu 3akpeTuM
JMIIII, pacnooXeHHOr0 y YCThst HUKHEH TI0JI0H BEH U He UMEI0-
ILET0 KPast B 3TOM CETMEHTE, BO3MO2KHO OLIMGOUHO IePeMeCTHTh 3a1-
JNIaTOH yCThe HIKHEH N0J10# Berbl B JIIT. UtoGwH n3dexars 310r0, fe-
(PEKT HAUMHAIOT 3aKPBIBATE C CAMOTO HHXKHErO Kpas.

CneyugpuyecKue OCROKHEHUA XUPYP2UYECKO2O NEYEHUS:

~ pesuayanbHbid cOpoc MeXIy MpeiCcepiusiMH, KpaiiHe Peiko —
aopTo-npeacepaHbli ¢yl (py NOALIMBAHMK BepXHETO Kpas —
nepenHee pacrniosioxenne JJMIIIT); \

= CTEHO3BI YCTbeB I10JIbIX BeH /i JerouHbIX BeH (Npy KoppeKuus
JIMIIII Tuna «sinus venosuss);

~ CHHAPOM csiaGocTy cuHycoBoro yana (npu koppexuuu JIMIIIT
THI2 «SiNUS Verosus»);

— HenocrarourocTs TK 6o MK cepaua.

NocneonepaumnoHtoe Habniogenue

HnntenbrocTb Hab.T01e HUS TALKEHTOB ¢ KoppurkpoansbiM JIMIIIT

P OTCYTCTBMM HAPYLIEHHH IeMOJMHAMUKH COCTaBJsieT He Goee

6 mecsues. Ilepen cusituen ¢ yuera seimodnusiorea KT, yabrpassy-

KOBOE HCC/Ie0BAHUE Cep/ILia.

IIpx nam4un Hapye HUi reMOAUHAMEKH 10 KOPPEKLIHH [0 POKA HIIH

nocje BLNOJHEHHS onepauuy (YBeanueHue NpaBoro Keayaouka,

JMerouHas rHnepTeHsus) AUTebHOCTb HABMIO/ICHHUS OTIpeeseTCs

HHIMBHYATbHO, HO, KaK IPaBU/O, He NIpeBblLaeT 12 Jet.

B cayuae perucrpauny B nocaeonepaunontom neproge HPC (6pa-

AMAPUTMUH, PEACEPAHbIE TAXMKADIHMH) MALKEHT HABII0A2eTCH He

meree 1 rona. JlononHuTeIbHO K 00C/IEI0BAHMI0 PEKOMEHYeTCS

CMOIKT xaxiele 6 Mecsues uivi yawe. [Ipd HaAMYuy 10Ka3aHHi

NPOBOAHMTCA AHTHAPUTMHYecKas Tepanust, PUA uan umnnanrauus

BKC (raasa 2).

[Iposenenne sugosackyaspHoi koppekuun JMIII npenycmatpupa-

eT Ha3HaYeHHe aclkpuHa B 03¢ 81 MI B CyTKHU B Teuenue 6 mMecsi-

IieB.

JlonycTuMOCTE 3aHATHE PUBKYABTYPOU CIOPTOM NOC/E KOPPEKUMHU

nopoka (cM. npunoxenye 8).
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1.2. [Oedexr
MeXOKeNnya04KOBOM!
neperopoaku

AHATOMUA

Enusoli anaTompaeckol kiraccudukanun JM¥KIT He cywectsyer, B

Hallell paboTe Mul IPUMEHSIEM CAEAYIOLIMA BAPHAHT:

- nepumem6panosneit JMXKII (sauGoaee yacteid Tun, 10 80% o1 Beex
Cayyaes);

— noaaprepuanbubii JMIKIT (Bo3MoxHO, pa3BHTHE HEIOCTATOUHOC-
i AoK);

—  Mblureyssi JJMIKIT (6biBaloT MHOXKECTBEHHBIMM — 110 THNY LIBeii-
LAPCKOro Chipa);

— npurounsii JIMIKII (nogo6umit nedexty npu ABK).

ITo pasmepy BoigeasiioT pecTpuKTUBHBI (AMameTp dedekTa MeHee
AMaMeTpa a0pThi) M HepecTPUKTHBHL (1uameTp gedekra Goabine / pa-
BeH I1HAMETPy a0pThi).

NMATO®U3NONOrnA

M JIMIKTI, rickaouas TepMUHAIBHYIO CTALHIO, XaDAKTEPeH JeB0-
npaebiii c6poc kposu. Copoc kposu u3 JIK B TDK nponcxoaur 8 cucto-
a1y. A tak kak cokpauienue JOK u ITXK uget onsospemenno, To Bech no-
ToK Kposu u3 JIMIKIT nanpasasercs B JIA, cocyast nerkux u, npoitas
MKK, sosspamaercs B JIIT u JDK. Takum o6pasom, JIA, JITT u JDK uc-
IILITHIBAIOT 06 BEMHYIO TePerpy3Ky, YTO IPHBOAHT K HX AH/IATAIUK.

Hanpasnenue u o6bem cOpoca onpefeasoTcs PasauyHol BeJHut-
HOH JaB/ieHud B KeJy/I09KaX, pasMepaMu feekTa U BeTHYHHON 06ine-
0 JISTOUHOTO CONPOTHBJEHUA WK PE3UCTEHTHOCTH COCYHOB JIETKHX.
Husknit yposeus OJIC o6ycnosirsaet Sonbunii o6bem cOpoca KposH,
4TO 0COGRHHO 3HAYUMO JJIs1 60TbIIMX HepecTpuKTUBHbIX JMIKTL. Tnn-
TenbHas oObemHan neperpyska MKK npuponut K yBeauyeHuio pesuc-
TEHTHOCTH COCYIOB JIETKHX U NOBHIeHUI0 Aanaenns B JIA u [TK, 1.e. x
Pa3BUTHIO JIeroyHoH runepreHsun. O6beM jeBo-ipaBoro c6poca KposH
npu 3ToM yMmerbiaertcs. I1pu nporpeccrposanuu JII' copoc Moxer cTath
ePEKPECTHBIM MK JazKe NPaBo-1eBbM. BricoKkas Jeroysas rumnepres-
341 7 npapo-Tesrtfl cHpoc Kposx yepes AMXKII seasoTes npH3HaKamMu
CHHApoMa D¥i3eHMenrepa.
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HopmaasHoe cepalie
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1.2, [ledexT MexoKkenyaoUKeBON NEPercponku

KJIMHUKA

a.

Knsnnueckue nposisienus 3a00/1eBaHus 3aBHCAT 0T 06beMa JeBO-
1paBoro cbpoca Kposy M cTeneny obbemnoi neperpysku MKK u

J

K

zetH ¢ Majibiv pasmepoM JMIKIT acumnromusi;

npu cpennux M Goapmux JMIKIT umelores npusHaky Hemocta-
TOYHOCTH KPOoBooGpalieHus, 06yCAOBIeHHbIE THIIePBOIeMHel
MKK u o6bemuoi meperpyskoit JIK (3anepxra dusuyecko-
IO Pa3BUTHA, CHHXKEHHUE TOJePAHTHOCTH K (DU3HUECKHM HATPY3-
KaM, OJbIIKA, TAXMKaPAUs, yacThle GPOHX0IeroyHsie 3a60/eBa-
Hust);

TSKE/Ias KJIMHIYeCKasl KAPTHHA XapakTepHa [Jis MJIAJeHIes B
Bo3pacTe cTapure 1—2 mMecsues ¢ Goabwnve JMIKI, xorna na-
Ga0aeTCs MAKCHMANbHOR TOCHIE POXKAEHHS QH3HONOrHYeCKoe
cumxenne OJIC u, Kak C/Ie[CTBUe, 3HAYMTENBHOE YBeqndYeHHe
JIeBO-TIPaBOro cHpoca KpoBy;

NIpH Pa3BUTHHU CHHAPOMA Jfi3eHMEHTePa NOSABIALTCSH PA3IUYHOH
CTEMNEHH BBIPAKeHHOCTH LIMaHO03 CAM3HCTHIX 000/10YEK H KOXKHBIX
TIOKPOBOB.

OusuKanbEHOE o0crei0BaHHe:

nedopmauna rpyaHol KieTky («cepaeyrbii rop6s) npy 60ab1HX
JMXIT v suaunteaptoi gunatauun JIK;

CHCTOJIMYECKOE IPOKAHHE BAO0/Ib HHKHEH N0JIOBRHbL JEBOTO Kpast
rpyausbl (mpryuHa ~ BUGpalvs CTPYKTYD CEPALA, BOSHAKAIOLIAs
TPH NPOXOXKIEHUH KpoBH 4epea JIMIKIT);

y Jsian, ¢ Beicokoit JII' oTMeyaertcs 3naunTesbHOe npeoaaganue
JerouHoro komnonenTa Il Tona, yto onpepeasercs kak akuenr 11
TOHA B TOUKE aycKyabTauun JIA;

cpenHed win BriCOKoH uHtencusHoctd (3-5/6) rogocucTonu-
YECKHH MAM PaHHHMI CHCTOJMYECKHE LIYM cOpoca KpoBU yepes
JMKIT Bro/b HHKHEH MOJIOBHHEBL JIEBOTO KPasi PYANHEL;
HEXHBIY JHACTONMIECKHH LYM OTHOCHTEJIBHOTO TeMOAMHAMHYEC-
koro creHo3a MK Ha Bepxymike cepaua (npu ssauntesHoM no
oGbemy J1eBo-npasom c6poce);

y naupenTos ¢ HHGyHaubyaspabiv JMKIT moxer BhICAYLIKBATE-
sl AMACTOJIMYeCKH# WyM HegocTaTownoctd AoK ns-3a o6paso-
BaHHS «TPBIKH» [OYAYHHEIX CTBOPOK; ]

y nauuenTos ¢ eeicokof JII' B npoekuyuu JIA moxer BhC/IyWH-
BaTbCA HEXXHbIN AHACTOMUYECKUN LIyM reMOAMHAMHIECKOH He-
[OCTATOYHOCTH KnanaHa JIA Ha doue ee BhipaxeHHON Au/aTa-
LLHH.
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TNABA 1. KnuHuKa, ANartHocTika v NeyeHne BpOXKAEHHbIX NOPOKOB cepaua

AUATHOCTUKA

1.

AnexkTpoxkappuorpadusn

— OKI B HopMe y nauueHTOB ¢ MajbiM pasmepom JMIKII;

— runeprpodus JIK, uxorna runeprpodus JII1 (npu cpeannx pas-
mepax JIMXKIT);

= runeprpodus JIK u IDK, uunoraa runeprpogus JIIT (npu 604b-
wux JMIKIT);

~ runeprpotus [IK (npu passutuu seicokoit JIT).

Ixoxappuorpadus

Pexomendayuu no 8sINoAHEHUI0 UCCNe008aHUS

lepumem6panosnsie JMXKII nauGonee Xopolo BU3yaNH3UDPYIOTCS

C HCnoab3opanueM AByxMepHOH IxoKD B coueTaHnu ¢ LBETOBLIM

HONIJePOBCKUM KaPTHPOBAHUEM IIPY JOKAUHMY U3 JIEBOH mapacrep-

HabHOH NO3ULMHK DY BbIBEJEHUN JJIHHHOH OCH JIEBOTO KEyI0uKa

¥ U3 TOH XK€ MO3UIMH B MPOeKUHH KOPOTKOH OCH Cepala Ha ypOBHe

aopTanbHOro Knanana. [lputounsie neexts HEOOGXOMMMO Onpee-

AATh B 4-KamepHo# nosuuuy. JedekTs, pacnonaralolinecs Ha Bbi-

Xoge mpasoro xeaynouxa (noarpedelukosbie 4 HaArpedeIKoBLE), =

B [IPOEKIMH KOPOTKOH OCH JIEBOI'O KEAYA0UKA M3 NAPACTEPHAIbHON

no3uuuu. [ noHcKa MHOrCYHC/IEHHBX BADHAHTOB MbIIIEUHBIX

JMIKII ucnonb3yioTest HeCTaHAAPTHbIE NONUNO3HIMOHHBIE CPE3bL.

[1pu pecrpukrusrom JMIKIT:
1. Tpagment JRK-IDK > 50 mm pr.cT.
2. Juavetp JM¥KII menee 80% ot pasmepa PK AoK.

Ilpu HepecrpuktuBrom JMKIT:
1. I'pagment JDK-TTK < 50 Mm pr.cT.
2. Juametp JMXKII 6onee 80% ot pasmepa PK AoK.

Baxuyo undopmanmio HeceT H3MepeHHe MEXIKENYA0UKOBOIO IPa-
LHE€HTA 1ABJEHHUS, KOTOPOE OCYIIeCTB/SETCH ¢ UCTI0/B30BAHHEM He-
npepeiBHOro fonmieposckoro Metona (CW). BuicokorpanuentHiv
c6poc cyuTaeTCs, ecJy OH npespiliaet 50 MM PT.CT., HU3KOTPAIHEH-
THBIM — MeHee 30 MM pT.cT. BaxHo u onpefeneHre HAnpabJeHNsl
c6poca. K nepecTpukTHBHBIM fedextam otnocat JMKII, auamer)
KoTophix Gonee yem 0,8~1 ot auamerpa pubposnoro kosbua Aok,

NEYEHWE W HABTIOOQEHME

L

a.
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Ha6niogexne v neyeHue nauMeHTos

C HekoppurupoeanHbiM MK ‘

JleueHue cepreyHOR HEA0CTATOYHOCTH NIPH NOSIBAEHHH €€ CHMIITO
moB (amyperuku, aurokcun). AgexsaTHoe obecneuenye MeTa6o
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1.2, [edexT MexokenyRoUKOBON ReperopogKm

YeCKUX NMOTPeBHOCTEH OPraHu3Ma MyTeM HCIIOAb30BAHUS ¥ AeTeh
IIePBOIG r0/1a XKU3HK BHICOKOKAIOPHIHBIX cMecel. [1pu HeoGxonu-
MOCTH [THTAHHE OCYLIECTB/AAETCA Yepe3 30H.

Ipodunaxtura GakTepHa bHOrO SHACKAPAUTA NIPH HAIWYHH 0KA-
sanui (cm. npuaoxenne 10).

B oTcyTcTBUM /€rOYHOH THIEPTEH3UN (PU3HYECKAS aKTHBHOCTD Na-
LIHEHTOB He OrpaHUYHBAETCS FCM npuioxeHue 8).
JHOOBACKYNSPHBIE METOAbI IEHEHUs

I1pu nepuvemGpano3nbx JMIKII ucnonssoBanue HanGosee momy-
JsipHBbIX OKKMoaepos Amplatzer umeet 60150108 puck pazsutus AB
6J10kaabl 1 6.10KaIbl Hoxex nyuka [uca (1o 20%). Muoraa npa we-
6OJBIIKX feeKTaxX HCIONb3YI0TCS CKK/MOePhl CIIHPA/IBHOTO THIA,
TIPH KPYIIHBEIX PECTPUKTUBHBIX [e(PeKTaX MOMHO HCII0Ab30BATh YCT-
poiicta Cuzepuca. Hautonee xopoluue 3 exThl JOCTHrAIOTCS IPH
IHIOBACKY/IAPHOM 32KPbITHH MbIILIEYHBIX JEDEKTOB, HE PACTIOI0MKEH-
HBIX B TpabeKyJIspHOH YaCTH.

Xupypruueckoe nevyexme

[ToKa3aHUS K XUPYP2UYECKOMY TEYEHUIO:

— CHMITOMBI CEPJIEYHOH HEJOCTATOYHOCTH U YACTHE PECIHpaTop-
Hble 326016 BaHKS Ha (hOHE PETY/ISPHON MeIHKAMEHTO3HOH Tepa-
HH;

—  6ecCHMITOMHOE TeueHue (neTy Bo3pacToM NaTh 1 6oJee JAeT);

— 6ecCHMNTOMHGE TeUeHHe Y AeTel MJamule IATH JeT NPH HaJu-
YRK YBEJHYEHHs pa3MepoB cepiua, mponamnca cTopky AcK B
JMXKITT uau Bo3HUKHOBEHHH HegoctaTouHocTs AoK, snusonos
SHOKApAUTa B aHAMHe3e.

lpomuBoNOKA3aHUS K XUPYP2UYECKOMY NEYRHUIO:

* (OJIC 2 10 En/m2
BBICOKAA JIErOYHas TUNepTeH3us > 1/ M2 MCXOIHO U
> 7 En/ m2 nocsie npuMeHeHHUs Ba3ou/1aTaTopoB);

— Hanuuue aGCOMIOTHBIX POTHBOMOKA3AHHE 10 CONYTCTBYIOLLEH
COMATHYECKOH MATO/IOTHH.

Xupypauveckas makmuka

HoBopox/ieHHbIE NANHEHTE C CHMITOMAMHE CEPAEYHOH HEA0CTATOY-
HOCTH, YCTOHYMBON K MEJUKAMEHTO3HOH Tepanyy, HyKIalTcs B ore-
PaTUBHOM JIeYeHUU B BO3PACTE JO TPeX Mecsles.

Hosopoxennsie ¢ Goapinm [IMXKIT (1asnenue B seroyson apre-
pun = 50% 0T cucTeMHOro), NOAAKIMAMCSH KOHCEPBATHBHO Tepa-
ITHH, TTOMIIEKAT HABTIONEHHIO C MOCACYIOLMM ONePATHBHbIM Jeye-
HMEM B BO3DACTe He cTapiie b Mecsines HIU paHblie, eCd Jero4Hoe
cocyaucToe conpoTupaeHHe > 4 efl, uau Qp/ Qs npessimaer 2:1.

Y HoBOpOMKAEHHBIX nauueHToB ¢ Hebopiium JMKI] (naBsenne B
Jerounoi aprepun Menee 50% OT CHCTEMHOr0) BO3MOXHO CIIOHTaH-
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HOe 3aKprITHE fedekTa. Takum nannenTam HeoGX0AMMAa aNeKBATHAS
MefMKamMenTo3Has Tepanus (B cyyae HaAMUHsS CHMITOMOB), Nepy-
oanyeckoe ofcaenoBanye. OnepaTuBHOE JEYCHHE [IPOBOAST B BO3-
pacTe IATY JIeT WK [IPY BO3HMKHOBEHUHU: A0PTAIbHON HELOCTATOY-
HOCTH, 9NU30/10B 62KIH0KAPAUTA, YBEJIHUEHHH 00 bEMOB CepAUa, He
yuuThiBas 3nadenni Qp/ Qs, KOTOpble 4acTo Huxke 2:1.
ManoBecHbIM, HeJOHOWIEHHBIM NaLUHEeHTaM, NaLMeHTaM C MHOXe-
CTBEHHBIMH e(eKTaMH BO3MOXKHO NPOBEJeH e NALIMATHBHO one-
pauMu — Cy:KMBaHHe JETOYHON apPTEePUH C OfpejeseHreM AanbHel-
LIell TAKTUKY B Bo3pacte 1 roga.

Xupypzudeckas mexHuKa

JlocTyn k nedeXTy MOXKET OCYILECTBAATHCS:

~ yepes npasoe npeacepaue (B GonbmmHCTEE CIyyaes);

— yepe3 npaBbiii Keay10yek (yIoOeH s NNaCTUKH NOAAPTEPUAND-
HBIX 1eeKTOB);

— Yepes JierouHylo apTepuio uuu aopry (orpannyeHsoe npumene-
HHe);

~ depe3 JeBbill Xkeaynouex (KpaiHsas mepa).

HedexT 3aKpbIBAIOT C IOMOLIBIO 3AIIATHL, QUKCUDYS €€ K Kpasu le-

(exTa HenpepbBHLIM IIBOM. MaTtepuasn Be60pa IIst 3aMaTh = JaK-

pOH UK 110604 Apyroil cunretnyeckuit «semop», PTFE uiu (orpa-

HHUYEHHO B C/Iy4ae CENTHYECKOH HH(eKIMn) Kcenonepukapa,/ ayTo-

nepuxapj, 06paboTaHHbIll Iy TapoBbiM adbaeruiom. HeGomsiime mpl-

LeyHble JeeKTh MOTYT ObITh YLIMTH! N-00Pa3HbM LIBOM HA HPOKIaj-

Kax.

Cneyughuyecrue OCNOKHEHUS XUPYPUYECKO2O NEYEHUS:

— pesuayaibabii JMXKIT;

— IOBpex/eHHe [POBOAAILEH CHCTEMBI BIIOTh 40 DasBuTus AB
6aoxanp Hl cr.;

= HEZOCTATOYHOCTb A0PTa/IbHOrO Kaanada (nepdopaums cTopku);

— HeJ0CTaTOYHOCTh TPEXCTBOPYATOTO K/IANAHS;

~ aTDHOBEHTPUKYJAPHAsA y3/I10Bas IKTONUYECKas Taxukapaus (rpy-
6oe pactaxenue koabua TK B xoge onepanuu).

NocneonepauyoHHoe HabniogeHue

JlauTeibHOCTE HAOAIOAE HUS TALIMEHTOB ¢ Koppurapopantbm JM2KI]
IPH OTCYTCTBUM HApYLIeHHH reMOAUHAMKKY cocTaBaser 1—2 rojia.
ITepen cusitueM ¢ yyeta Buinonusiores KL, yabTpaseykosoe necne-
nosanue cepaua. Ilanmpentsl ¢ uexomnod JII II-1I crenenu natmo-
JRI0TCS He MeHee 3 JeT /18 HCK/OYeHHsl HPOrPecCHPOBAHMS JIeroy-
Ho¥ runeprensun. [1pu HeoGX0AUMOCTH NPOBOAKTCS MEAHKAMEHT03-
Has Tepalus JeroYHOH IruIepTEeH3HH C YBEAHYEHHEM CPOKOB HADI0-
JEHUS.

¢ W e v v e v v

1.2, [letheKT MexokenyROUKOBOH Neperopoku

2. Tlpodunakruka 6akTepHaIbHOrO SHACKAPANTA TPOBOIHTCH 110 HOKa-

3aHHSAM B nepsbie 6 Mecsles nocae XMPYPrHIeCKOH KOPPeKIUH 1o
poka uau Goee B cng’qae Ha/JIdyus pesyuyassHbix urynTos 8 M2KIT
(cm. npuoxenue 10).

B ciiyqae pernctpaumy 5 nocieonepaunoHHoM Neprojie Henposoa-
XHUTENLHOH NpeXoAslel aTPHOBEHTPHKY/IAPHON 6/10Kab HEOOX0-
JHMO AaHTeNBHOE Habmoerue Ge3 orpannyenns cpokos (KT | pas
B 6 mecsines, CMOKT 1 pas B ron).

4. JlonyctuMocTh 3aHATHE GU3KYABTY PO M CNIOPTOM NIOC/Ie KOPPeKLHH

nopoxa (cm. npuoxenye 8).
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<.1.3. OTKPbITHI apTepUabHbI MPOTOK

1.3. OTKpbITbIN

Ao d
apTepuasibHbin ‘ ‘ )) HopmansHoe CepaLie
NMpoTOK
@ )
AHATOMMS! € 3
OAIl -~ KOMMYHUKALMA, 00eCIeYHBAIOLIAs B AaHTEHATANLHON XKU3HH
(heTa/bHYI0 HHPKYAALHIO KPOBH. ¥ JOHOLIEHHBLX HOBOPOKAEHHDBIX HYHK- .l J 9>
IHOHANbHOE 3aKPLITHE apTEPHAJNLHOI0 [IPOTOKA IPOUCXOAMT B NEPBLIE

10-15 yacos mocse POXAEHHS, AHATOMUYECKOE — B TedeHue 2—3 He-
neqb. TunnyHas JoKamHaalys — ¢ JAeBOH CTOPOHbL a0pThl. Haunnaercs
OT MecTa COeIHHEeHHs Nepetiefika a0pThl C HUCXOAIEH a0pTOl, Briaja- .l \ 3)
T B YCThe JIeBOU JIETOYHOH apTepiu. BO3MOMKHBI APYTHE BAPHAHTH pac-
nonoxesust OATL xak n1paBHI0, COYETAIOLIHECH C PA3JIMYHBIME TOPOKaA-

mu passutas CCC. .I \ )‘)
NATOPU3UONOINA \
I'emonunamuka OAIl ananornuna JMIKIL K ocoGennoctsim cateny- 3.” )\

€T OTHECTH JIOKA/IM3aLMIO JIeBO-NPABOrO LIYHTA KPOBH Ha YPOBHE A0PThI
u JIA, ¥ CHCTO/10-IHACTONNYECKHE XAPAKTED NI0TOKA kposu. Hanpasae-
HHe u 06pem cOpoca npu OAIL onpese/siOTCA Pa3IUYHOH BEIHUUHOMN .|| ))
IaBienusi B aopte U B JIA, a rakxke Mopdosorner npotoka (nuamerp, ;
IJIMHA, U3BUTOCTD).

Kax 1 npu JIMIKT], san6oasiuyio o6peMuyio neperpysky npu OAIT
ucneithiBaoT JIA, JITT 1 JIK, uto conmpoBoxpaetcs ux puaarauued. Jiu- ." 9>
TeJbHas o6bveMHad neperpyska MKK npuBofuT K pa3BUTHIO JIETOUHOM
runeprenaun. O6beM JIeBo-IpaBoro c6poca KPOBH [IPH ITOM YMEHBIIA- \
ercs. .u ’)

Boabuios npobaemoin OAIT moxeT cTaTh /51 HOBOPOKAEHHLIX CO
cpoxom recrauuy MeHee 3032 nepesis u Becom Menee 2000 r. ¥ Takux
HOBODOK/JEHHEIX C YIYULICHHeM OKCHTeHALMH KPOBY MPOTOK He Clas- .“ ’)
MHpYeTCsl, YTO CBA32HO C HE[IOPa3BHTHEM MBIIEYHOTO CJIOS MPOTOKA U
€ro HU3KOH 4yBCTBHTE/BHOCTEIO K KHCNOpoay. Kpome Toro, B KpoBH He-
JOHOUIEHHbIX HOBODOXK/IEHHbIX BHICOKA KOHLCHTPALMA NPOCTATIAHANHA
E,. 'nnepeonemus MKK oc/toxHsI€TCS NOBBILIEHHEM KECTKOCTH JIEr0Y- . = ’
HOH TKAHU W BBIHYX/AeT K AJUTEJNbHON BeHTH/IALMHM JIETKUX U OKCHIe-
HOTEepaInuy, yTo ABJASETCA PECKOM Pa3BUTHA OPOHXOMETOUHON JUCTLIA-

3HUH. . i ’
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INABA 1. KnuHuKa, gMarHocTuka v iedeHve BpoXaeHHbIX MOPOKOB cepAua
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1.3. OTKpBITLIF apTEpUantHLIA NPOToK

KJIMHUKA

a.

Kaunuyeckue npodaBJeHUA 3abo/sieBaHus 3aBUCAT OT ofbeMa Je-

BO-IIPABOro c6poca KPOBH U CTeNeHH 00beMHoH neperpysku MKK
JIK:

mety ¢ ManbiM pazMepoM OATT acumnTomus;

npu cpeasux u 6oablnux OAIl HMEOTCS IPU3HAKH HEJOCTATOY-
HOCTH KpoBooOpalenns, o0ycios/eHHble runepsoaemuest MKK
u o6bemuoit neperpyskoil JOK (sanepxka dusuueckoro passu-
THsl, CHHXXEHHE TOIePAHTHOCTH K (PH3MYECKUM HATPY3KaM, OJ(bILLI-
Ka, TaXMKapAus, yacTble OPOHXOeroyHble 3a60aeBaHus, 04aro-
BblE aTe/eKTasbl), «BLICOKHMA» MyJbC Ha nepudepyy U G0blHe
3HAYEHHs NYAbCOBOro Aasaenus (npu dompmux OAIT guacTonu-
yeckoe AJl CHUXKAETCH BIVIOTh 0 HOMA);

KaK NPaBH/I0, HEJOHOUIEHHbBIE HOBOPOXK/IEHHBIE AEMOHCTPHPY-
I0T HEKOTOPOe yJIyuleHHe B COCTOSTHHY Ha TIePBOH Heene Kus-
HH.

Ecau B TeueHue 3TOTO BpeMeHH He YAAJN0Ch CHATD [AlHeHTa ¢
HBJI, 1160 Bo3uukaeT noTpeGHOCTL B HCIOAL30BAHNY ee Goiee
«KeCTKHX» [lapaMeTpoB, CJIefyeT 3aNo/03PHTh HaJIHuKe TEMOIH-
Hamuyecky 3Hauumoro OATIT

Y HOBOPOMIEHHBIX, HAXOAAIIMXCH Ha CAMOCTOSITEILHOM JblXa-
HUH, [I€PBLIMK CUMITOMaMH 3200/1€BaHUs MOTYT ObITh 3ITU30/IbI
anHo? u 6pasyuxapaus;

TIPH PA3BUTHH BbICOKOH 1ETOUHOY I'ANePTEH3HH NOSIBASETCS Pas-
JIMYHOH CTENEHHU BbIPAXKEHHOCTH LHAHO3 CIM3UCTHIX 000JI0YEK U
KOKHBIX IOKPOBOB Ha HUXHeH N0J0BHHE TeJa.

dusukaibpHOe 06CIe10BAHKE:

AepopManys rpyaHOH ke TKH («cepaedsbiii rop6») npu 60/bLIoM
OAIT u sHaunTenpro# nuaatauyy JIK;

CHCTOJIMYECKO. MJIH CHCTOMO-AMACTONMYECKOE IPOKAHHE Ha OC-
HoBauuu cepaua (6oblue cesa);

CpeaHel WM BbICOKOR MHTencHBHOCTH (2—4/6) cucTos0-nuac-
TOMMYECKHA («MaLIAHHbIH» ) [YM B JeBOH NOAKMOUHYHON 06.1a-
CTH, Y HOBODOXIEHHBIX LIYM Yallle CHCTOMMYECKAH, UTO CBA3AHO
¢ pusnonoruueckoi JII;

HEXHbIY IHACTONHIECKHHA LIYM OTHOCUTE/BHOIO reMoIHaMuyec-
Koro crenosa MK na sepxyiuke cepaua (npu 3HaunTe bHOM 110
o6beMmy JieBo-TipaBomM c6poce);

y aui ¢ Beicokoi JII' otmeuaetcs akuent [ Tona B npoekinu ayc-
KyabTanyy JIA, ucuesHoBeHuE LIYMA 1 LHAHO3 HYKHEH 0/10BH-
ubl Tena (npu Hanuanm o6pathoro c6poca u3 JIA B aopTy).
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TNABA 1. KnuHuka, AMarHoCTUKa 1 IeyeHye BPOXIEHHLIX NOpoKoB cepaua

OVMATHOCTUKA

1

2.

JnekTpokappmnorpadus

~ DKTI B nopMe y NALHEHTOB ¢ F€MONHHAMUYECKH He 3HAYAMBIM
OAIT;

- runeprpogua JIK u TDK, unoraa runeprpodua JIT (npu cpen-
HuX ¥ Gopinrx pasmepax OAIL);

~ raneprpocpus IDK (npn passutuu seicokoit JIT).

3xokapauorpadus
Pexomendayuu no BLINOAHEHUIO UCCIeA0BaHUS

Ha/uuue 0TKPHITOrO PTEPHAILHOTO IPOTOKA JIETKO 0GHAPYKHBACT-

¢s1 C TIOMOHIBIO ABYXMEDHOH IXOKapIHOTrpaduy ¢ UBeTHEIM AOMIJIe-

DOBCKHM HccJie10BanneM. JIoKauus NPOBORHTCS M3 NapacTepHAIL-

HO# POEKLMK 10 LHHHOH OCH JIETOYHOH apTepuH, HHOra GBIBAET

1M0/1€3HO# CympacTepHaIbHAs N03HLHUA. ApTeprHanbHBIA NPOTOK BU-

3yajqM3upyeTcs B BUIE JONOJHUTENLHOTO COCYAA, COeAAHSAIOUIEr0

HHCXOMALLYIO 0PTY ¥ 6H()Y PKAIHIO IeTO4YHOH apTepuH, 06BHIYHO pac-

[0JI0XEHHOr0 HECKOIbKO OJIHKe K JieBoH BeTBH. COPOCOBLIH MOTOK

HampaBJ/IeH, KaK NPABUJIO, H3 A0PThI B JIETOYHYIO aPTEPHIO, TIPH Bhi-

cokoit JII' cGpoc MOXeT GhITh He BHJCH HJIHM OIpefeseTcst IOTOK B

HUCXO/SILYIO A0PTY.

Kpumepuu duazHocmuKu:

— ypenmyenue o6wema JIK n JIIT;

— pacwupense JIA;

— npu OAII 3HaYMTeALHOr0 IHaMeTPa U HaIHuuK Auaarauny JRK
4acTo OnpejeATCS MHTPAIbHAS PErypruTauds U HeGoablloe
cHmKenne Gpakunu sebpoca JIZK.

[Tpu inameTpe NPOTOKOB MeHee 3 MM H3MEHEHHS Kamep cepaua o6biy-
HO OTCYTCTBYIOT.

JIEYEHWE U HAB/TIOQEHUE

i

28

Habniogeuue v neYeHue NalueHTos

C HeKoppurvpoeaHHbiM OAlN

Jng HoBopoxpenHsix ¢ cumnTomamu CH nokasano orpanuuenue
notpebasemor xxuakocTy a0 120 ma / KT ¥ HazHaveHue dypocemua
B no3e 2—3 mr/ kr/ cyr. Jlurokcus He ucnoabsyercs. B 6osee crap-
mieM Bospacte aeuenue CH nposomuTes no cranmaprroi cxeme (1p-
YDPETHKH, ITUTOKCHH).

dapMakosornueckoe 3aKphTHE IPOTOKA n/posonmca HeJOHOLIe H-
HEIM HOBODCIKJAEHHBIM C HCIIO/Ib30BaHHE B/ B BBEACHUS MHAOMETA-
upHa win néynpodena (cM. npuaoxenne 8).

—

1.3. OTKpbITHI apTepUanbHbiid NPOToK

2.

ITpotunakTrra GakTepraIbHOrO SHAOKAPANTA [0 MOKa3aHUAM (cM.
npunoxenue 10).

B orcyTcTBHM JIerouHoH rHNepTeH3NH QU3HYECKA AKTHBHOCTD [a-
LIHEHTOB HE OTPAHUYUBAETCH (PCM. npunoxenye 8).
3HAOBACKY/IAPHbIE METOMbI JIeUeHUs

B nocaennue rops koppexuust OAIT — GesycsoBuas npeporatuba
PeHTIeH3HA0BACKYASPHBIX XHpypros. HeGosblive apreprasbHbie
IIPOTOKH 3aKPbIBAIOTCA CHMPANbHBIMU yCTpokcTBamu Tumna Flipper
nap Gianturco. [ln1s 0KK/I034H apTepHaIbHBIX 1POTOKOB UAMETPOM
Bosiee 3 MM yCHIEIUHO IPAMEHSIOTCS pa3inyHEE MOANPHKALKH Cre-
UMa/IBHBEIX yCTpodcTB Tuna Amplatzer. IHEOBACKYASIPHBIE METORI
koppexuuy OAIl y neTeit epBbIX MECSLEB XKU3HH, KAK IPABHIO, HE
ACIONb3YIOTCH.

Xupypruveckoe neveHme

[ToKa3anus K xupypeuveckomy JedeHurn

Hannyne OAIL noaTBep:aeHHOE [0 JaHHBIM 3X0KapaHorpaduyec-
KOIo HCCIe0BAHHUS, ABAAETCA A0COMOTHEIM I0Ka3aHHEM K €r0 3aK-
PBITHIO C HCTIOJb30BAHHEM SHIOBACKYISIPHLIX METOJMK /M XHPYp-
ruvecky. B cayvae remonnaamMuyecku sauumoro OAIT emewatens-
CTBO BBIIOJIHSAETCS B JI060M BO3pacTe.

[Ipomu8sonoKasaHus K Xupypeudeckomy neseHur:

~ BbicoKas Jeroydas runeprensus (OJIC > 10 En/m2 ucxoaHo u
> 7 En/m? nocsie npuMeHeHust Ba30AUIaTaTopoB);

— HajaMyue a6COMIOTHLIX NPOTHBONOKA3aHUH 10 COMYTCTBYIOLIEH
COMATHYeCKOH NATO/IOTHH.

Xupypaudeckas maKkmuka

ITaunentos ¢ guardozom OATT MOXHO pasnenuTh Ha YETHIDE OCHOB-

HBI€ TPYHIIbl B 3aBUCHMOCTH OT TAKTHKH BEJCHUST:

— u3osupoBanublit OAIl y nonouiensbix fetes;

— uzonuposanusii OAIl y HeoHoUIeHHBIX feTeH;

— OAII B coueranuu ¢ apyrumu BIIC;

~ OAIl B coueranuu ¢ apyrumu BIIC npu npotox3aBucumok remo-
JMHAMUKE.

Taktuxa npu usoauposauwnom OAIl v nonomeHnHnx

HOBOPOKAEHHHX. ¥ JAOHOUIEHHBIX HOBOPOXIEHHBIX ()YHKIHO-

Ha/bHOE 3aKPBITHE aPTEPHANLHOTO IPOTOKA IPOMUCXOMHT B EPBLIE

10—15 gacoB nocse poXACHUS, AHATOMHYECKOE — B TeueHue 2—3

Hejenb. Ec/n no ucTeyeHHHU 5TOT0 CpoKa POTOK IPONOJKAET QY HK-

LIMOHHPOBATh, TO [HAHCOB Ha ero 3aKPHITHE HeT. Y HOHOLIEHHBIX MJa-

JeHIeB Tepanys HHAOMETAINHOM ABJAAETCS He3(PHEKTUBHOM.

Xupypruyueckoe 3aKphiTHe NPOTOKA NPU HANMYHH CHMIITOMOB OCY-

LIECTB/ISAETCA B TEYEHHe HEeCKOJIBKHX AHEH [0C/Ie [I0CTAaHOBKY JHar-

29




TNABA 1. KnvHuka, AMarHocTika v NeyeHne BpOXAEHHLIX rOpoKkoB cepaua

Hosa. Ec/iu BoapacT peGeHKa [IpU 9TOM CTaplie TPeX MECAUEB, TO He-
o6xonuma npensaputenptas onexka OJIC. Ipu 6eccumnromaoM Te-
YEHMHM Y HOBODOX/JEHHBLIX OflePATHBHOE JIeYEeHHE BO3MOXKHO OTJIO-
KUTh 10 TPEXMECAYHOTO BO3pacTa, y 6oJee CTAPIIHX JeTel onepa-
THBHOE JIeYeHHe IIPOBOJAT NOC/IE NOCTAHOBKH AMArH03a.

TarkTuka npu usonupoaunuoMm OAIl y Heponowesn-
HBIX W MAaJO0BEeCHHX AeTell. [eMOAMHAMHYECKH 3HAYMMBIH
OAIly HeoHOLIEHHbIX IeTe} CONPOBOKIAETCS CepeYHON HeA0CTa-
TOYHOCTBIO, BhlpaxeHHoH runepsosiemueii MKK u, xak cnesctaue,
sasucumocTeio o1 MBJI. CrionTaHHOe 3aKphiTHE MPOTOKA Y Heape-
JIBIX fieTel oueHb ManoseposTHO. [Ipu Hannuuu OAIT npoBoasat kype
NPeBEHTHBHON KOHCepBaTHBHOK Tepanuu. [Ipn otcyreTun sddek-
T4 BHIOJHAIOT OIIEDATHBHOR JeUeHHEe B TEeYEHHe MEPBLIX HECKOJb-
KHX JHe# 10C/1€ IOCTAHOBKH Mariosa.

Taktnka npu OAIl B coyeTaHuu ¢ NPYyTUMH NaTONO-
TUSIMA CePAEUYHO-COCYAHCTOH CHCTEMB M MPOTOK3A-
BHCHMOH reMoJHHAMKKe — 9T0 OHOMOMEHTHAs 1160 no31an-
Has xupyprudeckas koppexnus nopokos CCC. OAIl yetpausiercs B
XOJe IEPBOT0 3TANa KOPPEKIHH.

Xupypzuveckas mexHuxa

Bosmoxubie BapuanTsl Xupyprudeckoi okkmosuu OAIT: oTkpeitas
orepalysi, TOPAKOCKOMHYECKasl OKK/IIO3KA C NOMOLIBIO METANIHYEC-
KHX KJIHIICOB N0 BUASOKOHTPOJIEM.

XHUpypruyeckui [0CTyn — 324He60K0BAA J1eBOCTOPOHHSIS TOPAKOTO-
Mus. BekpeiBaeTcs eBast IIeBpadbHast TO/I0CTh Y HeAOHOLIEHHBLX
LleTel IpH TOM MOTYT BO3HUKHYTb CE€Phe3Hble NpoG/ieMbl ¢ BEHTH-
nAnyedt) n napueTanbhas naespa B npoexnuu OAIL Buiessior npo-
TOK, NpelBapUTEJbHO BU3YaIM3HPOBAB BO3BPATHEIHA Heps. Hanmyu-
LM Pe3yJ/IbTaThl JOCTHTAIOTCS NPH JUIMPOBAHUH NPOTOKA W HAJIO-
KEHUH JOTOMHHTENLHOM [IPOIUHBHON JUIATYPhl. ¥ MIaJEHLES BO3-
MOXKHO K/MIHPOBAHHE THTAHOBLIMU cKoGkamu. Ilpu KopoTkoM u
LIEPOKOM IIPOTOKE €0 IePeceKaroT, NIPOLIMBAs a0PTAIbHDIH 1 JIeroy-
HBIHA KOHeL,

Cneyughudeckue 0COMHERUS XUPYPRUYECKO20 feYEHUS:
= DpesHayajbHbIA LIYHT,

— Iapa/juy BO3BPATHOIO HEpBa;

= IIHEBMOTOPAKC;

- XHJIOTOPaKC;

— cTeH03 BeTBed JIA, cyxenue aoptui.

NocneonepauynonHoe HabniogeHune
. dmareaprocTs HAGMIOAEHNS NALMEHTOB ¢ KOPpUrupoBadubiM OAl]
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1.3. OTKpBITBIA apTepranbHblii NPOTOK

6 mecsines. [lepen cusituem ¢ yyera sunoasswotes KL, yabrpassy-
KoBoe uccieosanue cepana. [aunentst ¢ JIT [I-11I crenenu na6aio-
HA10TCs He MeHee 3 J1eT ISl UCK/IIOYEHUS IPOrPeccHPOBaHUA Jeroy-
Ho# runepren3ud. [1pu HeoGX0AUMOCTA NPOBOANTCS MEHKAMEHTO3-
Hasi TePanysA JerOYHOH THIIe PTEH3HH C YBeIHYeHHeM CPOKOB Habimo-
JEHUSI.

IlporaakTika 6aKTepra bHOr0 3HAOKAPANTA IPOBOUTCH [0 [TOKa-
3aHMAM B IepBble 6 MecsleB [Hoc/Ie XUPYPriudecKol KOppeKIHH 1o-
poka (cm. npuoxenue 10).

HonycTumocTb 3aHATHH (DU3KYALTY PO M CIOPTOM N0C/IE KOPPEKLUM
nopoka {cM. npunoxense 8).
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1.4. YacTuyHbi aHOMAaJIbHbIN
APeHaX JIero4HbIX BeH

AHATOMMA

YAJIJIB xapaktepuayeTcs TeM, YTO OflHa WM 60JIee, HO He Bee, Je-
rOYHbIE BEHBI BIAAAIOT B IPaBOE TIPeACepye 1 ero NpUTOKH. Jlerounnie
BEHb MOTYT BIIaiaTh B Ge3bIMSIHHYIO BeHY, KOpoHapHEH curyc, BIIB,
[1IT1, HIIB, noprasbHble BeHEl, TeYEHOYHbIE BEHbL.

B otsmunu ot TAAJIB, nanueii nopox mMoxeT BcTpeyatses 6es3 co-
yertanus ¢ JMIII(5,7%).

HauGonee kanunuecky snauumsie apuantst HAJIJIB:
~  BeHbl BepxHel H/ WM cpeHell A0/ei IPaBoro JErkoro BIALAIT B

BIIB uuxe ycTbs 6e3nMantoil Bensl (coueraercs ¢ JMIII «sinus

Venosus»);

— BeHbl HWXKHEH fosu npaBoro Jerkoro BrapaoT B HIIB suiwe unn

HUIKe ypoBHs muadparmbl (sBaseTcs yacTbio «Scimitar syndrome»

— aHOMa/IbHO€ APTePHAIbHOE KPOBOCHAGKEH e H THNONIA3HS HHXK-

Hell JI0/IH IPABOTO JIeTKOTo, IeKCTPOTIO3HIUEA Cepala);
~ BrazeHue JeBbix JIB B Ge3bIMAHHYI0 BEHY Yepe3 JeBYI0 BePTHKA/b-

HYIO BEHY.

NATO®KU3NONIOTUA

T'emonunamura YAJIB Bo maorom ananoruusa JMIIII, ¢ Toft nuiub
pasuuuel, yro runepsosemus MKK csa3ana He ¢ sepo-npasbim chpo-
COM KPOBH, a C ee 4aCTUYHON peuupKyssuuer no JjerkuM. O6beMm pe-
LHPKY/IALNK 3aBUCHT OT KOJMYECTBA JPEHHDYIOLIHXCA JETOYHBIX BEH,
Haanyus JIMMIT u seanuunst OJIC. Temmel passutus JII' 3aBucar ot
00beMa KPOBH, PELHPKYIUPYIOLIeH 110 JerKUM. 3HaUMTe/IbHOH CTeNeHH
JIT nocturaer Ha 3—4-M eCATHACTUH XU3HH.

KJIMHWUKA

a. KimnHuueckue nposiBieHus 3adonepanus:
= petu ¢ HAIJIB 06bIYHO aCHMITOMHBI;
— [pHu HaJaWumy ApeHaxa npasblX JIB B HIIB y zeteii moryr Obith
yacTble 6 POHX0J/1EerOuHbe HHPEKLHH.
6. Pusukanbuoe obcienoBanue:
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BB HopmaasHoe cepaue
[MATUCTPAABHBIE COCYABI HE MOKA3OHBI)
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[TIABA 1. KnuHuka, anarHoCcTuka u fieyeHne BpoXXAeHHbIX MOPOKOB cepLia
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1.4. YactnuHbiii aHOMaNbHLIN APeHaX NEroYHbIX BeH

nocrosHuHoe pacmenienue Il Tona o Il m.p. ciiea ot rpynuss! mesa-
BHCHMO OT ha3 apixanust (npu coverannn YAJJIB u JIMIIID;
C1abblit uim cpenHed unTeHcHBHOCTH (He Gosee 3/6) cueTosruec-

KHJ1 LIYM OTHOCHTE/IbHOTO CTeHO03a Kiamnara JIA Bo Il M.D. CJI€Ba OT
IPYAHHEL

HEXKHBIY Me30IHACTOMHYECKUN LWYM OTHOCHTE/JIbHOI0 cTeHo3a TK
BJI0JIb JIBOTO KPAsAl TPY/AMHBI B HHKHEH TPETH.

OWATHOCTUKA

1. 3nexrpokapguorpadms
— ruaneprpodus [TK;
~ [OJHAsA UMM HenosHasi 6/10Kafa NpaBol HOXKH nydka I'nca;
~ He HCKJIOYaeTCs HopMa/bHbIA BapuanT JKT.
2. 3xokapauorpacus
Pexomendayuu no ssinonnequre uccnedosarus

Huarnoctuxa YAZJIB o6biubo gocTuraercs 00HapyXKeHHEM OTCYT-
CTBH#A THIIMYHOTO BIIaAEHMSA O/ HOH UM HECKOJIbKHX JIETOYHBIX BEH B
JI B THOMYHBIX MecTaX.

Bricoxue IMIIIT tuna esinus venosus», kax NPaBUJIO, COYETAIOTCS
¢ YAILJIB.

Kpumepuu duaeracmuru:

— JHUJAaTalUMs NPABLIX OTAE/0B CePaLa;

— pacliupeHye JEroYHON apTepuy;

— OTHoCHTeNbHOe yMeHbwenue JIIT u JIK;
— pacuKpeHHas BepXHsis [0Jas BeHa.

JIEMEHUE W HAB/TIOQEHUE

1. HabniogeHne u neveHmne nayneHToB
C HeKoppuruposaxHHbiM YALJIB

a. TlpodunakTuka 6akTepHabHOIO 3HAOKAPANTA He oka3ana (cu.
npuioxenne 10).

6. Koppexunst cnMnTomos cepaeusoi HegoctatounocTs (B peskyx
cayyasx). ]

B. Jlonyctamocts saustTuil pu3KyIbTYpOS CIOPTOM A0 KOPPeKUnH
nopoka (cm. npunoxerue 8).

2. Xupypruueckoe neyeHue
[Toxazanus K Xupypeuyeckomy neyeHuso

ITonrsepxaennbiii auarnos YAJIJIB — a6¢0/m0THOE I0KA3aHUE K OlTe-
PaTUBHOMY JIEUEHHIO.
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TpomuBONOKA3AHUS K XUPYP2UHECKOMY /IEYEHUIO:

~  BhicoKas Jerovnas runeprensus (OJIC > 10 En/m2 ucxonuo u
> 7 En/ w2 nocsie npuMeRenH s Ba3ofnIaTaTopos);

— Haauude aGCOJIOTHBIX POTUBONOKA32HKH 110 COMYTCTBYIOLICH
COMaTHYECKOH TaTOJOIHH.

Xupypeuyeckas makmura

ITpu oTCyTCTBUM CHMITOMOB KOPPeKLis JOIKHA ObITE IPOBEIEHA 10

Bo3pacta 3—4 net. CBoeBpeMeHHas KOPPEKUHA MO3BOJIAET U30eXKAaTh

oTaaneHHuX ocaoxHenud YAJJIB: neroyHoi runepreHsuy 1 npa-

BOXKeJ1yA0YKOBOH HeJOCTATOYHOCTH, TPEHeTaHus U QUbpUISIun

npejcepaui.

Y naupenTtos ¢ Scimitar syndrome cumMnTOMbI CEpACUHOH Hea0CTA-

TOMHOCTH Pa3BUBAIOTCH B MJafieHYECTBE, XUPYPrUUECKOE JeUeH e

NI03TaNHOe — B JIEPBYIO O4Yepessb TPOBOAAT KATETEPU3ALMIO Cepala

1J151 00HapYxKeHus 1 SMO0IM3aLHE a0PTOIETOYHBIX KOJITaTepaIel K

npaBomy serxomy. Jlasee, B 3aBHCHMOCTH OT CHMITOMATHKY Cepiey-

HOH HENOCTATOYHOCTH, [POBOAAT XHPYPTHYECKYI) KOPPEKLHUIO

YAIJIB.

Xupypeuyeckas mexHuxa

B ciygae manoro paamepa uau oteyrersus JJMIIIT ero paciupsior

uiu opmupyioT. Ilepemernenue yctos JIB B nosocts 1T ocyiue-

CTBJSIETCA 3aILATOH, €€ MPHLIMBAIOT TAK, YTOOBI HE CY3HTH YCThe

JIB. B cayvae BOSHMKHOBEHHSI CTEHO34 NI0/I0H BEHbI JONOJHUTEIBHO

BEIIOJIHSAIOT [VIACTHKY €€ YCThst ayT0 / KCEHO NePUKAPAHATLHO 3an-

J2TOH.

Texunyeckue ripuemsl koppexunn YAIJIB:

— BhIIe/IEHKE ¥ Nepecajka aHomasbHo Bnagaiouwx JIB B sesoe
npejcepAqe MU B HOpMaJIbHO Bagaoipe J1B;

— pasgeneHHe 00LIEro CTBOJA BEPXHEH WY HUXKHEH M0JIOU Belbl
Ha /Ba Kanana (KO/IeKTOp JEroYHbIX BEH W KOJUIEKTOP MOJOH
BEHBI) C MOCJAE/YIOUIAM HANPABJCHHEM MX OTOKOB B Ipejcep-
NHA; .

~  aHacToMO3 AncTajibHoro konua BIIB (JIB aperupyercs yepes 1po-
KCHManbHbi# oTpesok BIIB); ,

— BHyTpucepieuHuie nepexiioyerus uepes JIMIIT genosubix npu
TOKOB G0/IBIIOTO H MAJIOro KpyroB KpoBOOOpalleHHus;

B kadecTBe MaTepHana 414 MJIACTHKH HCIOAB3YIOT ayTONEPUKAPLL,

06paboTaHHeIH ITYTaPOBBIM a/1bAEIHAOM, MK KCEHOTEPUKAPL.

Cnequthudeckue 0CAOKHEHUS XUPYP2UYECKOR0 ARYEHUSA:

— pesupjyajibHbiH COPOC MeXKIY IPEACEPAHIME;

= CTeHO3bl YCThEB NOJBIX BEH HJIM JIETOUHBIX BEH;

— CHMHAPOM CJaboCTH CHHYCOBOIO y3iaa Ipu mactuxe yerpst BIB,

EEREEREEX
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1.4. YacTuuHbIi aHOMANGBHBIA APEHaX NerouHbIX BeH

—~ HPC, raxuaputmuy.

MocneonepauuoHHoe HabntogeHne

15

JanteapHocTs HaOMOLCHHS NALHEHTOB C KOPPHTHPOBAHHBIM
YAJIJIB npi 0TCYTCTBUM HAPYICHUI FeMOMHAMHKY COCTABIAET He
Goatee 2 siet. Ilepen cuatuem ¢ yuera semoanswores KT, yabrpa-
3BYKOBOE HCCJIeJOBAHHE CepALa.

B cayuae peructpauuu B nocneonepaunonsom nepuoge HPC (6pa-
AMaPUTMUH, NIPe/icepAHble TAXHKADPIUHU) AOTIOTHUTENBHO K 06C/Ie0-
Banuo pexomennyercs CMIKT kaxapie 6 mecsines uin qame. Ipu
HAJINYKU I0KA3aHKA IPOBOMTCS AHTHAPHTMHUYeCKas Tepanus, PUA
uin uvmnanrauus IKC (raasa 2).

[TpodunakTuka 6akTepHanbHOro SHAOKAPAKTA IPOBOLHTCH 110 HOKA-
32HHSAM B IEPBble 6 MECALEB NOC/Ae XHPYPTAYECKOH KOPPEKIMH No-
poxa (cM. npusosxenne 10).

HonyctumocTs 3anATHI HH3KyYALTYPOH H CTIOPTOM NMOC/IE KOPPEKIHHA
nopoka (cm. npuoxenue 8).



1.5. ATpuvOBEHTpUKY/sipHas
KOMMYHHUKaLusA

AHATOMWA

Anartomuyeckast knaccuUKaLHS aTPHOBEHTPUKYIAPHON KOMMYHH-

KaluH:

1. Hemnounas ¢opma (coueranue nepsuusoro JMIII u pacuensenns
nepeasef creopru MK).

2. Wsrepmurupyiomas popma (mepsuunsii JMIIIL, o6iuee pacienae-
Hue nepearen ctsopki MK u centansnod ctopku TK , xonbuo AB
K/I4N2HOB of1iee).

3. Tomuas dopma (obuee koabuo AB kiaananos, nepsuunptit JIMITIT,
npuTounbiil JMIKIT).

Buigensior 3 Tuna nosroi dopmst ABK (Rastelli):

— Tun A: nepenusist odwmas cteopka AB knanaua pasnenesa xa npa-
BYIO M JIEBYIO NOAOBHHEL KperienueM xop, uayuux uz [K u JRK.

= Tun B: x o6ieii CTBOPKE HAYT XOpPAbl IPEUMYILECTBEHHO OT O/l-
HOTO JKeNyI0YKa.

— Tun C: nepensss obiiast CTBOPK2 He HMeET XOp/.

NMATO®N3NONOTUA

B 3aBucumocTi 0T aHATOMHM NOPOKA M KOMOHHALIUH e(eKTOB reMo-
auHamuxa ABK xapakTepuayeTcst Ha/IHUHEM MEXIIPEACEPAHON0 H MEXK-
Keqya0uKoBoro wyHTos, wyHta mexay JIXK u II1, a raxeke peryprura-
LMed Ha aTPHOBEHTPHKYJIAPHBIX Ki1anaHax. B orcyrersun JII wyntnpo-
BaHHE KPOBH Ha BCEX YPOBHAX NPOUCXOMT CleBa Hanpaso. [Ipu nenoJ-
Ho#t hopme ABK remopunamuika asasornusa sropuusomy JMITI, Ho ¢
BoJee Brlpaxennou oovemuoi neperpyskoi I, IDK u runepsosemy-
et MKK. l'emopunamuka nosnues gopmet ABK — 370 couetanue ocoben-
Hocted remopuuamuky kak JIMIII, tax u JIMKIL. O6bem aeBo-npaso-
ro c6poca KpoBM B IaHHOM ¢/1y4ae 3asucHT 0T Benunab OJIC. O6vem-
Has [leperpysKa xamep cepaua ycyryGaseTcs HeJoCTATOUHOCThIO AB Kna-
naxos. Haiuupe runonnasuy ogHoro U3 xeayaoukos (Hectanancupo-
BaHHas HOPMa) NPUHLKIMAIBHO He OTPaXKaeTcs Ha remonavuke ABK,
OJHAKO WIpPAeT pelaloLiee 3Ha4eHye B BLGOPE TAKTHKA ONePATUBHOIO
Aevennst. OcioxuenneM ectectBeHHoro tevenns ABK sasasercs JII
Bospact nosisnenus npusHakos JII' passinuen: npu noaHo#t opme ABK
— BTOpOE HOJAYToAMe XKHU3HH, HenoaHas Gopma ABK — 10~14 ner.
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1.5. ATp1OBEHTPUKYNSPHAs KOMMYHUKaLWS

BB

Hopmaaskoe cepalie
{MArMCTPAAbHBIE COCYAbI
HE NOKA3aHb!)

HMB

BMB Henoaxas chopma ABK
BMB

floanas chopma ABK

BB
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1.5, ATp1OBEHTPUKYNSIPHas! KOMMYHYKALMS

[NIABA 1. KnuHuKa, AvarHocTuka u ievyeHne BPOXXKAEHHbIX MOPOKOB cepALia

‘ ’ ~ CHCTOJIMYECKOe APOKaHKE BIO/b JIEBOTO Kpast I PyIHHbI;
— cpenHeii untencusHocTH (3—4/6) cuctonmueckuil mym cHpoca
| ABK I : a kposu uepes [IMKII rosb eBoro Kpas rpyauHbl, NPOBOASILLM-
i = . Csl Ha CIIMHY M Ha BePXyWKy cepaua (MHTEHCHBHOCTD yMa Ha
MonHas dopma | I WnTepMuTupyowas, HenonHas dopma | BeDXYLIKE 3aBUCUT TAKKE 0T CTENeHH peryprutanuy Ha MK);
— [pU 3HAYMTE/LHOM 110 00beMy JeBO-PaBOM CGPOCe BIC/YLINBA-
Nl \ . I 9 eTCs HEXKHBIH 1HACTOMHYECKHMI IYM OTHOCHTEILHOTO reMOHHA-
/ | Bospact 6onee 6 wec. | Habmoze- muyeckoro crenosa MK nian TK Ha Bepxyiuke cepjua niu B Hik-
Bospact Hue A0 HEH YaCTH JI8BOI'0 KPasi I'PYAHHBL
MeHee 0J1C< 10 Ea/m? ncxopHo u < 7 Ep/m? BO3pacTa ‘ | 9 = Y UauueHTos ¢ HenoaHod Gopmoit ABK npeoGaagaer ayckynsra-
6 mec. nocne npuMeHeHus Ba3oan/aTaTopos 1roa TUBHAS KAPTHHA HEJOCTATOYHOCTH MK;
gl "4 N =y JuL ¢ Boicoko#t JII oTMeuaeTcs 3HauMTenbHOe Mpeobiaganue
C6anaH- HecbanaH- Hecb6anaH- C6anaH- . | 9 JIETOYHOT0 KOMIIOHEHTa 1I TOHA, 4YTO OHOpPEAeNACTCHd KAaK aKIeHT
cupo- cMpoBaHHas CMpoBaHHas cnpo- Il Tona B TouKe ayckynpranus JIA.
BaHHas dopma, dopma, BaHHas
¢dopma creHo3 BOJIX cTeHo3 BOJIXK ¢dopma
, . | 9 AWATHOCTUKA
CyxvBanune 1. 3nexrpokapamorpadus
na/ — OTKJOHEHHE 3JeKTPHYeckoH ocH Baeso (o1 —20° 10 —150°), uTo
ity b . I 9 AAB/IAETCA NPU3HAKOM N€PBUYHON aHOMA/JHH DA3BUTHS CTBOJA
onepauys T'uca u ero BetBefi y nanuenros ¢ ABK;
¥ Hopeyaa — [0JHas Ui HenosHast 6,10Kaga paBok HOXKH ny4ka [uca — rsR’
PagnkanbHas # A . ! 9 e Vl;
KoppeKuys nopoka OnHOXeNyA0UKOBas PaankanbHas Koppekums = runeprpodus [DK;
B ycnosusx UK KoppeKuus nopoka B ycnosusx UK — Y HeKOTOPHIX MalUEeHTOB HaGMI0fAI0TCA SKF-an;HaKu runeprt-
. " 9 popuu JIK u samesienne arproBeHTPUKYAAPHOH NPOBOIHMOC-
TH.
KIMHUKA 2. 3xokapauorpadus
a. Knunuueckue mposiBiaeHust 3a60JeBaHNS 3aBUCAT OT aHATOMHH 110- . 1 9 Kpumepuu dugenocmuxu:
poKa: Heno.nas dopma ABK:
- netu ¢ HemoaHOH popmoii ABK ninTesbHOE BpeMst aCHMITOMHbI, — HAHYHe NePBHYHOr0 (IEHSKOI‘O) JMITT;
HO TIpH HapacTaHuu peryprutauuu Ha MK MoryT mosiBUTbCS NpH- . 1 9 ~ pacuenjenue nepeineii cteopku MK, mutpasibuas perypruta-
3HaK{ ceplevyHOH Hef0CTaTouHOCTH (3amepkKa (PU3HIECKOro LHS;
Pa3BUTHS, CHHKEHHE TOJEPAHTHOCTH K (QM3HYECKUM HarpysKam, - munatauus [T a TDK;
OJIBIIIKA, TAXMKAP/Hsl, 4aCThie GPOHXOJIErodHble 3a601eBaHMS); . ) ~  [MAaTAlMs JETOYHOM aPTepPHE;
- TshKeJas KAMHAYeCKasi KapTHHA CEPeYHOH Hef0CTaTOuMHOCTH ; ~ /IeroYHas CHIEPTEH3HS — PE/IKO.
(traxukapausi, PUTM rajona, OsIlIKa, yBenyeH e nequﬁH) Xa- Ioanas gopma ABK:
pakTepHa [ AeTer nepBorf) T0j1a XKU3HH C TIOJTHOH (POPMOH /\BK”, ~  BhiCOKHEl mpuTonbii JIMIKIT:
— [IpY Pa3BUTHH CHHIPOMA DHU3eHMEHTepa NosBJseTCs pasaiioil .l ) ~ nepsuumsit IMITIT (B0SMOXHO COYeTaHKE CO BTOPHUHbIMA
CTerNeHH BBIPAXKEHHOCTH LIHAHO3 CTUBHCTEIX 000JI049€K H KOKHDIX IIMITIT, oteyrersren MITIL):
JORpaBLE. — 06Lui aTPUOBEHTDPHKYAAPHBIA KIANAH C HAJUYHeM Perypruta-
6. PusmKalbHOE 00C/IeN0BAHHE: . i ) LMK HA €ro JIeBOH H NPaBoii 4acTsx;
— myJbcauus IPyAHOH KIeTKH B o6mactu cepaua (npu suauures .
nok munatamun JIXK);
40 & )
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TNABA 1. KnuHWKa, AMarHoCTUKa W IEYEHNE BPOXAEHHBIX MOPOKOB CEpALa

~ YacTO yMeHslueH 06beM eBoro xeuynouka (Hecbanancuposas-
Has (opma);

—~  JIeroyHad rMIepTeH3Us], HU3KUH IPafHeHT JaBJeH s MeXay XKe-
JYNOUKAMH;

~ [HAATAUMA JETOYHOH apTEepHH;

~  Bo3MOKHO coueranue ¢ gpyramu BIIC.

NEYEHUE W HABNIOAEHWE

L
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Ha6mogenne nauneHToB

C HeKOppUrnpoeaxHbiM ABK

a. Koppexuus cHUMITOMOB CepedHOH HeI0CTATOUHOCTH.

6. TIpogunakrika 6aKTepHAABLHOIO IHAOKAPANTA [0 [OKASAHUAM
(cm. mpunoxenue 10).

Xupypruueckoe neyexme

[ToKa3aHUA K XUpYpeu4ecKamy neqeHuro:

~ noauxas gopma ABK B Bospacre j10 6 Mec.;

— fojHad ?opMa ABK B Bospacte ctapute 6 mec. mpa OJIC B nokoe
< 10 ex/ w2 u OJIC < 7 nocJie mpUMEHEHHS BA30AUMATATODOE;

— wunTepMmutupyiouas ¢opma ABK;

- yenoasas popma ABK.

MponusenoKasaHuA K XUPYpP2UYECKOMY ACYEHUIO:

— phicokas nerounas runeprensus (OJIC > 10 En/m? uexonno u
> 7 Ex/ M nociie npUMeHeHHs Ba30WIATATOPOB);

~  HaJMyEe aGCOMIOTHBIX IPOTHBONOKASAHMHA [0 CONMYTCTBYIOLEH
COMATHUECKOH MaTONOTHH.

Xupypeuveckas marmuKa

Tlpu yacTu4HOM K HHTepMHUTHPYIOLIeH hopme ABK yrposa passutus

JII 3HauyMTesbHO MeHbLIe, YeM HIPH NOJHOH Gopme.

[lnactuky MK ynoSuee nposoauts B Bospacte 1 roja. B 6osee crap-

LleM BO3pacTe, BO3MOXKHO, noTpeGyercs npore3uposanue MK.

IIpu noanoit gopme ABK onepaTusHoe /eueHre A0/KHO OBITH Bbl-

[O/IHEHO B BO3pacTe A0 | roga, ONTHMAaAbHO — B nepBbie 2—6 Mecs-

ueB xusny. [lo3oHee CI0KHO BHNOAHMATH NiacTUKY MK u3-3a pas-

BUTHS TA/IATALMY KJIANAHOB U H3MEHEHUA UX TKAHEH.

Tlpu Hec6anaucuposanuoi Gopme (1eBbIf KeqynoyeK MEHbLIe Npa-

Boro u He nocturaer 80% ot obuied AJIHHEI Cepaua), HATHUMK Co-

NYTCTBYIOLIMX AHOMANUH, TUNOTPOQUH — BHITIOIHACTCA CYXKUBAHUE

JIA ¢ noc/ieayoLIMM YTOYHEHHEM TAKTHKH B BO3PacTe OIHOr0 roja.

B nanbHeiiiemM BO3MOXEeH BapHaHT BHITOHEH s OJHOXKEIYA0UKOBOM

xoppekunn. [1pu crerose BOJDK ~ nponeaypa Norwood.
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1.5, ATp1OBEHTPUKYNSpHAS KOMMYHUKALMS

Xupypeuveckas mexHuKa

Mnactuka MK. ITracTuka pacienneHus CTBOPKH MUTPA/IbHOIO
K/1anaHa BuinonHsiercs n-o6pasapiMy wsamu. Ecim @K pacumpeHo,
BBIMOJIHSIOT KOMHACCYPONIACTHKY 110 OZHOH WM IBYM KOMMCCYPaM
11-00pa3HbIMM LIBAMY Ha IIPOK/IaAKaX.

IMnactuka aedexToB. [lnacTuka U30IUPOBAHHOIO NEPBUYHO-
ro JMIIIT, matepuan Boifopa — ayTonepuxapn. I1pu Mexexe yfoq-
KOBOM COOGLIEHHY HA YPOBHE KJaNaHOB feeKT YLIKMBAIOT N-00pas-
HbIM IIBOM Ha NpPOKJa/Ke, KOTOPOH [AOMOJHHUTEJIbHO QHKCUPYIOT
cropky MK k rpe6uio MKII Ilpu Hanuuuu HeGo/ILLIOTO NOAKIA-
naunoro JJMIKII ero ycTpaHsioT 0O «aBCTPATHHCKOH» METOAMKE.
CyTb METOAUKH 3aK/TI0YAETCA B (PHKCALIHH KOMIOHEHTOB OOILHKX CTBO-
pox k rpe6uio M2KIT ¢ noMoLIbio HECKO/IbKMX I-00pa3HbIX UIBOB Ha
TIPOKJAKAX.

OnHo3anaaToYHas METOAMKA: IPOU3BOLAT IIACTUKY MeXKIIPeacep-
HOJ U MEXKeJIY04KOBOH KOMMYHHKALKMH O1HOH 3aI1aTOH.
JIBy3annaTouHas MeTOMMKA: PasiesIbHo npousBoaat muacTiky JMAKIT
(3amnaroit u3 PTFE) u JIMITII (ayTonepukapauanbHoi 3aniaToi).
[Mnactuxa TK.Tocne naacTuky neperopoiox NpoBOAAT NAaCTH-
Ky TK. 3aBepiuiaTh onepauuio Jyyille D04 KOHTPOJIEM YPeCIUIEeBO-
Ho#t IxoKI.

Cneyugudeckue OCAOKHEHUS XUPYP2UYECKO20 NedeHus:

-~ AB 6aokana;

— pesuayasbbie copockl yepes JMXKIT u JMIIIT;

— creHo3 wau peryprataumus MK u/ wnn TK;

~ aTPUOBEHTPHUKYJASDHAA y3/10Bas KTONHYECKAA TAXHKaDIKA.

MocneonepaynonHoe HabnopgeHue

L.

o

JlanuTe/IbHOCTL HabJI0e ! NAUMEHTOB ¢ KoppurupobaiHeiM ABK
OnpeneasieTCst HCXOAHOH (HOPMOF OPOKA ¥ HAIHYMEM HapyLIeHUH
remofuHamuky. Kpatsocts Habmoaenus: noanas gopma ABK — kax-
mbie 6 mecsues, HenoaHas gopma ABK — exeroaHo.
Ipodmnakrixa 6aKTepraibHOro IHAOKAPAHTA IPOAO/IKAETCH U NOC-
/e KOPPEKIIMH TOPOKa, HE3aBHCHMO OT er0 ACX0AHOH anaTomuy (e,
npuaoxense 10).

Koppekuus cepiedHOl He/J0CTaTOUHOCTH IPH HEOOXOTUMOCTH.

B cayuae persicTpaunn B nociaeonepauyontom neproge HPC (6pa-
AMAPHTMUY, TIPECePAHbIE TAXUKAPANH) B KOMILIEKC OC/Ie0Ne palH-
onHoro obcaepoBanus caenyer BruoyaTh CMIKI kaxapie 6 mecsi-
ueB uad yaie. IIpu HaauYuy 0Ka3aHHA 1POBOAUTCSA aHTHADUTMH-
yeckas Tepanus, PUA win nvnnanrauns IKC (raasa 2).
JonyetuMocTs 3aHATUE GH3KYABTYPOH K CIIOPTOM I10C/IE KOPPEKILHH
nopoka (cm. mpunoxeuue 8).
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1.6. [dedexT aopTo-neroyHom
neperopoaku

AHATOMUA

Medekt aopto-ierouson neperopoaky (aopto-seroynoe 0kHo) = co-
o0LIeHHE MeXAY MaruCTPaJbHBIMHU COCYaMH IPH HaJAHIHU Pa3iebHbIX
(hu6PO3HBIX KOMel] KAAMNaHOB a0PThl H IETOUHOU APTEPHH.

Knaccudpukanus:

~ Itun— HeboJbLioe cooblnenHe MeXIY BOCXOAALEH 20PTOH U JIeroy-
HOH apTepuel Boiliie CHHYCOB Banbcabshi;

— Il tun — pedexrt pacnonaraetcs Ha 3a/iHel CTeHKe BOCXOASIEN a0p-
Tbl M CO€/IMHAET NPOCBET A0PThl U YCThe NpaBol JIA;

= Il Tvn — nosHOE OTCYTCTBHE 20PTO-IETOYHOH IIEPETOPOIKH, 1PaBas
JIA HaumHaeTcs OT IPaBOH CTEHKH 20PTHL.

HauGonee yacThIMU CONYTCTBYIOLIMMHE IOPOKAME CEPALA SBAAIOTCS
OAII, nepepsiB ayru aopre, JIMKII, retpana ®anno, koTopbie BeTpe-
yaorca y 1 /3—1/2 seex nauuentos ¢ JAJIL

NATO®U3NONOIrnA

Temonunamuka JAJIT ananornysa takosoi npu OAC u Gonbuiux
OAIL Hanpasaeure u o6bem c6poca npu JAJIIT onpeaensiorcs pas-
JIMYHOH BeMYMHOH JaBJeHus B aopTe U B JIA, a Takke pazMepamu je-
dexra. Kax # npu OAIL nanGosbluyio o6beMuyio neperpysky npu JAJII]
ucnertbisaioT JIA, JIT u JEK, uto conpoBoxpaercs ux qunatauved. Jiv-
TefbHas o6beMHasn neperpyska MKK npusozut y BeKMBIIKX Ha (oHe
CepJeyHOH HeJ0CTaTOUHOCTH MNALUEHTOB K PA3BUTHIO BHICOKOH JEroy-
HoH# runepTensuy. Ciaydaes cnontanHoro 3akputist JAJIIT se onucano.

KITMHUKA

a. KinHuyeckwe nposiBienys 3a6oseBaHua:

— paHHMe MPH3HAKH CEPAEUHOH HeAOCTATOUHOCTH, 00YCA0BACHHDIC
runepsoJiemueit MKK u o6emuoi neperpyskon JIK (zazepxka
U3HYEeCKOTO Pa3BUTHS, CHHXKEHHE TONEPAHTHOCTH K (u3nyec-
KM HaIrpy3KaM, OZbIIIKA, TAXHKAPAHH, YaCThie G POHX0MeroyHbIe
3a60/1eBAHHSA ), «BBICOKHE» Ny/IbC HA e pU(epUH # GOMbLINE 3HA-
YeHUSA IY/IbCOBOrC AaBJEHHT,;
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1.6. [ledeKT aopTo-NeroYHomn reperopoakm

Cxema OnepaTMBHOTO AGHEHUS
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[JIABA 1. KnuHuka, AMarHocTvka 1 fiedeHne BpOXAEHHbIX MOPOKOB cepaua

— 1pu pa3BuTuU BeIcOKOH JII' mosiB/IsIeTCS pa3/IMUHON CTETIEHH Bbl-

pa’KeHHOCTH LIXAHO3 CIU3HCTHIX 000/10UeK U KOXKHBIX TOKPOBOB.
6. dusuxanpHOe 06CAeI0BaAHIE:

— pedopmarusi TpyIHON KiaeTkU («cepaednbii rop6») IpH 3HaUH-
TeJbHOH nuaatanun JIK;

—  cucToJMYecKHi 1y usrHanus (2—4 /6) Ha oCHOBAaHHH cepaia;

— y.Jui c Belcoko# JII' ormeuaercst akuent Il Tona B mpoexuuu ayc-
Kyabrauud JIA u ncuesHoBerue ocHoBHOrO myma JIAJIII.

AWATHOCTUKA

1. dnekrpokapauorpacus
— runeprpodus JIK u ITK, unorna runeprpodus JIIT;
— runeprpodusi IK (npu passutum Beicoxoi JII).

2. dxoxapauorpadcdus
[TpsiMbIM 9X0KapauorpapuiecKUM NPU3HAKOM IIOPOKA ABJISETCS BH-
3yaJusauus fe(eKkTa Mex1y BOCXO/sLIel a0pPTOH U JIETOUHOH apTe-
pHel, 4To B GOJIBIIMHCTBE CAYYAEB SBJISETCS TOCTATOUHO CIOXKHOK
sapavedi. [Tpu Hanmu4uuy He60JIBIION KOMMYHUKALMH OTPeeJeHHYIO
MIOMOLIb MOXKeT 0Ka3aTb LiBeTHas AOoNIeporpadusi, mo3BoasoIIast
onpeneauTb cOpOCOBLIH NOTOK. KOCBeHHBIMU MPH3HAKAMH SIBJISIIOT-
Ccsl: BEICOKAs JIero4Has runepreHsus, quiaranus JIK. OkoHuaTesb-
HBIH IMaTHO3 CTaBUTCS NP KaTETEPH3ALHUH Cep/lia i a0pTorpaduH.

JIEMEHUE U HABJTIOAEHUE

1. Ha6nopeHue n neyeHne NaLUMEHTOB C HEKOPPUIrMPOBaHHbIM JAJIN
a. Jlns HoBopoxaeHHbIX ¢ cumnToMamu CH nokasano orpaHnueHue
notpebasieMoit xuakoctu 0 120 Mat/ Kr 1 HasHaueHHe dypoce-
muna B 1ose 2—3 mr/kr/cyr. JIurokcus He mcmoabayercs. B
6osee crapiem Bo3pacte JeueHne CH nmpoBoauTtes mo cranpapt-
HOH cxeMe (IMypeTHKH, IUTOKCHH).
6. Ilpodunakruxa 6aKTepUAIBLHOTO IHIOKAPAUTA IO TTIOKA3AHUSIM.
2. Xupypruyeckoe neyeHue
[MoKasaHus K xupypauyeckomy siedeHuio:
— IOATBEPK/JEHHBIH AHATrHO3 SIBJsSETCS a6COMOTHBIM IOKA3aHHEM
LJ15l XUPYPTHUECKOTO JIEYEHH .
TpomuBoNoKa3aHuUs K XUpypeuyecKomy seqeHuro:
— Bbicokas Jierounas runeprensusi (OJIC > 10 Ex/m2 ucxonso u
> 7 En/ m2 noc/ie npuMeHeHHs! Ba30[UIaTaTOPOB);

— HaJuuue abCOMIOTHBIX POTHBONMOKA3aHUHU [0 COIYTCTBYIOLIEH
COMAaTHYECKOH ATOJOTHH.
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1.6. flethexT a0pTO~Nero4HoN reperopoaKm

Xupypauyeckas makmura

JlaHHas TaToM0THA CONPOBOXKAACTCS BLICOKUM PUCKOM passutus JIT.
OmnepatusHoe JleueHHe NOKA3aHO CPa3y MOC/Ie YCTaHOB/EHUS Har-
H032. Bcem naupeHTaM 3a HCK/IOYEHNEM HOBODOKAEHHEIX IPOBOAST
sonauposanye cepaua u uamepenue OJIC. [Ipu coveranuu JAJII ¢
APYTHMH IATOJIOTHAMY IIPOBOJAT XUPYPrUueCcKoe BMEIIATEMbCTBO C
xoppexumein JTAJII] B xoze epBoro stama JeyeHus.

Xupypzudeckas mexHuka

AopranbHast KaH0/15 JO/KHA PACHOATaTECS AMCTAJbHEE IPEANOa-
raeMoro pacno/oxenus aeexra. Jlerounble apTepun nepexuMaoT
TypuuKetamu. JocTyn K fedeKTy 0CyUIeCTBAAIOT Yepe3 CTEHKY a0p-
Thi WJTH EPENHION CTEHKY 0PTO-eroyHoro okua (noctyn uepes JIA
HEeNpHEeMJIEM, TAaK KaK IIPH 9TOM HEBO3MOXHO BU3Ya/IH3HPOBATH yC-
Tbsl KODOHAPHBIX apTepuii). [11acTUKy a0pTO-eroyHoro okHa npo-
M3BOJIAT OAHOH 3amiarol (kceHonepukaps, 06paboTanHbIi rayTapo-
BBIM anbJerniom aytonepukapa uau PTFE) no metoay csmnsmua,
1460 NOJHOCTLIO Pa3fiedisisi CTEHKH MarucTPaibHLIX COCYIO0B C HOC-
Jefyloled INacTHKOH Ae()eKTOB CTEHOK A0PTh U JeTOYHO! apTepUu
AByMs 3amsiatamu (xyAuiMe oTAafeHHbe Pe3ybTATH OMEpalun).
YiuBanue 1e(HeKTOB CTEHKH BO3MOXXHO TOJBKO IPH HEGO/BIIOM pas-
mepe gedekra. B ciyyae BoJeueHus B nediekT yctbs npasok JIA
NPOM3BOAAT €ro NepemMeleHue B npocset JIA ¢ mOMOLLBIO 3arnaThi.
B ciyuyae orxomuenns npasoi JIA 0T cTeHKH a0pThI €€ YCThE 0TCE-
KalOT ¥ PEMMNIAHTHPYIOT B JIA, a 3aTeM 3an/1aToll NIPOU3BOAAT M-
CTHKY Ae(eKTa CTeHKH a0PTHL.

Cneyudpuyeciue OCAOKHERUA XUPYP2UYECKO20 IRYEHUS:

=~  pesupyaJjbHEIH cOpoC Yepe3 a0pTo-JerouHoe OKHO;

= CTeHO3bl MarucTpasbHLX apTePUH;

— uHbapkT Muokapaa (oBpexeHrne KODOHAPHLIX apTEPHit);

= HeJ0CTAaTOYHOCTE KaanaHa JIA u aopTaL.

Nocneonepaumonnoe HabniopeHne

I, JlnurenbHocTh HA0TI0AEHHS NALMeHTOB ¢ KoppHrupoBanubiM JAJIT
1Py OTCYTCTBHH HapYIIEHUI reMOAMHAMHKM COCTaBJIAET He Gonee
1 ropa. Ilepen cusTHeM ¢ yuera Buinoausiores JKI, yabrpassyko-
Boe uccaenosanve cepaua. [lauuentnt ¢ JII' =111 crenenu nabio-
JAIOTCS He MeHee 3 JIeT /17 UCK/IOUeHUS NIPOTrPeCCHPOBAHNS J1eroy-
HOU runepTes3uy. [1pu Heo6X0AMMOCTH NPOBOAUTCS MeIMKaMeHTO3-
naa tepanus JII ¢ yBesnueHnem cpokoB Hab. 104 HUA.

2. IlpodunakTuka 6aKTe pHATBHOTO YHIOKAPAUTA IPOBOJHTCA IO NOKa-
3aHMAM B NepBble 6 Mec. 110c/Ie XUPYPruyeckodl KOppeKLUHH IT0poKa
(cm. npunoxenue 10). :

3. JonycTUMOCTb 3aHATHH GHU3KY/ABTYPOH U CIIOPTOM [OCIE KOPPEKLAH
nopoka (cu. npusoxenye 8).
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1.7. CreHo3 neroyHoi aprepum

AHATOMUA

Anaromudeckas K1acCU(UKALMS CTEHO32 JErOYHOI apTepHH:
— kaanausbif (90% nauuentos);
- nopkaanaunsii (AROYHAUG YA PHEI);
HaKnananHeif (4acTo coyeTaeTcs ¢ reHeTHYECKOH MaToJ0rHel —
curapomamu Noonan u Williams);
~  KOMOMHHUDOBAHHBIH,

CreH03 IeroyHOMH apTePHH 06BIYHO COYETALTCS C HOPMAJLHBIMH Pad-
mepamu [DK u TK.

NATO®U3MONIOTUA

Anatomus CJIA noctarousno sapuabesnsna. HezaBucumo ot 1okanu-
3alMH CTEHO3a, FeMOIMHAMIYeCKHe HapYIIEHUA XapaKTePH3YIOTCs CH-
croaudeckoit neperpyskoit ITK u, kak caenctsue, ero runeprpodueii.
Beipaxennocts cuctonuyeckoi neperpysku IDK nanpsimyio 3aBuCHT ot
crenesu crerosa JIA. [lporpeccupymomwas runepTpodus MHOKapaa co-
NPOBOXAAETCA HAPACTAIOIIEH PRIIOKCHEH U PasBUTHEM (HHOPO3HOM TKa-
Hu. Takas Mopdomornyeckas nepecTpoiika NOBHILACT PHCK PA3BHTHS
AKHUIHEYTPOXKAIOUIMX aPUTMUH M HEMUHYEMO NPUBeneT K auaatauyn [DK
U CHUXK@HUIO €r0 COKPATHTENbHOH (QYHKLMA.

KNUHUKA

a. Kaunuyeckue nposiBieHus IOpoKa 3aBHCAT OT CTENEHH CTeH03a JIA:

— IpU MHHMMa/JLHOM cTeHo3e (rpaament He Gosee 40 MM pr.cT.)
KJAHHUYECKHUX MPOSIBACHHN MOXET He GhiTh;

~ [pH cpeaned cTenenyu crexo3a (rpanuent ot 40 1o 70 MM pr.c1.)
TNaLHeHT XaIyeTCs Ha ObIKY IPH (PH3HYeCKOH HAarpy3Ke 1 yTou-
JISIEMOCTb;

— [PH KPUTHYECKHX cTeHo3ax (rpamment Gosee 70 My pr.cT.) Ha-
PacTaloT IPU3HAKH IPABOAKEIYI04KOBOH CePAEUHON HEJOCTATO -
HOCTH, OTMEYAIOTCA 601K B IPYAHON KJAETKe [TPU hU3HIECKOil Ha-
TPy3Ke, HEPEAKH HADYIIeHUs PUTMA CEpaa. ¥ HOBOPOKIEHHbIX
¢ kputrdeckuM CJIA HaGiionaetcs Jierkuii WHAHO3 KOMKHbIX [10-
KPOBOB, CBf32HHBIN C IPABO-JIEBbIM COPOCOM KPOBH Uepes 0Balb-
HO€ OKHO, ¥ IPM3HAKH CePASYHOH HEOCTATOUHOCTH.
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1.7. CTeHo3 Niero4Homn apTepumn

<y HOpMOALHOE cepaLie

. HMB PeKOHCTPYKUMS
CTeHO3 AeroNHoM apTephm nx © COXPAHEHHBIM

(KAQMGHHDINA, NOAKAGIIQHHBIA KAQRIGHOM AA
1 MHADYHAUBYASPHBI}

TPQHCOHYAIPHAA MAGCTUKA
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[TIABA 1. KnuHuKa, AMarHocTuka 1 neveHne BpoXAEHHbLIX MOPOKOB cepaua

| CreHo3 J1A I

A/I .

| Bo3spact < 1 mec.

/ e | BospacT > 1 Mec. |
Cretios CreHo3 )
«KpUTHYECKMIH», «He KpUTUYeCKuin»
reMoavHaMnKa / \ r
Sh pagneHT
3aa)|lncv)|lMa;| [LasneHue B MK [aeneHve [aBfieHUs
CpaBHUMO B MK < pasneHus MX-J1A 6onee
C AasneHuem JIXK B JIX 50 MM pT.CT.

! 0 !

BannoHHas B cnyvae HeadhekTUBHOM
BasbBYJIONACTMKa BaslbBY/IONIAaCTU KM GRITERHE
' Ba/bBYJIONJ1acTUKa
aTpuoCenTocToMMUs BasibBYJIOTOMUS B yCioBUSAX UK
v \
Mnonnasusa MK ¥ = B cnyyae
(Z Haexc MeHee Mpo6a c okkniosnedt HeaddeKTUBHOI
«=3»). CucTeMHo- CUCTEMHO-TIETONHOTO BaNbBYNONNACTUKM
NEroYHbI WyHT wyHTa W AMN BaNbBYNOTOMUS
DIDERTREH T} B ycnoBusx UK
9H/I0BACKYNSI pHOM
MonyTopa onepawuoHHoN
W 0aHO- / “| Nnactuka AMNON,
Xenyaou- a3061LeHne
bl « LB < 12-15 « UBA < 12-15 s
KoppeKuus e | SatO, ¢ Const SatO, JIEro4HOro WyHTa
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®dusnkaibHoe 06C/IeJ0BAHNUE;

nedopMalus rpyIHOH Ki1eTKY («leHTpaIbHbIH cepeuHblti rop6»)
TIPH KPUTUUECKUX CTEHO3aX Y IeTeH MePBLIX MeCSIER XHU3HHY;
CHUCTOJIMYECKOE IPOXkKaHUE BIOIb BEPXHEH TOJOBUHbI IEBOTO Kpast
rpyauEbl (MpUYKMHa — BUOpaLMs CTPYKTYP Cepiilia, BOSHUKAIOWIAS
IIPU POXOXKIECHUH KPOBU Uepe3 CYKeHHOe OTBEpPCTHE KJanaHa
) 5
npu kianagHoM CJIA Bo II-11I m.p. c/ieBa OT rpyIHHBI BEICTYLIH-
BAeTCs CUCTONMYECKHUH «IIETU0K U3THAHHUS», I] TOH B ToUKe ayc-
Kyabrauuu JIA MoxeT GbITh paciuerieH U 3HAUYUTEIbHO YMEHb-
IIeH [10 MHTEHCUBHOCTH;
Ccpe/iHeH K1Y BLICOKOH HHTeHCHBHOCTH (2—5 / 6) ciucToMMuecKuil
IIYM H3THAHHUS BIOJIb BepPHEH MOJOBUHEI JIEBOTO Kpasi TPYIMHBL,
HHTEHCUBHOCTb U IPONOJIKUTEIbHOCTD IIyMa NPSMO TIPOTOpPLH-
oHasbHa crenenu CJIA;
TIPU HANMYIHY MepU(PEPUIECKUX CTEHO30B CUCTOIHUECKHH LIYM
XOPOLIO UPPAAUHUPYET B IOAMbILIEYHbIe 06/1aCTH H Ha CIIHHY.
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1.7. CTeHo3 nercouHou aptepuu

AVNATHOCTUKA

1. 3nektTpokapgnorpadgms

runeprpodus [IK (amnautyzna sy6ua R 6osee 20 mm B 0TBese-
nuu V', cootsetcrayet Taxenomy CJIA);

runeprpodus III1 npu taxenom CJIA;

He MCKAI0YaeTCsl HopMadbblil BapuanT JKI npu HesHauuTe b
HOH CTEIIeHH CTeH03a;

y Hopopoxaennsix ¢ kpuruyeckum CJIA na KT moxer pernct-
puposatbes runepTpodus JIXK, uTo CBA3aHO ¢ €10 OTHOCHTE/IbHO
60JIbIIHMH Pa3MeDAMH IO CPABHEHHIO C THoNIa3uposanybM [DK.

2. Ixokapauorpacus
Kpumepuu duazHocmuKu:

yBeJHyeHIe TOAIMHB cTeHoK [1K;

fedopMaiys 1 M3MeHeHue GOPME! CTBOPOK Kianana JIA;
yBe/IHYeHHE rPalreHTa JaB/iesus 6onee 40 MM pT.CcT,;
[OCTCTEHOTHUECKOE paciunpenne ctBoaa JIA;

ofHapyxenue y3kux seTBedl JIA npu Hanuuuu nepugepuyecKo-
I'0 CTEHO3UPOBAHUA.

JNEMEHUE W HABJTIOQAEHUE

1. HabniopeHue M feYeHUe NAUNEHToB C HeKOppUrHpoBaHHbiM CIA

a.

B axTHBHON MeIHKaMEHTO3HOH Tepanuy HyXIAl0TCsi HOBOPOX-
nenngie ¢ kputryeckum CJIA. [Tokasana B/} B UH(Y3KsA Ipenapa-
TOB npocTaraanauna E,, 1.K. 1eroysblii KPOBOTOK B ITHX CY4a-
SIX [IOJHOCTBIO 3aBHCHT OT (PYHKUMOHHPOBAHHS aPTEPUATLHOIO
POTOKA.

TpodmnakTuka 6aKTePUATLHOrO SHA0KAPANTA IPH HAIHYNH 110~
kasanuii (cm. npunoxense 10).

JIonyCTHMOCTb 3aHsITHE PU3KYAbTYPOU 1 CTIOPTOM 10 KOPPEKUUH
nopoka (cm. npusioxenue 8).

2. JHpoBacKyNsPHbIC METOAbI SieHeH!s
JlanHbBI BHJL JJeYEHUS HCIIOIb3YeTCs B OCHOBHOM NPH U3011POBaH-
HBX hopmax Kaananuoro CJIA u naer xopolue 6xaiilne 1 011~
JeHHbIe Pe3ydbTaThl. Ba/ionHas Ba/bByJIONIACTHKE ABAACTCA PO-
ey post BbIGOpa B IeYeHH# HOBOPOXKIEHHBIX C KDUTHUECKHM CJIA.
B aTOM Xe caydae AJisi pasrpyskH I1paBoro cepaua AonycTHMO Bbl-
no/nHeHue 6aJI0HHOH aTPHOCENTOCTOMHY.

3. Xupypruueckoe feueHune

floxazauus K Xupypeudeckomy neqequso:
— rpamuent nasiexns [DK-JIA Gonee 50 mu pr.cT;
~ neadexruBHas 6a0I0HHAT AHTUOIIACTUKA,
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TNABA 1. Knunvka, AMarHOCTUKE U NEYEHUe BPOXIEHHBIX NOPCKOB cepaua
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— aHATOMFS TIOPOKA HE MOAXOHT A1 GaJNOHHON BalbBYA0I/AC-
KM (y3K0e Prubpo3noe KoabLo Kaanana JIA, runonnasuposan-
ubiit TDK, nepsuuHbiil noaxsmanansbiéi cTeH03).

[pomusonoKa3anus K xupypeuyeckomy neyequr;

— HaJuyMe abCOMOTHBIX MPOTHBONOKA3aHHH [0 COMYTCTBYIOWEH
COMaTHYECKOH NATONOMUH,

Xupypzuveckas makmuxa

Iaumnentos co cTeH030M JIA NPUHATO JEINTH HA HECKOIBKO KIHHH-

YECKHX [PYNN B 3aBUCHMOCTH OT TAKTHKY BEICHHS:

— HOBODOXKJEHHbIE NMauHenTHl co cTeHo3oM JIA. Cpean nux Brige-
JIFIIOT TPYIINY C «<KPUTHYECKHM>» cTeHo30oM JIA, npu koTopom npu-
em/IeMblii ypoBeHb OKcUreHaluy obecneynsaercsa OAIL

— nanueHThl o cTeHo3oM JIA crapue 1 mecsua.

HoBoposxaeHHble ¢ KpUTHYECKUM cTeHo30M JIA — Hanbosee Tsike-
JAas rpynna nauseHToB. I'unonaasus TK u ITXK (kax npasuso, HeBb-
paxenHas) nmeetcst y 50 % naumentos. Quens peko nmemores [IK-
KOPOHApPHbIE (UCTY/Ibl, HO KOPOHAPHBIK KPOBOTOK OT HHUX, KaK Ipa-
BHJIO, He 3aBHCHT. [louTH BCe maUMeHTh IPUTOAHBL NS ABYXAKedy-
Fot4KOBO# Koppekuuy. [Ipolenypoi Bei6Opa B JIeYeHUH KPUTHYECKO-
ro CJIA, kpome 3HIOBACKY/ISIPHBIX METONOB, ABJSETCS HAJIO0KEHNe
CHCTEMHO-€roYHOro WyHTa. B cayuae HeabdekTHBHON 6a1I0HHOH
Ba/IbBYJ/IOMIACTHKH NPOBOIAT XHPYPrUUYECKOe Jeuedue B obheme
OTKPBITOH KOMHCCYDOTOMHH, UCCEUEHMA TOAKNANAHHOTO CTeH03a,
thopmuposanus / pacuupenns JAMIIIL, a npu Z unnekce pubposno-
ro ko/ibia TK menee «=3» — Ha/oXeHHs CHCTEMHO-IErOYHOr0 LIyHTA.
Huanos, Be13BanHbIA NpaBo-/1eBbM CGPOCOM HA YPOBHE MpeaCep/IHil
TNIPOXO/IUT B TeYEHHE [IePHOJA 0T HECKOJIBKUX Heleb 10 6 Mecses,
noka se npoiaet ITK nucdysknus n He yMeHbIHTCS TUIePTPOGUS.
B Bospacte ot 6 mec. 10 | roja mauueHTam npoBOAST NOBTOPHOE
IxoKI o6cienoBanne. Eciiv COXpaHseTcs UMaHO3, TO BHIIOAHSETCH
30HAMPOBAHME N0JIOCTEH CepALa C U3MeDPEHHeM AaBJeHHs U NPOBOJ
¢ okkmosuen JIMIIIT 6annonom. Ecin gasaenne 8 [T npu npoGe ne
TIOBLIIIIEHO, apTepHa/bHOe JaBJeHHe CTaOUIBHOE, BO3MOKHO SH/0-
BAaCKYJISiPHOE HJ/IH XHDYPTHYECKOE 3aKPHITHE Je(eKTa C 0AHOMOMEH-
THBIM Pa306LUeHHEM CHCTEMHO-Tero4HOro 1yHTa. Ecaun npu npo6e ¢
6a/110HOM cHCTeMHOE flaBieHre cHikaeTcs, a 8 [11 Bospacraer, To
TOBTOPHOE MCCIe0BAHME TPOBOAAT yepe3 3—6 mecsnes. I[To uroram
00C/Iel0BaHUA NPHHHMAIOT PelieHue 06 OIHOXKeNYA0YKOBOH N
NOJYTOPaXKeNyI0YKOBOH KOPPEKIIHH.

Ilpu HeKpUTHIECKOM CTEHO3€ B e PO HOBOPOKAEHHOCTH JIeYeHNe
nokasaxo npu aasnernd B [DK, nprb.imKaoieMycs K CHCTEMHOMY,
METOJI Bhi60pa — Ga/lI0HHasA Ba/bBY/IOIIACTHKA. XHPYPraueckoe Jie-
YEHHE NPOBOAUTCS NPH He3DHEKTHBHOCTH AAHHON NPOLEY Pbi.

— e

¢ @ W WY WV YV YV Y Y Y Y Y Y Y Yy

1.7. CreHoz neroqoii apTepun

Manugecrauns crenosa JIA 1103xe nepuosa HOBOPOKACHHOCTH CBS-
3aHa ¢ nporpeccHpoBAHKEM CTEHO32 B XOJi€ eCTECTBEHHOIO Pa3BH-
THA Go/esnu. Bonee nosoByHSI fleTell, KMEBLIMX 0 rOAa YMePEHHBIR
crenos JIA, B BospacTe 5 e uMeIOT KpHTHYECKHI CTeHO3. XHpyp-
THYeCKOe JedeHHe NOKA3aHo N1PK He 3 QeKTUBHOM BAIbBY.ION/IACTH-
Ke HJIU NIPH aHATOMUYECKOM THIE CTEH03a, He HPHTOAHOM A5 faH-
HO¥ METOMKH. ) :

Xupypeuyeckas mexuuxa

Bukasanbnas xanoasuus, noaxmwouenve MK. Jlis obecnevenus cy-

XOro ONepauroHHOro Noas ycTahasauBawT apenax JIK, merounsie

apTepUH NePeKHMAIOT TYPHHKETAMH. §

Kaananuwi ctenos. locryn ~ nponosbuas aprepuotomus JIA

20 KoJIbla Knanana. OTkprITast KoMUCCYypoToMmus. Ecad cTeHos oc-

TARTCSE, MOXKHO BBIIIOJHHTD PA3pe3sl 0T KOMHUCCYP BAOAL CTEHOK JIA.

Ecnu xnanas gedopMupoBan, To BHNOIHAETCH YACTHYHAS HIH N10.T-

Hasl BaJbBYJ/I03KTOMUSI. :

IMopknananueit crenos. Joctyn — vepes BEHTPHKYI0TOMHUIO

B o6aactr BOITXK, Heo6xonmumo coueTats ¢ peBH3nen Kiranana JIA.

Hccekaior runeprpoduposanuble Mbieusse Tpabekyns BOTDK.

Ecau knanan JIA nedopMuposan — BLIIOMHANT X0 BAIbBYI03KTO-

muio. IIK nufo yuimsaoT 180fHLM 0GBUBHLIM LIBOM, MO BHIIOJ-

HAIOT IVIACTHKY 3aM1aTON U3 ayTONepPUKapaa.

Hapxnanawnusiit ctenos. [IpogoasHoe pacceuenne JIA u mia-

CTHKA ayTONEPHUKAPANAILHON 32114 TOM. j

Cneyuguyeckue OCAOKHEHUS XUPYP2UYECKO20 NIEYEHUA:

~ HeJ0CTaTOYHOCTh Kianana JIA — ganHoe cocTosiue ya0BJIeTBO-
PHTENLHO NEPEHOCHTCS NALHEHTaMH B CPeIHECPOUHOM NepHoe
Ha6/I07ie K, B OTAANEHHOM [I€PHOJE HEOGXOAUMO IPOTE3UPOBA-
HHe K/IanaHa JeTOYHOMH apTepuw;

~ TOBPEX/EHHE NPOBOASALIEN CHCTEMEI Cepalg;

— arporednsiit JMXKIT;

— noBpexjeHue centaibHbiX BetBer KA, OA u, xak cnencTshe,
MH(apKT.

MNocneonepaunonHoe HaGntogexue

L

HnntenvrocTs Hab/mogenys nauuenTos ¢ kKoppuruposanHem CJIA
WHIMBUAYa/bHA ¥ 3aBHCHT OT PE3y/bTATOB ONMEPalyy U HaJuyHs
HAPYILEHKF reMOIMHAMHUKH,

[IpopunakTuka 6akTe puambHOro SHA0KAPAUTA POACIKACTCS H 0C-
J1e KODPEKUMH IOPOKA, He3aBHCHMO OT ero HeXonHoH anatomu (e
npuioxense 10).

Honycrnmocts 3ansTH GH3KYIBTYPOH X CNOPTOM NI0C/TE KOPPeKIHH
nopoka (cM. npuioxenue 8). :
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1.8. CreHo3 aopThi

AHATOMMUA

AnatoMuyeckas KIaCCUPUKALUA CTEHO30B A0PTHL:
1. Knananumit CA, couetaiommiics ¢ Pa3/JHYHLIMY BaPHAHTAMM N12TO-
JIOTHH 20PTA/bHOrO KAanana (0T GHKYCIHAAILHONO K/IANAHA A0PTH
JI0 OHOCTBOPYATOrO).
2. Tonknanaunsiit CA ~ MoXeT HA6/0AATHCA H30MHPOBAHKO HIH B CO-
crape «Shoe kommiexcar uan CIJIOC.
Buns! nogkaanaunoro cTenosa:
~ HHCKpeTHas cybaopTaibHas MeMOpana (BbisbiBaeT TypGy.ieHIHIo,
cnocobuyio nospeants cTBOpkH AoK i npusectu K passuTHio
A0PTATLHON HEOCTATOUHOCTH);
~  «TOHHEJb» (ﬂmpcpysubzﬁ NOAK/JIANaHHBI CTEHO3);
— acummetpuynas runeprpodus MKIT (npu runeprpoduueckoii
KaPIHOMHUONATHH).
3. Haaxnanamueit CA (cambiit penxuit tun). Cyxenue Habmonaercs
H2 YPOBHE CHHOTYOY/IAPHOrC CORAMHEHUs KOPHS aopThi (compske-
HO ¢ cuHApomom Williams).
PynxuuonanpHas kaaccuduranus CA:
~ <KDHTHYECKHMU a0PTaMbHEIA CTEHO3 HOBOPOXAEHHBIX» (cHCTeMHasn
UHPKY/ISLKA ocyllecTBaserTcs yepes OATIT);
— Boipaxennwii CA (rpamnent JDK-Ao 6ostee 60 My pr.ct.);
— ymepenusiii CA (rpaguent JIK~Ao 3060 mm pr.ct.);
— Hesnauutesubiil CA (rpaguent JOK—Ao menee 30 My pr.ct.).

Crenens BbIPAXKEHHOCTH CTEHO34 C BO3PacTOM B I0JaBAAICLIEM 60.1b-
UIMHCTBE CyyaeB HapacTaert.

NATO®U3MONOrMA

HesaBucumo ot nokanusauun crenosa (monkaananusif, kAanaHubi
HJM HAKJANIAHHbI), TeMOAHHAMUYECKUE HAPYIIEHHS XaPaKTe PH3YIOT-
€Al CHCTOMHYecKOd neperpyskoi JIXK u, xak ciegcTsue, ero runeptpo-
¢ueit. BepaxennocTs cuctonngeckoit neperpysku JIK HanpaMyio 3a-
BHCHT OT CTeneHu cTeH03a. [Iporpeccupyiowmas runeprpodus Muoxap-
A2 W coxpaHeHHas cokpatuteabHas ¢ynkuua JK naurensroe Bpems
KOMIEHCHDYIOT HMEIOIIHACS anaToMuueckul gedpekt. Onnako Mopdo-
JAorpyeckas nepectpoiika JIXK nosblnaer puck passaTHs KH3Heyrpo-
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NMpoueaypa Konno-Rastan
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1.8. CreHo3 aopThl

xajomux apurmuil (1-2% nauueHToB MOrH6aKT BHe3anHo). Buesan-
Hasl APUTMHYECKAs CMePTb 0COO@HHO XapaKTepHa s IaLMeHTOB ¢ HiHU-
ONaTHYeCKHM THIIEPTPOHUecKnM CyBaopTa/ibHbIM cTeH030M (acHMMeT-
PUUHbI} BAPHAKT rHNePTPoUUECKOr KapanoMuonaThu). [Tpu kputryec-
koM CA v HOBOPOXKIEHHBIX IPOTHO3 [EJHKOM 3aBUCUT OT (PYHKIHOHH-
POBaHMs APTEPHAIBHOTO IPOTOKA, IO KOTOPOMY KPOBb LUYHTHDYETCA H3
JIA B aopry. Tem cambim npoucxonut pasrpyska MKK u kynuposanue
runonepdysuu B BKK. Kpurayeckuit CA HOBOpOX/IeHHEIX aCTO COYe-
TAeTes C PA3AUUHON CTENEHbI0 BEIPAXEHHOCTH TUIONIa3Hel CTPYKTYD
JeBoro cepaua (MUTpaabHOro Kanaxa, 1eBoro KeyA0uKa, BOCXOASLIEeN
A0PTHI), IHAOKAPAMATBHEIM GrEP05/1acT030M (3HAUMTE/IHHO BAASET HA
PACTSKHMOCTD JIEBOTO XKe/ly/04Ka), KoapKTalyel i NepepsBOM AyTH
AOPTHL.

KITMHUKA

a. KnuHnyeckue mposiB/JIeHUs TOPOKA 3aBHCAT OT CTENEHH CTEHO3a:!

— [pY HE3HAUUTEJHHOM H yMEDEHHOM CTEHO3€ KIHHUYeCKHe Npo-
SIBNEHHs] MOTYT OTCYTCTBOBATb, 3@ HCK/KYEHUEM CHHKEHHA TO-
JIePaHTHOCTH K (PU3UYECKOH HATPy3Ke;

— npu BhpaxenHoM cTeHosde (muKoBbifi rpaguent Gosee 60 Mm
PT.CT.) HapacTaloT NPH3HAKH CePACUHON HeO0CTATOYHOCTH, OT-
MeualoTes 60JH B rPYAHON KJIeTKe NPy (U3HYECKOH HArpyske,
CHUHKOTAJbHbIE COCTOSIHUS aPUTMOTEHHOTO0 ¥ FEMOJIHHAMHYECKO-
r0 IPOUCXOKAEHHUS;

~ Yy HOBOPO/IEHHEIX C KPUTHUYECKUM CTEHO30M 20PThl HA0/I0AI0T-
Csl IPU3HaKy runonepdysuu 60/IbLIOr0 Kpyra KpoBooGpailieHus
(c126biit, HUTEBHIHbIN [YJIbC, AHYPHS, GJEIHOCTH KOXKH, H T.4.)
W OTeKa JerKHX, KOTOphIE HapaCTAlOT B TeYeHUe NepBblX AHEH 1
HeJleJb XKHU3HH.

6. PusnkanbHoe 00C/e0BAHKE!

— gertu co CA uMeT HOpMaJIbHOE (PU3UUECKOE PA3BHUTHE;

— apTepua’bHOe Jap/eHHe B OOJbUIMHCTBE C/y4aeB HOPMAJIbHOE
(npu TsKen0M CTEHO3e HAB/II0NAeTCA HH3KOE MYIbCOBOE aBJe-
une);

~ vy nauuenTos ¢ HajknananseiM CA MoxkeT Habmofatbes Gosiee
BLICOKOE [ABJEHUE Ha IIPABOH PYKe, 4TO ABJACTCS CAEACTBUEM
a¢pdexra «Coanda» (npy Hanknanansom CA cTeRoTHYeCKHH MTO-
TOK HATIPAB/IEH HETIOCPECTBEHHO B Ge3bIMAHHYIO apTepHio);

—  CHCTO/HYECKOE APOXKAHHE BOJb BePXHEH MOJIOBHHBI [IPaBOro
Kpas rpy[MHbl, HaJl IPyAHHOH U Ha COHHBIX aPTePHAX;

~ npa kiananHom CA so II-11l m.p. cipaBa ot rpy/nHLL BBICAYIIA-
BAGTCSH CHCTOMHUECKMHA «LIETUOK H3rHaHus», [l TOH B TOUKe ayc-
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KYJIbTAll{H 20PThI Yallle BCErO HOPMAAbHbIH WK YMEDPEHHO 0C-
nabaeH, a TaKxe MOXeT GbiTb NaPOAOKCANBHO PACUIEIVIEH TPH
Tsikeom CA;

= cpeanedi unTeHCcHBHOCTH (2—4/6) cucTOMMUECKHIT VM H3rHa-
HHS! XOpoLIO BHC/yLIMBaeTcs Bo Il Mexpebepse caesa ot rpynu-
HBI C MPPafyaleli Ha CIIHHY H BeDXYLUKY CepALA, HHTeHCHBHOCTD
¥ IPOJIOJIKHTJIBHOCTD LIYMa NPSIMO IPONIOPIMOHA/IbHA CTENIEHHU

 J

— CAmoxet 6biTh COCTABATIOLIEH YACTEI0 WU IPOSIBACHHEM BDOX-
AEHHBIX FeHETUYECKHX U XPOMOCOMHBIX aHoManui (Hagkianan-
uetii CA nipu cunpome Williams).

ONATHOCTUKA
1.

3nexTpoxapguorpadus

= npusHaku runeptpodun JOK nosB/Is0TC A, KaK IPaBUIIO, IPH TA-
xenod crenenn CA;

~ KOppessiuusi Mexay cTenensio CA H BHPaKeHHOCTIO TPH3HAKOB
runeptpoduu JIK na KT otHoCHTEIBHO Cabas.

xokapanorpacdus

Pexomendayuu no geinonHenuo uccnedosaHus

YapTpassykoBasi IMarHOCTHKA BCEX BHAOB CTeHo3a aopThl (moakiia-

NaHHOTO, K/IANaHHOTO H HafIKaNaHHOT0) He NPEACTABASeT Cyilie-

CTBEHHBIX TPYIHOCTEH.

Kpumepuu duaenocmunu

ITpn nonknananHom cTeHose oTMeuaeTCS HATUUMe MeMOpPaHbl (Kov-

TNIOHEHTOB MUTPA/IbHOrO KjanaHa wiu yronmenron MXKII) B BeiBojI-

HOM TpakTe JDK.

Has knanassoro CA xapakTepHBI CJIeAyI0UHe NPHIHAKH:

— OrpaHHYeHHe PACXOXKACHHS CTBOPOK K/aNlaHa B CHCTONY, HX yTO1-
LEHHE, «KYN0/1000pa3Hoe» ABHKEHHE, NOBBILIEHHE TPajHeHTa
[aBJeHHUs HA KJIaNaHe;

— 4aCTO yMeHblIEHME KOTHYeCTBa CTBOPOK (6MKycIHAaNbHbIH Kila-
nau);

— NOCTCTEHOTHYECKOE PaclIMPEeHHe BOCXOAALIEH a0PTh;

= peryprurauus Ha H3meHeHHOM AoK.

ITpusnaky HanK/IaNAHHOIO CTEHO3a 20PTHI:

— CYXEeHHe a0PThl, KaK IPaBHII0, B CHHO-TYGYIAPHON YacTH;

~ H3MEeHeHHe Kamep cepaua npu Beex dopmax CA co 3HAYHMBIM
CyKeHneM XapakTepusyerca runeprpodueit JIK.

-
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1.8. CreHo3 aopTbi

NEYEHUE W HABMIOAEHME

1. Ha6mopenue n neuexnue nayMeHToB

2.

C HeKoppuruposatHbiv CA

a. B aKTHBHOH MeIHKAMEHTO3HON Tepanuy HYXAAIOTCA HOBOPOXK-
nesHble ¢ KpuTuueckuM CA i IeKOMIeHCHPOBAHHBIE MALMEHTH!
nepes XUpypruyeckHy BMellaTe/IbCTBOM MK Ga/IOHHOA Ballb-
ByTonIacTHKOi. HoBOpoXKaeHHbIM I0Ka3ana B/ B uH(Y3Hs npe-
11apatoB npocTarnasiuya By, T.K. CHCTeMHBIA KPOBOTOK B 9TOM
C/Tyyae MOMHOCTBIO 33BUCHT 0T QYHKLMOHHPOBAHUS apTe pUasis-
HOro npotoxa. i KynupoBaHus CHMITOMOB CEPAEYHON Heno-
CTATOYHOCTH HCIIOb3YIOTCS AONIMUH ¥ MOYErOHHbIE [IPeNaparhl.

6. Ilpogmaakryka GaKTepHaIbHOrO IHAOKAPAMTA NPH HATHIMHU MO-
Ka3aHWH NPOBONUTCH He3aBHCHMO OT aHaToMHyeckoro tuna CA
iy ero Taxectd (cm. npunoxenre 10).

B. JlonmyctumocTs 3aHATHH GU3KYJIBTY PO B CIOPTOM 10 KOPPEKIHMH
nopoka (cM. npunoxerue 8).

IHAOBACKYNSAPHbIE METOfbI NIEYEHHUS

Ilokasannem ans 6annoruod anaatanayu CA sBASETCA TOTLKO BapH-

AHT KJIANAHHOTO CTEHO3HPOBAHHS C HAJIMYHEM KPUTHUECKH BEICOKO-

T0 rpajikieHTa aBjeHys. Bo3pacTHEIX OrpaHHUeHHH 1715 IPOBEAEHUS

npoueayphl He cymectsyeT. Kak npaBumo, GanioHHas Aufatauus

A0PTaJAbHOrO KianaHa 6biBaeT MeHee 3¢ GHeKTHBHOM, YeM BabBYJIO-

JIACTHKA K/IaNlaHa JIeTO4HOH apTepyy. HacTo NPpUXOAKTCA NOBTOPAT

NPOLEAYPY, AMEETCH BBICOKHH PHCK NOCTIPOLEIYPHOTO SHAOKAPAH-

Ta.

DannonHas quaaranysi HOIKIAaNaHHOTO CTEH03 He UCTIOIL3YeTCs B

CBA3HU C HeIPHEKTUBHOCTHIO.

He cToib appexTHBHO H BBINOJHEHUE SHAOBACKYISPHOH TH/IATALNHA

Ha/IK/TANAHHBIX CYKEeHUH U CTeH03a GUKYCIMANbHOTO K/IANaHa 40]-

THL.

Xupypruyeckoe neyeHue

lTokasanus K xupypauyeckomy neyenuro:

— BhlpaXKeHHas K/JAHHMYECKasd CHMIITOMATHKA, HeOCTaTOYHOCTh
KPOBOOG pallleHys, Io4eyHas Hel0CTATOUHOCTb NIPH J000M Tpa-
JHUEeHTE;

= TpajueHT JaBJeHHs Gomee 50 MM pT.CT.;

— MOJKJANAaHHBH CTEHO3 B BUAE AUCKPETHON MeMOpaHbl Tpu rpa-
Auerte 2 30 MM pT.CT,;

— [OAKJANaHHEIA CTeHO3 B BUAe QHOPO3HOTO TYHHE/Is [IPH TpaiH-
eHre 2 50 MM pT.CT.;

= rpanueHt MeHee 30 MM pT.CT. IPH CONYTCTBYIIIEH A0PTaNbHON
HegocratouHocty AoK.
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IpomusonoKasarus K XUpypauyeckomy neqeHuso:

—  HaJMyue abCOMIOTHBIX NMPOTUBOMOKA3aHUH [0 COMYTCTBYIOLIEH
COMATHYECKOH MATOJIOTHH.

Xupypauveckas makmuka:

IIpuHIMNEAAbHLIH BHIGOP TAKTHKA NPU KOpPexLUMH KpuTHIeckoro CA

y HOBOPOAIEHHBIX — TO OHOXeNy0uKOoBas Koppexuus (mpoueny-

pa Norwood) niu AByX2Keay0uKoBas Koppekuus. Hauunath ¢ ABYX-

XKeJYI0UKOBO# KOPPEKLHH, @ 3aTeM [ePeX0AHTh Ha OHOXKey104-

KOBYIO — HelpHeM.IeMO H3-32 IIJI0XHX Pe3yabTaToB.

Ins suidopa TakTHKE Henoab3yloT «Rhodes scores. IByxxenynou-

KOBasi KOpPEKIIUs BO3MOXKHA, EC/IH:

~ [/IOLAAb MATPAILHOTO KianaHa 6oaee 4,75 cm/ M2 moBepxHoc-
TH TeJa;

— oTHoueHue anuHaKKa JDK K aniHHuKy cepaua 6oaee 0,8;

— MaMeTp AyrH aopThi Goaee 3,5 cm/ M2 MOBEPXHOCTH Tea;

— wmacca JIXK Gostee 35 1/ M2 moBepXHOCTH Tea.

Ecau xots 6b1 oaus U3 pakrtopos «Rhodes score» MeHbIIe JaHHbIX
BEJIHYMH, HEOOX0IMMO CKIOHATHCH B [10/163Y OJHOMEIYA0UKOBOH KOP-
PEeKUUH.

Kpome Toro, Bo3MOKHO Mcnonb3esats CHSS kaabkyasTop (nocty-
nex Ha www.chssdc.org).

Ipu BEIGOpE B 110/1b3Y ABYXKENY0YKOBOH KOPPEKLHH B IEPBYIO Oue-
pelb BHINOMHSIOT 6a/IOHHYI0 BaIbBY/IOMIACTHKY. B pane ciyyaes
eé BO3MOXKHO [0NO/IHUTb Ga//IOHHOH aTPHOCENTOCTOMHEH.
[Toxaszauus st aTPUOCENTOCTOMHUH:

~ CMelMBaHHe KPOBK Ha QOHe UH(Y3UH NpocTaraaninya £,

— ray0oKas HIOKCeMHS,

— wMeTtaboauyecKuH aluo3,

— TUNOTEH3UA.

PanHee o6ecreyeHne aHTErPALHOrO KPOBOTOKA Yepe3 a0pTa/lbHblil

KanaH co3jaeT YCJIOBHe /I8 aIeKBaTHOTO Pa3BUTHS KIanaHa aop-
THL M 1yTH 20PTHL

Buifop Mex iy Ba/1bBY/I0NIACTHKOH H OTKPHITOH Ba/bBYJOTOMHEH 38-

BHMCHT OT JIMYHbIX npeanoytenui. Kax npasuio, 6anoHHas Bajibsy-
JIOTIACTHKA COMPOBOXKAAETCH MeHbLIeH CMEPTHOCTBIO, HO Yalle JaeT
A0PTAJIBHYIO perypruTaumio.

B caiyuae, ec/id MOC/e BBIIOAHEHHS Ba/bBY/IOMIACTUKY Pa3BuBaeT-
Cs1 a0pTa/ibHasl HeAOCTATOYHOCTD, IPOBOAAT OTKPHITYIO BaAbBYI0TO-
MHUIO ¥ IJIACTHKY a0PTANBHOTO KAaMaHa.

T[1pu HEAOCTATOYHO PAa3BUTOM (PHEPO3HOM KOJbIIE 20PTAJIBHOIO Kila-
naua (Z unagexc MeHee «—3») NPUMEHAIOT IPOTE3HPOBAHHE G0PTAb-
HOrO KJafaHa.

WQUUOOUWOWWO\&WWW

1.8. CreHo3 aopThbl

Y HOBOpOXKIEHHBIX H IeTel NePBOro rojia XKH3HHU [PeloyTeHus 0T-
fal0T aanorpadTam uid jerodHomy aytorpadry (npoueaypa Ross
win Ross—Konno). B 6oaee ctapiieM Bo3pacTe BO3MOXKHO NpHMeHe-
HHe MeXaHHYECKHX IPOTE30B NOC/Ie paciuypeHHs PUOPO3HOro Kok
na (knaccuyeckas npoueaypa Konno).

ITanmeHThl ¢ KJIaTaHHBIM CTEHO30M 4aCTO HMEIOT GeCCHMITOMHOE Te-
yenue 6OJE3HH B AeTCTBE, B AanbHeimen crBopky AoK ¢ubposupy-
JOTCS, 4TO IPUBOAUT K MaHU(ECTAUMK 20PTANLHOrO CTEHO34.

ITo npoLIecTBHM NePHOAA HOBOPOXKAEHHOCTH 6a/l/IOHHAs BabBY.10-
[I/IACTHKA BHIIOIHAETCH TOJIBKO IIPH CTEHO3e TPEXCTBOPYATOro Kia-
nana aopThl. Bo BCeX OCTa/IbHBIX CAYYasX Jy4LUIMX Pe3YJbTaTOB No-
3BOJIIET JOCTHYb XHPYPruyecKas BajabByaoTOMHUs. B psje cayuaes
(yskoe ubpo3HOE KOJIBLO KAanana, rpy6bie H3MeHeHHA Ha CTBOP-
Kax) [0Ka3aHo IpoTe31pOBaHKE A0PTa/IbHOTO KJlanaHa.
ToakaamaHHbE ¥ HAAKIANAHHbA CTEHO3 KaK NPaBHI0 MAHHGECTH-
pylot B Bospacte crapue 1 roga. [1pu noakianaHHOA MeMOpaHe H
Jnchy3HOM [OAK/TANIAHHOM CTEHO3€ BHITLOHAIOT Pe3eKinio MeM6pa-
Hbl ¥ CENTAMbHYI0O MHIKTOMHIO U3 BHIXOAHOIO OTAEJ1A JIEBOTO XKeJy-
nouka. Ecau runoniasuu ¢H6po3HOro XK0.bia HeT, TO BbUIOMHAIT
MonnduuKpoBanHyo mpouenypy Konno—Rastan. B cayyae ecin xia-
[1aH 3HAYUTEJHHO M3MEHEH WM UMEeeTCs THMoniasua Gu6posHoro
K0/1blid, IPOM3BONAT Kiaccuueckyio npouenypy Konno—Rastan s
yCTpaHeHHst 0GCTPYKLMHA Ha 0OOMX YPOBHAX. [Ipu runeprpoduyec-
KOil KapAMOMHOTIATAH NALMEHTb, KaK NPABUIO, CTAHOBATCA CUMII-
TOMHBIMH BO BTOPOM-TPeThel leKaje KUu3HH. BEnoHseTcs cenrals-
HAsi MHIKTOMMS HJIH, IIPH BbIPaXKEHHOM CTeHO3e, MOAM(HULUKPOBAH-
Has npouenypa Konno—Rastan.

HaaxkmanauHsiil CTEHO3 HOANEXUT XMPYPrUYECKOMY JTeyeHuio. Bue-
|AaTEbCTBO HE CTOUT OTK/IablBaTh NPH NPA3HAKAX PA3BUTHA HELO-
cratounoctd AoK.

Xupypauyeckas mexHuKa

MoHOKaBa/ bHAS KaHIOJSLMS, BEICOKAs KAHIOJIALMS a0pPThl, Kapauo-
[/Ierus MOXeT GbITh PeTPOrPaIHOM NPH BbIDaXKEHHOH a0PTAIbHOK
HE0CTaTOYHOCTH.

OTKpBITAs BaJAbBYJAOTOMHUS . BEINOMHACTCA CTAHAAPTHAS KO-
cast A0PTOMHS K HEKODOHAPHOMY CHHYCY 20pThl. OCTPEIM Iy TEM pas3-
[lesi0T CTBOPKH IO KOMACCYDaM [0 CTeHKH aopThi. IIpy Hanmiu
CpOCHIMIICA KOMHCCYPBL, HOPMHpYIOLLEH BHKYCIHAANBHBIN K/anaH
a0pTHl, €8 MOXKHO Pa3Ne/uTh He 10X0As 12 MM 10 CTEHKH 20PThi.
CenTanbHas MH3KTOMHS BHIIOAHAETCH 4epe3 aopToTomuio. C
[OMOIUBIO CKaJpMe/isi BEICEKAIOT IMIePTPOPHPOBAHNEIE YIACTKH
MOKIT, HaunHas ¢ caMOr0 BBICTYNAIOLIErO Y4acTKa, U IPOLO/IKAIT
110 BCeH AMMHE MeCTa CyKEeHUs.

61




[TIABA 1. KnuHWKa, AMarHOCTUKa 1 NEYEHNE BPOXAEHHDBIX MOPOKOB Cepaua

Pesexuuio AHCKPETHOH MeMOpaHbl BHIIOMHAKT Uepes aop-
toTomuio. ITocae Bhiceyenus MeMOpaHbl NPoOLeNypa AONONHAETCA
cenTalbHOH MUIKTOMHEH /14 NPENOTBPaLLEHH PelHINBA.

MogudbuuvpoBanHas nponejypa Konno—Rastan.Pac-
ceucnne MXKII nposoautcst yepes BOITK. Ileperoponxy pacceka-
J0T MIPOJICILHO HEMHOTO KOCHIM Pa3pe30M, HauHHAILMMCH B 061ac-
TH KOMHCCYPbI MEX/Y NPABO#i H JIeBOH KOPOHAPHO# CTBOPKOH, pese-
LMPYIOT yTOIIIEHHS Ha neperopoake. Bumonusior naactuky JAMIKIT
CHHTeTHYeCKOH 3amiaToil aaa yseauuenus pasmepa BOJDK. Ilpa-
BYI0 BeHTPHKY/IOTOMHIO 3aKPLIBAIOT C IOMOLBI0 0GBHBHOTO LLiBA WK
3am1aThl.

Knaccuueckas npoueaypa Konno-Rastan Bonossser-
¢l KaK MOZH(HUMPOBAHHASA C TOM HLIb PASHULEH, UTO Paspes MXI1T
NPOAOIKAIOT Yepe3 GHOPO3HO. KOMBLO A0PTA/IbHOIO KilanaHa. Aop-
Ta/AbHbIL KAANAH NPOTe3HPYIOT a0PTallbHBIM ajnorpagroM. ¥ ma-
JIeHbKHX JeTeH A5 NPOTe3UPOBAHUS NPHMEHAIT GHONPOTE3H —
ayTo- ¥ JN0rpadrhL.

[lpouenypa Ross. [Ipon3BoauTcs mpoTe3MpOBAHKE A0PTANLHO
r'o KJanaHa JeroyHsIM ayTorpadrom 6es niactuku BOJDK.

[Ipyu HeO6XOAMMOCTH NPOTe3HPOBAHK K/lallaHa MeXaHHHECKUM Mpo-
TE30M HCII0/Ib3YI0T MAKCHMAMbHO BO3MOXKHELH PasMep mpoTesa (mpu
3TOM MeHblIle TPOMOOTHYECKHX OCJIOKHEH)H, A0/IblIle CPOK aNeKBAT-
HOro $yHKIHORKpoBakHst). OnepaiHio IpOTe3UpOBAHHS OTKAANbIBA-
JOT 110 BO3MOMSHOCTH Ha MaKCHMaJIbHO JUIHTeNbHBIH CPOK.

Tpu A10KaAbHOM HAAKJANAHHOM CTeHO3e HCCRKAIOT yHa-
CTOK 20PThI ¢ HOPMUPOBAHHEM aHACTOMO3OM ¢KOHel-B-koHell». B oc-
TaJAbHbIX CJyYasAX IPOBOJAT ILIACTHKY A0PThI CHHTETHHECKHMH 321
natamy ¢ paciiupendem oaHoro (kansesuanas 3angaTa) Wim ABYX
(Y-o6pasnas sansata) cuxyco Banbcasbssi. Bo3NMOXKHO A0NOIHHTS
NpoueAYPY FHAAPTEPIKTOMHEH A/ [IPEOTBDALIEHUS PECTEHO30B.
Cneyugpuyeckue GCAOKHEHUS XUPYPRUYECKO20 IeYeHUA:

- HegocTaTo4yHocTb AoK;

— pesuayanbublii cTeno3 BOJIK;

— HULIEeMHs MHOKAPAE;

~ noBpeXAeHHMe MPOBOASMIEH CHCTEMBl CepAua, ATPOreHHbIM

JMIXKIIL

MocneonepaynoHHoe HabnoaeHHe

1.
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Bce naumeHThl, NepeHeciiie XHPypruyeckie BMELIaTeIbCTBa Wit
6a/1/I0HHYIO BaAbBYJIOILIACTHKY 110 nosoay CA, Hab/m0faI0TCA 0XH3-
HerHo (OLeHHBaETCH PUCK PECTEHO30B, HANHUKME PETYPruTaLHy, 0CY-
LIECTBASETCA KOHTPO/Ib (DYHKIMH KJananuoro npotesa). Puck dop-
MHDPOBaHHMS PECTEHO30B MeHbLIIE, 8C/1H BMEWATeNbCTBO BBIIOJIHEHO
B Bo3pacre crapue 10 Jer.
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&

1.8. CreHo3 aopTh!

2. TlpoduiakTika 6aKTepUaIbHOrO SHA0KAPIHTA TPOACAKAETCH H OC-

7le KOpPEeKIMH NOPOKa, HE3aBHCHMO OT TANA BIIOJHEHHOTO KOPPH-
rupylolero BMemareascsa (cm. npuioxenue 10).

3. JlonmyCTHMOCTb 3aHSTHE (PU3KYALTYPOH 1 CIIOPTOM N10CJIE KOPPeKLHH

nopoka (cm. mpunoxenye 8).
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1.9. Koapkraumus aoptbi,
nepepbiB AYru aopTbl

AHATOMMA

Koapkrauusa aoptet — 970 cyxenue aopTsi B 06aacTs nepereiika.
[To oTHOLIEHNIO K apTepranbHOMY POTOKY KOAO MOXKHO pasgeanTs Ha
MPEAYKTaIbHYIO, IOKCTAAYKTAIbHYI0 H NOCTAYKTaMbHY0. ConyTeTsyo-
e anomanuu: JMIKIT (vame serpeuaetes KoAo+IMIKIL, yem nzo-
auposannas KoAo), GukycnuaanbHblil K1anag aopTsl, THIONIA3HS AYyTH
aoptsl, JAMIIIT, OAIL
Ilepepeis ayru aopTh:

Tun A: oTcyTeTBHe IPoCcBETa A0PTHL HA YPOBHE e Nepeleiika.
Tun B: otcyTeTBHe IPOCBeTa 20pTH MEXTY J1€BOH COHHOL aprepuei
H MOAK/IOYHYHOH apTepueil.

Tun C: o1cyreTBHe IPOCBETE 20PTHL MEXKY 6PAXHOUEDANLHBIM CTBO-
JIOM M JIeBOH COHHOY apTepued.

ITepepuis ayru aopTet covetaetcs ¢ cyxennem BOJDK, namuunenm
TUINCIIA3HPOBAHHOIO KAAIaHa aopThl U nojaopransioro JMXKII B ko-
HOTPYHKA/IbHOH neperopozake. Pasvepsl MUTPabHOIO KJIANaHa ¥ J€BO-
IO XKENYA04YKA HOPMAJbHbIE.

NMATO®U3NOOTUA

Pa3brpas natopu3HOIOrKI0 JAHHOTO HOPOKA, Bpay JOKEH YeTKO
0CO3HATb NPHYMHLI OTPOMHOIO Pa3/IHYUA B KAHHAYECKOH CUMITOMATH-
ke KoAo: 0T 0TCYTCTBHA CHMIITOMOB B TeeHue MHOTHX JIeT 0 PA3BHTHS
KPUTHYECKHX COCTOSIHHEL B NePBbie JHH XKH3HHU nanuenta. [laTodusno-
JIOFHfA KOAPKTAaLHK a0PThI BO MHOTOM OINpeJe/IfeTCs A0KAAMU3ALHEHR U
CTENEHBIO CYKEHUS d0PThI, 2 TAK:Ke HaJHYHEM CONYTCTBYIOLMX aHOMA-
anit (IMXKIT, o6ctpykums BOJDK, runonaasus socxonsuiel aopThi).

Jlnsi nauEenToB, y KOTOPEIX CHMITOMbI 3360/1€BAHHS PA3BHBAIOTCS
ECKODe NOC/e POXKAEHHS, XapaKTEePHBl NPeyKTaabHAs J0KaIU3 ALK
KoAo u ee coueratue ¢ 1pyruMy BLIIEONMCAHHEIMH aHOMATHAMY, Ha-
saue IMXKIT n o6erpykunn BOJIK Beser K ymeHbLIe U0 IOTOKA KPO-
BY B BOCXOAAILLYIO 20PTy M HCTMYC (CErMeNT a0pThl MeXAY AeBojl Noj-
K/TIOYHYHON aPTePHEH H OTKPBITHIM APTEPHAILHBIM IPOTOKOM) BO BHYT-
pHyTPOGHOM neprosie KH3HH. B UTOTe NI0C/E POXKIECHHS NaHHbe CTPYK-
TYPbl 0CTAI0TCA MMITONAACTHYHBIMY. Pe3ybTaToM Hanuyus COmyTCTBY-
IOIIMX 2HOMAJIMH ABJACTCSH YBEIHUEHHe HAIPY3KH HA NPABEIE MKey10-
64
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1.9.-KoapkTauus aopTbl, nepepbiB Ayru aopTbl

Mepepsit Ay aoptsl Tur A

Mepepsis Ayry aoptet Tun C

Koapkraums aopTbl

Koapkraums

Pesexuus KOQpKTIaumm
€ QHACTOMO3OM KOHEU-8-KOHEeLL

(e

MAGCTUKG C MCTIOAB3OBOHUEM
TIOAKAIOHMYHOM apTepum

SV
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1.9. Koapkrauust a0pTbi, NEPEPLIB AYri 30pThi

YyeK, KOTOPBIH B 3TOM CHTYaUHMH HATHETACT AOTIO/THHTE/RHYIO KPOBD B JIA
u, yepes OAIL, B nucxoasiyio aopty. ITo 9T0d npuuuHe eilie BHYTPUYT-
po6uo IIK smauutensHo runeprpodupyerca u guaarupyercs. [locae
poxienus pasmepsl IDK suauntessHo npesbiaior pasmepsl JLK. Cru-
KeHMe NOTOKa B NPOKCHMAaAbHOH 20pTe NPHBOAUT K CHUKEHHIO [Pajil-
eHTA AABJIEHHS B MECTE CYXKEHHUsI A0PTH, OTCYTCTBHE KOTOPOro He CIIo-
COBCTBYeT PAa3BUTHIO KOJLTATEPAIEH MeXKY BOCXOIAILIEH 1 HACXOLILEH
aoptoii. [Toc/ie poXKIEHHS TAKOTO NALMEHTa BPaY CTAIKHBARTCA CO CJle-
Ayiolneil CUTyaLHek:
~ sakpuiBaercs OATL, BO3HHKaeT BulpaXKeHHas TuIonepdysns HHCXO-
el a0pTht («LMPKYASTOPHBI LOK», NOYeYHAs HeJI0CTATOUHOCTD);
- peaeactsue 3akpbitsi OAIT remosrnamMuyeckas Harpys3ka Ha OTHO-
cuTenpHO Manerbkui JIK peako Bo3pacTaet, ¥ BO3HUKAIOT CHMIITO-
Mbl J€BOKE/IYA0YKOBOH CePAeYHON HeJ0CTATOYHOCTH.

Y nanMeHTOB ¢ OTCYTCTBHEM CHMITOMOB B TeYeHHe ATHTEIBHOrO
BpeMEHH BMEETCs] [TOCTAYKTaAbHAS WK I0KCTOAY KT/ bHAsA JI0KAMH3aLH
KoAo, OTCYTCTBYIOT CONYTCTBYIOIIHME CepleyHble aHOMAJHH, 38 HCKIIO-
yeHHeM GHKYCIHIATBHOTO Kanaa aopTbl. 3auacTylo auardoctuka KoAo
OCYLIECTB/AETCA CIYUaiHO IIPU NIePBOM H3MePEHNH apTepHalbHOTO AaB-
JeHHA 1 0OHapyXeHH: apTepHanbHOH runeprensuy. Hannune 3nauu-
TeJbHOr0 BHYTPUyTpoGHOro rpauenta s Mecte KoAo cnocobersyer
DA3BHTHIO KOJaTepaneil Mexay BOCXOAAUIeH 1 HUCXOAsIIEH a0pTOM.
TosToMy 60/1bUIMHCTBO TALMEHTOB N0C/IE POXK/IEHHS TOJNEPAHTH K 32K-
puituio OAIT n auTenprOe BpeMs GeCCHMITOMHBI, XOTS Y HEKOTOPBIX
MOTYT Pa3BHTHCS CUMIITOMB! CEPIEUHOA HEOCTATOYHOCTH.

Kpaitunm nposisrernem KoAo sBasercs nepepris Ayrd a0pTh, 4TO H
06YCJIOBIMBACT CXOKECTh HX KIMHHUeCcKoH KapTusbl. [lepepris ayru
aopThl B 15% cayuaeB ABASETCA COCTABASIOMIEH YACTbIO CHHAPOMA
DiGeorge.

KITMHUKA

a. Kiaunuka 3abogaeBaHus OTJHYaeTCS Y 1aUMEHTOB Pa3HOro Bo3pacta.

CumnmomHbie HOBOPOXOEHHbIE
BJIeqHOCTb KOXKHBIX HOKPOBOB, ObIIIKA, BJIAXKHBIE XPUIIbL B JETKUX,
oJMrypus Hau anypus, auuaos. [locsae B/ B HAQY3UM NPenapaTos
NpOCTArIAHNHA K| MOABAETCA LIMAHO3 B HAXKHEH [0JI0BHHE TyII0-
BHIIIA, YTO SBJIAETCA CACACTBHEM PACKPLITHA apTEPUAIbHOIC [POTO-
Ka ¥ BO300HOB/IEHHs c6poca BeHo3HOH KPoBH 3 JIA B HHCXOAsLLYI0
aopTy. Knunuyeckue nposB/eHns 0POKA 3aBUCAT OT CTENEHH CTe-
HO3a: [IPH MEHUMAJbHOM CTeHO3¢ (MHKOBBIA rPAIKENT MO JaHHBIM
V3H He 6osee 40 MM PT.CT.) K CTEHO3€ CPeHeH CTENeHH (naxopwiii
rpaguent o1 40 1o 70 MM PT.CT.) KAMHHYECKHE NPOABACHHST MOTYT
OTCYTCTBOBATH, 32 ACK/MIOYEHHEM CHIKEHHA TOJEPAHTHOCTH K hH-
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3H4eCKOH Harpyske. Ilpu Tsxesiom crerose (mukoBwIi rpagmenT 6o-
nee 70 MM PT.CT.) BAPACTAIOT NPU3HAKY CepIedHOs HEAOCTATOYHOC-
TH, 0TMe4aloTCs1 G0JIK B Py/IHOU KAeTKe IPH (PH3UUECKOil HArpY3Ke,
CHHKONA/bHbIE COCTOSHUA aPUTMOTEHHOIO M TeMOAHHAMHYECKOr0
npoucxoxaeHust. CTenenp BHPaKeHHOCTH CTEHO3a C BO3PACTOM B
noxaB.siomeM GObIIMHCTBE C/YYACB HAPACTAET. Y HOBOPOXKAEHHBIX
C KDUTHYECKHMM CTEHO30M 20PThl HA0MIOAAI0TCA NPH3HAKH THIOTIE-
dy3uu Gosblioro kpyra kposooGpawenns (cnabril, HUTEBUAKbI
NyJEC, aHypHs, 5.1€IHOCTb KOXKH, H T.I.) H 0TEKa JIETKHX, KOTOpbIe
HapacTdioT b TeYeHHe NePBHX AHEH U HEeAEb XKHU3HH.

Acumnimomtele Ho80poxdenHsle u demu Gonee cmapuwie2o Bo3pacma:

— GOJbIIMHCTBO NANHEHTOB ACUMITOMHEL,

= J[IeTH CTapIIero BO3pacTa XKanyloTcs Ha ciabocth H/ uian 6o B
HOrax nocJjie PH3HIeCKOH HarpysKy;

caencTBHeM BHICOKOK Al MOryT cTaTh roqI0BHBIE 6014 U HOCOBLIE
KDOBOTEUEHHUH.

Dusukanbuoe o6cae10BaHKe.

Cumnmomeete HOBOpOXMAEHHbIE:

— nepudepuyecKui my/be C/Iabbi KAK HA BEPXHHX, TAK U HA HUK-
HUX KOHeHHOCTSX, YTO SABJSETCS CAEACTBHEM JeBOXKe1yA04KO-
BOH CepAeYROM HeJO0CTATOUHOCTH;

apTepHANbHOE JaB/IeHHE BO3MOXKHO H3MEPHTb TO/BLKO 1OC.1e CTa-
6rAM3aLMHN reMOAHHAMHUKH K B/ B HHGY3HH MHOTPOIHAIX Npena-
paros;

Il ToH Ha ocHOBAHMH CepAla 3HAYMTENLHO YCUIEH, HEPEOK «PHTM
ranonas;

CHCTO/IMYECKHHA LIYM Haj 06JaCThio CepAlia HecmenH(UIeH 1
BcTpeyaetcs y 50% naumenTos, myMm Moxer YCHIHBATBLCA Ha
(hOoHe CTabUIH3AUHH TeMOTHMHAMUKH

Acumnmowmtsle Hogopoxdentisie u demu Gosee cmapuiezo gospacma:

— (husuyecKoe pa3BUTHE COOTBETCTBYET BO3PACTY;

— [yJbC HA HOTax ocJaf/ieH UIH OTCYTCTBYET,;

CHCTO/IMYECKas apTepHaIbHAas THIeDTEH3Us HA PyKax, OTCyT-

CTBHe HOpMa/bHOH acuMmeTpun CAJl Ha BEPXHUX M HEXHHX KO-

neyHocTsx (B Hopme CAJl Ha pyKax HHXe, ueMm Ha Horax Ha 20 u

6osee MM PT.CT.);

CHCTOJIHYECKOE 1POKARUE HAl TPYAMHOM B IOTY/APHOM AMKe;

I ToH Ha ocHOBaHKY CepALia HOPMAbHEIH, MOXKeT GbITh 0CIab.1e-

HHE €r'0 a0PTAIbHOIO KOMIIOHEHTA;

— cpenHel unTeHcHBHOCTH (2—4/6) CHCTOAMYECKHA 1IyM H3rHA-
HHSL XOpOLIO BbiCIywHBaeTes 8o I MexpeGepse cripasa ot rpy-
LHHB ¥ B MEXKJIONATOYHOH 06/1aCTH C/eBa;
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o @ ¢ ¢ 9 @V VYV IV VY VY Y Y

1.9. KoapkTtauus aopTbl, NEPEPLIB AYrk a0pThI

= MHOIA BHICJAYLIMBAGTCH JUACTONHYECKUHA YM HeJO0CTATOYHOC
TH 6UKyCOUMaanbLHOTO Kiaanana aopthl B 11l Mexpebepse ciepa ot
IPYIMHBL

AWATHOCTUKA

L

Anekrpokapanorpadiua
CumnmomHsie HOBOPOKOEHHbIE:

- npusuaku raneprpodus IDK no tumy 640kans NpaBod HOXKH
nyuyka ['uca.

AcumnmomHsie HO8opoXdeHHble u demu Bonee cmapwie2o 803pacma:
— npu3Haky runeprpoduu JRK;
~ 0k0/10 20% nauMeHTOB NIMEKT HOPMABHYIO 3/EKTPOKAPAHOTpam-
My.
3xokappnorpadmn
MecTo cyxenus a0pThl XOPOIIO BU3YAJIH3UPYETCs U3 Cynpacrep-
HANbHOM NO3UUMH. Y Ma/IeHbKHX 1eTed HeIUIOXHE Pe3y/IbTaThl JaeT
napacTepHa/bHAs BU3ya/lH3alya JyTH i HUCXOASIIEH a0PThl U3 BTO-
POro MpaBoro K neporo Mexpedepuil. CKPUHUPYIOWHM KPHTEPHEM
SIBASETCS OLIEHKA CTIEKTpa KpoBOTOKa B 6piowrsor aopte (BAO) ¢ uc-
110/1b30BAHHEM MMITYJIbCHO-BOJIHOBOY fonmeporpapuy. [1pu Hanu-
YHH 3HAYHMOrO CYXenHs crekTp KpoBotoxa B BAO umeer cHUXKeH-
HYI0 CKOPOCTB, OTMEYaeTCs 3aMe/l/leHHe HaDaCTaH|st CKOPOCTH B PaH-
HIOIO CHCTOJIY H, YTO CAMOE BAXKHOE, MMEeTCs HAUYHE BhIPaKEHHO-
ro uacroaudeckoro komnonenta (sca nuactosna). [pu KoAo B 6ob-
IMHCTBE CIyYaes orlpefe/IseTcs 3HaUNTe/IbHOe YBEJHYeHHE TONLIH-
Hbt crenok JDK. ¥ 20% naumenTos KoapKTALMS acCOLMMPYeTCs C
BUKyCIHAAMbHBIM KiIanaHoM aopThl. @pakuus seibpoca JLK ysesn-
YeHa, y MaJeHbKHX A€TeH [IPH 3HAYUTeNbHOM CYKEHUH — CHHKEeHA.
Heo6X0aHMO IOMHKTh, YTO BEAXUMHA IPAJHeHTa JABJIeHUS, ONpee-
JIEHHOTO YJIbTPA3BYKOBBIM METOJOM, He BCErfd CBHIETE/bCTBYET O
CTeNeHHU BLIPaKEHHOCTH CYKEHHS a0PThL.
ITpu nepepbiBe AYTH a0PTH yILTPA3BYKOBOE HCC/EJ0BAHHE MO3BO-
JseT BEISBATH coGeTBesHO nopok. [Ipu sxokapmuorpaduu (cynpac-
TepHa/bHAA TIO3ULHS) BBIABJSETCH «Pa30PBAHHOCTb» AYTH A0PTHL.
JieBblH XeayTOYeK YMeHbUIEH, 1PaBbli YBEHYeH. Hepegxa TPHKYC-
nuaa/bHas perypruraius. CneKTp KpOBOTOKA B OPIOLIHOH 20pTe BhIT-
JSNT OOGBIYHO U AMATHOCTHYECKOTO 3HAYEHHS He MMeeT. BaxHbIM
MOMEHTOM 3X0KapAKOrpathuuecKoro HCC/IeI0BaHHs ABAACTCH OLEH-
Ka cTeneHH rHnomiasum Beixoga u3 JDK, gubposnoro Ko/abua aop-
TaJbHOTO K/1anaHa, BOCXoAsIIed a0DThl.
Jlnist AeTatbHOM JMArHOCTHKY M OTpe/e/ieH)s THIA iepephiBa Heol-
XO0/MMO aHIHOTPadhUYeCcKoe HCCIEN0BAHNE.
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JNIEYEHUE W HABJTMOEHMUE

1. Ha6niopenne u neyexne nauueHToB
C HEKOppurupoBaKHoi KoAo

2. B axTHBHO# Me/MKAMEHTOSHOR Teparuy HyKIAI0TCH HOBOPOXIEH-
Hble ¢ kpuTideckod KoAo. [Tokasana B /B undysus npenapatos npo-
CTarnanjuna Ey, 1.K. KpOBOTOK B HECXOAAILIEH a0pTe IOIHOCTEIO 3a-
BHCHT OT (YHKUMOHUPOBAKHS aPTEPHATBHOrO NPoToKa. s KyIH-
POBAHHA CHMNTOMOB CepIeYHOH HeA0CTATOYHOCTH HCHOMb3YIOTCS
CHHTETHYECKHE KATEX01aMHHb! (I0NMHH, 106y TAMHE) K MOYeroHH b
npenaparsi.

6. Hpoqzmamﬁxa 0aKTepHaabHOTO IHOKAPAKUTA PY HATHYMU TOKA-
3aHUH POBOAMTCH HE3aBUCHMO OT aHaTOMHYeckoro Tuna KoAo min
cTeneHHu ee TskectH (cm. npuoxenye 10).

JHAOBACKYNAPHbIE METORbI NEYEHNS
OHAOBACKYAAPHAs KOPPEKIHA PeoaraeT 6a/IOHHYI0 JUIATALHIO
MECT2 CyXEHH5I, HHOIA2 NIoC/IelyIollee cTeHTHpoBatKe. [Ipu sHzo-
BacCKyAPHON KODPEKUMH PHCK PEKOAPKTALMH MOKET 10CTHTaTh 2~
25%. B TaKiX c/lyuasx BbIOAHAIOT [OBTOPHYIO GAIOHHYIO fH/1a-
Tauuio. [IpoTxBonokasannem a/st 3HAOBACKYIAPHO# KODPEKUHH fIB-
AAITCS I'RONA3KA NYTH 20PThI, IPOTSKEHHAA KOAPKTALHS.
IIpn nepepeise AYyrH a0PThL B IEPHOJE HOBOPOKAEHHOCTH B KAUECTBe
TIPOMEKYTOYHOH ONEPALHH HCTIO/Ib3Y 0T CTEHTHPOBAHHE apTepHalib-
HOTO [IPOTOKA IIPH €r'0 CYXKeHHHU.
3. Xupypruueckoe neuenmne
lloxazanus k xupypeuseckomy nevenuro:
— nepepsbiB ayru aopth (abcoaioTHOE noKazaHue K ONIEPATHBHOMY
JIEYCHHUIO B JI06OM Bo3pacTe);
~ Hammuue y 6oabhbix ¢ KoAo cumntomon CH, yeroiunBbix K me-
IMKaMeHTo3Hol Tepamuu (abcomoTHOe MoKasanue K oneparus-
HOMY JIeYeHHUIO B JII0GOM BO3pacTe);
~ crabuibHan AT
~ YMeHblIeHHE JuaMeTpa a0pTsl Gonee yeM Ha 50% ua yposHe ko-
apxrauny (no gaHHbIM 3XoKapauorpaduy, anruorpaduu, MPT);
rpaaneHt 20—30 MM PT.CT. B 06.1aCTH CYXKEHHS, IIPH HEBOIMO K-
HOCTH OLHKH AHAMETPA A0PThI.
{Ipomusonokasanus Kk xupypauyeckomy neveruso:
~ HaaM4uvMe abCOMOTHBIX NPOTHBONOKA3AHKH N0 CONYTCTEYIOLIEH
COMaTHYECKOH NATO/IOTHH.
Xupypauveckas makmuka
{Ipu nepepise ayru aopTsl npoueaypoii EHIOODa SABJASETCS 0AHOITAN-
Haf KOppeKLUs Yepes cpeusnyio cTepHoToMuo. [Ipu coueTanuu me-
pepwiBa ayru aopTel ¥ 0dcTpykuun BOJDK npumensior npouesypy
70
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1.9, Koapkrauusa acpThl, Nepepuig Ayri acpTsl

Damus—~Kaye—Stansel nan npouenypy Norwood. YaosneTsoputes-
HbIM Pe3y/IbTATOM OTePaTHBHOIO ICUEHHs! CHUTAIOT OCTATOYHDIA Ipa-
fueHt < 10 MM pr.cT.

ITpu kpuTHUECKOH KOAPKTAIMH A0PTHl Y HOBOPOXKAEHHBIX IPOLEAY-
poii BbI6Opa ABSETCH Pe3eKLMs KOAPKTALKY C AHACTOMO30M «KOHell-
B-KOHel». bannonnas aHrvomaacTHka MoxeT GBITh PaCCMOTPeHa
TOJIbKO KaK BpeMeHHasi Mepa A/Isi CTabu/iu3auiy KPUTHYECKOTO Co-
CTOSAHUA.

B nevennn KoAo y netedi B Bospacte Gosee | mecsina npoueaypoi
Bbifopa sBAsieTCs OaNOHHas aHIHONIACTHKA. XHPYPrUUECKOe Je-
YeHHEe BBINOMHAETCA IPH HeYJauyHbIX HOMBITKAX OAMNOHUDOBAHHA.
Yewm GosibLue BO3PACT NALHUEHTA, TEM MEHBILEE KOJIHYECTBO PecTeHO-
30B HabaoJaeTCd noce 6a/AN0HHOR AHTHOILIACTHKH,
«bBeccumnTomHbIMy nanueHTam ¢ KoAo BMeInaTeincTBO 10/KHO GHITh
BbINIOJIHEHO B IEPHOJ, €O 2—3-T0 MeCAUeB Ku3HY 40 5 JieT. Ecan one-
pauus BuIIONHEHa paHee, MOP(OIOruyecKui cybcTpar He 6yaet yaa-
JieH 13 06/12CTH KoapKTaluH (BLICOK PHCK (POPMHPOBAHHS PECTEHO-
3a). B Gosiee nosaHeM Bo3pacTe BeJMK PUCK PA3BUTHA 3CEHLHATb-
HO¥ apTepHaNLHOH runepTeH3HH.

[IpoTesnpoBanue a0pTH BO3MOXHO B BO3pacTe CTapiue b JeT, npu
3TOM NPUMEHSIOT CHHTETHYECKHE COCYAUCTHIE IPOTE3bL.

IIpu accounauun KoAo u JMXKIT nokasaua ognosrannas (ecau
JIMXKII HepecTpukTBHbIL) UK AByx3TanHas (Mpu pecTPUKTHBHOM
JIM2KIT) xoppekuust nopoka. [Ipyx 1ByX3TanHo# KOppPEKUUH B nep-
BYIO0 Ouepelb BbINO/HAIT pesekuuio KoAo, cinyers 2—3 Hepenn —
nnactuky JMXKII. Puck 18yX BMelIaTe bCTB Bbillle, YEM OLHOTO CO-
YeTAHHOIO. Y A0BJETBOPHUTE/BHEIM PE3YIbTATOM ONEPATHBHOIG Jjie-
YEeHUs CYHTAIOT OCTATOYHBIH rpaguesT <20 MM PT.CT.

Xupypeuveckas mexHuka

OnepaTuBHOe JeyeHMe NepepuBa AYTU aopThl. Xupyp-
TMYeCKHH I0CTYII — Yepe3 CPeAHHHYI0 CTEPHOTOMHIO, B ycaoBusax MK.
Brigensior Betu nyru aopthl v kinnupyior OAIL INocse nayana UK
CHHMXKAIOT TEMIIEPATYPY TeJa 0 YMEPEHHOH FHI0Te PMUH, 00 bEMHYI0
CKOpOCTb mepdy3un 10 25% OT JOMIKHOTO U MepeMelaloT a0pTalb-
HYIO XaHI0J10 B 6paxyoLedanbHbli CTBOM, 062K4B €8 TYDHUKETOM, Bhl-
NOJIHACT Kapaxomaeryio. [lepexxas BeTBH LyrH, BOCXOALLYIO U HEC-
XO0/SLIYIO 20PTY, BBITOMHAIOT Pe3EKIHMIO YIACTKA [MIOMLIAZHH € [10C-
Jefyloled IIacTUKOM aopThl. Matepuan aas niacTuky — KceHo,/
ayronepukapp, o6paGoTanHBH riyTapoBbM anbieriaom. [ocre nna-
CTHKH IlepeMellaloT a0PTAIbHYI0 KaHIOMIO B A0PTY, 0CBOGOIMB BeT-
BY H AuCTa/bHBI 0Tes. O6beMHEYI0 CKOPOCTb Nepdy3uH NOBhILIA-
101 10 100% u corpesaiwTcs 10 HopMoTepmiu. Ha neruposansom
cepzue BemoanaoT naactTuky JIMIKII. Taxxke B03MOXKHO TpoBe/e-
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I'NABA 1. KnuHMKa, AnarHoctvka u neueHne BpoxeHHbIX MOpoKOB Cepaua
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HHe IIACTHKM a0PTHL M AyTH Ha LHPKY/IATOPHOM [HUIOTEPMHIECKOM
apecre.

Pesexins KOapKTalHW A0PTH ¢ aHACTOMO3OM «KO-
Hel-B-KOHe I ». JJoCTyn Yepe3 3a1He-GOKOBYIO TOPAKOTOMHIO B 3~
4-w mexpetepse. [lepecexaint OAIl u npou3BoaAT pe3exLmio yuacT-
Ka KoapkTauuu. UeM MeHblIe BO3PACT NauueHTa, TeM GoJee WHpo-
KM 0J13KeH ObITh aHacTOMO3. Kax 1pasH/i0, apTepHOTOMUIO IPOAOI-
KaI0T B IPOKCHMANBHOM HANPABIEHAH BIIOTh 10 BOCXOAALIEH aop-
Thi, BHITOJIHSIA TAK HA3bIBAEMbLE KOCOH 2HACTOMO3 «KOHEL-B-KOHEL.
JIONOIHATEALHO AHACTOMO3 MOXeT ObiTh PaCIIMPEH JJOCKYTOM U3 I1po-
KCHMa/IbHOTO y4aCTKa JeBOi NONKIOUMYHO% apTepuy. Mcnoabsosa-
HHe CHHTeTHYECKUX MaTepPHasIOB AJIs TVIACTHKU 20DPThl IPUBOAMT K
yBe/JMYEHHUI0 PHCKa HOPMUDOBAHHA AHEBPH3M U DECTEHO30B B N0C-
JI€0NepalMOHHOM NePHOJE.

[IpoTesupopanue aopTh. [locie pesexuun yyacTka KoapKia-
LIMM 20PThl BOCCTAHABJIMBAIOT LEJIOCTHOCT COCYAZ ¢ IOMOLIbBIO CHH-
TETHYECKOT0 COCYAMCTOrO 1pOTe3a.

Onuostanuas koppekuus KoAo + JMXKII. [Ipusuuns u
NOC/IE10BATEILHOCTb AEHCTBHI aHA/JOTHYHb! OTIMCAHHOM BbILUE PO-
Lleiype /15l KOP PEKLHMH Nepephiba AyTH aopTsl. Takie BO3MOMKHO NIPo-
BeIeHHe [IACTHKH A0PTh! ¥ AYTH Ha LMPKYJISTOPHOM THIIOTEPMHUUIEC-
KOM apecre.

Cneyugbuyeckue OCAOKHEHUA XUPYP2UYECKO20 NleYeHuUs

Paunue:

~ napanerys (pUCKa pasBUTHS IOBBILIACTCS, €C/TH IEPEKATHE 40D
Thl AIHI0CH 60iee 30 MuK);

— kposoTeuenue ((aKTOPbl PACKA — JHAUHTENIBHO® HATSKEHME B
0612CTH AHACTOMO34, DEIXJIOCTh TKAHEH Y HOBOPOX/IEHHBIX, Bbl-
paXeHHBI# MeTab0IHYeCKHil aLHI03 0 OTIePAIAL);

- xunotopake (nOBpexenne TMMPATHIECKOTO TPOTOKA, Nepece:-
KAIOLIEro JIeBYI0 NONKMIOYRYHYI0 aPTEPHIO);

~  [apajaHy JeBOTO JAaPHHI€ATbHOIO HEPBa;

~  [apoAOKCabHAS IHIEPTEH3HUS.

TTosauue:

~  3CeHNMa]bHAS APTEPUa/IbHAs THIIEPTEH3HS;

- pexoapkrauust (KpuTEpH# — rPANMEHT HA aHACTOMO3E Golee 20~
30 MM pT.CT. B IOKOE);

- dopMUpoBaHHE aHEBPU3MbI A0PTHI;

— CTEHO03 JIyrd a0pPTH;

— creno3 BOJIK (ecan o onepanyy KOMBIO aCPTAIBHOI0 Kiana-
Ha 660 MeHee 4,5 MM).
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1.9. KoapkTaums aopTsl, nepepbiB Ayri aopThi

MocneonepaunoHHoe Habniogetue

Hosopoxdernsie u demu panHezo gozpacma:

1. Habawopenne ocyliecTsIsercs Kaxausle 6 Mecsines aauTeasHo (ome-
HHBAeTCsA PUCK PeKOAPKTALMH, COCTOSHNE GHKYCIIHAAMBLHOTO KAaMad-
Ha 20pThI). .

2. MenukamenTO3Has KOPPeKLUs Pe3H/IYaIbHOM apTepHAlIbHOM THiep-
Tensun. [IposomxuTe/IbHOCTD Tepanyu onpeesieTCs HEAUBUAYaNb-
HO.

3. Ilpodunakryka 6akTepHANBHOIO SHAOKAPAUTA IPONOIKACTCA U I10C-
JIe KOPPEeKUHH [I0POKA, He3aBHCHMO OT TUMNA BLITOJHEHHOTO KOPpPH-
THPYIOLIEro BMeLaTesbeTsa (em. nprioxkenue 10).

Hemu 6onee cmapweeo sozpacma:

1. Habuoperue ocyuiectBasercs Kaxapie 6—12 Mecsnes aaureqbHo
(oueHUBAETCSH PUCK PEKOAPKTALMU, COCTOSIHWE GHKYCIHAANBHOIO
KNanaHa aopThi).

2. MeavKaMeHTO3Has KOPPEKIHS Pe3HAYalbHOM apTe PHAbHOM THIlep-
TeH3HH. [Ipono/KUTeIbHOCTD TepauH ONpeeIsieTC HHAMBHAY AMlb-
HO. :

3. TlpoduaakTyka 6aKTepHAABHOTO IHAOKAPANTA NPONOIKAETCS U NOC-
Jle KOpPPEKUUH I0POKA, HE3aBHCUMO OT TUIIA BBIIOJHEHHOTO KOppH-
rupyoLiero Bmewarensersa (cM. npunoxenue 10).

4. JlonycTuMOCTD 3aHATHH (U3KYALTYPOH U CIOPTOM 10C/IE KOPPEKLHA
nopoka (cM. npunoxenue 8).

le’l Ha/IMYHH JI0Ka3aHKs BCEM NallUeHTaM He3aBMCHMO OT BO3pacTa
MOIYT BbIIOAHATLCS NOBTOPHBIE KOPPHTUDYIOLIKE BMeIlaTeabCTsa!
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1.10. TpaHncnosuuus
MarmMcrpasbHbIX COCYAO0B
(D-TMC)

AHATOMWUSA

AopTa OTXOAMT OT aHATOMUYECKH NPABOTO XKEAYACUKA, ACrOYHAA
apTepus — OT aHaTOMMYECKH JIeBOT0 XKe/Iy0uKa. PacnonoxkeHue xeuny
JI0YKOB He HAapylIeHo.

B saBucumocTy ot covetanust TMC ¢ conyTCTByIOWUMY aHOMAJIHSI
MM BBUAJSIOT TPH OCHOBHbIX THIA IOPOKA:
= TMC ¢ HHTAKTHOH MeXKeIyI04YKOBOH IePeropoixoH,

~ TMC ¢ JMXKII,
- TMC.¢ IMXII n crenosom JIA.

KnaccuduKkalus THIOB OTX0XAEHHs KopoHapHbiX apTepuil (Yacoub

and Radley—Smith, 1978):

~ Tunm A — o6a ycTbst OTXOAAT OT COOTBETCTBYIOIUX CHHYCOB Basib-
Ca/bBbl B HMEIOT HOPMaJbHEIHA X0,

= Tun B ~ KA 0TX0AAT OAHKM YCTBEM OT OJHOTO K3 CHHYCOB H Paciio-
JIaralTCs MeKAY MaruCTPa/JbHBIMK COCYAaMH.

= Tun C — KA oTX0aT ABYMS PA3AEABHBIME YCTHAMY OT O/IHOIO W/IN
ABYX MepejHe-3aHIX CHHYCOB U PACTIONaraloTCs MeX/Iy MarHeTpadil
HBIMH COCYaMH.

= TunD — KA oTX0aT IBYM# pa3ie/bHbIMU YCTBSIMH OT 1€ Pe/IHE-3))-
HUX CHHYCOB, HO ofiHa 13 aprepui (npapas KA mu6o orudaiomas
BETBb) Ie/IaeT NeTJI0 KNEPE/H OT 20PTEL

= Tun E ~ KA oTxogsT pasge/ bHbIMU yCThsAME, TIpHueM Kaxaan KA
HeNiaeT MeTJI0 fepej OAHUM H3 MaruCTPaibHbIX COCYOO0B.

NATO®U3UONIOrUA

[Ipu D-TMC B opranuame pebeHka CyLIECTBYIOT ABa PA300LIEHHbLIX
Kpyra KpoBooGpaiueHus: seHo3Has Kposb 13 BKK Bosspatuaercs i 1pa
BOE MPeACEP/IMe M NPaBbifl JXKeJIyI09eK, a 3aTeM YEpes aopTy CHOBA 110
nanaeT B bKK, u, RanpoTus, oforalientas KucaopoaoM Kposb U3 Jer-
KUX NPUTEKAET B JIeBOe NpPeACepaue, 3aTeM B JIEBBIH XKeyI0UeK H 110
JIA cHOBa nonagaet B Jerkye. Takas CHTYalUs COBMECTHMA C JKU3HLI0
JIHILb B TOM CJIyYae, eC/H MeXAy KpyraMH KpoBOoOGpale H st CYLLECTHY
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1.10. TpaHcnosuumsi MarucTpanbHbix cocyaos (D-TMC)

“npocras” TMC

T™MC + AMXI
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TNABA 1. KnuHWKa, AMArHOCTMKA M NEYEHNe BPOXAEHHBIX MOPOKOB CepALia

a

| D-TMC |
[ mcmaxn | [ ve +amxn | | Tme mvxn + ™C +
{ cTeHo3 BOJTXK AMXIT +
: CTeHO3
Bospact Bospact \ BOJIXK
1-4 Hep. > 4 Hep. Damus—Kaye—
Hopm JIXK ManeHb- Stansel
Knit JIK
y A\ 4
. Boz- Bos- Bos- Bos-
VHdysns pact pact pacT pact
npocra- Cysaa: <ir. >1r. <ir. >1-2
rnaHanHa BaHue net
El/ NA+ ‘
P ”zss;to_z LAl ONC < 10 Ea/m2 3
: - MCXOAHO U
a-rgg;e;m < 7 Ea/M2 nocne Mpoueaypa
© npUMeHeHNs PacTesm
\ Ba30AMIaTaTopoB
ApTepuansHoe ‘} / ‘L
riepeksiloyeHne
5 i ApTepuanbHoe Mpoueaypa
nepekno4eHune + REV
nnactuka AMXI

eT coobLIeHHe Ha YPOBHE MPEICepAHil, Ha YPOBHE XKeJy104KOB, JU60
9KCTPAKaPIMA/IbHO, M apTepHabHAs i BeHO3HAsA KPOBb MOTYT CMELIIH-
Batbesl. VIcXoMIs U3 3TOr0, MOHSITHO, YTO BHYTPHYTPOOHBIH NIEPUOM KU3-
HH POTeKAeT OTHOCHTE/IBHO 0J1aronoJyuHo, T.K. CYLECTBYIOT (peTarb-
HbIe KOMMYyHHKaIkH (OTKPEITOE 0BATbHOE OKHO, apTePHaIbHEIH TIPOTOK),

raso00MeH MPOMCXONUT HA YPOBHE ILIALEHTHL.
Toc/ie poxeHust MIaLeHTapHOe KPOoBoOOpaIlleHre Ipekpaimaercs,

CbeTa.}IbeIe KOMMYHHKAIUY 3aKPLIBAIOTCS, U B 3TOM cJydae BOSMOXKHO
HEeCKOJIbKO CLieHApHeB Pa3BUTHS COOBITHH.

1. D-TMC 6e3 conyTcTBymouUmx nopokos cepaua (oxono 50% ot Bcex
cayuaes D-TMC). Iocite poxxnenust heTanbHble KOMMYHHKALMHK 32K-
pHIBAIOTCS, KPYTH KpoBooOpatenus pasodmaintcs. [To BKK nsrxer-
cs BeHo3Haa KpoBb, 10 MKK — aprepuanpnas. HoBopoxneHHEIe IHU-
anotuunbl, SatOy cCHUXKaeTCS 10 30—50% . Bo3HHKaeT THIOKCEMHS,
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1.10. TpaHCnoanums MarucTpanbHeix cocynos (D-TMC)

UTO NPUBONUT K aKTHBAIIMH aHa3POOHOT0 IMIHKO/IH32 H PA3BHTHIO Me-
rabonuyeckoro auugosa. Habmopaowmeecs y neteii cauxesne co-
NPOTHBJICHHS JIETOYHBIX COCY0B NPHBOAHUT K YBEJIUYEHUIO 10TOKA
KPOBH B IErKHX H, COOTBETCTBEHHO, K neperpyske JI[Tu JDK. Beipa-
’KeHHasl THIIOKCEMHSs], aLMN03 U 00beMHas Neperpyska Kamep cepi-
la nary6Ho OTPaaloTCs Ha COKPATHTENbHON (QYHKLUMH MHOKApIA.
¥ nauuesTa nporpeccHpyIoT CUMITOMBI CEPAEYHOH HeOCTATOYHOC-
TH, Pa3BUBAETCH KapAHoMeranus. [MNOKCHA U alu103 CTHMYIHpPY-
I0T MO3rOBBIE XEMOPELENTOPbI, YTO ABJIACTCH NPHYMHOM TUIIEPBEH-
TunsALuuK 1 cuikennst PCOy B KpoBu, LMPKYAUPYIOLIEH B JeTKHX.
Hpyrumu metabosmyeckumu npo6neMaMy y JaHHLIX ALHEHTOB SIB-
JIAIOTCS MANOTIMKEMHS ¥ TeHASHIMA K rUnoTepMuy. Bes jieyenus no-
Aapasioniee GOMbUIMHCTBO NAUHEHTOB NOTHOAeT B MepBbie Mecslbl
HU3HH.

Coueranne D-TMC ¢ 6oabwmm JMITIT, 310 sanGoaee 6./1aroTpUsT-
HBLF BAPHAHT, T.K. Ha YPOBHE NIPe/iCe AU NPOMCXOMUT XOPOLIEe cMe-
LUHBaHKE BEHO3HOH M APTePHAIbHON KPOBH, YTO O3BOMSET NOAJLp-
XKHBATh HAChlLIEHHE KPOBH KHC/IODOAOM Ha NPHEMIEMOM yDOBHE
(SatOy 80-90% ). OnHaxo 0TCyTCTBEE BhpAMKeHHOH THIIOKCEMHH He
NPEMNsTCTBYET PAa3BUTHIO CEPAEYHON HeAOCTATOUHOCTH, BO3HHKAI-
LLeH 13-33 00bEMHOH NePerpy3KH JeBbIX OTAENO0B Cep/la.

Coueranne D-TMC ¢ 6oty JMIKIT. Beneactsune XOpOLUIero cMe-
IMBAHKA KPOBH Y ITHX NALMEHTOB OTMEUAEeTCH MHHHMA/IbBHAS apTe-
puanbHas necatypauus. MertaGonuyecknit auunos He pasBUBaeTCs.
Onnako o6beMHast neperpyska JIeBoro Keay/104Ka B 3TOH CHTYaLHHK
3HAYHTEJbHO BO3PACTAeT 3a CUET KPOBHM, NOCTyHAOWed yepes
AMIKIT us ITXK. 310 NPUBOAKT K PA3BUTHIO IETOYHOM THIEPTEH3HH
H BBIPAXKEHHOH CepaeyHOH He0CTATOUHOCTH B TeYEHHE NePBLIX He-
CKOJIbKHX Hefe/lb AU3HH.

Coueranue D-TMC ¢ Goubumum JIMIKIT u cTeno3oM ferouroii apte-
pun. HecmoTps Ha cMelnBanue KPOBH Ha ypOBHE XeJYI0UKOB H
CHHXEHHE CONPOTHBAEHHS JErOUBbIX COCY0B, HACHILLIEHHE KPOBH 0C-
TaeTCs HU3KUM U3-32 IIPeNATCTBHA KpoBoToKy no JIA. Brinoanenue
npouenypel Paukunaa He NpUHOCHT 0Gaerdesus. Y NauKeHToB 0T-
MeYaIOTCH TsXKe/lasl TUNOKCHA H aUU03, KOTOPEIE MOTYT CTaTh NpH-
4HHOH JIETaIbHOTO HCX0/ld B PaHHEM Bo3pacTe. [IpH HaTMuHH CTEHO-
3a JIA o6bemHol neperpyaku JII n JIK He paspupaeTcs H, KaK cJef-
CTBHE, OTCYTCTBYIOT IIPH3HAKH CepiedHol HepocTaTounocTy. Hanu-
4ie cTeno3a JIA npenATCTBYeT Pa3BHTHIO BHICOKOE JIEFOUHOM TUITEp-
TEH3HH.

Caeayer noMuuTs, 4T0 D-TMC B 11060M BapuanTe siBAseTCA KPATH-

YECKHUM DOPOKOM CepLa, TPeOYIOUIHM XHPYPIrUIeCKOro BMEIATEAbCTBA
B DaHHEeM BO3PacTe.
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TNIABA 1. KnuHuka, AMarHocTvka y NIEYeHNe BPOKAEHHBIX NOPOKOB cepata

KJTMHUKA

a.

6.

KnuHudeckue nposisiedns 3abo1eBanus:

— GompumecTso nauuentos ¢ D-TMC ~ Manbyuuky ¢ KpynHo# mac-
CO¥i Tes1a IIPH POKACHHY;

= CpefHed Wiii TAXKEIOH CTeNeHH [IHAaH03 KOXKHbIX TOKPOBOB H CJH-
3UCTBHIX 060/I0YEK, BOSHHKAIOUINI CPA3Y HIK BCKOPE MOCAE POXK-
JeHuUs;

= BbIpaXXeHbl IPH3HAKH HE0CTATOYHOCTH KPoBoobpamenus (rena-
TOMETa/Iusl, TAXHKAP/KS, O/IbILIKA).

Du3sukanbHoe 06C/Ie10BaH e

— Il ToH Ha ocHOBaHHKK CepAla HE PACLUEILIEH, 9TO CBA3AHO C OT-
CYTCTBHEM B €r0 COCTaBe JEerO4HOro KOMNOHEHTA, T.K. JIA aHa-
TOMHMYECKH 3HAUUTE/IbHO YAA/IeHa OT I0OBEPXHOCTH IPYIHOL KAeT-
KH;

~ IpH OTCYTCTBHH y nauuenTtos Apyrux BIIC wywm B 06aactu cepa-
1ia He BHICJYIIHBAETCS;

= npu Haaryun JIMKT] Brosb HuKHEH 110/10BHHBL IEBOTO Kpasi rpy-
IMHbI OnpeneseTcs cpeaHeil uurencusHoctu (2—3 /6) romocu-
CTOIMYECKMH HJIM PAHHME CHCTOJMYECKHE WyM cGpoca Kposu
uepes JIMXKII,

— DOpPH HaAM4HK CTeHO3a JIA Ha OCHOBaHHMY CepAUA BBICAYIIMBAET-
Cs MATKUH 1YM, 3aHMMAIOLIMH CPEAHION0 YaCTh CHCTOJBL.

AUATHOCTUKA

1.

2.
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3nexkrpokappuorpadmus

— CMelIeHMe 3/1eKTPHYeCKOH OCH CepaLa Bipaso,

— THUIepTpodys NPABoro XKeayAoyKa Ipy u3oauposannon D-TMC;

= runeprpodusa IDK u /DK npu coverannn D-TMC ¢ JIMXKIT, OAT,
CTEHO30M JIErOYHOH apTepHH U npH Beicokok JIT.

3xokappuorpacus

Kpumepuu duaznocmuxu:

= Ke/y[0uKo-apTepHasibHas AUCKOPAAHTHOCTh (a0pTa 0TX0AHT 0T
anatomuyecky JK, a nerounas aprepus — ot [DK);

~ MaruCTpajibHble COCY/b H BBIBOHBIE TPAKTH 000HX XKEAYAOUKOB
Pacmo/I0KeHb! apa/iensHo (uie HTHUKAUUSA 1eTOuHOM apTe P
OCYIIECTBIAETCS 110 HANHYHIO G ypKaumu).

Baxnoe 3HaueHHe NMeeT 0GHAPYKEHHE U ONPeeEHHE PA3MEPOB

MexKaMepHbix KommyHukanui (OO0, OATT, IIMIKII). TMC uacto

COYETARTCH C AHOMAMNMAMHK OTXOXKNEHHS KOPOHADHBIX apTepuH, Ko-

TOpble 00HAPYXKMBAIOTCA IIPH NONEPEYHOM CKAHHPOBAHMH MarkcT-
PasibHBIX apTepui.

& W WY WYY Y Y YV Y Y Y vV Yy

1.10. Tpaxcnosnuus MarucTpanbHbix cocysos (D-TMC)

JIEYEHUE U HAB/TIOJEHUE

1

Ha6niogenne n neveHue nauueHTos

C HEKOPpUrupoBaHHoi D-TMC

a. Iloxasasa B/B HH(Yy3HA Npenaparos npocraraanguna E; ¢ ue-
JIbI0 MPENATCTBOBATL 3aKPLITHIO aPTEPHAJBLHOIO NPOTOKA, TEM
CaMBIM COXPaHHB BO3MOXCHOCTb CMElLHBAHHUS BEHO3HOH U apTe-
PHa/bHOH KPOBH IIpH Pa306LIEHHAX KPYTax KPOBOOOpaILEHHUs!.

6. Koppexuus mMeTab0IMYeCKOro alna03a, THNOTAMKEMHK W THIIO-
Ka/JbIEMHH.

B. Ilpu TAxe/no0# rUMOKCHHM NMOKA3aHA OKCHIEHOTEPANHs C LeABI0
cumkenus OJIC, 4T0 NOTEHUHUANBHO MOXET YBENTHUNThL OKCHIe-
HalUI0 KPOBH.

2. HAOBACKYNAPHbIE METOAb] JIeYEHNR

B GoabinucTse cayuaes nocae pannedt auarsoctuxe D-TMC (6es
JIMKIT u kpynsoro JIMIIIT) B cayyae HeBO3MOKHOCTH HEMe/JIeH-
HOH KOPPeKUHMH MOPOKA BAXKHBIM Na/JIHaTUBHEM MEPOIPHUSITHEM,
NO3BOJANILHM 3HAYHTENbHO YIYIIINTL COCTOSAHHE pebeHKa, ABAA-
eTcsl mpoueaypa Pamkunpa. MaHunyasuus npeacrasiser coboi
pacliipeHyie 0BaJbHOIO OTBEPCTHA ¢ MOMOLILI0 GanoHa. B cnoxen-
HOM BH/le Yepes HIDKHIOW NOJYI0 BeHy 6a/1/10H BBOIUTCS B paBoe
npeacepaue, 3aTeM 4yepe3 0BajbHOE OTBEPCTHE B JIEBOE, i€ OH 3a-
NOJMHAETCHA (PU3HOJOTHYECKHM PaCTBOPOM U BO3BDALLAETCA B 3aM0J-
HEHHOM BHJE B NpaBoe mpencepaue. [Ipy 3TOM OPOMCXOAMT OTPHIB
3aCJIOHKH OBa/bHOro oTBepctus. Ilpoueaypa MoXeT BbIIOJHATECH
KaK B OT/e/eHHAX PeaHHMALHH POANIBHBIX OMOB 1101 Y/AbTPa3By-
KOBBIM KOHTDPOJIEM, TaK ! B ClIE[MANH3HPOBAHHEIX Ta60paTOPHIX Ka-
TeTepH3alHH 104 (IIOPOCKONHYECKUM H YJbTPa3BYKOBEIM KOHTPO-
JseM. [lokasanueM A/ BbIIOJAHEHHUS IIPOLEAYPEI SBJIACTCS HA/IH4Ke
PECTPUKTHBHON KOMMYHHMKALMA MeXNy npeicepauamu (rpaguest
nasaenus Gosee 6 mm pr.cT.) [Ipu BospacTe peGerka Gosee 30 auei
3peXT MAHUMYAALAN YaCTO HE JOCTHIaeTCs B CBA3M C IVIOTHOH
(uKcanyell 3acCI0HKH 0BA/JIbHOTO OTBEPCTHSA K TEPEropoaxe.

Xupypruueckune MeTofbl NCYCHUS

[lokasauus K xupypeuyeckomy feqyeHuio:

— [IPH YCTAHOBJ/EHHH AUArH032a NOKA3aHHA AJ14 ONMepPaTHBHOIO Je-
qyeHust aBCOMOTHBIE. s

[TpomuBONOKA3AHUA K XUPYP2UYECKOMY NIeYeHUD!

= . HaJauume abCOJIIOTHHX MPOTUBONOKA3aHHUI 0 CONYTCTBYIOMWEH
COMATHYECKOH TATOJIOTHH.

Xupypauveckas makmuka

3aboaesanue manudecTUpyet B meproie HoBopoXxaeHHOCTH. COCTO-
siHHE pefeHKa 3aBUCUT OT HAMMYHA U PA3MepOB COOOIUEHHH MeX/y
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TTABA 1. KimHnka, AvarHoCTvKa 1 edeHne BPOX/EHHDBIX NOPOKOB cepaua

bonblwnm u MadbIM Kpyrom kposoo6pamenus (OAIL, IMITIT,
JIMXII), 6posxuansHeiX Ko/aTe pases, CONMYTCTBYIOLIMX 00CTPYK-
THBHBIX II0paxenu# 6o/bIIoro 1 Masoro kpyra, OJIC u OIICC.

ITpu TMC ¢ HHTAKTHO¥ MeXKeAYA0UKOBOH nepero-
POAKO# omepauueil BHGOPa ABISETCA apTepHABHOE nepexaiove-
uue. [NpenenpHsiil Bospact Aas BMemaTenbeTa — 3—4 Hegeau. Ecau
Bo3pacT pefenka 6o.blie, nasienue B JOK menee 2 /3 ot cuctemuo.
ro, Macca JDK Hixe BO3PAacTHBIX HOPM, TO HEOGX01MMa OArOTOBKA
J/ICBOT0 KeJ1y104KA AJ15 OCYILECTB/ICHHUS B NIOC/AeAYIOEM CHCTEMHOI
UMPKY/ISLKH, 4TO 06eCHeYrBaETCs BHIOIHEHHEM «IBYX3TANHOIO
aPTepHaJbHOrO NePeKMIoueHH s1». Ha nepsom sTame BENOAHAIOT Cy

UBaHHe JIErOYHO! aPTePHH [V TPEHHPOBKH KeMyA04Ka [IOBLILICH-
HBIM IdB/IeHHEM 1 HAJIOKEHHE CUCTEMHO-/IeTOYHOT0 aHACTOMO34 /151
ofecneyeHHs aleKBaATHOTO CMELIHBAHHS KPOBH MEXAY MabiM U 6011
LM Kpyramu KpoBooGpaenus (SatO, ue nonxua npu s1om npe-
BbILaTh 85% ). ANbTepHATUBOM CHCTEMHO-ErOYHOTO AHACTOMO34 15-
JAIETCS aTPUOCENTOCTOMHS. BTOPO# 97ar, T.e. aprepuansoe nepe-
K/IOYeHHE, BLIIONHAIOT IPH YCJAOBHH, €C/H TOMLMHA CTEHOK, 00'beM
1 Macca JDK cooTBeTCTBYIOT BO3pacTHbIM HOpMaM, Aasaenue B JIK
He Meree 70% ot cuctemuoro. OGeHO BTOPOK 3Tan NPOBOAAT Ye-
pes 5—6 Mecsiues nocse nepsoro.

TMC c nedekrToM MeRKeaAy104K0BOH neperopoaky.,
Ilpouenypa BeiGopa ~ aprepuasbroe nepexmouenue, o6uyno JIK
AOCTaTO4HO runepTPOYUPOBAH U MONKET 06eCIeYHTh CHCTeMHbII
KpoBOTOK. ONTHMA/IbHbIE CPOK BHIIOJHEHHS BMELIATEIbCTBA ~ 10
1 rona. B nanpreiiinem BO3MOKHOCTD BBINOAHEHMST BMELATE bC T b
3aBHCHT OT cTemenu JII'.

TMC ¢ AIMXII 1 ctenosom JIA. [Ipy HesHaYHTeLHDIX CTe-
NIEHsAX CTEH032 MOXKHO 0GOHTHCh Pe3eKIHel MHOKAPAUANBHLIX TPi-
Gexya B couerannu ¢ maactukoit IMXKII ¢ nocenyiomum aprepi-
a/bHbIM nepexiiioyenneM. Ilpouenypamu si6opa npu crenose B e
$u6posHoro TonHe s MK o6cTpyKumn BOTDK CTPYKTYPAMH MHT
panbHOro Knanana Ap/sioTcs npoueaypst Rastelli, REV wau Nikaidoh
Cunraercs, uT0 yI0BNETBOPHTENBHEI Pe3yIbTaT, Oy 4e HHbIH [10C
/1€ apTePHANLHOTO NIEPEKMIOYE HHSL, JTy Il BEJIHKOICIHO0, 0y el
Horo nocie onepauuy Rastelli. Ontumansrbiil cpok ans onepatmn
Rastelli - o1 6 mecsues 10 4~5 ner. pouenypa REV gosmkia 61111,
BLINOJIHEHE B TeUeHHe NePBbX 6 MeCALEs XKU3HHY.

Xupypauyeckas mexruxa

Cyxupanue JIA npousBogAT CUHTETHYECKOH TECbMOH, 1101 KOH
TPOJIeM AaBAeHHs U caTypauuu (moapoSHee cu. «Atpesus TK»).

Cucremuo-aerounnit mwyst (MBTLI) sunoausiior na cuil
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TeTHUECKOro 1poTe3a iuameTpom 3—4 MM Mexy GpaxunotedasibHbM
crBosoM 1 npasoii JIA (nonpo6uee cm. «Atpesus TK»).
Aprepuansnoe nepekawuenue. [lepecekat Ao u JIA, Bb-
BeJIAIOT YCThS KOPOHAPHBIX aPTePUH H UMILIAHTUPYIOT B CTEHKY GblB-
weit JIA. [Tepememalor cTBox JIA Kiepeas oT a0pTEI, PeKOHCTPYH-
PYIOT MarucTpaJ/bHbIE COCYIbI.

REV npouenypa.Pesennpyior konanbuyio yacts M¥KIT a0 pub-
po3HOro Kosibua JIA ¢ hopMupoBaHneM NpaMOro COOBILIEHNS MeXAY
JIXK n Ao ¢ noMOLIBI0 MHHEMA/IBHBIX PA3MEPOB 3amaaThl. PexoHeT-
PYKL5 IIyTH OTTOKA U3 NPABOT0 Xe1y/104Ka BHIOMHSETCS Ny TeM He-
nocpeacteensoro coeaurenus IDK u JIA ¢ naactukoi nepeanes
CTEHKH aHaCTOMO03a 3aIlJIaToH.

ITpouenypa Rastelli. AMIKII sakpuiBaeTcs 3annaToil B BHze
TOHHEJs, coenuusiomero JIXK vepes JIM¥KII ¢ aoproii. ITpokcumans-
Has JIA nepessasbiBaeTCs, ¥ OCTATKH Kianana yiusaptes. IDK u JIA
COGIMHAIOTCS C IOMOILBIO KNaNAHOCOAEPKAILETD KOHAYHTA.
Cneyuguyeckue OCIOMHEHUA XUPYP2UYECKO20 NeYEHUS

Aprepuanbroe nepexmoyenue:

— HalKJanaHHbHIA cTeHo03 JIA;

— HaJKJaNaHHBIA CTEHO3 20PTH;

— HeJ0CTATOYHOCTb A0PTAJIBHOTO WJIH JIEFOUHOTO Kialana;
= HapyLleHHs PHTMA Cepiua.

Ilpouenypa Rastelli:

— Hapymwenus putMa cepaua (AB 61okaga);

— CTeHO03 KJaNaHa JIero4yHOoro KOHLYHTa;

= creHo3 BOJIK;

~ nospexaenus KA (uudapkr).

MocneonepayuonHoe Habnogesne

ITaupentsl, npoonepupoBauusie 1o nosogy D-TMC, HabmogaoTcs
TOXKHM3HEHHO ¢ HHTepBa/IoM 6—12 mecsiues. Leis uabnonenns — au-
arHOCTHKA BO3MOXKHbIX OCJI0KHEHHH B OTAA/NEHHOM [0C/A€0TIEPaLM-
OHHOM neproze. [1pu pasBUTHH TOTO UM HHOTO OCAOKHEHHS pelie-
HYE 0 BH/IE JIeYEHH IPHHUMAETCs] B UHAWBUAYAIBHOM NIOPSIKE.
ITpodunaxTuxa 6aKTepUATBLHOO IHAOKAPAHTA TPOBOAKTCS 110 NOKa-
3aHUSM B MepBbie 6 Mecsles mocae XHPYPrHYECKO# KOPPEKIHH TIo-
poka uiu Goaee B cIyyae pa3BHTUS OCI0KHEHHMI B OTAANEHHOM NOC-
neornepauxoHHOM nepuoge (eM. npuaoxenue 10).

JonycTumMocTh 3aHATHE QU3KYAETYPOH H CIOPTOM OC/E KOPPEKLHMH
nopoka (cM. npusoxenue 8).
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1.11. KoppurnposaHHas
TPaHCNO3uLLMA
~ MarucrpanbHbIX COCYyqoB
(L-TMC)

AHATOMMA

AnaTomust IOpOKa XapaKTepH3yeTCsl HHBEPCHEH XKeyA0UKOB H 4T
PHOBEHTPHKYASPHEIX KIAN2HOB IPY COXPAHEHHOM 2aHATOMAYECKOM Pac:
noJoxenru npeacepanit. [lpu stom JIA oTX0ZHT OT DyHKUHOHANLHO
[IPABOT0, HO AHATOMMYECKH /1€BOTO KeYN04Ka, @ 40pTa — OT (PYHKIHO
HaABHO JeBoro, Ho aHatomuyecky [1K. I1pu L-TMC seno3snas kpoBb U3
BKK sosspauaercs B ITI1 u uepes asycTBopuaThiil (MUTpaIbHbIH) K1
nan Hanpasasercs B anaromuuecky JDK, a satem yepes JIA 8 MKK.
OboralieHHas KUC/I0POIOM KPOBb U3 JIETKKUX NPUTEKAET B JieBoe Npejl
ceplue, 3aTeM Yepe3 TPeXCTBOPYATHIM KJanaH NOCTYNAeT B aHaATOMM-
yecku [DK u uepes aopty B BKK. L-TMC moxeT cogeratses ¢ JIMXKII,
€ K1anauHbeIM MM noaxaanausbiM CJTA, HegocTaTouHOCThIO CHCTEMHO-
ro {TpexcTBOPYATOro) aTPUOBEHTPUKYJAPHOIO KiaNaHa, aHOMAIUAMH
npoBoAsmei cucTeMbl (ATpHOBEHTPHKYJIAPHAS 6J10Kaa), CYLIPABEHTPH
KYJIAPHBIMH TaXUK2PAHAME.

NATOGU3NOJIOTUA

TIpu HANWYMK AHATOMUYECKY HETIPaBH/IBHO CHOPMUPOBAHHOIO Cep/L
1@ PyHKUMOHAIbHO remofrHamuka npu L-TMC e usmenena. Ho, k co-
xajenuio, ganueid BIIC yacto coueTaercs ¢ ApyruMu N0OpoOKamMu 1 Ha
PYLIEHHSIMH PHTMA CepAua, KOTOPhIE H ONPeAe ST NPOrHO3 /s NalH-
eHTa.

KIMHUKA

a. Knunuueckue nposiBieHus 3a601eBaHHs:
- mpu u3oauposanHoll L-TMC naunesTs aCHMITOMHBI,
- npu Haauuuy conyteryomux BIIC y GonbiinHCTBa NAUHEHTOB
CEMITOMBI IOSBJISIOTCS B le PBbIE MEC bl XKH3HH, IPH 3TOM K/~
HUYeCKas KapTuHa onpenensetcs conyrersyoumym BIIC;
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1.11. KoppurupoBaHHas TPaHCMo3uLUs MarucTpasnbHbix COCYA0B (L-TMC)

HopMmaAbHOE cepale

AHATOMMS MNOPOKO

AsonHoe
nepekAloyeHme
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NABA 1. KnuHuka, [VarHocTvka u n
e

eyeHne BpO)KJJ.EHHle rMopoKoB cepaua

L-TMC

=

R,

Ectb TK peryprutaums wim
avcoyHkuna MK

\

AHaToMuuyeckas KoppeKuus

oy o |

_Het TK
peryprutauus wm
amcdyHkums MK

!

"du3mnonornyeckas”
Koppekuus cor.
aHomanmi:

o Mnactvka AMXI

¢ YcTpaHeHue
cterosa JIA

T He,IIOCTaTO‘-IHOCTb CUCTEMHOI'0 (Tp
JIIPHOTO KJjanaHa COHpOBO)KﬂaeTC

MOCTBIO.

Ectb Het
cteHos J1A creno3a J1A
Senning/Mustard JlBoitHoe
+ npouenypa nepexsioUeHne
Rastelli (Senning/Mastard +
apTepuanbHoe
nepeKmoqune)

6. dusnKajbHOE 006CJelOBAHHE:

— IpU HAIMYUHK CTEHO33 JIA
ABUTBCS [UAHO3;

— mpy HATMYKK 0OJIBIIOTO M
KapAuaIbHOM 001aCTH 1 CHCT
ro Kpasi IPYAMHBL

—  aycKyJbTaTUBHAs KapTHH

cannbix pannee BIIG;

— QpH HAapyLIeHUAX
PUTMHUHBIH TTYJIb

4

puTMa cepana naGmonaercsi GpajrKapaus, He-
C UK 'l'ﬂXHKEI])]LH?I.

eXCTBOPUATOr0) aTpHOBEHTPUKY
51 OJBILIKOM ¥ OBHICTPOH YTOMJIAE
u JIMIKTI y maupeHTOB MOXKET To-

KT onpepessieTcs My bCalus npe-
oJIuecKoe IpoKaHue BIOJb JIEBO-

a COOTBETCTBYET xapamepucmxe OIu-

®

-

1.11. KoppuruposaHHas TpaHCMosuuma MarvcTpanbHbiX COCYAOB (L-TMC)

AWATHOCTUKA

1

Anexrpokapavorpadms

XapaKTepHblil PU3HAK — 3TO HANHINE Q 3y6ua B oTBefEHUAX V|~
V, ¥ ero OTCyTCTBHE B OTBEICHUAX V=V, UTO CBsA3aHO C Ha-
npasJeHueM Aerno/sApu3aLiH MXKTT o1 JDK k TIK;

pa3/IMyHOW CTeINeHH AB 6;10Kaza, BOJIOTh JI0 HOJIHOM, 4TO ABJA-
@TCsl XapaKTePHbIM /15 L-TMC napyiuesHeM NpoBOAUMOCTH,
pexe HABMIONAIOTCS CYTIPABEHTPHKYIAPHAE TaxHKapIHH H CUH-
APOM BO.ﬂbq)a"HapKHHCOHa"yaﬁTa;

MPU3HAKH [UNepTpoGuH mpencepanil U XKeJyI0uKOB NOABIAIT-
¢Sl PM HAJTHYMH CONYTCTBYIOMIMX BIIC.

2. Axoxapamorpadns
Kpumepuu 0uazroCmuKU:

B CTAHAPTHON HeTHPEXKAMePHOH NOSHIA HA MECTE JIEBOTO
JKeqylouKa OnpefenseTcs nIpaBbiil XKeJIy/I04eK, IPH3HAKAMH KO-
TOPOrO SIBAAIOTCS NOBbILIEHHAA TpabeKyAAPHOCTb, Ha/K4He MO-
[1epaTOPHOr0 My4Ka i TPEXCTBOPHATOro AB kianana (oGHapyxe-
Hie TPeX CTBOPOK B [IONEPeHOM ceueHun);

oTcyTCTBUE (UOPOIHOTO MPOAOKEHHS MEHKLY cenTambHOM
cTBOpKO#i AB K/1anaHa i MOy TYHHbIM KNANAHOM;

HaaHune GubPO3HOro NPOJOKEHHS MEXAY NyAbMOHAIBHBIM 1
npasbiM AB kianasom;

BLIXOZL M3 BEHOZHOTO XKeJyJ04Ka B MISITHKAMEPHOU NO3HIIUH BHILS-
JTAT TaK, KaK OOBI4HO JIOUMPYETCA BHXOM U3 JEBOTO KeNyR0uKa;

a0pTa BU3yAIH3UPYETCH CTICPE/lH U C1€Ba 0T JIA;

BO3MOXHBEL CONYTCTRYOLLME NOPOKY (IMIKII, muchyHKUEs e
soro AB kianaHa ¥ T.1L.).

NIEYEHUE W HAB/TFOQEHWE

1. HabnopeHue u neuexne falnueHToB C L-TMC

a.

6

Jleuenue cepaeuHOM HEOCTATOHOCTH TIPH MOAB/ICHIH CHMIITO-
MOB.

AHTHAPHTMAYECKHE NIPENapatl, PAAHOIACTOTHAR abaaudst 10-
HO/IHHTEILHBEIX TPeICce PAHO-KENYI0IKOBBIX COeNUHeHUH, HMIT-
JAHTALKA AEKTPOKAPAHOCTHMY I TOPA NPH HANHHHIA NOKa3aHHH.
[TpothuaakTHKa 6aKTepHanbHOro SHA0KApIHMTA IIPH HAJMYUH 10
xasanuii (cm. npuaoxkenye 10).

2. Xupypruveckoe sieueHue
[loKa3aHuA K xupypauiecromy nedexuio:

Hajuyue CUMITOMOB (LLHZ\HOEX, cepiaeyran HeILOCTaTOqHOCTb), He
MOLAAIUHACA MeJHKAMeHTO3HOMY KOHTPOJIO;
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TTIABA 1. Knuhuka, g1arHoCTHKa 1 JIEYeHmne BPOXKAEHHSIX NOpoKoB cepaua
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y 6eCCHMNTOMHBIX NAUMEHTOB — HAIHYHE TPUIHAKOB CHHXKeHMs!

(pyHKLMK CHCTEMHOTO aHATOMHMYECKU NPABOro XKeayouka (nu-

Aarauus I1XK, peryprurauus na TK nau ctpykrypHeie anoManmu

TK).

llpomusonokazanus & Xupypauyeckomy feyeHuo:

~  Hajuyue abCOMOTHbIX IPOTHBONOKA3AKHI 110 COMYTCTBYIOLIEH CO-
MaTHYeCKOH NaTOJOrHH.

Xupypausecxas maxkmuxa

Tlpu nanHof naTONOrHH BOMOXKHbI TPH PA3THUHBIX BAPHAHTA KOp-

PeKLHH:

1) «Knaccuyeckuil nogxon» — YCTPaHeHHe CONYTCTBYIOIHX AHOMA-
aui, IDK octaeTcs B cucTeMHOR no3unyu.

2) Anaromiueckast KOPpeKLHs — ABOHHOE NepeK/TI0YeH e Ha ypoB-
He npencepauH H XKeJyI04KOB,

3) TeMOmMHAMKYECKAS, ONHOKENYI0YKOBAS KOppeXLUs.

Brifop kaxnoro us BapuanTos onpegensiercs Bo3apacToM naumerTa

M aHAaTOMHeH [OPOoKa.

«Knaccuyeckuit noaxom» Bo3MoxeH, ecu 06a ATPUOBEHTPHKY.ISI-

HbIX K/1anaHa KOMIETEHTHBI, XeJYA04KH COANaHCHPOBAHbI, (VHKIMS

XKEJly/I04KOB He HapyuwieHa. Koppexuus Bkawoyaer B cefs naacTuky

AMXKII, TK, yzaaenue oGerpykumu JIA.

B nepcnexrupe nau6osee 6maronpusiTHa aHaTOMUYECKAS KOPPEKLLMS.

Ilokasanus /151 HCNO/b30BAHKS AaHHO CTpaTerny:

~ He paBHble pasMepsl xeiyaoukos ([DK 75% ot JIXK),

= TK-peryprurauus u IDK-nuchyukups,

— JaB/leHHE B JIeBOM XeJTya0uKe He Medee 2 /3 oT CHCTeMHOrO,

TTpouenypy aBoitHoro nepexmovenns yylie TPOBOAUTS B BO3PACTE
crapute | roga, 0cOGEHHO eC/IM NIIAHAPYETCS NPUMEHEHHE KAANIAHO
colepxaulero KoHayuTa. Ecau sabonesanue Manupectupyer panb:
e, He06X0AMMO HCTIOIB30BATh BCE PECYPChI MEJHKAMEHTO3HOIO fle-
YEHHS WM BHITIO/IHUTD NAJIHATHBHOE BMELIATENLCTBO — HAMOXKEHHO
CHCTEMHO-JIEr0O4HOr0 aHACTOMO3d UM CyXKHBAHHE JErouHoM apTe-
PHH VISl 3ALMTEL JIETOYHOTO PYC/1a H/ WM «TPEHHPOBKM» JIEBOTO Ke-
aynouka (nasaenue B JIK 10o/mKH0 651Th He Menee 2 /3 0T gaBaenms
B CHCTEMHOM 1paBoM). BhiosustioT BHyTpHnpescepatoe nepex/o-
uenye Senning / Mastard, npu oTcyTCTBHY NOAKAANAHHOMO CTEHO3A
JIA ero nomosHs0T apTepuabHLIM nepekiodenuem. Ipu noakaa-
NaHHOM CTEHO3€ BMECTO apTePHA/IbHOrO MEPeKJIOUeHHs BhioHS-
10T poueaypy Rastelli. Uem paneiue soinonsena onepauusi, tem ayy
e (QyHKIHOHAJBHBIA CTATYC NaLUMeHTa. '
Onrozxeryn0uKoBas KOPPEKLHS IPHUMEHAETCA B CAYHAC PESKO 1o
c6anaHCHpPOBAHHEIX KEY/I09KOB.
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1.11. KoppurpoBaHHas TPaHCNo3uUMs MarucTpanshblx cocygos (L-TMC)

Xupypeuveckas mexHuxa

«Knaccuueckunn moaxon». Jocryn x JAMIKIT yepes npasoe
npencepaue. [Topxnananublil CTEHO3 YCTPAHSIOT UCCEKAS THIIEPTPO-
(hHpOBAHHBEIE MHOKAPAHAMbLHEE TPAOEKY/Ibl B OJOCTH XKeJyI0UKa.
Muorna, u3-3a 6143K0r0 PACIONOKEHHA MPOBOIALIEH CHCTEMB, OM-
paBaHo [prMeHeHHe FKCTPAKAPAHa/IbHOIO K/aNaHOCOAePKAILero
KOHAyHuTa 1J151 coennbenust noiocty JRK u JIA.

Anatomuueckas koppeknns (Senning/Mastard+
apTepuasbHOe mepekawueHne). Bnepsyo ouepens BrnON-
HSIOT BHYTPUIIPEACEPAHbEI 9Tall, HAPABAAS TOTOKH U3 CHCTEMHBIX
BeH B npeacepaue Han 11K, a U3 neroyHbx BeH — B npefcepiHe Hak
JIX ¢ nomouibio ayroneprkapauaibHoit sannath (Mastard) wam
naacTHKOH coGCTBeHHOH TKaubio npeacepank (Senning). [anee
BBINOJIHAKT NPOLEYPY apTEPHAJIBHOO NepeKTIOYeHHs TOUHO TaK
xe, xax u npu D-TMC.
Senning /Mastard + Rastelli. Ilepsbiit 57an nponeayps: —
BHYTpHUIpeACepAHOe NMepekayernue. JJasee npoBOAAT NAACTHKY
JIMZKIT ¢ popmupoBanuem BOJIK. JIA yunsaior. Coegunenue JIA
1 IIK BoccraHaBauBaioT ¢ OMOLIBIO KJIaNaHOCOAePXKalLero KOHIy-
HTa.
OnHOXeTyI0UKOBYI0 KOPPEKLHMIO IPOBOAST ITANHO B COOTBETCTBUH
¢ obiwenpuusThiMy npuaunamu (cm. «Atpesus TK»).
Creyuuyeckue OCAOKHEHUS XUPYP2UYECKO20 NTEYeHUs:
= aTPHOBEHTPUKYIApHas Gi0Kaja;
~ 06CTPyKUMA 3aIIATOR CHCTEMHLIX M JIETOUHLIX IYTeH OTTOKA
(kpuTepuii ~ rpanuent 3—4 MM pr.CT.);

—  pesuayanbubii JJMIKIT;
— CTEHO3 KOHJIYHTa.

MocneonepaunoHHoe HabmopgeHne

1. Ha6awoneHue ocyluecTBasercs Kaxiple 6—12 MecsLep NoXu3HeH-
HO HE32BMCHUMO OT TOI0, GBLIO BBITOJHEHO KapAMOXHPypruieckoe
BMEUIaTe 1bCTBO WK HeT. Llesp HabniofeHus: OleHKa COCTOAHMSA CH-
cTeMHOro (TPeXCTBOPYATOr0) aTPUOBEHTPHKY.ISAPHOTO KAATIAHA U BO3-
MOKHOIO IPOrpeCcCHPOBAHNS HAPYLIEHHH PUTMA CepALa.

2. Tlpoduaaktrka 6aKTepHaIbHOTO IHAOKAPAMTA IPOBOAUTCH N0 NOKA-
sanuam (cm. npusoxenue 10). :

3. JlonycTHMOCTb 32HATHH (QH3KYABTYPOH ¥ CIOPTOM [I0C/IE KOPPeKLUHH
nopoka (cm. npusoxenue 8).
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1.12. Tetpaga ®anno

1.12. Terpaga ®anno

AHATOMUA

Terpapa Pamno — 370 cOYeTaHHE YETHIPEX AaHATOMUYECKUX KOMIIO-
nenToB: JIMKII, o6cTpyxunn BOIDK (cTeHos seroynoi ap:repuu), ru-
nepTpodKK NPaBOTo JKeMyA0uKa H CMEILeH S A0PTH B NPABbIH Keay10-
ek 6osee yem Ha 50% . Crenenb o6cTpykuuu BOITK mMoxeT 6biTh pas-
JIMYHOM: OT MHHUMAJIbHOH JI0 TIOJIHOK aTpe3nu.

NATO®U3UONOTNA

M3 Bcex aHATOMHYECKHX AHOMAAMH, COCTABASIOIMX TeTpany Pai-
710, natogpuauonoruyeckoe 3nayerne umeior CJIA (uHyHauoynspHLl
u/ wnu knananubi) ¥ Goasmoi JIMKII, conocTasBuMBli o pa3mepam ¢
nuametpom aoptol. [uneprpodus IDK sropuuna k CJIA, a creness cme-
UIEHUS A0PTHI KOJIEOAeTCA B JOCTATOYHO WIMPOKHX npeneax. CreneHb
obcTpyKiny BeixoaHoro otaena [DK onpeneaser o6bem npaBo-i1esoro
UIYHTUPOBaHHUsI BeHO3HOH kpoBu uyepes JIMXKII B aopry. Ot 00bema
IIYHTa 32BUCHT CTEIeHb MMIOKCEMUMH H LHAHO32 KOXHbIX NIOKPOBOB H
causucThX 06oJouek y naugerta. Ecan conpoTus/enye, co3pasaemoe
CJIA, MeHblie Be/lHUKHbl CONPOTHBIEHHS, co3aBaeMoro cocynamu bKK,
TO WIYHT HATIPaBJ/IeH C/1eBa HanpaBo ¥ MaHO3 Y NALHEeHTa OTCYTCTBYeT
(6nennas hopma TD). [letu ¢ 6aenuoi popmois TP no mepe nporpeccu-
pOBaHus 00CTPYKUKK BHX0AHOro 01ea [K cTaHoBsATCA LMaHOTHY HLI-
mu B Boapacte 1—2 roaa. I1pu atpesun JIA Bech IOTOK BEHO3HOH KPOBH
nanpasJien yepes [IMXII B aopTy, a JeroyHsll KPOBOTOK ofecneunna-
eTCsl Yepe3 OTKPLIThIA apTepHaIbHbLA NIPOTOK 1/ WK KOJLIATePAJH, O1-
xonsiye ot aopTel. I1pu T® oTMeuaeTcs pasiuyHOMN CTEICHH BbIDAKEH-
HocTy runonaasua JIA u ymensienue paamepos JIIT u JEK. 1o cBsiza-
HO C YMEHbILCHHEM [I0TOKA KPOBH 1O JIA ¥, COOTBETCTBEHHO, BEHO3HOIO
BO3BpaTa B Jesble oTaeabl cepaua. Ilpu TP napneHue B xenaynoukax
paBHoe ¥ oTcyTcTBYIOT npusHakd CH. 310 cBsA3aHo ¢ TeM, 4TO JeBble
OTHE/IB CEpIUa ¢He JOTPYKEHBI», a KPOBL M3 NIPABOrC XKeJyaouka fec-
npensiTcTBeHHo npoxoauT yepes JIMKII B aopry.

lunokcemusi, conposoxaaomas TP, MHUIMEPYET PasBHTUE HEKO-
TOPBIX MATQJIOTHUECKUX COCTOSHHE ¥ IPOLECCOB!

1. Tunokcuueckue kpu3sl (oapiIeyHO-MMaROTHYECKKE NPACTyIibY). [TpH
CTYnoo6pa3Hoe HAPACTAHHE OJIBILIKH, LMAHO03a KOXHBIX TIOKPOBOB
BILIOTB ZI0 PA3BHUTHSA CyZOPOr H NOTEPH co3HanudA. B ocHoBe passu-
THS NPUCTYNA JEKHT 3HAUMTENbHOE yBeJHYeHHe 00beMa NOTOKA

PAAMKQABHQS KOppeKLUMS
(naacTka AMXTI

AHAQTOMMUS MOPOKA +naacTvka BOTK)

T
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1.12. Terpaga ®anno
INABA 1. KnuHuka, aMarHocTuka v ieHeHne BpoXaEHHbIX NOPOKOB cepALia vl

=~ UHaHO3 MIOABASETCHA BCKODE I10C/1e DOXKICHNS U NOCTENEHHO Ha-

I " Tetpaga ®anno I | pacTaer (ec.mua THKE/bIN IM2H03 Pa3BUBaeTCs B POAUALHOM 3a/e
= : ek I a) HIIH B 6M}Kaninne yackl, T0, CKOpee BCero, y nanueHTa HMeeTcs

I Bospact < 3 Mec.4| gspacr > 3 Mmec. I L ¢ axpeangit sk
: : — OfiblLIKA B 10KOe, «0apabaHHble UANOYKH» M «1aCOBLIE CTEKAA»

&« I a) BCTPeYaloTest y Gosiee CTapIinX AeTel.
e [lyKTyCc-3aBMCMMas reMoitHaMmka Crabunb- 6. PusukanpHoe 06CAeOBAHME!

« [porpeccupyiowLmit LinaHo3 Hoe ~  CHCTOJIHYECKOE APOKAHKE BIOJb BEPXHEH U CpelHel TPeTH Je-
o OfIbi LIEYH O-LMAHOTUYECKME Te4eHne i BOTo Kpasi rpyauHel (pHuKHa —~ BHOPALHA CTPYKTYD CEpALA, BO3-
npUCTynbl L TI—— gg:lﬁorull}a{?)x;lpn IIPOXOMIEHKY KPOBY Yepe3 CYKEHHbIH BbIXOAHOU
[ AL AT ST | Kol_?gs;?am - npononmmengﬂmfr’l TPOMKHIL (3—5/6) cucroauyeckui uym CJIA
kil B[OJb BEPXHEYN U CPeHeH TPETH JIEBOTO Kpasi TPyAUHEL (10 onpe-

JIeNIeHHOM CTENeHH BEIPAXKEHHOCTh IIYMa IPONOPLUHAOHA/bHE CTE-
neny crexosa JIA);

—  [IpH KPUTHYECKOM CTeHo3e JIA myM CTaHOBHTCS KOpOUE K «Msir-
ye», MpH arpesud JIA LIyM MOXeT 0TCYTCTBOBATS;

~ B caydae pyukuuonnposanus OAIT moxer onpesensTbes xapak-
TEPHBIA [VIf Hero LyM;

— npu 6aeaxoi popme T mym hopmMupyeTcs Kax no NpuU4KHe CTe-
Ho3a JIA, Tak 1 BCIeACTBUE JeBO-NIPaBoro cfpoca KpoBH Yepes
JIMOXT, 1 no cBoe#t xapak1epuCcTHKE HaNOMHHAET [yM HeG0.1b-
wux usoanposannsix JMIKII (ognaxo npu Takux nedexrax oT-
CyTCTBYIOT npu3HaKy runeprpoduu [RK Ha IKT).

BeHo3HOH KpoBH yepe3 JIMKII B aopry. [Ipnurnamu Takoro pesko-
T0 U3MeHeHHs FeMOMHAMKKHY SIBJISIOTCS: CHHXKEHHUe Mephdepuyec-
Koro cocyauctoro conporusienus BKK, Taxvkap/usi, runoBojgeMus,
yBeJHueHHe BeHO3HOro BO3BPaTa KPOBH K cepauy. MHuLuHpyIoLn-
MH (DaKTOpaMHU /ISl PA3BUTHSI IPUCTYTIA CAYKAT: YBeJIrueHne Qusn-
4eCKOH aKTHBHOCTH, IJiady, fedekauusi. SHaUUTeNbHOe CHUXeHKe
YPOBHsI KHCJIOPOJa B apTepPHaNbHOM pyciie MPUBOIUT K pasipaxe-
HHUIO [bIXaTeJbHOTO LIEHTPA, KOPbl TOJIOBHOIO MO3Ta U MOSIBAEHHUIO
YUallleHHOrO JIBIXaHHSI, 4TO, B CBOIO OYepe/lb, CMOCOGCTBYET yBe/IH-
YeHHI0 BEHO3HOTO BO3BPaTa KPOBH K cepyiy. JleueHne ofplieyHo-
MAHOTHUECKUX KPH30B HATIPABJIEHO HA Pa3PhiB 3TOM MATOOrHUeC-
KO LIETIOYKH.

2. Tosmuremus. [unokceMus ABJSETCS HHULHUPYIOIHM (aKTOPOM
IS YBeJMUEHHs BEIPAaGOTKH KOCTHBIM MO3TOM 3putpouutos. Ho
BHOBb NOSIBJAIOIIKECS KPACHEIE KPOBSIHBIE TeJlblda HMEIOT HEMOJHO-
IeHHYI0 KIeTOYHYI0 MeMOpaHy ¥ HeCIIOCOOHEI B TOJHOM Mepe Bbi-

AVATHOCTUKA

1. dnekTpokapgnorpadus
- npu nraHotuyeckod dopme TP oTMeyaeTCs OTKIOHEHHE JNEKTPH-
yeCKo# OCH CepALa BNPaBo H npu3Haku runeprpoduu IDK;

TOJIHSITh Ta30TPAHCIIOPTHYIO (DYHKIIHIO.
BropuuHbi# KMMYHOZEDHUIHNT, Pa3BUBAIOUIMACS Ha (pOHEe HejocTaT-
Ka KHCJIOPOJIa B TKAHSIX, SIBJISIETCS PePACIONaraloliuM hakTopom

~ npu Gaeguoit gopme TP no1oxeHHe 31eKTPHYECKOH ocH cepaua

MOXKeT BBITh HOPMaJbHbIM, Npu3Haky runeprpodus IDK u JIK.
3xokapauorpadus

JUIS1 pasBUTHSA TsKeEJIbIX 6aKTepI/IaJIbeIX OCJIOXKHEHHH.

[Ipuursel ruGesn TAUMEeHTOB NPH €CTeCTBEHHOM TeUeHHH MOPOKa:
THIOKCHUECKOe MOpaXKeHHe MO3ra BO BPeMsi THIIOKCHYECKOro KpHusa,
uHCYJbTH (Ha DOHE MOTMIUTEMUH B KOArYJIONATHIL), TAXembie 6akTe-
pHaJibHble HHPEKIUH.

5

KJIMHUKA

a. Kiuuuyeckue mposiBjeHUs 3a00/1€BaHUSA:
— [pY HAJIWYHH TSKENOH TMIIOKCEMHHM OTMEYaeTcsl OTCTaBaHHe B
(hu3UUECKOM PA3BUTHH;

Kpumepuu duaeHocmuru:

~ IMPOKAas a0pTa CMeileHa BIPABO M PACHOJ0XKeHa Haj BEICOKAM

;

~  NojKkJanasubil, kranagssi (wan ux couertanue) CJIA;

—  BBLIPAXKEHHOE yBeJMUeHHe TOMKMHb! cBoGoHOH cTenku [1K;

— mnoaocTb [TXK nopmanbnas Wi yseanueHs;

— ofbeM noaocty JI2K B GonbLIMHCTBE CAyYaes YMeHbIIeH, IPH Hal1-
yuy conyTeTByomero QAT MoxeT ObITh HOPMAAbHBIM;

—  yacTo uMeeTcs runomasua JIA u ee petseit.

91
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TNABA 1. KnuHnka, avardoCcTKa 1 NieyeHne BpOXAEHHDBIX NOpoKoB cepaua

[Tpu coueranun TP ¢ aTpesueti JeroyHoH apTepyH:

JeroyHbii KoHyC He pugidepenuupyercs, cteos JIA He ofuapyxy-
BAeTCH;

BLIPAXKEHHOE yBeJIUYeHye TOMUHHLl CBoGogHOM cTerku I1DK;
nonocts [I2K HopmaibHas WK YMEHbIICHS,

obveM noaoctu JIK B 60/bLIHHCTBE C/AyyYaeB yMeHbLIEH, TPH HAJIH-
quu conyTersyiowero OAIT MoxeT GbITh HOPMaJbHBIM;
BU3YANTU3UPYIOTCA APTEPHA/bHLIA IPOTOK UJIH 20PTO-JIErOYHbIE KOJI-
JaTepay.

JIEMEHUE W HABMHOAEHUE

1l
a.

O

92

Ha6niogenne v neveHne NAUNEHTOB C HEKOPPUTrKHPOBaHHOK TP

JleueHune rUNOKCHYECKHX KPH30B:

— [epeBecTH MALKEHTA B KOJEHHO-TPYAHOE IO0/I0OXKEeHHe WK N/l
KaTh HOTH K XKUBOTY, YTO CII0COBCTBYET YMEHBIIEHHIO BEHO3HO-
Io BO3BPATa KPOBH U CHYXKEHHMIO [IEPH(EPHUECKOr0 COCYAUCTOrO
conporusjenus bKK;

— /X u14 B/ M BBeleHHE MOP(UHA CHUKAET YYBCTBUTEALHOCTD
IBIXaTe/bHOTO LIEHTPA K TUIOKCHH;

— OKCHMeHOTepanus,

— Koppekuus auuno3a (B/ 5 Bresenue natpus Gukapoonara);

- B/B BBejeHHE KETaMuHA B 03¢ 1—3 Mr/ Kr noBHILIAeT Nepude-
prueckoe cocyauctoe conporusiaenne BKK u cepatupyer nauu-
eHTa;

- 5/B BBeAeHHE NPONPAHOJIONA KYNHPYET TAXHKAPLKIO.

Y NaUMeHTOB ¢ I'MIOKCHYECKMMY KPH3aMH [IOKA3aHO KyPCOBOE Jieye-

HHUE [POMNPAHOJIOJIOM C 1eJbi0 NPOPUIAKTHKYE KPH30B JO MOMEHTA

BLUIOJHEHUS XMPYPIHYeCKOl KOppeKLUH N0POKa.

Tp# HeoGXooMMOCTH NPOBOANTCS JIEYEHHE OTHOCUTEILHOM XKee30-

nedHIATHON aHEeMHH, KOTOpas AHArHOCTHPYeTCs Y UHAHOTHYHbIX

TNALKEHTOB IIPH HOPMaJbHbIX HIH CHHXKEHHHIX 10 OTHOILEHHIO K BO3-

PACTHBIM TOKa3aTe 1M 3HAYeHHSIX reMOraIo6uHa B 3PUTPOLUUTOB B

KPOBH.

[TpocunaxTika GaKTepHaJbHOTO SHIOKAPAUTA IPH HAMHUYKMH N10KA-

sanuit (cm. npusnoxenne 10).

Xupypruyeckoe nevyeHmne

MoKa3anua K xupypeuyecKomy neqexur:
— IpY yCTAHOBJIEHMH JHATHO3a NOKa3aHUsA a6COMIOTHBIE.
lTpomuBsonoKa3aHUA K XUpypeuyeckomy Aeyeruro:

—  HajuuKe abCOJIOTHBIX IPOTHBONOKA32HHUE MO COMYTCTBYIOIIEH
COMaTHYECKOH NaTOJOTHH.

W WV vV vV v
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1.12. Tetpapa ®anno

Xupypeudeckas makmuxa

OnTrManbHb BO3pacT AJis NEPBUYHON pafiKanbHOH Koppekunu TP

~ 3-6 mec. Heorsioxuoe Xupypruyeckoe JeyeHye B BO3pacTe MJIaji-

Le Tpex Mecsines HeoOX01HMO, eCiu:

~ BO3HMKAET 3aBUCHMOCTb OT B/B HH(Y3UHM MPOCTATAHAMHOB Y
HOBopoxAeHHOro (B cryyae arpesun JIA);

= IPOrpeccHpyeT UHaHO3 B TeYEHHE IePBbIX HECKOJbKUX Hefellb
Wi Mecsiies nocqe poxaenns (SatO, 75-80%);

— BO3HUKAIOT OfIBIILIEYHO-IHAHOCTHYECKHE IPACTYIIBL.

Xupypeuyeckas mexHuKa

Hoctyn x JIMKII soamoxen yepes I1IT wik/ 1 npaByio BeHTpHKY-

notomuio. Naactuxy JMKIT npopoasaT B COOTBETCTBUH € NPHHUK-

namy naactuku JJMKI1. Marepnan suifopa — nakpososas nid PTFE

sanqara. [Ipu nocryne yepes serTpuxyaotoMuo, IDK sexpeiaior 8

obnactu BOIDX B cropone 0T KOpOHAPHLIX apTepHE, NPOJo/LKasl pas-

pe3 ua cteou JIA. [Ipy HA/IMUKK KOPOHAPHOH apTepHUH, IepeceKa-

wei BOIDXK, Bo3amoxHo npumeHeHre ABYX pa3pe3os Ha BOIDK 1 Ha

crBoJie JIA. Crenos BOILXK ycrpansiioT pesexuyer rumepTpodupo-

BAHHBIX MHOKAapAHaAbHLIX TPaGeKy.l, OTKPHITOR KOMHCCYPOTOMHUEH

knanana JIA wiy, npy Heo6X0IHMOCTH, TPAHCAHYISPHOU IIACTHKOH

BOITX 3anaatoit u3 kcero / ayTonepykapaa, 06paboTaHHOro Iy Ta-

POBBIM aJ1bAETUIOM.

Cneyuguyeckue OCAOKHeHUS XUpypeuYyecKoz0 feqeHus:

— pesuyanbHas obcTpyxuus BOIDK;

— pesunyanbubiit JJMXKIT;

- [OBpeXAeHHe KOPOHAPHLIX apTepul;

— aputMus (aTpHOBEHTDPUKYAAPHAs 610KAa, KEJYIO0UKOBAsI TAXH-
Kapaus);

- muedynkuus TDK (pesunyanpunit unanos — DK caabocts npu
Hannyuu Quctyast B MIITL, nan Husku# cepredsbst Boi6poc —
DK cnadocts 6e3 ductyan B MITIT).

NMocneonepaunonHoe HabnogeHne

1.

2;
3.

Ha6monenne ocyuecTsiseTcst Kaxase 6—12 Mecsiies 4aHTeNbHO.
OcobeHHo 3T0 KacaeTcs NAUUEHTOB ¢ peaupyanbubivu JAMIKII, pe-
suayaabHol o6ctpykuped BOIDK 1/ uaw JIA, napyuieHusiMu put-
Ma 4 NPOBOJUMOCTH cepana. KoHTpoaupyercs cTeneHb peryprara-
nuu kpoBr Ha JIA, T.K. Nipu ee NPOrpecCUPOBAHHH, BOIMOMKHO, N0
TpeGyeTcs BHUIOJHEHHE NOBTOPHOIO XMPYPIHYeCKOro BMeUIaTe/ b
CTB2. :

[Tpodpunakruka GaKTepranbHOro SHAOKAPAHTA IPOBOIHTCA N0 [I0Ka-
3aHHAM N0XXM3HEHHO FCM. npuaoxenue 10).

JonycTemocTs 3aHATHH QH3KYIBTYPOH U CIIOPTOM MOCAE KOPPeKLUH
nopoka (cu. npunoxense 8).
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1.13. ATpe3usi NerouHou aprepum
C MHTAKTHOM
MeXOKe/iyA04YKOBOM
neperopoaKoi
(cuHgpoM runonnasum
npaBbIX OTAENOB cepaua)

AHATOMMUSA

Ipu nannom BIIC o1cyTeTByeT npsamoi kposotok us [TK B JIA. Kia-
nan JIA npescTas/ieH CPOCLIMMHICS 10 KOMUCCYPAM CTBOPKaMH UK (UG-
posnoi mem6panoii. C1eo.1 JIA 0GBIYHO HOPMABHEIX Pa3MEpOB, PeaKo
THNONVIA3UPOBaH. BhipaxkeHHas runonasus BeTBell BCTpeuaeTcs pell-
KO0, B OCHOBHOM B coyeTaHuy ¢ runomiasyed [DK. Hupkyasuus no ma-
J0My Kpyry ocyiiectsiasercs yepes OAIL ¥ 10% nauuentos ¢ AJIA u
untakTod MKIT Betpeyatores IDK-kopoHapHble gucTyab 1 y9acTKu
MHOKapAa, KpoBocHaGxaeMble yepes [1K.

Brinensiior Tpu aHaTOMHYeCKHX THIA runonaasay [DK:
~ «TPEXNMaPTHTHbIA» — UMEIOTCA BCe TPH OTHea, pasmep [IK npaktu-

4eCKH HOpMaJIeH,
~  «ABYXNAPTHUTHBIA» ~ UMEIOTCS IPUTOYHBIA H HHPYHANGYASAPHEL OT-

netl, TpaBeKy/apHbi 0T e 061uTepHpOBaH,
~ <«O[HONADTHTHbIA» — HMEETCA TOJNLKO PUTOUHBIH OTARM.

Hanuas knaccHpHKALUA NPAKTHYECKA YTPATHAA CBOS KIHHHYLCKO®
3HaYEHME H B HACTORIeE BPpeMs cTeneHb runonaasun [1K onpepensior
10 pa3Mepy TPpeXCTBOPYATOrO KJAaNaHa, ONpee/iss ero Z unaekc:

— ymepennas runoniasus TK (Z unpexc ot «O» 10 «—2»);
= runonvyiasusi TK cpeanei crenenu (Z unnexc o1 «—2» 10 «=3»);
= spipaxennas runonaasus TK (Z nanexc «—3» u Menee).

NATO®U3NONOIMA

Ilpu AJIA ¢ nntakrroit MOKIT KpoBb, NpoHuKas B IpaBhiii KeJ1y /10
YeK, He UMeeT faJbHeHuuX nyTell 0TTOKA. [laBneHue B NIpaBoM Key-
HOYKE 3HAUNTE/ILHO MOBHIUIACTCS, H €0 «PA3rPy3Ka» NPOUCXOMMT JHHO

94
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1.13. ATpesus nerouHoit apTepu ¢ UHTaKTHOM MEXOKENYAOUKOBOIA NEPEropoaKoi...

HopmaabHoe
cepaue
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[NIABA 1. KnuHMKa, AMarHocTuka v ieveHne BpoXeHHbIX NOPOKOB cepAaua

ATIA c UMXTM
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>
Z VHAEKC «=3» N MeHee

Z VHAEKC OT «—2» [0 «—3» _I [

- NEroYHbIii
aHactomo3 + 000

CucteMHo

KA-TIX cuctynbl

Z vHpaekc oT «0» po «=2»

~

-J1IerO4HbIN

aHacTtomo3 + 000

TAN + cuctemHo

bes UK Pa0O, < 30 mm Hg

r3HAOBaCKyanHaH npoba C OKKIIO3UEN LYyHTa J

WwyHTa

7”1 OKMNA + pesekuus

'Y

CHuxeHue SatO,

Const SatO, (3HA0BacKynspHoe 3aKpbITME WYHTA)

° l, Sat02

_y| suBA<12-15

SHpoBackynapHas npoba

¢ okknio3unein 000

4—

e LUBA < 12-15

e Const SatO,

®DOHTEH —
OLHOXe Ny J0YKOBas

KOppeKuus

Mnactuka MMM ¢ octaBneHnem 000 +

TpaHCaHyisipHasl NjacTuka
nonyTopaXe NyAo4KoBas Koppekuus

| TpaHcaHynspHas nnactmka + OOOJ

SDHA0BACKYNSPHOE MU XM Pypruyeckoe

3akpbiTe 000

ABYXoKeyao4koBad

KoppeKuus
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1.13. ATpeaus neroyHoi apTepun C MHTAKTHOM MEXOKERYA0UKOBOIA NEPEropogKoii. ..

uepea TPeXCTBOPYATHIA K/anaH, 1100 Yepe3 AUIaTHPOBAHHOE KOPOHAp-
HOE MHKDOLHPKYJSTOPHOE Pycao (KOPOHAPHBIE CHHYCOMAB-BHCTY.IbL)
B [PaBYIO W/ JIeBYIO KODOHAPHbIE apTEPHH, KOTOPbie npumepHo B 10%
Cllyyaes HMEIOT NPOKCHMa/bHble CTEHO3b. PUCK QopMHUpPOBaHHUA KOPO-
HAPHLIX CAHYCOM/ HAIIPAMYIO 3ABHCHT 0T cTeneHH runomiasud IDK. Ipu
nexomnpecchu IT2K BesiegcTBHE XHPYPrUdecKOl KOPPEKIMH BO3HHKALT
00KpaabiBaHKE KOPOHAPHOFO KPOBOTOKA H DPA3BHBAIOTCH MH(PAPKTHL
Onxaxo 1 6e3 3TOro MHOKapJ, TPaBOro Xeay04Ka XPOHHYECKH HIIeMH-
3uposan. Mopdosoruuecky 310 NPOSAB/AETCS PAMHYHON CTENEHBIO
¢ubposa u pudposnactosa, uto, 6e3yCJOBHO, OTPAKAETCS HA €10 PYHK-
LMK ¥ MOXKET 3HAYNTE/IBHO OCJO0XKHHTD TeYeHHe 10CIE0NePaIHOHHOT0
nep1oaa.

Tax kak npaBblH Xe/yn04eK 3aKaHYHBAETCS CJIENO, TO /s NPOA0.I-
MEHHA XKH3HY B NOCTHATAILHOM NEPHOE JO/IKHBI CYLIECTBOBATh KOM-
mynukauuu mexay MKK n BKK na yposue npepcepauit (otxkpuitoe
oBasibHOe 0KHO, JIMIIIT). Jlerousbiél KPOBOTOK B NOJABJIAIIIEM 50.Ib-
IHHCTBE cayyaes obecneyusaercs yepes OAIL Ilpeacrasiennocts
MHOECTBEHHBIX a0PTO-NerOUYHBIX KOJIaTepa/iell OTHOCHTENbHO HEBb-
COKa.

Hanuune AJIA ¢ unrakraoit MIKIT npenycmartpuBaeT TOT Wi HHOH
BHJ XHDYPruYecKoH Koppekuud. B orcyTcTBHe Nevenus K 6 mecsuy
xu3un norudaer 80% naumeHTos.

KJTMHUKA

a. KausuyecKue npossaeHus 3a60meBaHus:

~  [HAHO3 C POXKICHHS;

— onpuuka {Taxunzoe).

Du3HKaIbHOE 06 C/Ie10BAHME:

— HMHOIZA BBICAYLWIMBAETCS WyM $ynxumorupyiomero OAIT Ha oc-
HOBaHHH CePJLIa;

~ HepPeJKO NPUCYTCTBYET LUYM PETYPrHTALMM HA TPEXCTBOPUATOM
Kaanase (HeXHbill CHCTONMYECKAN LIYM Y HUXKHEN TPETH TPy -
HEI C1eBa);
— orcyTerByert paciiensenue Il Tona Ha ocHOBanKK cepALa, T.K. He
' NpenCTaBJ]eH ero JercuHbli KOMIOHEHT.

[=2

BUATHOCTUKA

1. 3nexrpoxkappuorpadgus
- npu3Haky runeprpoduu JIZK v I1I1;

— u3penKa oTMeyaioTcs npisHaku runeprpodun [TK (npu ero ot-
HOCHTEJIBHO GOJIbIIMX pa3Mepax).
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TTIABA 1. Knuuvka, A4arHoCTUKa 1 neveHue BPOXAEHHDIX NOPOKOB Cepaya

2.

Axoxappauorpacdus

[MosocTh JIeBOro XKelyIoyka yBeJdueHa WIH HOPMaJbHAsA, CTEHKH
I1PaBOTO XKeJly/104Ka yToJIeHEl. Bbixoia H3 IpaBoro Xe/ynodxa He
06HapyKUBAIOT, THO0 HMeeTCs KPUTHYECKUH CTeH03 JIA ¢ BhICOKMM

(6onee 100 Mm pr.cT.) rpapuenTom Aasienusi. KpopocHabxenue

JIETKHX OCYILECTB/IACTCS YePe3 OTKPHIThIH apTePHa/bHbIH HPOTOK.
Kak npasuno, suipaxensasn TK peryprutanus. IIpu sHauuTe/bHOM
TK peryprurauuu 06beM D0JI0CTY NPABOT0 XKe/yA0UKA MOKET ObITh
HOPMaJbLHBIM.

Beersa nmeetcs mexnpencepaHbi fedexT ¢ npapo-aeshiM cOpocoM
KPOBH.

NEYEHWE U HAB/TIOQEHUE

1.

98

HaBnopenue U neYyeHne naLueHTos

€ HekoppuruposaHHoi AJIA ¢ uhTakTHO! MMM

a. IToxasana B/ B un(y3Hs Npenaparos npocTarnanau#a Ey ¢ ue-
JIbIO IPENSITCTBOBATh 3aKPbITHIO apTePHAILHOrO NpoToka. Hugy-
3Us MOKeT OHITh JUTHTENbHOM, 10 TEeX Mop, 0Ka He BYAeT BN
HEHO XHPypPruyeckoe BMelIaTe/IbCTBO.

6. Koppekuus MeTab0/1MueCKHX HAPYILECHHH.

B. IlpoduiakTrka 6aKTepHaibHOTO SHAOKAPAKTA NIPA HAMHYHH 110~
Kasanuii (cm. npuaoxenue 10).

Xupypruueckoe neueHue

lokazanus K xupypeuyeckoMy neqeHuro:
— guarro3 AJIA Bo Bcex BapHaHTax — 9T0 a6COJ/II0THOE NOKa3aHHe
K HEOTJI0XKHOMY ONIEPATHBHOMY JEUEHHIO.

TpomuBoNoKa3aHUS K XUDYP2UYECKOMY NeYeHuUIo:
— Haauyye a6COJMIOTHBIX IPOTHBONOKA3aHUH 10 COMYTCTBYIOUIEH
COMATHYECKOH NaTOJOrHH.

Xupypauyeckas makmuxa

3aboieBanue MaHH(DECTUPYET B NEPHOR HOBOPOXAeHHOCTH. TakTu-

Ka JieueHus 3apucUT 0T creneny rumongazun [DK. Mpu rannuuu IDK-

KOPOHApHBIX QUCTY U aHOMAJHH KOPOHADHOTO KPOBOCHAGKeHHs

nposonuTs aekomnpeccuio BOIDK Heabss.

Jleuenye npoBoaAT B 2 3Tana.

[TepBbif 3Tanm — HNepPBHYHAT KODpPeKUUS (oBecneuenue

kposotoka B MKK u nopmanbroe passutne [DK).

— Tlpu Z unaekce MeHee «<—3» HAK/IaJpIBAETCH CHCTEMHO-/IETOUHbLH
anactomo3s 1 hopmupyercs O0O.

— [lpu Z unnexce fojee «—3» U MeHee «—2» HAKIABIBACTCA CUC-
TEMHO-JIETOYHBIA aHACTOMO3 M BBIMOJHAETCA TPAHCAHYAAPHASR

v v @
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1,13, ATpeans neroyHoit apTepum C MHTAKTHOM MEXOKENYA04KOBOH NEperoposKoi...

nnactika BOITXK ayronepukapinaibHoil 3an1aTol ¢ GopMupo-
pannem O0O.
= [lpn Z nnpekce ot «—2» g0 «0» BO3MOXHA H30MHPOBAHHAS
Tpancauyspras mractika BOITK ayronepuxapauanpHot san-
JaToi, ecan nonocts 1 ¢yaxuua [DK noctaroyna a4 obecneye-
Hus anekBatHoro kposotoka B MKK (kpurepuii npu oTk/Ii0ue-
HUM OT aNapaTa UCKYCCTBEHHOro KpoBoobpanienus PaQy > 30
mm Hg).
[Tpu nannunu IK-xopoHapHbIX PUCTY/ HAKAAALIBAETCA TOJBKO CH-
CTeMHO-JIeroYHbIA aHacToMo3. JJOnoMHUTENbHO BO3MOKHA Ba/IbBY-
notomust TK nast obpatroro passutus [DK-kopoHapheix ductyin. C
Lenbio ofecrieyeHHs aieKBaTHOTO BHOPOCA NPH ABJAEHHAX IpaBoXKe-
nyaoukosoi cnaboctu popmupyiot AMIIIT. B naasueiimenm y nono6-
HbIX NALMEHTOB IBYXKEAYA0UKOBas KOPPeKUHUs HeBO3MOXHA. Brl-
Gop Mexny MOMYTOP2XKeNyA0UKOBOHA KOPPeKIHel 1 0HOXe ya0u-
KOBOH KOppeKIiyeki 1e/1a10T Ha 0CHOBE OLIeHKH pasmepas nosiocTH [DK
B Bo3pacTe 6—12 mec.

Bropoi# sran.[lopropHas ouenka pasmepos IK u ero gynkumy
nposoauTes yepes 6—12 mecsies nocse nepaoro 3Tana, nepes Bbl-
[10/HeHHEM BTOPOTO 9Tana. Bo Bpema KateTepHsaky BLIOJHACTCH
npofHas oxk/I03us myHTa. Ecin SatOy octaetca Ha npuemaemMom
ypOBHE = 3aKpbiBaioT wwyHT. [Ipo6Ho 3akpeBalr JMIII, ecan ca-
TypaLysi NpHeMIeMa H LEeHTPa/IbHOS BeHO3HOe JaBeHHe He GoJee
12—-15 mm, 3axpsisator JIMITIT 9HAOBACKYASIPHBIM YCTPOACTBOM HJIH
Xupypruueckum nytem (pagvkaibHas ABYXIKENyA0UKOBas KOPPeK-
ust opoka). Eci catypaiusa nocsie OKK/IIO3KY LIYHTA CHIKAETCS,
TO B [Ja/bHelIlIeM TPOBONST ATAIHYIO 0HOKENYI0UKOBYI0 KOPpEeK-
waio. Ecan npoda ¢ okkmosuedt JMIIIT orpunareasua (TIK caa-
60CTb) — B laNbHEMALIEM [IPOBOAAT ITOAYTOPAKENYAOUKOBYIO KOPPek-
HHI0.

Xupypauyecras mexHuKka

Mnacruka BOIIXK 3anaaroll u3 ayronepukapia.B
yeaosusx VK. Brukasajbhast KaHOAAILHS 1 KaHIOAALMS 20D Thl. Ben-
tpukyaotomust 8 BOIDK, npoponbhas apreprotomus cTeoaa JIA.
Knanan, npencrasaesnsii guépo3Hoil Memopanol, uccekaor. [laa-
cruky BOIDK u JIA BhinosHAoT kKceHo / ayTone puKkapaualbHOM 3a1-
JaToH, 00paboTaHHO! IyTapOBLIM AJIBAETHAOM.

HafnoxeHue CHCTEMHO-1er0YHOr0 MyHTa. Mbl npeano-
YHTAEM BHIIOAHATH Monuduumpobanubill baesok—Tayccur mynt
CHHTETHYECKHM COCYAHCTHIM IPOTE30M. B ciyyae BLINOJHEHUA H30-
JIMPOBAHHOIO LI1YHTA BO3MOXKEH JOCTYIl Yepe3 NPaBOCTOPOHHION TO-
pakotomuwo Ge3 UK. B ciyyae komGunauuy ¢ niactixos BOTDK —
yepe3 CPeHHHYIO TOPaKOTOMHIO B ycioBusx UK.
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T/IABA 1. KiMHMKa, ANATHOCTVKA U NIEHEHNE BPOX/CHHBIX NOPOKOB Cepaua 1,13, ATpeans NeroyHol apTepum C MHTAKTHOW MEXOKENY/IOYKOBO! NEperopoaKoi...

IOByxxeayAo4KoBas KOppeKuus (moc/ie BHIMOJIHEHHOIO
CHCTEMHO-JETOUHOr0 IYHTa U IIACTHKH BOIDK). bukaBanbHas Ka-
HIONALKS, KaHIOAUMS 20pThl. EC/ii OKK/I03HS LIYHTA He BblNOJHE-
Ha 3HIOBACKYJIAPHO, Pa3obiaioT CHCTEMHO-JErOUHbIH WyHT. Ecau
ecTh nokasanus nis mwacTuky JMIITT — BRIIOMHSIIOT IACTUKY.

[Monytopa)enyaoukoBas KODPEKLHA. B ycaosusax HK.
BukasanpHas Kauioasus (kamoasiuus BIIB B ycTbe Ge3bIMAHHON
BeHBI), KaHIOALHS a0pTh. Pasobmaior CHCTEMHO-JIETOYHbIH aHac-
TOMO3. BEIMO/IHSIOT ABYHANPABICHHbIH KaBa-Ty/IbMOHA/IbHbIH aHAC-
tomo3 (aHacTomoa [/ieHa), coeHHsIA Jero4HyI0 apTepHio ¢ BepXHel ‘
noJIof BEHOH, NpeABapUTe/IbHO JUFMPOBAB BEeHY aZygous. YeTbe
BepXHEH [MO/I0H BeHbl yUMBAKT HArIYXO0. T1psiMoli MOTOK 4epes Je-
TOYHYIO apTEPHIO He IePEKPHIBAIOT. BEINOIHAIT IACTHKY OMIMTc . |
0CTaBJeHHEM LEHTPaNbHOH (erecTpanuy 4 MM. Hepes 1-2 roaa Bo3-
MOKHO BBITIOJIHEH¥E IOBTOPHOM IIPOGH C IHAOBACKYNAPHOU OKKITIO-
3uell peHEeCTPALKH, [IPH OTPHLATE/IBHOM Pe3y/IbTaTe BHNOIHSIOT 01
HOXEJIyI0UKOBYI0 KOPPEKIHIO. .»’

OnHoXeJyAO4YKOBas KOPPeKUHUH.

I sran (mocje BEITOMHEHHS CUCTEMHO-ET0YHOr0 aHacToOMO3a 1 Ila- '
ctuky BOITK). B yenosusx VK. BrikapanbHas KaHIOJUHA (xanio- .’
asiupsi BIIB B yeThe Ge3biMAHHON BeHbl), KaHIOIANKA a0pTHl. Pa3o6-

LAI0T CHCTEMHO-/1erou bl aHaCTOMO3. BLINOJIHAIOT AByHANPABICH-

Hbli KaBa-1ly/IbMOHAbHBII aHacTOMO3 (aHacToMO3 ['nena), coepunss ‘ -
JEroyHyio apTepHIO C BePXHei 010/ BeHOH, NIP/IBAPUTENBHO LT -

pOBaB V. azygous, yCThe BepXHEH [IOJIOH BEHbI YLIMBAKT HALIYXO0.

TIpsaMoii NOTOK Yepe3 JeTOHHY 0 aPTEPHIO NePEKPhIBAIOT NONEPEK CHk- >
TetHueckol sannaroi. Mccexaior MITIL

I stan (11oc/te noayTOpaxe Ny 104KOBOH KOppeKuu#). XUpyprudeckui

JOCTYI — CPenuHHasi cTepROTOMHUS. B yeosusx HK. brkasanbHast .
anionauus (kanwoasnusa BIIB B ycTbe 0e3bIMAHHOM BEeHbl), KAHIOIA-
wis a0pThL. IIpSIMON MOTOK Uepes JErO4HyIo aPTEPHIO NepeKpHBAIOT
nonepeK CHHTETHYECKOH 3anaTo. Kecekaor MITIL

11 stan — npouenypa PonreHa B Bospacte 3—4 Jet. 11

Cneyuduyeckue OCIOXHEHUS XUPYP2UYECKO20 IeYeHUs:

—  GUMPKYJIATOPHbIA LIyHT» OOLIYHO Pa3BUBALTCS B NMEPBLIE 3 mus ’
noce onepaiyy. Kposb u3 JUK uepes WIyHT NPOXOJUT B JIAu )
zatem perporpaiHo B [DK Bo Bpems AHACTOMBL;

~ pesuayanbHbii creros BOTLK;

— HegoctaToyHocTb BOTDK. ™|

NocneonepayuorHoe HabmogerHne

|| 1. Habmoneuue ocylecTBasercs Kaxasie 6—12 mecsues noxu3Hen-
Ho. KoHTpoanpyeTcsi COCTOSIHUE LIYHTOB, aHACTOMO30B, K/ANaHOC0- O

A PAKALMX KOHLYHTOB, GYHKUHOHAILHOE COCTOSIHUE JKeJyI0UKOB U
pUTMA cepaua.

2. Ilpopunakruka 6amefmanbnoro 3HIOKAPIHTA IPOBOAUTCH 10 JI0Ka-
sannsim noxu3senso {(cm. npunoxenue 10).

3. JlonycTMMOCTb 3aHATHH (QHU3KY/IbTYPOH NOCJE KOPPEKLHH iOPOKa
onpesesseTca HHAMBUAYAIbHO (CM. NPUIOKeHHe 8). BoAbLIKHCTBO
naupmentop nocae koppexuus BIIC umeior [-II dynKumonanbHbiit
KJIACC CepAeUHON HeOCTATOYHOCTH.

¢ @ @ @@ VYV YV YV YY YY Yy
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1.14. ATpe3uns neroyHoi apTepun ¢ AetheKTOM MEXOKEYAOUYKOBO! NEPEropoaKm

1.14. ATpe3us nero4Hou
aprepum c aedexToMm
MEXOKeYA04KOBOMU
neperopofxku

AHATOMWA

Atpesus 1erouHol apTepuH ¢ Ne(eKTOM MEXIKENyA0UKOBOK nepe-
ropoaku (TeTpaga ®ano ¢ atpesueit JIA). Couetanue 0TCyTCTBHA NPA-
moro kposotoka u3 [IK B JIA u rerpagonoso6uoro JIMXKII.

AnaToMud JIerouHoro pyciaa AeaUTCs Ha TPH THIA!

— Tun A: Hetounuk XposocHaGxkenust — OATL serounsie apTepuu Hop-
Ma/bHO PA3BUTHI.
— Tun B: ucrounuk kposocuabxenus — OAIl u BAJIK, natusHbie ne- |
FOYHBIE THNONA43WPOBAHEL, YACTO HE COEJMHEeHB] APYT € APYroM. ‘
[
[

AHATOMMS MOPOKA

— Tun C: ycrounuk KposocHatxennst — BAJIK, HaTUBHBEIX JIETOUHBIX
apTepuH HeT.

MATO®U3NONOTUA

JlauHbi# BapHaHT MOXHO 0XapaKTePH30BaThb Kak KPaiHIoW Qopmy
T®. B 370M cayuae BECh MOTOK BEHO3HOH KPOBM HalpaBJeH yepes
JMIXKII B aopty, a Jero4dbld KpOBOTOK 00eCIeYHBAETCA YePe3 OTKphI-
THil 2pTepHabHbIA IPOTOK 1/ WK Yepe3 a0pTo-eroyHble Ko/arTepa-
av. [pu Hasivumy KoJIaTepaiel 3a4acTyI0 BeTBHU JIeTOUHOU apTepuy He
COeAMHSAIOTCS MEXKAY COOOH, T.e. HeKOH(JIIoeHTHEL HecMoTps Ha Hamy-
upe OATIT u xoanatepanes, kposorox 8 MKK nenocratouen u ssnenust ‘
THIIOKCHH PE3KO BHIPAXKEHBI C POXK/ACHHS.

B cayuae AJIA ¢ JMXKII 601bI1HHCTBO GOMbHBIX HE JOXHBAET 0
HBYX JIET, HO NpPY HAMHYMK OONBLIKMX M PASBUTHIX 20PTO-JIEIOYHBIX KOJI-
Jarepasel TpoOJXHTEIbHOCTD XH3HH MOXKET B PEAKHUX CaAyYasx co- ‘J
crasasaTh 15 u Goiee JerT.

Pycao MKK
(AA + BAAK)

PQAMKOABHOS KOPPEKLIMS

(yHUdboKkaAM3aLms
+MPOTEINPOBAHUE AA
KIMHUKA .' 1 KAQMAHOCOAEPKALLIMM
KOHAYMUTOM
a. Knuuuueckue nposisiieHus 3aboseBanus: + NAACTMKa AMXTT)
= LMAHO3 C POXKAEHMS (cTeneHb LMaHO032 32BUCHT OT QYHKUMOHHU- ‘, .
102
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\ 1,14, Atpeauns nerouHoit apTepum ¢ fedieKToM MeXOKeryL0UKOBOIH MeperopoaKkn

[NABA 1. KnuHuka, aMarHocTuka u niedyeHme BpoXXAEHHbIX NMOPOKOB CepALia ‘L
2. Oxokappauorpadms
‘ Kpumepuu duazHocmuru:
| Atpesus JIA+IMXITI ‘, , = arpesus knanasa JIA;
=~ BbIpa)KeHHAs rUNepTpodus BILIOThL 40 06CTPYKUMH BHXOAHOIO
/ \ 0T/1e/1a NPABOT0 XKEAYA0UKA (He BUACH JeTOUHbIH KOHYC);
MHAM < 150 MM2/M2 MHAM >150 MM2/M2 .n | = runomnaasus creona JIA wam ero OTCYTCTBHE B 3aBUCHMOCTH OT
: THINA aTpe3uH, MoXeT ObiTh CyKeHue BeTBeH JIA;
/ = OTKpbIThIH apTepHATbHb NPOTOK;
Whaekc Nakata = e(heKT MeXKKeNyI0UKOBOH NeperopoAKH, HHOTA H Je(peKT MeX-
VHpeke > 100 MM2/M2 . | NpeacepaHON IePErcpoIKH.
Nakata
= 100 NEYEHUE W HABJTIOAEHMUE
MMZ/M2 rHeT HaTUBHbIX JIA J ."‘ '

1. Habmionexne u neveHue NALUEHTOB C HEKOPpPUrUpoBaHHoi AJTA
a. ITokasana B/ B MHQy3us npenapatos npocTaraanau#a E; ¢ ue-
JIbIO TIPEIATCTBOBATD 3aKPLITHIO aPTe PHAIBHOrO 1poToKa. MIHpy-
35 MOXKeT ObITh IJMTENLHOH, 10 TeX 0P, NOKa He OY/IeT BBII0.-
HEHO XMPYPrayeckoe BMeLIaTeIbeTBO.
6. Koppexuus MeTabo/114uecKuX HApYILEHHI.
B. [lpothunaktuka GakTepyaibHOrO SHAOKAPANTA IPH HAJIMYHH [O-
ka3anuit (cm. npuaoxenne 10).
2. Xupypruueckoe neyeHue

[ToKA3GHUS K XUPYP2UYECKOMY NIeYeHU:
~ nuarno3 AJIA Bo Bcex BapHaHTax — 3T0 aBCO/IOTHOE IOKA3aHHE
K HEOTJ/IOXKHOMY ONEPATHBHOMY JEUEHHIO.

[TpoMUBONOKA3AHUS K XUPYP2UHECKOMY NIeYeHUID;

— Hajuure a6COMOTHBLIX POTUBONCKA3AHUM) 110 CONYTCTBYOLIeH
COMATHYECKOH MaTOJIOTHH;

- BBICOKAs JeroyHas runepteHsus, shizsannas BAJIK (OJIC
> 10 En/m? ucxomuo u > 7 En/ M2 nocsie npUMeHeHHs! BA30M-
N1aTaTopos).

Xupypeuveckas makmuxa

Jlas onpepesenys Xupypruyeckoy TaKTHKU OLEHHBAIOT:

—  [I0JIHBIE HEONMYJbMOHAMbHBIA apTepPHa/bHbIA HHAEKC, KOTOPHIH
PaCcCUYUTHIBABTCS KAK OTHOLIEHHE CYMMbl IVIOLIA/HM NOMepeyHbiX
ceyeHm# NpaBoil 1 JeBoil KopoHapHeix aprepuit 1 BAJIK k nuo-
11a/I1 IOBEPXHOCTH Tea;

— uHgexc Hakara (cooTHOmeHue CyMMBI IVIOMWANK NONEPEYHBIX
ceyenuii npasoit u nepoi JIA k niomany NoBepXHOCTH Teda);

~  COOTHOIIEHHE KOJAHNUECTBA CETMEHTOB JIETKHX, KPOBOCHA0KaeMbIX
JIA, K KOTU4eCTBY cerMeHToB, kpopocnatxaembix BAJIK (s JIA
s BAJIK).

pad

sJIA : sbAJIK =2 1 sJIA : sbAJIK =1

Mnepumnpkynaumsa
v 1
A A 4

CUCTEMHO-NIErOYHBbIiA WYHT
YHudokanusauus

CoeguHeHue MKK u MX \ JIero4YHOro KpoBOTOKa

KOHAYUTOM + nportesuMpoBaHue
KoHayuToM cTBona JIA

L
o & ¢ & ¢ PV P Y VY VYV Y VY

POBaHHU$ APTEPHANBLHOTO IPOTOKA ¥ OT PA3BUTHS A0PTO-/TETOUHBIX
KoJLIaTepajien);
— oppinka (TaxumHoe).
6. dusukasbHoe 00C/Ie0BAHHUE:
— LIyM B 06J1aCTH cep/ia 0ObIYHO OTCYTCTBYET, HO HHOTJA BBICY-
muBaercs WyM ¢pynxiuonupywoiero OAIl Ha ocHoBaHUH cepi-
12 ¥ / W/ LIyM KPOBOTOKA I10 a0PTO-IEr0YHbIM KOJUTATE PAJISIM HaJ
MIOBEPXHOCTbIO IPYIHOH KJIETKH.

ANATHOCTUKA
1. dnextpokapavorpadus
— npusHaku runeprpocuu 11T u [TK. 105
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TTIABA 1. KnuHuka, AMarHocTvKa 1 NEYeHre BPOXIABHHLIX MOPOKOB cepaua
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AsnroputM BhIGOp2 XHPYPriudecKoll TAKTHKH NPE/CTAB/IEH Ha CXEME.
JIMOKTIT no/xes GuITh 3aKPHIT HE paHee, YeM BIIOJIHEHA OKOHYATe b
Has YHHGOKAAM3ALKA JerOYHOro KposoToka. [Ipyu BeinosHeHny op-
HOMOMeHTHOH yHU(IOKANH3alHy pelieHye 06 0JHOMOMEHTHOM 3aK-
puitau JMIKIT npusumait B xofe onepauuy. C 370U LeJIbI0 BbIIo/I-
HsleTcs npoda ¢ HarHeTanueM KposH B pycao MKK. Ecau B xoze npo-
6l cpeaHee [aB/eHye B pycae menee 30 MM PT.CT., BO3MOXKHO 3aK-
puiTh JIMKIT. OnHOMOMEHTHYIO YEH(OKAJIU3AUHUIO IPOBOMAT, €CAU
Bec nawpenta 6oaee 3,54 kusorpammos 1 nugeke [ITHAH 6onee 150
mm? /M2,

TManuentsi, y kotopsix MKK kpoochaGxaerca ¢ nomomsio BAJIK,
JI0JITO€ BpeMsl 0CTAI0TCH 6eCCHMITOMHBIMH, /10 TEX NIOP, I10Ka LKPKY-
asanua BKK v MKK c6anancuposana. Ilpu ycranosienuy auarnosa
y NaupeHToB cTapiie 1 roga HeoGX0AUMO MOAXOIUTh HHAWBHIYA/Ib
HO K OIIpefie/IeHHI0 T0Ka3aHUH JUIS ONepaTHBHOTO JIeUeHHs, B3BELIH-
Basi ONaCHOCTH €CTECTBEHHOro TeUeH A NOPOKA C NOTEHLUMA/bHBIMA
PUCKaMH OTiepaTHBHOIO JeUeHHA.

Xupypeudeckas mexHuKa

PajpkanbHas KOPPEKUHA COCTOUT M3 ABYX KOMIIOHEHTOB: hopMupo-

panue pycaa MKK (yundoxanusauus) u coegunenne pycaa MKK ¢

HCTOYHHKOM €I0 KDOBOCHAGKeHUs — BpeMeHHbIM (CHCTeMHO-1erod-

BT LIYHT) WK NOCTOAHHbIM (KIamaHocoiepXallyi KOHAYHUT B 10~

suuuu [IDK-JIA).

Yundokanusauua Jero4yHoro KpoBoToKa

Jlas onpefenexust TakTUKY B otHowmenuu BAJIK onpenensior 3ua-

YUMOCTh KAXK/I0H M3 HHX AJs KPOBOCHAOXEHHUs 1ero4YHOM TKaHH.

BAJIK moryT:

— KPOBOCHaGaTh CErMEHT JIETKOr0 COBMECTHO ¢ HaTHBHOH JIA,

~  BnajaTh B HaTHBHYIO JIA,

— KPOBOCHA0XATh CErMEeHT JIETKOT0 NPH OTCYTCTBUN KPOBOCHaGXKe-
HUs ero 13 HaTHBHOM JIA.

Iepssie e rpynupt BAJIK MoryT 6p1Th nepeBAsanbl H lepecedyeHsl.

BAJIK TpeTbell rpynnsl HeoGX0IHMO BK/IIOUHTh B PYC/IO HATUBHOK

JIETOYHOH apTepUH MM 0GbeHHUTD MEXY CODOM MPH OTCYTCTBUM

natusHo# JIA, gopmupys pycao MKK.

Coeguuenue MKK ¢ HCTOYHMKOM KPpOBOCHAOXeHHs
Hanoxenye CHCTEMHO-IET0YHON0 2HACTOMO3a BhIIIOHASTCS B COOT-
BeTCTBHHM C ONMCAHHBIMHY Bbillle IPHHLMNAMH. B caydae, ec/u jJeroy-
HBIE APTEPUH COEAUHEHE! APYT C APYTOM, BO3MOXHO BBIIOJIHEHHUE BY-
CTOPOHHETQ IUYHTA.

IlpoteswpoBaune cTBoaa JIA ¢ NOMOmM>0 K/AaNaHO-
comepxamero KOHAyuTa.B caydae, ecnn nanuent umeet A

.2 2.2 2.8.8.8.8.0.8.
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1.14. Atpeans nerouHoii apTepuu ¢ fetheKTOM MENOKENYAOUKOBOI NeperopoaKy

i AJIA, naHuas onepauus siBASETCA METOIOM PamMKaIbHOH KOp-
pexunn. Ipu Ture B 1 C ¢ momoupio AaHHOro BMenIaTebCTBA 3a-
BEPLIAIOT PANUKATBHYI0 KOPPEKLHMIO N0poKa. C npaBbiM XeAyA0UKOoM
KOWYHT COCIMHAIOT Yepes BeHTpHKyaoToMuIo B obiacta BOIDK, ¢
pycnom MKK — ¢ nomouisio luspoKroro aHacTomMosa 4 IaCTHKY TKa-
HSIMM KOHYHATA.

st onpenenenns taktuky B otHomenwn JMXKII s xone onepatis-
HOI0 JeYeHH s BO3MOKHO POBE/EHUE IPOOLI A OTPe/ie IeHUS <I1PO-
nyckHou crocobroctn» JIA. B JIA yeTaHaBiuBaeTCs Kauiods, npu-
COeIMHEHHAT K aDTePHAILHOK MarucTpasy, i Ha nonHom FIK Harwe-
TaeTcst Kposb. [Ipy cpentem nasiennn B JIA menee uan pasHom 30
MM PT.CT. BO3MOXKHA miactrka JMZKIT,

(nequgpuveckue oCnoKHeHUA XUPYPeUYECHO20 eYeHUS:

=~ pesupyanbubli JM¥KIT;

~ 1OBpeXIeHHe KOPOHAPHEIX apTepuis;

e a pHTMI/I)H (aTproBeHTpUKyAAPHAS 610KANA, XKeENVI0UKOBAS TAXH-
Kapaus);

mucdynkmua IDK (pesunyansumii nuanos ~ [K caabocts npu
Ha/uund Qucrysae B MIITI, nan Huskul cepaeyssii BuOpoc —
ITK caabocts 6es ductyaws 5 MIII);

~  XMJOTOPAKC;

— CTeHO3 KOHIYyHTa.

fMocneonepaunoHHoe Ha6nogeHue

1.

HaGunonenne ocyuectsaserca kaxiple 6—12 Mecales MoXU3HEH-
Ho. KoHTposmpyeTes cOCTOSIHMe LIyHTOB, AHACTOMO30B, KANaHOCo-
AeprKallyX KOHAYHTOB, PYHKIHOHAJIBHOE COCTOSHUE KEeNY/I04KOB |
puTMA cep/ia.

HlpodunaxTira 6akTepHaIbHOTO SHAOKADAHTA IPOBOAMTCA 10 ITOKa-
3aHHAM NOXU3HEHHO FCM. npunoxense 10).

JlonycTuMOCTh 3aHATHI QH3KYABTYPON NOCAE KOPPEKLMU NODPOKA
onpesenseTcs HHAUBAAYaAbHO (cM. npusoxenue 8). BoabwmHcTEO
nauuentos nocse koppexuuu BIIC nmesor I-11 dynkupmonanbapi
KJ1aCC CepAeUHOH HEJOCTATOYHOCTH.
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1.15. ToTanbHbii aHOMabHbIN
APEeHaXx JIero4YHbIX BeH

AHATOMMUSA
Bce nerounble BeHbl APEHUPYIOTCH B NIPABOE CEP/LE.
Knaccudukanys TAJUJIB:

~ cynpakapaManbHbii (erounsle BeHbl APEHAPYIOTCA B BOCXOAALLYIO
BePTHKAMLHYIO BeHY, Ge3bIMAHHYIO BeHY);

~  KapauaibHbii (eroynbie BeHbl IPEHUPYIOTCA B [IpaBoe Ipecepaue,
KOPOHAPHbIH CHHYC);

~  uH(pakapaHaabHbii (J1erouHble BEHbI JPEHHPYIOTCS B HHTPaadaomy-
HaJ/lbHEIE BEHbL).

NMATO®U3NONOTNA

HecmoTps Ha pasnuyHylo aHATOMUIO TIOPOKa, C TOYKY 3PeHHs naTo-
(GH3K0I0THH KPOBOODOpALIEHHA OH MOXET KAaCCH(QULUMPOBATLCA HA ABa
THIA B 3aBUCHMOCTH OT HATHYHSA WIH OTCYTCTBUA OGCTPYKIMH Jeroy-
HbIX BeH. HemaJ/ioBaKHBIM i MPOIO/DKEHUS KHU3HH B NOCTHATANLHOM
nepHofie ABJAAETCA HaTHune KoMMyHHKauui mexay TT1T u JITT (JMITII,
000).

lemopunaMuka HeobcTpykTuBHoro Bapuanta TAJLJIB axHanoruuna
Goasuiomy JJMITIL. Kposs ua serounsix Bex nonapaet B I, 3atem B
ITK n, npu namuuuu JMIIIL, — B JIIL. Tlpu 3TOM KOIM4ECTBO KPOBH,
KoTopoe Bosspauiaetcs uepes JMIII B JITI, onpefensiercs BeMIHHON
neexra u crenenpio pactsikuMocty [DK. Onnaxo npu mo6blx ycaoBu-
51X 3Ha4KTeapHO GoJbliast YacTh Kposy nonanaet B IK u uupkyaupyer
8 MKK, BuisbiBasi o6pemMuyio neperpysky IDK n BoipaxeHHyI0 runepso-
aevuio MKK. Hasnenve s JIA npu 37oM ocraetcs HeBelcoKuM. V3-3a
TOr0, YTO CMELIMBAHKE BEHO3HOH H aPTePUaIbHOH KPOBH, HOCTYIIIOWEH
3 JIETOUHBIX BeH, poucxoaut Ha yposue I1I1, catypauusa s JIA 1 aopte
HIEHTHYHA.

[Tpu o6crpyxrusnom sapuante TAJLJIB oTrox oforameHHoH KHCII0-
POJIOM KPOBY U3 JIEFOYHHIX BEH 3aTPYLHEH. JTO NPUBOJMT K DPA3BUTHIO
JIETOYHO-BEHO3HOM THIIEPTEH3MH 1 3aTEM K NOBbILIEHHIO 1aB/leHus B JIA
u ITK. Cozpaercs curyaunst HAOMUHAOWAA FeMOAMHAMUKY TIPH CTe-
HO3@ MUTPAILHOTO K/anaHa. B 3ToM ciiyyae BEICOK PHCK Pa3BHTHS OTe-
Ka JIETKMX, T.K. THOPOCTATHYECKOE AAB/EHNE B KANUAIAPAX CTAHOBUTCSA
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1.15. ToTanbHbI aHOMasnbHbIA APeHaX NEroYHbIX BeH

HopmanbHoe cepate

BesbimsarHas

e BEHO

HMB

AHATOMMS

CXema xupyprm4eckor KoppekLmm
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ITIABA 1. KnuHuKa, AMArHOCTMKa W NleYeHmne BPOXKAEHHDIX NMOPOKOB cepALia

3HAYMTEJbHO Bhlle 0CMOTHYECKOTO JaBJeHus KpoBH. Jlo Tex mop, moxa
uMerouuiics JJMIIIT obecreyrBaeT 10CTATOUHBIH 06beM IIPaBO-JIE€BOr0
WIyHTHPOBaHHS KPoBH, nosocTb IIK ocraercss HeGosbmod. Jlesbie o1-
fena cepua, KaK U B ciydae ¢ HeoOCTPYKTHBHBIM BapuautoM TAJJIB,
0CTaIOTCS «HEOTPYKEHHbIMU» H MIMeIOT OTHOCHTE/IbHO Ma/IeHbKHH Pas-
Mep. ¥YpOBeHb HACBHIEHHS KPOBH KHCIOPOLOM B aopTe i JIA paBHbIi,
ONHAKO €ro 3Ha4eHHst 3HAYUTENBHO HUXKE, YeM IIPH He0GCTPYKTUBHOM
BapuaHTe nopoka. CTenenb apTepHabHOM fecaTypauuy 6yneT 06paTHo
NPOMOPIHOHANbHA 06beMy KpoBoToKa 1o MKK.

Ilpornos y maumentos ¢ TALJIB kpaiine neGnaronpusTHeli. Bes
XUPYPrUYECKOH KOPPEKIUH K KOHILY TIePBOT0 Toa XKU3HH MOTrHbaeT aBe
TPETH NALKEHTOB ¢ HEOOCTPYKTUBHOH hopMoii 3a6oseBanust. [IpuunHoi
CMepTH 4acTo fABJSAETCS NHeBMOHUSA. [Ipy 06CTPYKTHBHOM BapuaHTe
IPOJO/KUTENBHOCTD XKU3HU COCTaBIsSET 2—3 Mecsla.

KJIMHUKA

a. Kiunnyeckue [IpOABJIEHUS 3a60J/1eBaHHUs:

O6cTpyktruBHbl Bapuant TANJIB:

~ XapakTepeH ObICTPO IPOrPeCcCUPYIOLIHH C POXKICHUS LIHAHO3, KO-
TOPBIH YCHIIMBAETCS TIPH KOPMJIEHHH, YTO CBS3AHO C KOMIPECCH-
eil JIETOYHBIX BEH MHIIEBOIOM; g

~ OJbILIKA ¥ IPU3HAKK OTEKa JIETKHX B HEOHATANBLHOM IIePHOJE.
HeoGcrpyktuBubiii Bapuant TAJJIB:
— YMEDEHHBIH IMaHO3 C POXKICHHUS;
— OTCTaBaHHE B (PU3HYECKOM PA3BHTUH, YacThie GPOHXOMErOUHblE
HH(EKIUH;
— TPH3HAKHU CepAeYHOl HeJ0CTaTOYHOCTH (TaXMKapays, OfbILLIKa,
renaroMeranus).
0. ®PusukanbHOe 06CIEN0BAHME:
O6cTpyktuBHbd Bapuant TAJJIB:
— rpomku# Il ToH Ha ocHOBaHWH cepaua;
~ B OOJIBLIMHCTBE C/Iy4aeB MIyMbl B 06/1aCTH CEPALA OTCYTCTBYIOT;

Heo6crpykruBubiit Bapuaut TAJIB:

— Il Ton Ha ocHOBaHMH cepjla paciiernieH (J1eroqHbIH KOMIOHEHT
Il ToHa akueHTyHpOBAH);

— cJabblil MM cpefiHelt uHTeHCHBHOCTH (He Gosee 3/ 6) cuctonu-
YeCKHI1 LlIyM OTHOCHTENBHOrO CTEHO3a K/IaNaHa JeroYHOH apTe-
puu Bo Il M.p. csieBa oT rpymuHEL;

— Me30/IMacTO/IMYeCKHH 1IYM OTHOCHTeJbHOro cTeHo3a TK BroJib
JIEBOTO Kpast IPY/MHE B HIXKHeH Tpetu (IpH 3HAUMTETBHOM 110
o6bemy notoke u3 I1IT).
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1.15. ToTanbHblil aHOManbHbLIM APEHAX NEFOUHBIX BaH

AVATHOCTUKA

1. 9nexrpokapanorpadus
O6crpyxkruBHbld sapuant TAIJIB:
= runeprpodus [IK (R-run);
= pexe runeprpodus I1I1.
Heo6crpykrupubfi Bapuant TALJB:
= runeprpodus ITK no tuny 610xazp npaBo# Hoxky ny4ka [dca
B oTBefenun V; (caescrsue ofwemuoi neperpysku [TK);
= pexse runeprpodus I
2. Ixokappworpadpus
Huarnoctuka TAZLJ/IB ocHOBLIBAeTCS Ha OTCYTCTBUHY BIAACHHA BCeX
JIerOYHbIX BEH E JIEBOE HPeACepte B THIHYHBIX MECTaX.

Kpumepuu duaeHocmuku:

~  pesKas Au/aTalWs NPABbIX OTAS/IO0B CepAla;

~ pacluMpeHHe JeroYHOH apTepun;

= 3Ha4HTe/bHOE YMEHbLIEHHE JIEBbIX KaMep;

~ pacliMpeHHAas BePTHKANbHAA BeHA U BEPXHAs 1101351 BeHa;
= Hanuuue JMITIT ¢ npaso-nesbim copocom.

NEYEHUE N HABNIOAEHWE

1. Ha6mopenve u neueHue nayneHToB

C HekoppuruposaHHbiM TAQ/IB

O6crpyktububiit Bapuaut TAJLJIB nBasercs sKkCTpeHHbIM

N0Ka3aHHeM K onepanyy. [lo MOMeHTa IOCTYIIIeHHS TTAUKEeHTA B Kap-

JHOXHPYPrUYeCcKyI0 KIMHUKY HOKHE! OBITL IPEANPUHSTHL CEAYI0-

1ye AeUCTBUA:

a. B/B undysus npenapatop npoctaraasguua E,, uto mossoaut
NONAEPKATh IPOTOK B OTKPBITOM COCTOSTHUU H 06eceunts cfpoc
kpoBu u3 JIA B aopty. DT0 NO3BOJIMT CHUSUTH PUCK PA3BHTHSA
0TeKa JeTKHX U YBeauduT o6bem KpoBoroka B BKK.

6. Tlpy HaiaM4YuK NIPU3HAKOB OTEKA JIerKHX DEKOMeHAyeTCs nepesos
6ospHoro Ha VIBJI ¢ HOCTOSHHEIM MOJ0XHTE/IbHEIM JaBICHHEM B
KOHLI€E BbIIOXA.

B. Koppexuus MeTaboJruecKoro angioaa.

HeoGcrpykTusuni Bapuaut TAIJIB:

a. Murencusnas Tepanus cepieuHod Henoctatounocty {(auypetu-
K¥, DUTOKCHE ).

6. B cayuae BosHUKHOBEHHA MeTAa0OJHUECKOTO ALUI032 IPOBOJKT-
€51 ero KOPPeKUus.
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ITIABA 1. KnuHuka, AMarHOCTMKa 1 NeueHre BPOXAEHHBIX MOPOKoB cepaua

2.

s

112

SHpoBacKynapHbLIE METOABI JieYeHNs

Ipu ycranosaennu nuarnosza TAZUJIB ¢ Haavuuem manenbKoro / pe-
crpukTrroro AMIIIT pas ysenuuenus o6bema xpoBotoka B BKK
npoBogurcs npouenypa Pauikuuza. [TokasanueM 0Jst BRINOJHEHUS
TpoueaypHl AB/AETCA HAAHYIEe PECTPUKTHBHON KOMMYHHKALIMH MeX-
Ay NpefCcepAHsMH — FPAIMEHT AasJeHus 6oJee 6 MM pT.CT.
Xupypruueckoe neveHue

lorazarus K xUpyp2uU4ecKoMy AeYeHuro:

— ycradop/ienue puarnosa TALJIB — abcomoTHoe nokazanue K one-
panuu.

{lpomuBONOKA3AHUA K XUDYPSUYECKOMY IeYeHUlo:

— Hauuume abCOJIOTHBIX NPOTHBONOKA3AHMM [0 COMYTCTBYIOLIEI
COMATHYECKOH NaTONOrUH;

=~ BHICOKO€ BEHO3HOE CONPOTHBJ/ICHHE COCY/O0B JIErKHUX.

Xupypzuveckas makmuka

Cpoxy omepaniyy ONpeiesIsioTCA NPUCYTCTBUEM UIH OTCYTCTEHEM JIe-

rOYHO-BEHO3HOH 00CTPYKLUH.

IIpn o6ctpykTusHom TAJLJIB BMelarenscTBO BHIIOAHSIOT

He3aMe[JIMTENbHO B TeUeHHe [ePBbiX YacOB MOCJAE YCTAHOBJACHHS

nuarnosa. OQ6RIYHO 9TO MepBHIe Yachl KU3HY pefieHKa.

[Tpu neoberpyxruruom TAJJIB xupyprudeckoe aeqenne

MO2KeT OBITh OTJIOXKEHO U BBIIOJIHEHO B TEYeHWe NEPBBIX MECLeB

KU3HH.

Xupypzuyeckas mexHuxa

B ycaosusix UK. Bogessior o6umi xosnekrop JIB y mecra ero sna-
Aenusi. OGBLIYHO KOJAEKTOP HMEET AOCTATOYHYIO ATHHEY (1axe B ci1y-
Yae HHPAKAPAMAILHOTO IPEHAKA) U1 NIePEMELIEHHS Er0 B eBoe
npeacepaue. KoanekTop MWHUPOKO BCKPLIBAIOT, YCTPAHSAs Y4acTKu
cyxenui. [llupoko BCKphIBaloT JieBoe npencepiue. QopMupyor
LIMPOKKA aHacToMO3 Mexny koJsekropom JIB u JIII. obasounbie
3/1eMEHTHl BEHO3HOU CHCTeMb! (BepTAKANbHAS BERA U T.M1.) Nepess-
3bIBAIOTCH.

Cneyuduyeckue OCAOKHEHUS XUPYDP2UYECKG2O NICYEHUS

= pesujyalbHas JerouHas runepTeHsus;

~ Hapyimesxe puT™Ma cepiua (CHHAPOM CraBoCTH CHHYCOBOIO y3/14a),
IpejcepAHble TaXUKaPIUH;

— CHIKeHHBIH CepIeyHBIH BHOPOC U3-3a pesuayanibHoy oBCTpyK-
uuy nytef orToka u3 JIB. :

MocneonepayunonHoe Habnoaexnuwe

Ha6monenue ocyuectsisetcs kax e 6—12 mecsiues. [pogosnn-
TeJbHOCTbH HAOMOJeHHS OllpeIesIeTCs HHANBHAYaIbHO. OcyniecTn

b
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1.15. ToTaneHbiA aHOMansHbLIN APEHAX NEroyHbLIX BeH

4.

JIAETCS MOHUTOPHPOBAHHE TO3/HUX 0CJA0XKHEHNH OTIePATHBHOM KOp-
PEeKLUMU [IOPOKA: CTEHO3 JIETOYHbIX BeH, HapyIIeH s PUTMa CePALA.
B ciyuae perucrpanuu B nocieonepanronHoM neproge HPC nonoa-
HUTEeAbHO K 06caenoBannio pekomerayercs CMIKT kaxabe 6 me-
csineB uay yamie. TIpy Hanuyun noKa3aHuy NPOBOAHTCA aHTHADUT-
muueckas epanus, PUA wnw nunaanrauns IKC (rinasa 2).
[IpothunakTrka 6aKTepHAILHOTO IHAOKAPAKTE IPOBOAKTCS IO NIOKa-
3AHUAM B CJAYHAeE, ECTH MMEETCH CTeHO3 JIerouHbIX BeH (cM. mpurio-
wenue 10).

J1onyCTAMOCTb 3aHATHN (QH3KY/IbTYPOR NOCAE KOPPEKLHHM NOPOKA
(cm. npunoxenue 8). Pusnueckas Harpyska orpaHAYHBACTCH ¥ Na-
[IHEHTOB CO CTEHO30M JI€r04HbIX BEH.

113



1.16. ATpesust TpexCTBOpYaToro KianaHa

1.16. Atpesus
TpexcTBop4YaToro
KJianaHa

AHATOMUWA

Tepmun «atpeausi TpexcTBopyaToro Kaarasa» (ATK) npumensior 5
OTHOUIEHUH BAPHAHTOB elHHCTBEHHOTO eIy I04UKa Cep/Lia C OTCYTCTBY-
IOILMM COeHHEHHEM NPABOTo NPEJICEpays H [IPABOT0 KEJVIOUKA.

ATpesaus TpeXCTBOPYATOrO KJAanaHa CONPOBOXKIALTCS HAJHUHEM
JMIIII, AMIKIT 1 OAILL uTo HE0OX0AHMO 415 COXPAHEHHS XKHUIHECTIO-
cofHocTy pebenxa nocae poxaenns. Oxonc 30% neteit ¢ ATK umeior
TPAHCIIO3ULIMIO MArMCTPaAbhbX cocynoB, 50% — runonaasuio/ cTeHo3
JIA. YV yactn maumestos ¢ ATK u TMA moxet nabmopatocsa KoAo wiau
IepepeiB AyTH A0PTHL.

MEBTLL Il aTQN — AK”A

NATO®U3NOJIOTUHA

[Tpu ATK Bech BeHO3HBIH BO3BpaT K cepauy yepea JMIIII nonagaer
B JI€BOE NpeAcepade, 4 3aTeM — B JeBbH xeaygouek. [Ipu Hanuuuu
JIMIKIT 1 OAII wacts kposu u3 JRK u aoprth noragaet B JIA, uem u
ofecreynBaeTcsl JErOUHbI KPOBOTOK. B YCIOBUSIX TAKOH reMofHHAMHY-
KM HanGOABLIVIO TEPerpy3Ky HCIBITHIBAIOT paBoe npencepaue, a Tak-
K€ JIEBblE OTAEJIbl CEPALA, OMYUAIOUINE KaK CHCTEMHBIH BEHO3HEIH BO3-
BPAT, TAK ¥ I0TOK KPOBH U3 JIA, UTO BbI3bIBAET HX 0GBEMHYIO [I€PErpy3-
xy. Hacbinienne xpou Kuc/0poioM B aopTe 4 B JIA pasHoe, T.K. npouc-
XOUT NOJIHOE CMelIMBaHHe BEHO3HOH U apTepHa/NbHOH KPOBH HA YPOB-
He JLRK.

[IpHHIMIMANEHBIM, C TOUKY 3DEHUS ONpPEIeeHHS XUPYPrUYecKon
TAKTHKH, sBasercs Hanwyue npu ATK TpaHCHO3uLMM MarHCTpaibHLIX
cocynos u ctedosa JIA. Kak npasusio, npy HOpMAILHOM PACIONCKEHHH
maructpaibhbx aprepuit JAMIKIT umeet HeGoabline pasmepst, a JIA
crenosupopana (Takas aHaTomusi Xxapaktepsa nas 50% nauuenTos ¢
ATK). B cayuae couetanus ATK ¢ TMA gedekt Mesoxenynoukosoi ne-
peropoaky umeet GoJIbLIEE PA3Mephl, & CTEHO3 JIErQUHOH apTepuy 3a4a-
CTYI0 OTCYTCTBYET. MOXHO NIPENNOA0KHUTE, 4TO B IEPBOM Ciyyae OyaeT

HaB,1I01aThes 06eIHEHUE JETOUHOTO KPOBOTOKA, 4 BO BTOPOM — €ro 060- Hib

rameHye. It 1A — npoueaypa PoHTeHA Il 3101 — 3KCTPAKAPAMAABHbIN
f (AQTEPAABHbIF TOHHEAD) POHTEH
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1.16. ATpe3us TPEXCTBOPYATOro Knanaxa
TTIABA 1. KnuHuKa, AMarHoCTMKa U NIEYEHWE BPOX/AEHHbIX MOPOKOB cepaua : - :

Takum o6pasom, npu ATK moryT nabuogaThes Cliellyioilie THIIB
IWAPKYJSILAM KPOBH:
- npeumyiecrenHo no BKK:
§at0, < 65%, Qp:Qs ~ 0,7 (umanos, npussaku CH OTCYTCTBYIOT);
= chanaucupoBaHHan UUPKYAAIHUA: i
Sat0, o1 65 10 85%, Qp:Qs ~ 1,2 (ymepenubiii upaH03, NPU3HAKM
CH cnabo Bblpa)KEHbl);
= npeumymectserso no MKK:
SatQq 2 92%, Qp:Qs > 3,0 (imano3a HeT, 3HaYNTEebHAS CepleyHas
He0CTATOUHOCTS).

Linpkynsiumsa no BKK
(SatO, < 65%, Qp:Qs ~ 0,7)
\ 4
[ CMCTEMHO-JIErOYHbII1 @aHacTOMO3 |

KJINHUKA

a. Kinnuueckue nposiBieHus 3ado/eBanus:

] =] ; ~  1HaHo3 ¢ poxaenust (CTeneHp BbHPAXEHHOCTH LIMAHO03a 33BHCUT
at - - 0T 06beMa KpOBH, OCTYNAIOIEH B JerKHe);
o~ 2 > ~ ogpiuka (TaxumHoe), oTCTaBaHKe B PH3HYECKOM PA3BUTHH;
'—
ey ; = z —  jedopMaitus KOHLEBbIX (pataHr NanbLUes B BANE «BapafaHHBIX Na-
o 3 g =y 1=t nouek» (y metedt crapie 1 roga).
5 E
= T 3 B T g 6. dusukanbHOe 0GCIeNOBAHNKE:
5 o 2 = > .
2 g gl ¥ = ) it g% ~  CHCTOJTHYECKOE [P0XKaHHe B0/b BEPXHEM I0;I0BHHbI IEBOr0 Kpas
2 71s2 Pl & =/m g 1 3 rpyauusl (mpraKHa — BUOpaLMA CTPYKTYP CePAL, BOSHUKAIOIASA
(= I © 0 = a
E B o %20l = NpU NPOXOKAEHHH KPOBH Hepes CyKeHHOe OTBePCTHE KianaHa
© 3 ; 5
erh g2 o v X I ~ cpenuedt untencusrocty (2-5/6) cuctomuyeckui wym c6poca
I )
5 Feiifsa g = kposu uepes JAMIKI1 B0k HIKHEN OMOBKHEI J1€BOT0 KPaA TPy~
iz - N ¥
-~ SB B h JIAHDL; ‘
i, e o o l ~  uHoria BHCAyIIMBaeTcs yM dyHKuuonnpylouero OAII Ha oc-

HOBAHUH CepPALa;
~ oTcyTcTBYyeT pacienenue Il Toua Ha OCHOBaHHM CEPALA.

AWATHOCTUKA

1. 3nexrpoxapaunorpadms
- OTKIOHeHWe 3MeKTPHUECKOH OCH cepala BaeBo (IpH HaInuMK
TMA 3TOT npPU3HAK [PEACTAB/IEH Y [IOJOBHHBL NALKEHTOB);
~  u3pefika OTMeyarwTCs npu3Haky runeprpodu I, JI n JEXK.

2. Ixokappworpadms

Kpumepuu dugzHocmuKu:
~  yMmeHbluenue pasmepa orsepctis TK kanana (Z unpexc < «=3»)
YJIM €0 OTCYTCTBHE, IIPH COXPAHEHHH CTBOPOK;

CyxuBaHue J1A

Linpkynsumsa no MKK
(SatO, 2 92%, Qp:Qs > 3,0)

L B BN BN BN BN BN BN BN BN BN BN BN BN BN
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TNIABA 1. Knunnka, anarHocTvka 1 Nevenve BPOXAEHHBIX NOPOKOB CepALa

— orcyrcraue crBopok TK (Mem6pana);

~ peskoe yMeHbIICHHE Pa3MEPOB NPABOIO KAy I0UKa;
- JMXIT;

— JIMIIII ¢ npaBo-neBsM c6pOCoM;

— B psje Cay4yaeB COUYETAHHE C aHOMAJIHAMHU NOJOXKEHUA Marumcr-
PadbHBLIX COCYIOB.

JIEMEHME W HABTIOQEHUE

1. Ha6nrogexue u neveHne NaLKeHToB
C HexoppurupoBaHHon ATK
a. Iloxasana B/ B uuQy3us npenaparos npocrarianiusa B | € 1e-
JIbI0 IIPENATCTBOBATE 3aKPLITHIO aPTEPUAJIBHOrO NPoTOKa, MHdy-
3HA MOXKeT OBITh AIHTENBHOM, 10 TeX 0P, I0KA He GyayT BHINOJ-
HEHBI KaTeTePH3aLKsA N0A0CTel cepa HiIH XHPYPrUdecKoe BMe-
LIATEeJTLCTBO.
B peakux cayuvasix TPeGYeTCs edeHHe CepIeUHOl He0CTaTOoY-
HOCTH. MHoraa B Tako# Tepanuu nyxpaloTcs nauuesTsl ¢ TMA |
orcyrcteuem CJIA.
8. Ilauuents!, npu HaNnuKK c62TaHCHPOBAHHON HUPKYAALKH KPO-
BY, B TeDAIKH HE HYXA0TCH.
r. Ilpopunaxreka 6aKTepHasbHOr0 SHAOKADPAKTA NIPU HATUYHHU 110~
Kaszanui (cm. npuaoxenue 10).
2. SHAOBAaCKYNAPHbIE METOMbI iIeUCHKS
ITpu ycranosaenns auarnosa ATK ¢ nanuunem masenbkoro/ pect-
puxtusHoro JIMIIII ana yseanyenns o6pema kposotoxa B BKK npo-
BOAMTCH npouesypa Pawkusza.
IToxaszanmem 1151 BLITONHEHHs POUE/AYPH ABJISLTCS HATHUME PECT-
PUKTHBHOW KOMMYHVKAUMH MEXAY [PEACEPIUAMH — IPAfKEHT AaB-
Jenus 6oaee 6 MM pT.CT.
3. Xupypruueckoe neveHne

flokasanua & xupypauyeckomy neveruso:

— nuardo3 ATK siBasieTcst a6COMOTHEIM TOKa3aHUEM JUIS1 OTIe PATHB-
HOTO JIeYeHHS.

[TpomusonokazaHus K XUpypauYeckomy neveHuio:

= BhicOKas jeroynas runeprensus (OJIC > 10 En/wm? ucxoauo
27 En/ m2 nioc/ie IPUMEHEHHS BA3OMMIATATOPOB);

~ HaJuude abCOJIOTHBIX NPOTHBOMNOKA3aHUH [10 CONYTCTBYIOWEH
COMATHYECKOH [aTONOTHH.

Xupypauveckas maxmuxa
Ha ceroanausuii JeHb NpUe/IeMble Pesy/IbTaThl JeYEHAS NOCTHKU-

()Y
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1.16. ATpesusi TPEXCTBOPUATONC KianaHa

MBI JIWLIb PUMEHEHHEM TPEX3TANHOH reMOIHHAMMYeCKOH KOPPeK-

UMK,

IlepBeift aTanm reMOAMHAMUYECKOH KODPeKIHH JOKEH

ObITh BBIIOJHEH KakK MOXHO paHbLue (B uiease emé B NEPHOL HOBO-

POXAEHHOCTH) IS TOTO, 4TOGE! IPEXOTBPATHTH NEPErPY3Ky eQHH-

CTBEHHOTO XKeJ1yAouKa. XUPyprudeckas TaKTHKa 3aBHCHT OT THIA

unpkyasinps, OCHOBHAS Leb 9TOro 31ana — cOajJaHcHpOBaTh LHMp-

Kyasuio kposr mexny MKK 1 BKK.

IManpenTam ¢ npeumyiectsenHol uupkyaaumei no bKK noxasauno

HAJOKEHME CHCTEMHO-IEr0YHOro 1yHTa. [Tauyentam ¢ npenmyuie-

creenHol uupryasuuen no MKK nokasaHo BelIO/IHEHHE CYXKHBAHHUS

JIA

TTaumenTr o cGanaHCHPOBAHHON IMPKYAALHUEH MOTYT 060HTHCE 0e3

1mepsoro srana. Ouy MoAeKaT HabJII0le HHIO C BBINOJHEHHEM CPasy

BTOPOTO 3Tana INpH JOCTHKEHHH HMH Beca 6o.ee 6 xr.

Bropo# stan

Hanoxenue JKITA. Onepauua Moxer ObiTh BHIIOAHEHA NIPH

CJIEAYIOIMK YCIOBHAX:

~ cpenHee aasaenue B JIA < 15 MM pr.cT;

— OJIC ne 6ogee 4 e/ M2 NOBEPXHOCTH TE3;

— TIHAH se menee 150 mm2 /M2 noBepxnocTy Teaa.

Het yeTkux cTanaaptos Bpemenn suinosnenus JKIA. Bee, kak npa-

BIJIO, 3ABHCHT OT OTHITA KAUHUKY. TeXHHYECKH BO3MOMKHO [IPOBE/Ie-

HH€ I2HHO¥ Ofepauyt ¢ TpexXMecsuHoro Bodpacta. Hanayuuive pe-

3yAbTaThl B 60AbLUWHCTBE KAMHUK MPH BbinoHe HuH JKIIA 6 no-

JyyeHbl B Bo3pacTe crapiie 6 Mec. 1 npu Bece 6oaee 6 Kr.

Tpertui aran

Mpounenypa Fontan.Kpurepuy seinoanenns npoueaypsi («/IE-

CSITb 3AIIOBEJIEM» yaaunoi Koppekiun):

~ MHHHMaJLHBEIH BO3pacT 4 roaa;

— CHHYCOBBIH PHTM;

~ HOpMaJbHbIH APEHAXK BEH;

~ HODMAa/bHbE Pa3Meph! PABOT0 NPENCEPANH;

~ CpelHee IABJEHUE B JETOYHON apTepHu < 15 MM PT.CT,;

~ OJIC < 4den/m; ;

— oTHoWeHHe pasmepa cTBoaa JIA k aopre (sreroyHo-apTepuans-
ublii uugexe — JIAK) > 0,75;

~  HoOpManbHas GyHKuMA XKeayaouka (OB > 60%);

~ OTCYTCTBHE HEJOCTATOYHOCTH JeBoro AB Kianana;

- otcyrcTBre nedopmaunit JIA BeiencTBHE IPeAIeCTBYIOWMX aHa-
CTOMO30B.
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FNABA 1. Knuuuka, AMarHoCTUKE 1 JIeUeHne BPOXAEHHBIX NMOPOKoB cepaua
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CofiiogeHne 3THX NPUHLMIOB CONPOBOXIAETCA HAHMEHbLIEH Jie-
TaAbHOCTBIO ¥ ofecneyunsaeT noc/ie onepauuit 1-2 Gynxunonasb-
Heli kaace CH mo NYHA.

PexomeHyeMElil BO3DPACT BHINOJHEHHA MpoLeAypel pasnvuyer. Kax
IPaBUJ/IO, BOSMOKHOCTL BBINOAHEHHS TPETHErO 3Tana obcyxiaaema
npy Bece pebenka Gosiee 11 Kr u Bozpacte e MeHee 3—4 jer.

Xupypeuveckas mexHuxa
I aran

CHCTeMHO-JeroYH b anacToMO2. V2 Bcex BO3MOXKHbIX Ba-
PHAHTOB, Ha HAIU B3[VIAH, ONTUMaIbHBIM siBsercss MBTI.

Bei6op muamerpa PTFE npoTesa B 3aBUCHMOCTH OT Beca NallieHTa:
~ <2,5Kr:3mMum;

- :2.5>3,5xr:3,5 MM

- >3,5kr:4mMm.

Onepauus Bbino/HAeTCS 0€3 Kapanon/erny Ha napauiessom MK
Jlurupytor u nepecekaior OAIL Cozgaetcst npoKCHMAaJbHBIN aHAC-

TOMO3 MEXY IPOTe30M U GpaxuouedanbHbIM CTBOIOM, AUCTAAbHBLH
2aHaCTOMO3 MeXIy NpoTe3oM u npasoi JIA.

Cyxusauue JIA. Bes UK, nurupyior u nepecekaior OAIL Bor-

peasoT ctBoa JIA. Cyxusaior JIA Tecemoi.

Bri6op crenenu cy)XeHus OCYyLIECTB/ISETCS TPEMA METOLAMHU:

~ 10 gasaenno (CHwKenne nucTasbHOro gasaenus B JIA 1o 30—
40% ot cuctemuoro npu FiOy 21%, 06bI4HO 3T0 CONPOBOK LT
C#l TIOBHILIEHHEM CUCTEMHOrO aB/ICHHS);

~ 1o carypauuu (3aTAruBauMeM TeCbMBl IOCTHUIAIOT CaTypauHio
nixe 85% u Buinte 70% npu FiOy 21%);

— 3apaHee paccuuTauHbii nepumetp TechMbl (G. Trusler # W. Mas-
tard, 1972). B.B. Anekcu-Mecxumprnmm (1979) npeanoxena
Tab/MLa I8 PacyeTa HyKHOH AMUHB CYXKUBAIOLIEH TeChMBI, HC-
X0 M3 JOJKHOTO TepruMeTpa craoda JIA.

Koppekuuio cTeneny cyKeuus NpOBOJAT HAKAAAbIBAS HA TECHMY TH-
TaHoBble Kaunckl. Ilocae gocTHXenus Heo6X0AUMON CTENCHH Cy-
KEHHs TeChMbL e8 QUKCUPYIOT K anBeHTHIHH JIA HECKOMbKIMU LiBa-
MH, 4T00B U36eXKaTh €& AMCAOKALMK W CTEH03a NPaBO# KM JIeBOH
peTsell JIA.

I aran
Hanoxenne JKIIA.Bycaounx UK. DukaBanonas KaHiOAALHS
(kauonsiuusa BIIB B ycThe 6e3bIMAHHON BeHbl), KAHIOASILHUS a0PThi.

Paso6uaoT cHCTeMHO-/1erOYHbL aHACTOMOS U060 Pe3eLUPYIOT yua-
ctox JIA cyaxennbii reckmoi. Buigessiior BIIB u aurupyior v. azygos,

EEEXEEEEEERNEREEREENK
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1.16. ATpesus TpexCTBOpUATOro KnanaHa

4TO6bI H30eXKaTh KO/LTaTepa/IbHOro cOpoca Mexay cictemamy BIIB

i HIIB. [Ipsamo#i moTok yepes JIA nepexpriBaioT nonepex CHHTETH-

ueckoi sannaros. Mecekawor MITIT. Haknaneisait aHacToMo3 Mex-

ng lipokcumanbHoi yactbio BIIB u npasoit JIA no tuny «koxeir-s-
OK».

III aran

ITpouenyp a Fontan.CymecTByer HeCKO/IbKO BAPHAHTOB BHINIO-
HEeHWA NaHHOW onepauuy. [IpenMyliecTBa Ka)A0ro U3 HUX JO CHX
10p ABJSIIOTCA IPEJMETOM IHCKYCCHH.
* Ilpencepano-nerounsii anacToMo3 6e3 UCNIOAL30BAHKS KIANAHA
HCK/MIOYEHHE H3 KPOBOOOpAlleH)s PYAUMEHTAPHOTO PABOro
KETYA0YKA).
* Jlarepanbubii ToHHe D!
— Mpapoe npejcepaue He PYHKIMOHUPYET KK HATHETAIOWAS T10-
J0CTE;
MUHHMH3UPYIOTCA AeOpPMalKd I0TOKA KPOBH H [I0TEDH SHEp-
THH;
YMEHbLIAeTCS NA0LANb IPABOro NPe/ICepansl, HAXOAALIAACH
101 BO3NEHCTBHEM BbICOKOTO NAB/EHHUS;
*  JKCTpaKapAHa/bHBIH KaBa-MyabMOHA/IbHbIE aHACTOMO3:

— [papoe npencepaue He HaXOAHTCH 04 BO3EHCTBHEM BbICO-
KOro naBJ/IeHuS,;

~ OTCYTCTBYIOT JIMHHH LIBOB HA IIPaBOM IPeCEPAUH.
B o6si3atessuom nopsaake dopmupyiot dpuctyay mexay npo-
TE30M ¥ [TOJIOCTBIO NPEACEPANS /15 NO/IePIKAHUA CHCTEMHOH
FeMO[MHAMUKY B C/Ty4ae HeJ0CTATOYHON NPONyCKYOH ¢r1ocod-
HOCTH JIEr0YHOro pycaa. Puctyia GopMHpYeTCs npu TpaHc-
Iy/IbMOHAJbHOM AaBJ/ieHuH Gonee 10 MM pr.cT.
Cneyugpudeckue OCTOMHEHUA XUPYDPIUHECKO20 STeYerus
OCnoXHeHHA CHCTEMHO-JEI0YHOT0 aHACTOMO34:
~ TexXHHYeCKHMe: CTeHO3, ledopmanus JIA, mospexaenue nuadpar-
MaJIbHOT'O HepBa;
TaKTHYECKHE: CepeyHas HeI0CTATOYHOCTh IPH GOMbIIOM pasMe--
pe LyHTa;.
cTpaTermyeckue: Tpom603 (Huskas oGbeMHas CKOPOCTh KPOBO-

Toxe)t, NOBLILIEHHOE JaBaeHue B JIA, HH3KOe CHCTEMHOE AaBJie-
HHe);

~ Choeuu(uyeckue: XunoTopaxe, Tpancynauus yepes PTFE kouny-
UT, «<KOPOHapHOe 06KpanbiBaHUe»,

OcnoxHe:dun cyxupanus JIA:

= nedopmauus JIA (MHrpauys TeChMbl O CTEHO3HPOBAHUEM oudyp-
kanuu JIA);
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1.17. CuHopom runonnasum
JieBbiX OTAENOB cepaua

AHATOMMUS

«CuHppom rumonasyy Jesrix otaenos cepauar (CIJIOC) — coso-
KYNHOCTh BpoxAeHHBIX N0pokoB passutia CCC, xapaktepusyemas Bhl-
PaKEHHOM rUMoN/Aa3Hel UK 0TCYTCTBHeM nosocTy JIK U BhpaskeHHOH
THIIONVIA3HEeN BOCXOAALUEH a0PThI B COUETAHHEM C THIONIa3uei / atpe-
3uedl MuTpanbHOro kaanasa. Kposoo6paienue sasucut ot IDK, koto-
peiit kpoBocHa6xkaeT Bech opranu3m (MKK u BKK uepes OAIT). Heo6-
xoxumo Hasnuue JMITIT 415 noaHoro cMeluBaHHs BEHOSHOTO BO3BPA-
ta 13 BKK u MKK.

NATO®GU3NONIONUA

BHyTpryTpOo6HO CyllecTBOBaHKE OPOKA HE OKA3LIBAET BIUSHIE HA
passuTue naoga, T.K. DK obecneudpaeT cHCTEMHBIH KPOBOTOK yepes
OAIT Koponapuas u nepe6paibHas nepgy3us 06ecnednsaeTcs perpor-
panso. [Tocne poxpenus cocyaucroe comporusaenne MKK cHmxaer-
CAl, aPTePHAJILHBIN IPOTOK 3aKphiBaeTca. B 31oM ciryyae Bech OTOK Kpo-
BH M3 JIETKMX HANPaB/AETCs B TUIOMN/IA3HPOBAHHbIE JIEBbIE OT/E/bi CePJi-
1a, KOTOphe He B COCTORHHU 00ecneynTh aleKBATHYIO IeMOAMHAMHKY
no BKK. [Iporcxoaut cHIKeHHE CHCTEMHOTO KPOBOTOKA, PA3BHBAETCH
«UMPKY/IATOPHBIA IIOK» U MeTabouuecKui auunos. [Ipy HajudsK He-
Goabworo JJMIIIL, He o6ecneurBaloOLIEro afeKBaTHbIA JEBO-NPABhI
cGpoc u Tem cambiM pasrpysky JIII, moxer paaButhes oTek Jerkux. Ta-
KHM 00pa3om, XU3Hb AUHMEHTa [10C/Ie POKIEHHS 3aBUCKT OT «KayecTBa»
(QYHKUMOHHPOBAHHA APTEPHAMBHOIO MNPOTOKA ¥ HAAMYMA GOJBILOTO
JMITIL

[Iporsos npu CIVIOC neGnaronpustubii. [IpakTHuecky Bee naup-
eHTHI IOru6al0T B NePBbie MeCAIb KU3HH NPH HAPACTAIOLIHKX ABJEHUAX
THITOKCEMHH U aUMI033.

KITMHUKA

a. Kaunnyeckue npossienns 3aG0/eBaHHUs BOSHAKAIOT BCKOPE TTOCe
POXKIACHHS:
= TaXWKapAHs, OABIIKA, XPHUIBl B JIETKHX, c/albiil nepudepuyec-
KUH OYJIbC;
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1.17. CuHApOM runomnasun nesbix OTAENOB cepala

CIrAOC. Nepsbikt 3TAMN FTEMOAMHAMMYECKOM
KOppPeKLMM — npoLeaypa Norwood

: HopMmaabHOE

cepate
Al
X
3anaara u3
romorpadpta
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ITIABA 1. KnuHuka, AMarHocTvka 1 fiedenre BpOXAEHHbIX MOPOKOB cepaLa

crnoc
BospacT < 1 Mec. Bo3pact > 1 mec.
\ 4
Mpoueaypa Norwood |« Cy>xxuBaHue
npasoit u neson J1A

Bec > 6 kunorpamm
e Cp. paBnieHve J1A He Bblwwe 15 MM pT.CT.
¢ OJIC He 6onee 4 en/m?,
¢ JIAU He MeHee 180 mMM2 /M2

AKNA

\ 4
3-4ropa — npouenypa ®oHTeHa

— LUaHO3 MOXKeT ObITh He BRIPAXKeH, Yallle NALHEHTH UMEIOT ToJy-
OOH OTTEHOK KOXHU;

— TrenaToMeraJus;
— PpUTM rajona.

6. dusukalbHOe 06Cae0BaHHUE:
— orcyTcTBYyeT paciennenye Il ToHa Ha ocHOBaHWHM cepna;
— IIyMbl B 06J1aCTH cepAla 0ObIYHO OTCYTCTBYIOT

AWATHOCTUKA

1. 3nexrtpokapamorpadus
— runeprpodust [DK (penxo runeprpodus JIK).
2. dxokapauorpacus
Kpumepuu duazHocmuxu:
— peskoe yMeHblIeHHe 06beMa, pasmepos JIK (neBbii xemynouex
He y4acTByeT B (DOPMUPOBAHKH BEPXYIIKH);
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1.17. CvHBpOM rvunonnasun fNeBuLX OTASNOB Cepaua

= IHION/IA3HUS UK ATPe3Hsl METPAIBHOTO KJI4NaHa;

= TUNONNA3K5 BOCXOISIIIEH A0PThL;

~ I yBennuen, pesko pacuupes cteod JIA;

= JIMIIII ¢ neBo-npasbim c6pocom;

“ [IPU PE3KOM CYKEHHH BOCXOJfINEH 20PThl KPOBb NOCTYMAET B
O0MbIIOK KPYT KPOBOOGpALIEHUS Yepes pacliupeHHbIH apTepu-
A/IbHbIA IPOTOK.

NEYMEHWE W HABJTIOAEHUE

1. HabnogeHme u nevyenue nauueHTos

C HexoppuruposanHbiM CM10C

a. Tlokasana B/ B nnpysus npenaparos npocrarianauna E| ¢ ue-
JIBIO NIPENATCTBOBATL 3aKPHITHIO aPTEPUaILHOIO IPOTOKA.

6. Ilo noxasanusM BHIMOJHAETCH UHTYGALMA Tpaxel ¢ nocieayio-
ues MIBJIL.

B. Koppekius MeTabon4eckoro aumosa.

r. Hauuents co CIVIOC nomxue! 65T 0CMOTPEHb! FEHETUKOM, 0¢-
Ta/JbMOJIOrOM ¥ HEBPOJIOTOM C LIeJIbI0 BbISBAEGHUSA TAXKEJbIX CO-
NYTCTBYIOLIHX aHOMAHH, OlIpeIe I0IMX Aa/bHE AL IPOTHO3
Ha JKM3Hb.

HpoBacKyNApHbIE METOAbI /IEUEHUS

[1pu yeranopnernuu auarnosa CITIOC ¢ nanuunem MaieHbkoro / pe-

crpukrusHoro JAMIIIT ans yeenuyenus o6bema jieBo-npasoro chpo-

ca u pasrpysku JIIT nposogutes nponenypa Pawkunpa. ITokazanu-
eM JIJTs BBIIOIHEHUA POl PLl ABJIAETCH HaJHUKe PeCTPUKTHBHON

KOMMYHHKALHH MeX/1y NpejIcepANAMY — IPaiieHT AaBaeHus 6oee

6 MM pT.CT. ‘

Xupypruueckoe neyenue

[ToKA3aHUS K XUPYP2UYHECKOMY TIeYEHUIO:

— ycraHoaenHbli quarsos CIJIOC.

[TpomusonoKA3aHUA K XUPYP2UYECKOMY NIEYeHUI:

~ HegouowennocTs (cpok rectauun < 34 Heean);

~ Mabiii Bec npu poxaennu (< 1500~1800 )

— COYeTAHHE C IPYTUMH BPOXKIEHHBIMHE 2aHOMA/MAMY PA3BUTHS; *

— BbIpameHHas peryprutanus Ha TK;

— BHipaxeHHas auchyuruus [T

— OJIC 2 10 en. uin = 7 nocJie NpUMEHeHUY Ba30AUIATATOPOB.

Xupypauveckas maKmuKa

3abo/ieBanue MaHUPECTUPYET B NIEPBble HECKOAbKO YacOB JKU3HH,
YTO SIBJSIETCSE ITOBOAOM JJTs AONOJAHITEABHOT0 00C/IeTIOBAHMUA U, B CJIY-
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TIABA 1. KnuHuka, AMarHocTyka 1 leYeHne BPOXAEHHbIX NOPOKOB cepAua
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4ae o0palleHKs B CIIeNHA H3HPOBAHHOE MeAHLHHCKOE YUpeRaeHue,
A5t OTIEPATUBHOr0 BMelateabcTsa. [1pu c6anaHcHpoBaHHOM KPoBO-
TOKE OIleDATHBHOE JIeYeHHe [10Ka3aHo B Bo3pacTe A0 1 roga npu o1-
CYTCTBHH NPU3HAKOB JIEFOYHON runepTeH3un. Takxe v geteli cTap-
mie 1 Mecsna npu Hec6anaHCHPOBAKHOM KPOBOTOKE BO3MOMHBI CY-
XKuBauue npaso u nesoi JIA u nccevenne MIIII gist o6ecneyenns
a[leKBATHOTO CMEILMBAHKA KPOBU U TpeHUposku [DK.

ITpouenypoi Bui60pa pH OTCYTCTBUH BO3MOKHOCTH /IS TPAHCILNAH-
TALUKU CePALA ABASETCH 3TANHARA FeMOLHHAMUICCKAS OIHOXKENY10Y-
KOBasi Koppexuus. ['eMofuHaMuyeckast KoppeKLus POBOAMTCS B CO-
OTBETCTBHH C NPHHLMNAMY, ONUCAHHBIMH /15 aTPE3HU TPEXCTBOP-
YaToro kJanaHa. Bapuant nepporo sTana Koppexiuuy ~ npoueaypa
Norwood.

B ciyuae BuipaxenHoi runoniasuy Bocxoises aopte (nuamerp

MeHee 2, 5 Mm) onepaineil BHopa SB/AeTCA TPAHCILIAHTALHS cepa-
La.

Xupypeuyecias mexHuka

ITepBrii 3Tan — npouenypa Norwood.

XupypruyecKuii JOCTYIL: CpeAHHas CTepHOToMus . MOHOKaBa/ bHAs
kanioasuus B yiko I1I1, aptepuanbnas kauwas ycranapausaercs B
ctBoq JIA. Betku JIA ofxumaiorcst TypHuKeTaMu 1st 20 MUHYTHO-
I'0 OX/IaXKIeHHs 10 LeHTpa/IbHOk Temnepatypst 20°. Beinesasietes Boc-
Xozsias aopta. Bocxoasuwas aopra i co JIA npoosbHo BCKphi-
BAIOTCH, HAKN2BIBALTCS] aHACTOMO3 «60K-B-60K», OAT] pesermpyer-
¢fl, IeDeKT B CTEHKE HEOA0DPTHl 3AKPLIBAETCS KCEHOMEPHKAPAUAIb-
HOH 3aM1aTOH, AONONHKUTENbHO paclupsiowed Ayry aopThi. [locae
3TOrO BO3MOXKHO IlepeMeliieHHe KaHIoJHu B Heoaopty. [poussoautca
NoMepeyHoe OTXKATHE HEOAPThI C IPOBEIeHNeM KAPAMOIIETHH, CHC-
TeMHOH nepdysun u corpesauus. Bersu JIA otcekalorcs oT ¢80/
JIA, BeimosmsieTcs naactuka nedexra crenku JIA PTFE sanaaroi
HJTH KCEHOTIe pUKApAnanbHol 3anaaron. Mecekaeres MITIT aas dhop-
MHPOBAHHA 0GILIEro npeacepaus. Bo Bpems ranoTepmMuueckoro ape-
CTa BO3MOXXHO [IPOBE/IEHNE PErHOHAPHOH Nepdy3K# roI0BHOT0 MO3-
ra, Aas 3TOr0 NPelBAPUTE/bHO HAK/AABIBAIOT 2HACTOMO3 MEXIY
PTFE npotresom 1 6paxuonedianbHbiv CTBOIOM. AOpPTaNbLHYIO KaHIO-
nio nepemeaior B PTFE npores, nosaxee npu nepememenuy aop-
Ta/IbHON KAHIOMU B HEOA0PTY NPOTe3 JUrupyioT (ecan npemmonara-
10T HCTIO/Ib30BATH AHACTOMO3 Sano) uiu coetuuaioT ¢ JIA (ecam ue-
nons3yercs kaaccudeckuit MBTI).

Hctounnkom aas kposocHabxenuns MKK asagsercs MBTII uau
mynt Cano (coegunenne PTFE npotesom ITK u pycaa MKK). Bul-
6op AuameTpa NpoTe3a OCYLIECTB/ISETCS B 3aBUCHMOCTH OT Beca pe-
GeHxa.
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1.17. CuHapom runonnasui neebiX OTAEnoB cepaua

Bropoi u Tperuit 3Tansl reMofHHaMHYECKOH KOPPEKLHY He
OTIMYAIOTCA OT TAKOBLIX npH fuarsose «Arpesus TK».
Cneyughuyeckue OCIOXHEHUA XUpYP2uqecKozo NeveHus:

= cepiedHas craboCcTb BIJIOTE IO MIOKA;

= HApYMICHUs PUTMA Cepaua.

MocneonepaymnoxHHoe Habmogexue

Habmopenne ocyectsasiercs Kaxasle 6—12 Mecsiles moxu3HeH-
Ho. KonTpoampyercs cOCTOSIHUE [IYHTOB, aHACTOMO30B, (YHKIHO-
HAJbHOE COCTOAHME KeJTYIOUKOB U PUTM Cepala.

MejnkameHTO3HAS Tepanua CHMITOMaTu4ecyKas.

B cayyae Boinoanenus npouenyps @ouTeHa BeIeHUE NANKEHTA aHA-
JIoruuHo 6o/sabM ¢ ATK.
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1.18. AHoMmanusa J6wTenHa

AHATOMMWA

Anomanus D6urreiina — 5TO BpOXAeHHAS MaIb(OpMALKA TPEXCTBOD-

YaTOro KJanasa H IpaBoro Xeayaouka, XapakTepU3yIomancs:

- npuxpersiennem ctBopok TK k ctenke [1K;

—  (YHKUHOHAILHBIM CMeleHHeM GHUOPO3HOro KObIA TPEXCTBOPYATOrO
K/anaHa K BepXyLIKe;

—  pacluuMpeHueM «aTpHanu30BaHHOR» yacTu [DK ¢ ncToHYeHHEM CTER-
KH;

—  W3BLITOYHOCTBIO, QeHeCTpalyed U napayTHPOBAHKEM NEepeRHeN
creopru TK;

—  pacIIEpeHyeM NPABOro aATPAOBEHTPUKY.IAPHOTO coeuHe ks (HCTHH-
Horo ubpo3noro koasua TK).

Anomanus 6mrrefina coveraercs ¢ JMIII ¢ npaso-nesbim copocom.

MATO®U3KUONOINA

[IprunHofi aTOPH3NO0NOTHYCCKUX CIBUIOB B KPOBOOOPALEHNH [IPH
aHoManuy DbmTedHa ABAReTCH PYHKIMOHANBHO THION/IA3HPOBAHHBIN
1K, koTOpHIl HE B COCTOSHHU 00€CIEeUHTh aleKBAaTHBIH JIeTOHbIA KPO-
BoTOK. Tak kak 12K He B COCTOSIHUM IPHHATD BeCh BEHO3HBIH BO3BPAT U3
BKK, sosuukaer guniarauus [111 ¢ noseiiesnem B HeM AaBJIeHNS H BO3-
HUMKHOBEHMeM npaso-aeBoro copoca kposy yepe3 JJMIIIL Crenka ITK
ucToHYeHa. JlocTaTOUHO PacnpoCcTpaHeH sl ABaeHUs ubposa B MHOKap-
fie 060UX KeJIYA0UKOB, YTO MOXKET IPHBECTH K Pa3BUTHUIO CHCTOJIHYEC-
kol puchynkimu kak JIK, tak u IDK. Tskects nopoka Moxet ycyry6-
MATBCA CONYTCTBYIOLMMY HAPYIIEHHUAMH PUTMa cepua (TpeneTanue /
(GubprAALHMS IPEACEPAHUH, CYNIPABEHTPUKYAAPHAS TAXMKAPAUS HA PoHe
cunapoma Boasga—Ilapkuacona—Yyaiira).

Cpenusisi NPOAOJIKUTEILHOCTD XKU3HH NIAUKMEHTOB C aHoManned J6-
wrekna coctapaget 20 aet. [lpryuHOA cMepTH ABAAITCA CepledHast
HEeJ0CTATOYHOCTh, HAPYILEHHA PUTMA Cepaua.

KJIMHWKA

a. Knununyeckue posABJACHMAA 3aboseBaHUA:

— B TAXeJbIX CJy4YafaX ¢ NepBbiX JHEH XKU3HH MOXeT PasBUTLCH TH-
KeJsas cepieyHas HeJOCTaTOYHOCTD K MOABHTLCA IHAHO3,
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1.18. AHomanus 36LwTeinHa

HMB
MOHOKYCTIMAGAM3ALLMSA KoHnyeckas pekoHCTRYKLMS
no Danielson no da Silva
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TTIABA 2. KnWHUKa, AMarHOCTUKA U NIeYeHne OCNIOKHEHUI eCTECTBEHHOMO TEYEHMS....

Hu3zkuit BbIGpoc
B noctnepdy3noHHOM
nepuoge
\
MexnpeacepaHas

$uctyna

Bospact > 1 roaa,
BbIpaXXEHHas CUMNTOMaTHKa
\

ol

A
Mpyn HeyaayHO/HEBO3MOXH O
nnacTuke — npoTtesuposaHue TK

r Mnactuka TK, nnactuka MMM I

v
MnacTuka
TK + AKMNA =
nonyTopaxenyao4KoBas

ManeHbKui I'I)KJ

KOppeKums

AHoManug d6wTeliHa

6 MecsiueB
\ 4

OKNA
A

Bospact < 1 ropaa,
Bblpa)K€HHAs CUMNTOMaTUKa
e Cp. paBneHue J1A He Bbiwe 15 MM pT.CT.

e JIAU He MeHee 180 mm2 /M2

r Mpoueaypa Strans + MBTLU
¢ OJ1C He 6onee 4 ea/M2,
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1.18. Axomanus 36wTeliHa

NALUMEHTH CTAPIIET0 BO3DPACTA MOTYT JKAA0BAThCH Ha OMBILIKY,
YTOMJAGMOCTD, CepRuebHeHus;

AehOPMALLAs KOHUEBBIX haNanr Na/bleB B BUIE «0apabaHHblX na-
Aoyek» (y nereit crapue 1 ropa).

0. DPusnkanpHoe obcaenoBayue:

BbiC/YLIMBaeTCs Tpex / ueThipexunenHsii put™ (pacwenenue I
roya, I n IV Ton);

cnabpiii uau cpeanedi uutencusnoctr (ne 6oaee 3 /6) ronocuc-
TOJNMMECKUI UM DAHHHE CHCTOIMYECKUH ILyM PEryPrHTauuy Ha
TK Bpofb 1eBOro Kpas rpyiuHLL B HIXKHEN TPeTH,;

HEKHBII ME30HACTOIMYECKHH M OTHOCUTe/bHOrO cTeHo3a TK
BJIOJIL IEBOTO KPas IPYAHHbI B HHXKHE TpeTd (pexo).

AWATHOCTUKA

1. Anekrpokapauorpadms

6/10Kana npasoi HOXKY ny4ka ['uca, rumeptpodus I
aTpUOBeHTPUKyaApHas 6aokana I creneny (y 40 % nauuenTos);
cunapom Boasda—TlapkuHcora—~Yaiita.

2. Ixokappmorpadmsa

Kpumepuu duazHocmuxu:

cMenlenue K Bepxyiuke ITK oo UaM HECKOJBKHX CTBOPOK
TK;

CMelIeHHe TOYKH cMblKaHus cTBopoK TK k Bepxyike Gosee yem
Ha 8 MM;

npH3Haku aTpuanusanmu [1K;

VAJIMHEHHE 0JHON HAK HeCKO/bKUX cTBOPoK TK;

mchynkuns TK;

JIMITII.

NEMEHWUE W HABNTOQEHUE

1. Ha6niopenue u neyeHue NaLMEHTOB
C HEeKOpPUIrMpoBaHHOH aHoManuell 36wTelna

(-

0.

V THXe/BX UHAHOTHYHBIX HOBODOMIEHHHX MOKa3aHa B/ B HH-
(ysus npemaparos npoctarianinsa E;, koppexuns metaGouu-
YeCKOro auupo3sa, HHOTpOonHbe npenapatsl. Ilpy neobxoaumoc-
TW nauyeHTs nepepogsaTen Ha MBJL

AcuMnToMHBIE NETH ¢ aHOMAAKeH J01uTelHa peryispHo Ha0mo-
natores. [TpoBoauTCs CHMITOMATAYECKAS TePAITHS CePLLYHOH He-
JIOCTaTOUHOCTH W Hapyileduii putma cepaua. o nokasanuam
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IMABA 1. KnuHuka, AMarHoCTUKE 1 IeYeHne BPOXAEHHLIX NOPOKOB Cepaua

2.
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nposoutcs PUA 10n0MHUTENbHBIX IIPEACE PAHO-KENYAOUKOBBIX
coelMHeHuH npu cHuipoMe Boista—Ilapkuncona—Yyaiira.

B. [Ipothunakryika 6aKTepHAIBHOIO FHIOKAPAUTA NO MOKA32HHAM
(cm. npuioxenue 10).

r. JlomycTUMOCTDb 3aHATHH QU3KYABTYPOK U CIGPTOM 0 KOPPeKLHU
nopoxka (cm. npuaoxenue 8).

Xupypruyeckoe fieueHmne
[ToKa3aHUA K XUPYP2UYECKOMY fCYeHUIO:
~ B [IePHOJ HOBOPOXKIEHHOCTH NIPH HAMHUMH CUMITOMATHKY;
- B Gojlee cTaplieM BO3pacTe ONEPATHBHOE JeYeHHUE NOKA3aHO,
eCJIH:
*  CHH)XEHA TONEPaHTHOCTh K (PU3MYECKOH HAarpy3Ke;
*  [paBOXKeNYAOYKOBas cepaednas HegoctaTodHocTh (DK 11—
IV o NYHA);
*  [IHaHO3 Ipy QH3UYECKOH HATPY3Ke;
*  BO3HMKAIOT ADHTMMH, HE KOHTPOTHPYEMBbIE MEIMKAMEHTO3HOH
Tepanuei;
+ cHuxeHa Qynxuua JIK ns-3a ero caapanpanus MXII seaen-
ctBHe nuaaranmn [DK.

flpomuBONOKA3AHUS K XUDYPRUYECKOMY NTeYeHUIO:

— Hanwuye aGCOMOTHBIX MPOTHBOMNOKA3AHHI [I0 CONYTCTBYIOLIEH
COMaTHYECKOH NaTOJOTHH.
Xupypeudeckas marmuxa
Eciau sabonepanue MaHudecTUPYST B NePHOe HOBOPOKASHHOCTH,
TNIOKa3aHo orepaThBHoe JedeHyne. Halle Bcero HeoGX0AMMOCTD Olle-
PaTHBHOTO JIeYeHHs B DaHHEM BO3PAcTe CBHJETE/bCTBYET O HeBO3-
MOKHOCTH [IPOBeIeHHA 1By XKe/TyI0UYKOBOU Koppekury. B atom cay-
qae BxoAHoe otBepctue TK 3akpriBawoT sanaatoi (npouenypa
Strans). JJMIIIT 0CTaBARIOT OTKPBITBIM AR JEKOMIPECCHH [IPaBbIX
OTAe/I0B cepaua. BuemarebcTBO ONONHSIOT CUCTEMHO-/IEI0UHBIM
IIYHTOM.
[TanueHTs!, 6/12r0MOIYYHO NIEPEXKHUBIINE TIEPUOJ HOBOPOKAEHHOCTH,
HYXKAAI0TCH B AMHAMUYECKOM HA0/I0ACHUH IPH OTCYTCTBHH I0Ka3a-
HHH 151 OIIEPATHBHOTO JIeUeHHS. :
B GoJsiee cTapiueM BO3pacTe OTKPHBAITCS BO3MOXKHOCTH BHIIOJHE-
HHA [JIACTHKH Y npoTe3upoBakud TK ¢ yuoBieTBOpUTEIbHBIMY pe-
ayabTaramu. [lpeanourenue crnepyer otnaeate naactuke TK. Ilpu
pucke paspuTua [RK Hegocratounoctu AMIII] ocTapasior, a pekon-
crpykuuio nonoausior JKIIA (nosyTopaxenynoukosas Koppekuus).
lpu srpazkennoi ITK HenoCTaTOUHOCTH U, KaK C/I€[CTBUE, HU3KOH
SatO, B nocaeonepaupontom nepuope (xkputepuit PaO, mexee 30%
mpu oTkiIouenrr 0T MK) B03MOXHO BBINOJIHEHHE CHCTEMHO-1€I0Y-
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1.18. AHomanus SbLTeitHa

Horo wynra, Kak npasuno, pewenne B 0os3y npotesnpopanus TK
npunumaior, ecau tkanu TK o6rypupyior BOIDK.

Xupypeuveckas mexHuxa

[lanmaTHBHbLIe BMEIIATEMbCTBA, IPeAeCTBYIOLME OAHOXKETYAO -

KOBOI KoppexiiaH (Ha0KeHHe CHCTEMHO-IeTOYHOIO LY HTA), BbINOJ-

HAIOTCS B COOTBETCTBUM C IPUHIMIAMH, OMCAHHBIMH B IIPE/bIAYLIHX

raapax (cm. «Arpesus TK»Y

B 60/IbIIMHCTBE CTYYaeR IBYXKeay104KOBOk KOPPEeKIAY OlIepaTHB-

HOE JIGYEHHE COCTOHT U3

1) naacruku JMII naa OO0 (8 cayuae ymepenHo# [DK wenocra-
TOUHOCTH ¢ OCTABJEHHEM QHCTYBI OKOJIO 3 MM);

2) ycTpaHeHdst BHIIOJHEHHBIX paHee CHCTEMHO-IerouHbIX LIYHTOB
H KOppeXiMH COMYTCTBYIOLMX aHoManuii, Takux kax JIMIKII,
crenos JIA nan OAIl B COOTBETCTBHH ¢ NIPUHLMIIAMU HX H30J1H-
POBAHHOM KOppeKLHH,;

3) BHINOJHEHHA 10 TOKA32HUAM Pa3/IHYHEIX IPOTHBOAPHTMHYECKHX
npouenyp (PYA niu xupypruueckoe pasodiiexue J0N0IHHTeNb:
HBIX IPOBOASIIUMK NyTeH, KpHoabIALMK aTPHOBEHTPHKYAAPHOTO
COeIMHEHHMS, IPABOCTOPOHHKSASA Npoueaypa MAZE);

4) numxauuu atpranusosasoi acta IDK;

5) nuactuke (KOTAa 3T0 BO3MOKHO) HAN poTe3upoBanus TK;

6) arpuonsacTHKU NPaBoOro Npeicepaus.

Cyuectsyer MuoxecTBo MeToguk nactuku TK npu anomanun 36-

wredna. Boibop TOA WM MHOH U3 HEX 3aBHCHT 0T aHATOMHYECKHX

0c0OEHHOCTEH B KAX/10M KOHKPETHOM C/Ty4ae.

[To npunumnam BeimoHeHuA HAacTUKY TK MOXKHO pasnennts Ha nna-

CTHKY ()YHKIHOHATLHOTO (PHOPO3HOTO KO/IblA H HCTHHHOTO GrOpos-

oro xoasua TK.

Haun6ouee yHuBepcanbHbIMH U3 NPEJIOKEHHBIX METOAHK ABMAIOTCA

npouesiypa Danielson i «konnueckas» niactaxa no da Silva.

lpouenypa Danielson (MoHokycnnaannsaums TK). [Tnactu-
Ka (yHKuMOHAbHOrO prGpo3Horo Koabua TK. 3anuparesibras GyHK-
LM OCYLUECTB/IACTCS YBeAWIEHHOM TIPH JAHHOM NaTOIOTHHA Nepe el
crsopkoit TK. Cyxenne ®K ocyuectsanetcs n-06pasHpimMu LUBaMy
Ha MPOK/IA/KAX, HAKIA[BIBAEMBLX OT Nlepe/He-3amuel komuccypsl TK
K KopouapHoMy cunycy. Ilpu 3aBasbiBaHyy 3THX LIBOB aTPHAH30-
pannan yacth 11K cobupaercs B ckIagKy ¢ $OpMUPOBAHUEM BTOPO-
ro sxoga B IDK psasom ¢ orsepernem TK. B nanpnefiniem fannas
ckaaaKa nauuupyetcs. Jloctrxkerue ajeksatHol koantauud TK no-
CTUraeTcA NOALUINBAHKEM NepeiHest NaNHAJIAPHOH MbILILbL K Iepero-
poOjKe, CLINBAHUEM NePeHeH U CenTabHOH CTBOPOK HeNpPephIBHbIM
LLIBOM. ;
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[TIABA 1. Knuuuka, gvarHoCTvKa v IeYeHne BPOKAEHHBIX NOPOKOB Cepaua

Konnueckas naactuxa no da Silva umeer Gosee mmpo-
KHE BO3MOXKHOCTH JU1st BOCCTAHOBJICHMS! 3aHpaTe/ibHol ByHKiuy TK
u ycrpanenus oberpykuun BOIDK tkanamu TK. Onepauus oTHo-
cuTes K mitacTrkam aHaromuueckoro @K. [Tocsre aTpHoToMuy 1o Ko-
MHCCYPaM Hakaa/biBaioT IBH-fepxanku. Creopru TK oTcekawTea
0T MeCTa UX NpUKpenaeHus K anaToMuyeckomy PK equnbiv KoHII0-
MepaTom (pa3pes HAYMHAIOT OT CePeVHbI IepeHed CTBOPKH U [IPo-
AOJDKAIOT [I0 [epe/iHe-CeNTaqbHOH KOMHCCYPBl, 0TCeKasn G0JbLIYIO
4aCTb Nepe/Hel, 3aHI00 U CenTaasHylo cTBopky). TinarepHo ycr-
PAHSIOT CPALICHHS MEXY NapHeTaNbHBIM KDaeM CTBOPOK ¥ CTEHKA-
mu [DK. [1pu oTCyTCTBHHE COEAHHEHHNH TT0 KOMHCCYPaM MEX[Y CTBOD-
KdMH — Kpasi CTBOPOK CLIHBAIOT, (DOPMHPYH €MHbIH KOHYC CTBOPOK.
[Mnacruxy ®K nposoast nono6uo meroauke Danielson, Tonbko Ha
yposHe HCTHHHOrO anatoMuueckore PK. Chopmuposanroe ay6au-
pyioinee oteperue TK nmunupyercs. Konye TK nosopauusaiot opo-
THB YaCcOBOH CTpeJKH, yeTpanss obcTpyxuuio BOTIK, u penmnian-
TupyioT Ha DK,
B cayuae mMaseHbKoH N010CTH MK Maoxod pyskuns ITK (B comun-
Te/BHBIX CAYYAsAX elMHCTBEHHBIM cocoGoM onpegenenus OB ITK
apiserca MPT) BMelaTenbCTBa 3aKAHYHBAOT (POPMUPOBAHHEM
JKIIA, npu ocTaBneHun MexXIpecepAHOA GUCTY.IB — HONYTOPaXKE-
JYL0YKOBAs KOPPEKIHS.
B xauecTBe anbTEPHATHBHOrO METOAA MPY BMelIaTelbCTBAX AN
yMeHbIneHus nuamerpa DK Bo3MOXHO NpHMEHEHHe ONOPHOIo He
3aMKHyTOro KoJpna Carpantier. Januas metonuka Gonee akTyans-
Ha JyI5 B3POCBIX IALHEHTOB, IOTOMY KaK PENATCTBYeT POCTY (hub-
posHoro xossla TK.
Cneyudpuveckue OCROKHEHUS XUPYP2UYeCcKo2o SleqeHus:
— pesuayanbHas HefOCTaTOUHOCTL TK;
— [PABOKENYN0YKOBas CepledHas HeJoCTaTodHOCTh;
~ HapylIeHHs PATMA cepiua (CymnpaBeHTPHKy/SPHHE TaxHapuT-
MuUH).

NocneonepauuonHoe Habnogexne

1. HinTe bHOCTb M KPATHOCTb HaOJIOASHUS NALMEHTOB C KOPPHUTUPO-
BaHHOMH aHOMaauel J61TeliHa onpeneseTcs HHIHBUAYaIbHO. Ole-
HHBAOTCS COCTOSTHUE reMOJMHAMUKY H HAJHYHe aPUTMHAH.

2. TlpodurakTuka 6aKTepuasibHOTO SHAOKAPAKUTA 110 NIoKasaHusM (M.
npuaoxenue 10).

3. JonycTuMOCTb 3aHATHA QU3KY/IBTYPOH H CIOPTOM [IOC/Ie KOPPeKLHH
nopoxa (cM. npunoxense 8).
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1.19. O6wwmmn
aprepuanbHblii CTBON

AHATOMMUA

OAC xapakTepusyeTcs TeM, YTO OT IIPABOTO K JEBOT0 XKEAY/I0UKOB
OTXOMT €IMHCTBEHHBIEl MATHCTPANBHBIH COCY/ C OGIIMM TONYAYHHEIM
KJIAIIaHoM, 0T KoToporo 6epyT Hadano Betsu ayry aoptsl 1 JIA. ITog 06-
UMM NOJy/IyHHBIM KJIAMAHOM 3TOCO COCYAA PacliofaraeTcs KPYIHEIH
JMKIT.

Aunaromuyeckas xnaccuduxaupns OAC no Van Praagh:
= Tun Al — neroyssie apTepry HAYUMHAKTCH OT KOPOTKOTO cTBOAA JIA,

orxonswero ot crenkd OAC.
= Tun A2 = nerounbie apTepHy HAYHHAKOTCH CAMOCTOATEBHBIMHE YC-

ThAMH 0T Bocxozsiuero otaena OAC.
= Tun A3 — 0Ha 13 JIErOYHEIX apTePHH, Yalle TPaBas, HAYUHAETCH OT

OAC, propas kpoBocHa6xkaercs yepes OAIT uan xosatepasbHpiii

COCYAL.
= Tun A4 — coueranne OAC c nepepsisom Ayru aopTsi (HucxoasLas

aopra kpoocuabxaercs uepes OAIT).

NATO®MN3NONOrnsA

[1pu OAC or cepaua OTXOAMT TOJIBKO OJMH apTEPHAABHBIA COCY,
uepes KoTophlil o6ecneqHBaloTesl KOPOHAPHAS FeMOHHAMUKA, FeMO/IH-
namukn MKK u BKK. Tak kak 8 OAC noctynaer cMeliaHHasi KpoBb, TO
1LIMAHO3 HBJASIETCA OCHOBHBIM M MEPBHIM CUMIITOMOM 3abonesanust. B oc-
Ta/lbHOM NaTO(MU3NO0I0THA NOPOKa GYIeT 3aBHCEThb OT HAJIHYHA COMYT-
CTBYIOUMX aHOMaJ/uH (e pepbiB AyTy a0PTH, IOPOKHU PA3BHTHA KOPOHAD-
HbIX apTeprit) u Tuna oTxoxaenus JIA ot OAC. B 3aBucHMocTH OT 370
I'0 MOXKeT Hab/01aThCs Kak oGoraulenue, Tak i o6ennenne MKK (8 pen-
KHMX C/1y4asiX ), PASNAYHON CTENEHY BbIPAXKEHHOCTH CepAeYHAs He0CTa-
TOMHOCTh, CBA3AHHAA KAK ¢ 00BEMHOM ePerpy3KoH XKenyL0dKoB, TaK 1
¢ eI TOM KOPOHAPHOro KpoBoToKa. Hepoctarounoets kinanana OAC
HelpepLIBHO IPOrPecCHpYET.

Bo/iblIMHCTBO NalHeHTOB NOrMOAET B TEUEHHE [EPBBIX ABYX HEAE/b
xu3nu, 85% — k kouiy nepsoro roaa xusayu. OAC B 33% cayuaes si-
NAeTCs cocTapasiole A yacThio ciunnpoma DiGeorge. [Tporuos Ha xusus
y naupedToB ¢ OAC HeGaaronpasTHbIH,
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TTIABA 1. Knunuka, AvarHoCTUKa 1 Ie4eHre BPOXEHHBIX NOPOKOB CepALa
1.19. O6wmit apTepuanbHbIi CTBON

K/IMHUKA
a. Kaunnuyeckue nposiBrenus 3a00/1eBanus: H
~ IHaHO3 Pa3iu4yHOH CTEeNeHH BblPaKeHHOCTH; RS g
cepaue

— NPU3HAKK CepAeYHON HEA0CTATOYHOCTH (O/IbILIKA) C IePBBIX AHEH
f10C/Ie POXKICHHS.

6. DusukansHoe obcaefoBaHHE:

—  BHICOKOE NY/IbCOBOE JIABJIEHHE;

—  BbIpAXKEHHAs! MYJIbCALMS NPeKapInaibHOf 06JaCTH, BepXyley-
HBIH TOJUYOK 3HAYUTENBHO CMeLlieH BJIeBO;

~ rpy6uii (2~4 /6) cucronuyeckuii Lym, CBA3AHHEL C HATHUHEM
JMEKTT, koTOpSI AyYllle BRICAYLIKBACTCS BAOJIL JJeBOTC Kpas rpy-
[HBI;

— npu runepsoeMuu MKK B npoexuyu BepXylIKH BbICAYLIHBACT-
¢ rpy6bili AUACTONHYECKUH LIYM («TPOXOT»), KOTOpBIH MOKET CO-
YETAThCS C «PUTMOM [a/Ionar;

~  HEXHBIH IHACTONHYECKHH VM HeZoCTaTOUHOCTH Kiaanana OAC.

AHATOMMUS NOPOKT

AWATHOCTUKA

1. 3nexrpokapguorpadmsa
~ OKT-npusnaky GUBEHTPUKY/IAPHO# runepTpoduy (pexe ormea-
eTCsi TUNepTPOdUS OHOTO U3 ;Ke.nynoqxosg;
— pezko runeprpodus JIIL
2. 3xoxapguorpadusi

Kpumepuu dugzHocmuru:

~ ofHapy)KeHye OJHOTO IMHPOKOr0 COCY/A, OTXOAAIEr0 0T 060UX
KNy A0YKOB;

~ ofHapyxeHue JeroyHo aprepun otxopduei or OAC;

= JAMIKII;

~  HaJHY{e MATPAJBHO-NOJNYAYHHOIO PUODPOSHOIO NPOJC/KEHHUS,

— HaJWyHe TOJIBKO OJHOTO MOJY/YHHOTO KiianaHa.

BN BN BN BN BN BN BN BN BN BN BN
¢ & & 9 9 ¥ I L

NEYEHUE W HABMIOAEHUE

1. HaGniopenune U NeyeHKe NaLMeHToB

€ HekoppurnposaHHsiM OAC

a. Ilepen onepanuei Bceym nauueHTaM He0OXOIMMO NIPOBOAUTD AK-
THBHOE JIeYeHHe CepAEeYHON HeloCTaTouHoCT! (IrypeTrky, au- ‘)l |
TFOKCHH).

6. Tak xax OAC B 33% cayyaes AB/IseTCA NPOSBIEHHEM CHHAPOMA
DiGeorge, ciefyeT npHAEpPKUBATLCA C/IeAYIOLMX PEKOMEHAA- .ll
uu:

Cxema paAUKOABHOM
KOPpEKLMm
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INABA 1. KnuHuka, aMarHoctika 1 neveHve BpoX/aeHHbIX NOPOKOB CEPALA
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— TOCTOSIHHBIE KOHTPOJIb YPOBHS CBIBOPOTOYHOIO KAJIMS ¥ MarHus
¥ IPH HeOOXOIUMOCTH — €I'0 KOppeKLus,

— JIeueHHe U TPOQHUIAKTHKA CTPENTOKOKKOBBIX 1 THEBMOKOKKOBBIX
HH(EKUNH, YUUTEIBAS HATHYKE THMYC3aBUCUMOr0 UMMYHOe(pH-

. LHTa;

— un3beratb UMMYHU3ALUNH KUBBIMU BaKIMHAMHU.

B. [Ipodumaxtika 6aKTepHaJbHOTO IHAOKapAUTA M0 MOKa3aHHAM.

Xupypruueckoe neyeHume

IToKazanus K xupypauveckomy JeqeHuso:
— nuarHo3 OAC — a6cosioTHOe NoKa3aHue K OlepaTHBHOMY Jleue-
HUIO.

[TpomMUBONOKA3AHUS K XUpPYP2UYECKOMY JIe4eHUto:

- Belcokasi JeroyHas runeprensus (OJIC > 10 En/m2 ucxonso u
> 7 En/m2 nocJie IpuMeHeHHs Ba30MAATaTOPOB);

— Ha/Jnyue aGCOMIOTHBIX MPOTHBOTNOKA3aHUH 10 CONYTCTBYIOLIEH
COMAaTHYECKOH TaTOJIOTHH.

Xupypaudeckas makmuka

B upneane guarnos OAC po/keH GbITh TOCTABJEH B TEpPBHE YaCH
nocje poxaeHus. B aToM ciydae niaHoBoe onepaTHBHOE JeUeHHe
MPOBOJSAT B T€UEHHe MepBOH Heneau Xu3HU. [Ipu nosagHeidl nocra-
HOBKe THarxosa Heo6xonumo onenusats OJIC.

[Tpouenypo# BbIGopa sIBASETCS IepBUUHAS PAMKaNbHAs KOPPEKIHUS.
Cyxwusanue JIA, 1axe ecyiv aHaTOMUYeCKH ¥ BO3MOXKHO, KITHHUUeC-
KU He 3()(peKTUBHO.

Xupypaudeckas mexHuka

HckyccrBennoe kpoBoobparenve. bukaBa/pHas KAHIOMSALHS U Ka-
miosiusi OAC. Jlerounbslie apTepuu BEIEASIOTCS U 6epyTCs HA TYP-
HUKeTH. Bo BpeMsi BHIMOMHEHUS KAPAMOIIErUH BBIIOMHAETCS UX
KPaTKOBPEMEHHOe IIepesKaTHe C [Ie/IbI0 HalPaBUTh KapAUOIIernyec-
KHH PacTBOP B KOPOHApHBIe apTepuH. Jl1uTe/bHOE NepexaThe Je-
TOUHBIX aPTEPUH MOXKET MOBPEIUTD JeTKie. Bo n3bexxanue MIyHTH-
POBaHHsI IOTOKA U3 a0PTa/IbHON KaHIO/H 110 JIA 3a:KUM Ha a0pTY 10J1-
KeH ObITh HamoXeH Boiie yetheB JIA. [lpu c6poce Kapauommeruu
Yyepe3 HEKOMIETEHTHBIH TPYHKAIbHBIH K/AanaH, He00X0AUMO IIPOBe-
cru Bekpoithe mpocseta OAC, n nepoy3Hio KapAHONIerHueckoro pa-
CTBOpA OCYIIECTBJSIOT HATIPSIMYIO B YCThsl KOPOHAPHBIX apTepHH.
JIA orcekatorcs ot crenkd OAC. JlebeKT CTEHKH yIIMBaeTCs WM
BBLINIOJHACTCH €r0 MJIACTHKA KCeHO/ ayTomepUKapAuaibHON 3ana-
tort. [lmactuxy JMIKII BEIOJHAIOT Yepe3 BEHTPUKYJNOTOMHIO B
BOITXK. Matepuan s niactuku — gakpod. Ilocse nsactuku
JIMKIT nponsBosT IpoTe3UPOBAHKE CTBOJIA 1 KanaHa JIA knana-
HOCOJIepKalluM KoHIyuToM. B mepByio oyepenp (GopMUPYIOT AHC-

¢ @9 eI e e
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1.19. Obumit aprepuanbHLii CTBON

Ta/LHbIA AHACTOMO3 MeXAY KoHaynTom 1 JIA. Brimoansior niactu-
ity OAC, ymerbluas ero uamMeTp, ¥ MIACTHKY TPYHKAILHOTO KJana-
HA IS NPEAOTBpALIEHUS ero HeaoCTaToyHoCTU. [IpoTesupoBanue
AoK no no60# W3BecTHON METOAMKE MPUBOJHUT K HEYAOBJIETBODH-
TeNLHBIM pe3y/bTaTaM. 3apepluanT KOppeKinio GopMUPOBAHHEM
NPOKCHMANBHOrO aHACTOMO33 MEX[Y K/IanaHoCo/epKalliuM KOHIY-
nrom u BOITLK vyepes BenTpukynoToMuic. B nocaeonepanuorHoM
[epHo/Je XapaKTepHO pa3BUTHE «IerCYHEIX KpH30B». HecMoTps Ha
IIHPOKHE ONIUMK MeAMKAMeHTO3HOr0 JJeueH s Liglecoo0pasHo ocTaB-
JATh MeXKIpeAcepAHYI0 GUCTYIY [UaMeTPOM 3 MM /1 ofecreyeHus
CHCTeMHOM reMOJMHAMUKH U NoBbilleHur Aaienns B JIA (oco-
HeHHO )ec‘rm OIepaTHBHOE JieUeHHe BLIUTOJHEHO B BO3pacTe CTaplle
6 mec.).

Cneyughudeckie OCAOKHEHUS XUPYPSUYECKOZ0 NEYEHUS:

= IDK nepocratounocTs (serounsie kpussi);

= peau/yajbHast Jero4yHas THnepTeH3Hs;

= ATPHOBERTPHKYJIAPHAS Y3/10Bas IKTONUYECKAS TAXHKAPAKS;
= JMCHYHKLUA KOHIYHTA.

NocneonepauuoxHoe HabnopeHHe

1.

3.

”()CJ]GOIIQP&L[HOHHO@ Hab/oneHue OCYHIEeCTBAACTCH KaAXKIbIE 4—6
MeCHALEeB MOXH3HEHHO. KOHTpOJIprIOTCH COCTOsIHHA TPYHK&JIbHOIO
KilandaHa, KOHAYHTa, OUeHUBARTCH BBIPAXKEHHOCTD apIdTMHfl.

IlpodunakTrka 6aKTe pHATbHOTO SHAGKAPAUTA IPOBOJHTCS 110 0Ka-
3aHMAM HA NPOTsKeHHH Beed xu3un (cm. npunoxenve 10).

3anATHs PU3KYABTYPOH U CIIOPTOM HE PEKOMEHAYIOTCH.
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1.20. [iBoiiHOE@ OTXOXKAEHHUE
COCYAOB OT NpaBoro
yKenyaouka

AHATOMUA

JIBoiiHOe OTXOX/eHHE MarucTpansHeix cocynos oT [IK — cnexrp
TOPOKOB PA3BHTHS CEP/IIA H MATHCTPAMBHBIX COCY0B, IIPH KOTOPEIX 062
MaruCTpaibHbIX COCY/Ia OTXOASAT NOJAHOCTBIO WX YACTHIHO OT TDK. 10C
ot IDK coueraetcs ¢ JMAKIL

Io pacnonoxennio IMXKII peigesior:

— JIOC c npoiino# Kommutanuei JMKIT (medrexT pacmo.ioxKeH Heroc-

PeACTBEHHO MO/ KAANAHAMMU a0PThl 4 JIA);

- J1OC ¢ cy6aopraibsem JIMKIT;

~  JIOC ¢ cy6nysmonansubn JIMIKIT (asomanus Tayccur—bunra);

—  JIOC ¢ nekommutuposanasim JIMIKIT (nedexT pacnonoxen Gmuxe
 TpabexyaspHoit yacte MXKII, He cBA3aH HANPAMYIO C KJIanaHamu

MArMCTPA/IbHbIX COCYAO0B).

[To HaJAMUHIO NOAKAANIAHHOTO cTeHo3a JIA:

-~ JIOC co crenosom JIA;
- J10OC 6es crenosa JIA.

Kpome Ttoro, JOC ot IDK 4acTo xnaccuduuppyior no B3auMHOMY
PACMON0KEHHIO MArHCTPATBHBIX cOCYn0B. CYLIECTBYIOT BAPHAHTD! OT
HOPMa/IbHOTO PAaCTIO/I0KeH), KaK npH TeTpaje Pajio, 10 pacnosoxe-
HUSA ONOBHOr0 TPAHCIIO3HIMY MATHCTPAILHBIX cocyn0B. [lanHas Kiac-
CH(HKALMA KIMHAECKE Ma/10 IPEMEHHMA i HeCeT JIMLUb ONHCATe/bHbIH
xapakrep.

NATO®U3UONOTUA

[aTodusronorus nopoka 06yCA0B/EHA PACIOJ0KEHHEM JMNIT, a
TaxKe HanpuueM wiad orcyteriem CJIA.

NOC ot IIXK ¢ cyGaopraasupmy JMXIL v oTcyTeTBH-
em CJIA. B 3ToMm cayyae okcureHuposaHHas kposb us JIK vepes
JIMIKIT nanpsimyio IocTynaeT B a0pTy, a BeHo3Has kposb u3 ILK — B
JIA. Llaro3 npu AaHHOM aHATOMUM He BHIPAXEH HJIH OTCYTCTBYeT. Or-
meuaeTcs runepsosemus MKK. BriCOK PUCK Pa3BHTHA JIETOYHOH IHIep-
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1.20. [1BOHOE OTXOXAEHWE COCYAOB OT NPaBOro XenyAouka

HopmaabHoEe .
cepaue

X
TOOHCOHYASIPHAOA MACCTMKA  [POTE3MPOBAHME AA KOHAYUTOM
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TTIABA 1. KnuHuMKa, AMarHoCTVKa 1 neveHne BPOXKAEHHBIX MOPOKOB cepaua

l

Bo3spacT > 6 mec.

A0C ot MK
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Bo3spact < 6 mec.,
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1,20, [1BOHOE OTXOXKAEHWE COCYA0B OT NPABOr0 XKEeNYAouKa

PN M COPACUHOI Hef0CTaTOUHOCTH. ['eMonHamMuka npy cy6aopTals-
HOM pacnogoxenun JIMKIT cooTBeTCTBYET H30/1MPOBAHHOMY GO.ILLIO-
my JAMKII.

NOGC or 11K ¢ cy6aopransusm JMXKIT u CJA. Hanu-
une CJIA npuBoauT K TOMY, 4TO, HApSLY C OKCHIeHHPOBAHHOW KPOBbIO
ua JIA B aopry HanpassfeTcs O0MbLIIOE KOJHYECTBO AeCATYPHPOBAH-
{ it YTO NPUBOJMT K BO3HHKHOBEHMIO LiiaHo3a. ['eMo-

JOC ot 11X ¢ cy6nyasmonaasusm JMXKIL. [lpu gas-
HOM BApMaHTE MOpOKA BCH OKCHreHmpopanuas kposb u3 JLK depes
JIMIKIT nanpasasercs b JIA, a senosnas kposs — u3 IDK B aopty. Ber-
PAJKCH 1LHAHO3, BLICOK PUCK Pa3BHTHH JErouHol runeprensun. MoxHo
CJIeJIATD BBIBOJL, UTO, HECMOTPS Ha Pa3JH4He B aHATOMUH, FeMOIHHAMH-
ka JIOC ot DK ¢ cy6nyasmonansnnim JIMZKIT coorserctsyer D-TMC.

JIOC ot T12K ¢ nBoliHOK XKOMMHTaUKEH JIMXKIT nau
nekommutuposandubm JMXKII. TemonnHamnka npu yKasaHHbIX
pacnonoxennax JIMIKIT HocHT npoMeKyTOUHbI¥ XapaKTep.

K/TMHUKA

JNOC o1 TIXK ¢ cybaopranpumm JMXKII
morcyrcreuem CJIA
4. Kaunuueckue nposisieHys 3ab0eBaHMs:
~  cepieyHas HeSOCTaTOHHOCTh (0TCTaB2Hke B HH3HUECKOM Pa3BH-
THH, OABIIKA M 1p.).
0. PusukasnbHoe obcnenoBaHme:
= nyJbcanus B 061aCcTH Cepala;
~ CpejHey WJIH BHICOKOH MHTEHCHBHOCTH (3-5/6) roaocucronu-
yecKudl MM PaHHMEA CHCTONHYEeCKH# iyM c6poca KpoBH uepes
JIMIKII BaoJib HHXKHEH NOJOBHHbI JIEBOT0 Kpas I'PYAKHbL
~  MACTOJNHYECKHH [IYM OTHOCHTE/IBHOIO FeMO/IHHAMHYECKOr 0 CTe-
Ho3a MK na Bepxylike cepana;
-~ rpomxu# I ToH.
NOC o1 IIXK ¢ cy6aopraapusim JMXKIL u CJIA
2. Knuunyeckue nposiierus 3a00/0eBaHus: .
~  1IMAHO3, 3aePKKa PU3UIECKOTO PASBATHA.
6. dusukaibHOE 00CAEN0BAHHE!
~  cpenueit untencusuocTd (2—4/6) cucTONMUECKHH WIYM H3THa-
HUA BAOJb JEBOT0 KPas IPYIUHL, MHTEHCUBHOCTD H IPONOJIKH-
TENLHOCTS 1UYMa npiMo nponopuuonans crermedn CJIA;
~ rpomkui II'ron.
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TTIABA 1. Krmuuka, anarHocTika v NeyeHmne BpoxaeHHbIX NopaKoB cepaua

JOOC o1 ITXK ¢ cy6nyabmonaabsaem JMXKII
a. Kaunuueckue npoasienss 3a0ojeBanvs:

- TSKE/bIH HHAH03, 33/IePKKa PU3NUECKOro PasBUTHS;

— redopMauys KOHIeBHX Ganaur Nanbues B suae «GapaGanubix na-
Jouek» (y meredt crapuie 1 roga).

6. PusukanpHOe 00CNeI0BAHKE!

— cpeauei uuTencusHocTH (2-3 /6) cucTosyyecKui WIyM BAOJb
BEePXHEF [0/J0BHHbI IEBOTO Kpasi TPYANHH,

— rpomku# I Ton;

— Y HaUAEHTOB cvsmcoxofz’l JIT B npoekuyu JIA MoxeT BbCIyILIN-
BAThCH HEXHBIM AMACTOMMYECKHH WYM reMOLUHAMUYECKOH He-
AOCTATOYHOCTH Kaanaxa JIA Ha doHe ee BbIpaXKeHHOH AujaTa-
LIHH.

JOC or INIXK ¢ npofinof kommuranunen JMXKII

uau HekoMMuTHpOoBaHHHM JMIKII

a. Knvuuyeckue nposiBaeHns 3a6o/eBaHus:

~  yMepeHHbIH LHAHO3, yMEPEeHHbIE IPU3HAKH CePledHOH He10CTa-
TOYHOCTH.

6. PusnkanpHoe 06¢/1e10BaHME:

—  cneguduyecKol aycKy/IbTaTUBHOH KapTHHbI HE CYLIGCTBYET,

~ B GOJIBIIKMHCTBE CYYaes BBICIYILUBAETCS CpegHel MHTeHCHBHO-
ctu (2—4/6) rosocUCTONMYeCKHA HIH PAHHUH CHCTOJIHYECKHUI
urym c6poca kpoeu uepes JIM2KII nesoro kpas rpyavssl;

= rpomgui I Ton.

OUATHOCTUKA

1. 3nexrpokapaworpadua

— OTK/JIOHEHHE JEKTPHYeCKOH ocH Baeso, runeprpodun [12K, nan
OuBeHTpPUKYAApHas runeprpodus, runeprpopus JI1, arpuosen-
TpuKyaspHas 6aokaga 1 crenenu (IOC ot IIK ¢ cyGaoprans-
Heim JMIKTT 1 otcyreeuem CJIA); :

— npusuaxu runeprpoduy [DK u IT11,'6.10kana npaBoé HOXKH nyu-
Ka'nca, aTproBenTpuKyJspuas 6aokana [ crenenn (IOC or IDK
¢ cy6aopTansusm JIVOKIT u CJTA);

— npusnaxw runeprpodun K v 111, y HOBOpOXKNeHHBIX — rumep-
tpodus JDK (TOC ot TDK ¢ cyGny/ibMOHATBbHEIM JIMOKID).

2. 3xoxapguorpacdus

HKpumepuu duazHocmuKu:

—  Hanuuue Gynb00BEHTPHKYIAPHOH CKIALKY, Pa3fensoued MUT-
pAbHBIA U OIUH U3 NOAY/AYHHbIX KNANAHOB;

— OTCYTCTBHE MUTPAJIbHO-NOJYAYHHOIO IPONC/IKEHHS,
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1.20. [1BoitHoe OTXOXAEHME COCYAOB OT NPABOrG Xe/yAoUKa

«  Z-06pasnas neopMalys BHBOAHOrO TPAKTA JEBOIO KEJIYA0H-

Kéa,

~ ofnapyxeude Boixoaa u3 JOK B BuAe 0TBEPCTHS B NPOKCHMAL-

HOM KOHYCe H/11 HeCOOGIIAIONIErocs AedeKTa (Buayanusauus us
napactepHanboi npoexun oca JOK 1 cyOKCH(OHIATBHOK TPO-
@KILMM JIHHHO OCH BBIBOJHBIX TPAKTOB 000MX HKeJy/I04KOB);

= PACX0XAEHHE KOHYCHOH [IePeropoMKy 1 6y.b60BEHTPHKYJIAPHOH

CK/ANKY, 4 TAKKE 0TCYTCTBHE C)OPMUPOBAHHOTO HAKELY A0
KOBOI'O rpedns;

=~ [10JIHOE WJIM YACTHUYHOE PacIIoa0KEeHNE MArucTpanbHeIX COCYI0B

HAaJl NPABbIM KeJJy 104KOM.

NEYEHUE W HABJTIOQEHUE

1. Ha6niopeHne u neveHne NauveHTos

¢ HekoppuruposaknbiM AOC o1 MK

a, Jleuenne cepieuHOl HEAOCTATOUHOCTH [IPH HAIMYHHM CHMITOMOB
(11y peTHKH, MHOTPONHEIE CPEACTBA).

6. TlpoduaaKTika 6aKTePHATBHOIO SHAOKAPINTA NP HANMHYHH 110~
kasanui (cm. mpunoxenue 10).

2. Xupypruueckoe neveHsue

(loKa3aHus K XupypeudecKoMmy neveruo:
~  yanuune auardosa JJOC ot ITK ssaseTcs abCOMIOTHBIM M0KA32-

HUeM /sl OTlepaTUBHOTO JeYeHH .

[IpOMUBONOKA3AHUSA K XUDYP2UHECKOMY IeHeHUIo:
~  panMuKe a6COMOTHBIX NPOTHBONOKA3AHAH N0 CONMYTCTBYIOLIeH
COMaTHYeCKOH aToJ0THA.

Xupypzu4eckas makmuKa

MeTon BuiBopa — I0JIHAA dHATOMUYECKas KOPPEeKLHSL.
3a6onepaHue MaHUGECTHPYET B PAHHEM BO3pacTe. [1pu ycTanosie-
HUM MATHO3a ONTHMANBHEIH CPOK 15l IPOBE/IEHHUs ONIEPATHBHOrO J1€-
YeHHMsA — [TEPHUOJ HOBODOKIEHHOCTH, KPOME 0co0bIX Cay4aes, KOraa
JL151 NIOJTHOH 2HATOMUHECKOH KOPPEKUHH MOXKET I0TPe60BaTbCs Kiid-
naHocoepXalui KOHIynT. B 310X ciiyyasx pO3MOKHO ABYXSTall-
loe Xupypruueckoe Jevenue. [lepspiM 3TanoM B epHOL HOBOPOX-
JIeHHOCTH NPOBOAAT NAJIMATHBHOE BMELIATeIbCTBO: NPH HAIWNH
cren03a JIA B COUETAHHH ¢ LIHAHO30M = CHCTEMHO-IErOYHBIA LWYHT,
B OCTAJBHBIX CAy4anx — cyxusanue JIA As 3alUThI COCYAHCTOTO
pycaa MKK.

YacTHble BONPOCH TAKTHKH B 3aBUCHMOCTH OT aHATOMM4ECKOTO0 THIIA
Nnopoxa:

1. J1OC ot ITXK c cybaopTa/ibHbIM JIMIKIT] 6e3 crenosa JIA:

147



|

TTIABA 1. Knumka, AMardoCTUKa 1 feueHne BPOXAEHHBIX NOPOKOB cepaua

—  BHYTPHKEJYJOUKOBas KOPPEKLHsA C NepeMellleHHeM yCTbs a0p-
Thi B JIK ¢ moMOLIBIO 3a11aThI.

2. JIOC ot ITX ¢ cy6aopransrbivm JMKIT co cTeHozom JIA:

~  BHYTPHKEIyI0YKOBAs KOPPEKUKSA + TPAHCAHY/ISPHAS 11aCTHKA
WJIH, TIpY aHOMaabHOM pacnooxernud JIA, REV npcuenypa ui
npotesuposate JIA KIanaHOCOAEPXKALIMM KOHAYHTOM.

3. JOC ot K ¢ IMIKIT 1BofiHOH KOMMHATALMH:

—  BHyTpHMMKenyIouKoBas Koppekuus + REV wan nporesuposanne
JIA RnamasoCoiepKAIMM KOHAYHTOM.

4. JIOC ot ITXK ¢ cy6nyabmonanbusiv JMKIT (anomasnsa Taycenr—
Bunra):

— apTepHa’bHOe NepeKioyeHue + BHYTPHKENyAOUKOBAS KOPPeK-
UHA ¢ nepeMelieHreM yCTbs HeoaopThl B JIZK ¢ noMouibio sania-
TH, ecH ectb cTeno3 BOTDK — srimosusercs REV npouenypa
ik npotesuposanue JIA kaanaHoconepXKalluM KOHAYUTOM;

— [pH N0Ja0pTaAbHOM CTeHo3e npoueaypa Damus—Kaye—Stansel
+ npotesupoBanue JIA xnanaHocoepKalUuM KOHAYHTOM H/IH
npouenypa Nikaidoh.

5. JOC ot ITXK ¢ nexommutrposanseiy JMXKII:

—~  BO3MOXKHA ABYX)KeJyA0ouKkoBas Koppekuus, ecan JMKII B mpu-
Touno# yacTu (Takod aedekT MoxeT GbiTh Ge30nacHO pacliMpeH
BrEpen ¥ BBEPX);

~  IIPH HEBO3MOXHOCTH BHYTDHIKENYAOUKOBOU IIaCTHKH BbINO/IHA-
eTCs1 OIHOKENYA0UKOBAs KOPpeKLys (epBLIM 3TanoM IPOBOAKT-
¢Sl A/IIATHBHOE BMELIATeNbCTBO).

Xupypzuyeckas mexHuKa
[MasmuaTHBHEE BMELIATEIbCTBA BHIIOJIHSIOTCH B COOTBETCTBHHU C
paHee K3/0XeHHBIMU IPHHIMTIAMHA.

Pagnkanbnan (aHaToMuueckas) KOppeKUHUs

Hocryn aas naacrixu JJMIKII — sentpuxyaotomus 8 BOIDK. I1pu
T1aCTHKE BBIIOAHAIOT NepeMelieH e YCTh A0PThl B OJ0CTh JIEBOTO
Xejynouka, dopmupys us sanuatsl BOJDK (ronnens). Hekotopie
aBTOPBI PEKOMEH/YIOT /15 POPMHPOBAHKSA TOHHEIS BLIKPAUBATb 3a11-
ATy W3 COCYRMCTBIX IPOTE30B MOAXOAsIIero AxameTpa (LuaHHApH-
yeckas opma NpoTe3a no3poJseT chopMupoBath Gonee WUPOKHiL
BOJIXK). Matepuax 3annatsl — nakpon PTFE. Ilpu dopmuposanmny
TOHHEJIs] BO3MOXKHO N0JAYYHTS NOAKIANaHHbH cTeHo3 JIA.

ITpu TunuysHOM pacnooxennd JIA BO3MOXHA TpaHCaHyAAPHAs N1a-
ctuka BOITX xax npu tetpage Panno. IIpy HeTHNHYHOM pacnolo-
sxeHuu Bonodassetca REV npoueaypa win nporesuposarue JIA xia-
[aHOCOAEPHALUMM KOHAYHTOM. [IpHRIKMIIE! BEITONHEHHS, KOMITOHE H-
TOB, HOTIOHSIOLIMX BHYTPHKE/YI0UKOBYI0 Koppekuuio (apTepuanb-
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1.20. [1B0IHOE OTXOXAEHME COCYA0B OT NPABOro Xenyaouka

HOE HPeK/IoYeHye, onepanus Damus—Kaye—Stansel), u3noxes

raape, nocssiensoi D-TMC.

Cneyuduyeckue 0CNOKHEHUS XUPYP2UYECKO20 eYeHUs:

= poakaananybli cresos BOJDK;

= ¢redos BOITK;

« Hapymenus putMa cepaua (aTpuoBenTpUKyspHas 610Kana,
JKENYI0UKOBAS TAXUKAPLHS);
AMCHYHKUMA KOHAYHTA;

= pesuayanbHbli copoc yepes JIMIKIL

MocneonepauuoHHoe HabnopgeHwe

Ha6io/eHne 0CyecTBASETCS Kax/ble 612 Mecsies UIUTENbHO.
KoHTpOAMpyIOTCA COCTOSIHHS BHYTPUCEPAGUHOM eMOAHHAMHKH, KOH-
JLyWT4, BblpaXKeHHOCTb HAPYLIEHHH PUTMA.

Ipodunakrika 6aKTepHaIbHOro SHAOKAPAUTA IPOBOAKTCA 110 NI0KA-
SAHMSIM NOMKHM3HEHHO GO/IBIIMHCTBY NaMeHTos (CM. MPHIOXKeHHe
10).

JlonycTumocTh 3aHATHE QU3KYIbTYPOH K CIIOPTOM M10C/Ie KOPPEKIHA
nopoka (cm. npusioxenue 8).
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1.21. AHoMmanum
KOPOHapHbIX apTepuii

AHATOMUSA

Anomanun KOpOHAPHEIX apTepHil — LOCTATOYHO peiKuit mopok. U3
BCEro MHOXECTBA aHOMA/IMH KODOHADPHbIX apTepul Haubobliee KIHHHU-
YeCcKoe 3HaYeHHEe HMEIOT:

— aHOMaJIbHOE OTXOXKIEHHE JIeBOK KOpoHapHo# aptepuu o1 JIA (cunp-
pom Bland—White—Garland, cunnpom ALCAPA);
~ aTpe3usi JIeBOY KOPOHAPHOH apTepuH (OTCYTCTBHE YCThA, KPOBOTOK

B OTMGaiouieil apTepuy U NepeHell HUCXOAAILEH apTepuu peTpor-

panHbIl 9epes aHAaCTOMO3bI ¢ cucTeMoil ITKA);
= aHOMalIbHOE OTX0XK/EHHE KOPOHAPHEIX aDPTEPHH 0T KOpHs aopThi (07-

xoxaenue jgesod KA o1 npaBoro cunyca Ba/ibcanbBel i OTX0XACHHE
npasoit KA ot sieBoro cunyca Banscainbsbl);
= KOpOHapHbIe QHUCTYIIhL.

NnATO®U3NONOruAa

Haunbosree 3Ha4MMBIMH C TOUKH 3peHHs IPOTHO3 ABAIOTCS AHOMAb-
Hoe oTxoxaerue aesok KA ot JIA u atpesus nesoit KA.

B nepeom ciiyuae napeHTs NOC/e POXKACHYS OOBIYHO ACHMIITOMHI.
370 CBA3aHO C TEM, UTO BHICOKOE JIaB/ICHUE B JIETOYHOM apTepHH obecre-
YHBAET JOCTATOYHBIA aHTETPANHbIH IOTOK KPOBH B JIGBOH KODOHAPHO
apTepHU U aIeKBATHYI0 Nepdy3HIo MHOKAP/IA JI8BOT0 XKeAyA0uKa. B Te-
YeHHEe HECKOJIBKHX He/Ie/b 1aBJeH1e B JeTOYHOH apTePHH CHIXKACTCH 1
CTaHOBUTCS 3HAYHTENILHO HUXE, YeM B aopTe. IIpu 310M noTOK U3 Npa-
BO¥l KOPOHAPHO¥ apTepH, OTXOLLICH OT aOPTHI, Yepes KOLIATEPAH
PeTPOrpajHO 3anOJHSET NEBYI0 KOPOHAPHYIO APTEPHIO M MOCTYHaeT B
JIA. Passupatorcs umemusi JOK n unpapkte.

[Tpn Hamuuwn atpesuu Jesoit KA pasuBaetcs KAMHWMKA HHObAPKTa
MHOKapaa. Temrbl pasBuTHA KAHHHYECKUX NPOSIBAEHHE 3a60/1eBaHNs
3aBUCAT OT CTENEHU Pa3BUTUs KOJIATEPaTel MeXy JeBON U NpaBoil

KA.

KNWHUKA

a. Kuunwnueckue npossiaenus cunapoma ALCAPA u atpesun seBoii
KOPOHAPHOH apTePHH BO3HHKAIOT HA [EPBBIX MECALAX XKH3HH:
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1.21. AHOMannUM KOpPOHAPHbIX apTepuin

HOPMAABHOS aHaToMMs KA

MKA

Mpoueaypa Takeuchi
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INABA 1. KnuHUKa, AWarHoCTMKa M NeveHne BpoXAEHHbIX MOPOKOB cepaua

— JIeTH HMEIOT HOpMaJ/JbHOEe CI)I/ISI/I‘IGCKOQ pasBuTtue,
— BO3HHKAIOT NPUCTYIIBI HeoObSICHUMOr0 6eCOKOUCTBA U Miadya
(HpOHBJIeHI/IH 3MHN30/10B HIIEMUN Mnoxapua);

- KapIMOMeraJus;
— NpU3HAKH CepIeyHOl Hef0CTATOUHOCTH (TaXMKapAHs, OMBIIIKA,
renaToMeranus). 5

6. dusukanbHoe 006CaEI0BAHKE!

~ necbopmanuus rpymHo# KiaeTku («cepiedHblit rop6») mpH sHAuH-
TeJbHON auaatauuu JIZK;

— LIYMBI B 06/IACTH CEPALA OTCYTCTBYIOT, HCKIIOUEHHE COCTABIISET
LIYM MUTPAJbHOH PerypruTaluH, pasBUBIIeNCs Ha (oHe Auia-
tanuu JIK u kiamansoro xKosplia MK (HexXHBII cHCTOMMYECKHET
IIyM Ha BePXYLIKe cepaua).

BUWATHOCTUKA
1. dnekrpokapauorpadus

— [pU3HaKK nepenHe-60KOBOro MH(apKTa MHOKap/a (ry6okui
sy6en Q, nuBepTHpoBanHbli 3ybel T, cmemenye cermenta ST B
oreefenusx I, AVL u mpexapauasbHEIX OTBEIEHHUSIX);

— B HEKOTOPBIX C/Iydyasix HaG/IONAITCS MPU3HAKH TUIEPTPODUH
JIK.

2. dxokapauorpadmus

Kpumepuu duazHocmuku:

— yBeJMYeHHBIH, TUIOKUHETHYHBIH 1 ChePHUHBI JIEBBIA XKeTy10-
yex (cuuxenne ®B, Dp /Dt max);

— SIpKHe, YIUIOTHEHHbIe NaNUIAPHEIE MBI MUTPATbHOTO Kla-
naHa;

— HepocratoyHocTh MK;

~  OTCYTCTBHE BU3yaJqM3alliy MECT THIIHYHOro oTX0oxKnenus JIKA n
pacunpenue npasoit KA;

- BU3ya/JuM3amnus oGLIMPHOH KOJIIaTePaIbHOH CeTH KOPOHAPHBIX ap-
Tepul;

— HHOTJA BU3yanu3auusi oTxoxaeHus jeBoit KA ot crBona JIA.

TTpy aHOMAJIHAX OTXOXKIEHHs KOPOHAPHBIX apTepHit oT aopThi (uac-

1o Betpeuaeres ipu TMC, IOC, T®) onpeaensiior HaJu4He UM OTCYT-
CTBHE THIIMYHOTO PACTIOJOKEHHS YCThEB KOPOHAPHBIX aDPTEPUH U3 MTapa-
CTepHaNbHOH MO3HIHMY [0 KOPOTKOH OCH CeUEHHUs a0PTHI.
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1.21. Axomanuv KOpoHapHbIX apTepuit

NEMEHWUE W HABNIOAEHWE

1

B

HabGropenne n neveHne nayueHToB
€ HeKoppuruposaHHbiM BMC

A, Jleuenne cepreyHon He0CTATOYHOCTH (gﬂypemxn, HHOTPOMHbIE
npenapars).

0. MeankamenTosHoe JedeHre HeapdektusHo. Tpebyercs Xupyp-
I'MUECKas KOPPeKUMS.

Xupypruyeckoe neverine

lloKa3aHuA K xupypeuvecKomy seqesurn:

= AHOMAJIbHOE OTXOXEHHUE J1eBOK KOpOHApPHO# apTepuu ot JIA ~
abcoNoTHOR TTOKA3aHHEe IS HEOT/IOKHOIO XHPYPIUYECKOro fe-
HeHHSA,

= arpe3us seBodt KA — abcomoTHOe NMOKa3aHKe K ONEPaTHBHOMY
JIEYEHUIO;

= KOpPOHAPHbIE GHCTYJB ~ HAJINUME KIMHUYECKUX CUMITOMOB MH-
0KAPANANbHOM HIIEMHH, CeDAeYHON HeAOCTATOUHOCTH HJIM BHI-
paKeHHOro /1eBO-NpaBoro cOpoca;

= AHOMaJIbHOe OTXOXKJeHHEe KOPOHAPHBIX apTepHH OT KOPHS aop-
Tbl =~ HaJIHYMe CHMITOMOB MHOKAPAHATbHOH HIIEMHH.

[IpomuBoNoKa3aHUA K XUPYP2UYECKOMY NRYEHUIO:

= HaJu4He abCOJIOTHBIX MPOTUBOMOKA3aHHH MO COMYTCTBYIOLEN
COMATHYECKOH NaTONOTHH.

Xupypeuveckas makmuxa

AnomanbHoe oTXoxAeHHe

NeBOH KOpoHapHOH aprepuu ot JIA

IIpu nocranoBke nuarHo3a peKCMeHAOBAHO 3KCTPEHHOE ONePaTHB-

noe seveHue. Pemmnuiantauys KA B kopenb aopThl #iu npouenypa

Takeuchi.

ATpe3usn neBoHd KOPOHAPHOH apTepHHU

Bricoka BepoOATHOCTS pa3BUTHA BHE3ANHON CePACYHOH CMePTH, NpH

NOCTAHOBKE JHarH03a peKoMeHI0BaHo onepaTuBHoe jdeyenne. Iyu-

TUPYIOLIHE ONePALHH UM acTHKA yeThd Jesod KA sannarton.

AunomanbHoe oTX0XAeHHE

KOPOHApPHBIX aPTEPHH OT KOPHS a0PTH

[laypentam Mosoxxe 30 e npoBOAAT NPOPUIAKTHYECKOE 20PTOKO-

pOHAPHOE LIYHTMPOBAHYE He3aBHCUMO OT HAJIMYHS ¥ HUX CHMIITO-

moB. ITaumentanm ctapuie 30 et onepaTuBHOe JIeYeHIE NOKa3aHo NPH

HAJIHYNHM KJAHHAYECKOH CHMITTOMATHKY WM 511M3010B CHHKOMAJbHEIX

COCTOSIHHE.

Koponapusie ¢puctyan

[Tpouenypa Bribopa — pazodiueHye QUCTYIbL.
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TNABA 1. KnuHuka, AMarHocTuka v fIeYeHre BPOXAEHHbIX NOPOKOB CepaLa

Xupypeuveckas mexHuka

Peummnaantanua ycTbd KOpPoHApHO# apTepun. [lepen
KapAHOILIeriel POBONAT PeBU3HI0 yerbs Ha JIA. Tlpu kapauonie-
THH apPTEPHIO IEPEKUMAIOT NaAbLeM. PerMInaHTauys YCThI NPOUC-
XGIUT B COOTBETCTBUM C IPMHLMIAMH, ONHUCAHHBIMY paHee s

D-TMC.

ITpouenypa Takeuchi sunoausiercs npu megocTaTounoi nau-
HE KOPOHAPHOH apTepHH /s ee epeMelleH s B aopty. Aprepuanb-
HBIA KpoBoTOK B KA M3 npocBeTa a0pThi HANPABARIOT C NOMOLLBIO
ayTONePHKAPAUAILHON 3AIIATEL, KOTOPYIO GUKCHPYIOT B BUAE TOH-
HEJIst K cTeHke JIA.

[Tpodpunaktuueckoe myHTHpOBaHue. B kauectse rpadTop
TNIPENOYTHTE/BHeE HCII0/Ib30BATE BHYTPEHHION IPYAHYIO apTEPUIO,
0COBEHHO Y MOJIONbIX NALHMeHTOB. TaKKe BO3MOMKHO HCII01b30BAHME
BEHO3HbIX rpadyToB. Bonpoc o JIUrHpOBaHUK YCTh AHOMAABHOrO CO-
CyAa Js IPeOTBPALIEHHST KOHKYDEHTHOr0 KPOBOTOKA [0 CHX IIOP
OTKDBIT.

Paso6menne xoponapHo# ¢uctyan. ocTyn K KopoHap-
HO# UCTYIe MOXKHO OCylIecTBATh yepes [DK, cTenky KopoHapHO#
ducty.nl. B cayuae, ecan nucTaibhee GUCTYB HET KPYIHBIX KOPO-
HAPHBIX apTepUH, UCTy/1a MOXeT ObITb IepeBsi3ana. B NpoTHBHOM
ciyyae QUCTyJ1y pasoOLialoT, 3aKpLIBask BHIXOJAHOE OTBEPCTHE B 110-
aoctb K. IlpeanouruTesbHee HCNOAB30BATh IIACTHKY KCEHO/
ayTornepuKapananbHoi 3anaaroi. HeGonbmue TepMunanbhbie Guc-
TYJIBI MOTYT ObITh CTAHYTHl KHCETHBIM LIBOM.

MocneonepayuonHoe Habnionenne

1. Habaonenue ocywectsaserca kaxase 612 mecsuer. Juarein-
HOCTb HaOJIIOIeHHA onpee/iseTcs HHANBKAYaasHO. KonTponupyer-
Csl COCTOfHHE BHYTPHCEPACUHOH reMOAMHAMUKHY.

2. Ilo nokasaHHAM NPOBOJHTCH MEIUKAMEHTO3HAS TePaNus CePALUHOI
He0CTaTOUHOCTH (AMypeTHKY, AUTOKCHH, HHTHOHTOPEL ATID).

3. HonyctumocTs 3aHATHE H3KYIBTYPON NMOC/IE KOPPeKIMH NOpoKa
onpene/seTcs HHAHBHAYanbHO (CM. MpHaoKeHHe 8).
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1.22. leTepoTakcus
(npepcepaHbIi H30MEpU3M)

AHATOMMA

l'ereporakens — C0XKHBINA CHHIPOM, COYETAIOMINHA Pa3/IUdHblE NO-
POKM PA3BHTHS OPraHoB 6PIOLIHON 1 TPYAHO# moaocTy. las reTepoTak-
CHH XapaKTepeH Heolpee/eHHbIH BU PACION0KEHHsI BHYTPEHHHX 0P-
Fanon (‘ situs ambiguus ), T.e. coueranue situs solitus (Hopmanbroro pac-
NOJIOXKEHUS BHYTPEHHMX OpraHoB) u situs inversus (sepxansuoro pac-
110/102KeHHS BHYTPEHHAX OPraHOB) B OHOM OPIaHK3Me.

CHH/APOM reTepoTakcHu BKKHYaeT:

=~ CerMeHTApHble aHOMaJIHH cepaua,

~  AHOMAJIMK TIpe/ice PAHO-Ke Ny A0UKOBbIX COeIMHEHUH,

=~ AHOMAJ/IMK COe/IHHEHUH XKeJly10UKOB H MaruCTPpaNbHBIX COCYIOB,

= 006CTPYKLUH BLIHOCSHLIKX TPAKTOB,

= NPaByIo AYTY a0PTHI,

= AHOMAJIMH CeJIe3€HKH H APYTHX OPIaHOB OPIOLIHOM NOJIOCTH,

= AHOMA/MM CHCTEMHBIX M JIETOYHBIX BeH,

= pedexTs cpenneil aunuy Tena (3BeHTpaLdst OPraHos 6 PIOLIHOM

[0JI0CTH, MEHHHIOMHeJ oL/, spina bifida).

Oprasbl, KOTOpPbe HMEIOT NPaBO-IEBYI0 ACHMMETPHIO, 0OBIYHO pas3-
BUBAIOTCH B 3¢ PKaNbHOM 0TOBpazKeHUU ApYr ApYra. BhaessioT ABa Tuna
CHHAPOMA reTepoOTaKCHH:
= noancienys (1eBOCTOPOHHHUIA H30MEPH3M OPraHoB),
= acniedns (NpaBocTOPOHHMN H30MEDH3M OPraHoB).

[lonucnienust:

= 06a JIerKHX COCTOAT U3 ABYX noJek (eBbie nerkue),

= 0OBIYHO MHOTO MaJIeHbKHX CENe3eHOK,

~ o6a npeacepaus UMelOT MOPQOJIOrHI0 IEBOIO IIPeiCepaus,

= OTCYTCTBHE CHHYCOBOIO Y3J1a,

= JIB Bnagaior B npeacepaus 6uKe K CpenHei JHHUM,

= ppoxueHHas nonsas AB 6iokana,

= nepepoi HIIB ¢ apenupoBannem yepes v. azygos,

= jByxcroponuss BIIB,

— orcyrtersre BIIB cnpasa,

= BIIC (nexctpoxapaus, ABK, eInHCTBe HHEI Xey104eK cepaLa,
JOC, o6crpykuus BOIDK, CIJIOC).
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TNABA 1. Knuruka, AMarHoCTUKa 1 neYeHre BPOXAEHHBIX NOPOKOB cepaua

Acnnennsi:

~ 06a JIerkKHX COCTOAT H3 Tpex AoJeH (npasuie Jerkue),

— ceJsie3eHKa OOBIYHO OTCYTCTBYET,

~ 00a npencepaus HMEIOT MOPGIOJIOTHIO 1PABOTO,

~ pByxcroponnas BIIB (nepas BIIB moxer Bnagats 8 JIIT),

— pByxcroponnss HIIB (neuenounsie Bens MoryT Buagats B JIIT),

= OTCYTCTBHE KODOHAPHOTO CHHYCA,

~ BIIC (ABKy cex nauuentos, TAIIJIB, neKcTpoKapaus, eIHHCT-
BeHHBIE Xedynouek cepaua, JOC, arpeans JIA, crenos BOITK).

NATO®U3HOJIOTUA

CHHIpPOM acnneHuwm

M3-3a 60.1b1110TO KOIMYECTBA BHYTPHCEPALYHbIX AHOMAJINH OGbIUHO
NIPOMCXOJHT NOJIHOE CMEUIMBAHKE BEHO3HOH M apTepUATBHON KPOBH.
JlerouHelit KpOBOTOK peyLHPOBAH MO NPUYHHE HAJIMYHS CTEHO3a MK
atpesun kaanada JIA. B peakux cayyasx CJTA MOXeT OTCYTCTBOBATD.
B cBA3M ¢ 3TUM y 4acTH [ALHEHTOB JIErOYHbIH KPOBOTOK 06oratieq M
MMEIOTCA IPU3HAKH CepAeYHON He10cTaToYHOCTH. Be3 Xupypruueckoro
BMeILaTe/bCTBA B TEUEHHE [ePBOTo roja Xu3uu norubaer 95% 60ub-
Heix. OfHa U3 IPHYKMH CMEPTH — MOJHHEHOCHBIH CEINCHC.

CHHADOM MONHCHOJEHHH

B GoabmmuzcTBe caydaes y naumenTos otcytcTByet crenod CJIA,
1IAaHO3 HE Bhlpax<eHHbIA. }3-32 yBenUueHHOrO JIErOYHOr0 KPOBOTOKA
4acTo passupaioTcs npusHaky CH. Bea xupypruueckoro BmMeluareibera
B TEUEHHUe NepBOro roja Xu3uu norudaet 60% GoMbHBIX.

KJIMHUKA

a. Kanunueckue nposBienus 3aGosieBanus:
CHHApPOM acnjeHUH:
= 1IMaHO3, YACTO THAKEJbI;
— HMHOTJa NPU3HAKH CePIEYHOH HEeJ0CTATOYHOCTH.
CHHAPOM HOJUCHJEHUH:
— UMaHO3 OTCYTCTBYeT MK CPeAHEH CTeNeHH BEIPaKEHHOCTH;

— [OPHU3HAKH CEPIIELIHOI‘& HeZ0CTaTOYHOCTH BEIPAXKEHBE C NePHOd HO-
BOPOXKASHHOCTH.

6. PusnkanbHOe 06CIEI0BaNYE:
CHHApPOM acHJeHHHu:
— ayCKyJbTaTHBHAf KAPTHHA HeCHelu(pUIHa 1 YaCTO COOTBETCTBY-
et CJIA u JIMKTT;
— CpelHHHOE PACHOJIO0KEHHE IeYeHH.
CHHIDOM NOJUCHAEHHUH:
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1.22. TeTepoTakcus (MpescepaHbil U30MeprsM)

CUHAPOM reTepoTakCmum

Aesas BB
npasas BN

’KOAAQKTOP AB

| aTan Koppexumm
Aesas BB

npasas BrB
A

ocTaTkn
BEPTUKOABHON

0O AB
KAGQINGAM

CYXMBAIOLLLGS AA

Il 210N KOppPekummn (AKMA)

PTFE npotes
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[NIABA 1. KnuHuKa, AMarHocTmka 1 NeyeHne BPOXAEHHBIX MOPOKOB cepaLa

— ayCKyJbTaTHBHas KAPTHHA HecllelU(YUIHA H 9AaCTO COOTBETCTBY-
et JIMXKII;
— CpeAMHHOE PACMoJN0XKEHHE TeYeHH.

AWATHOCTUKA

1. dnekrpokapauorpadus
CUHIDOM aCHJEeHHUH:
— OTKJIOHEHHe 3JeKTPUUeCKOH OCH BJIEBO;
— runeprpodus XK u/ wm JOK.
CHHIDPOM NOJNHUCIJIEHHUU:
— 9KTONHYECKUH IpeCcepAHbIH PUTM;
— OTKJ/IOHEHHE 3JeKTPUUECKOH OCH BJIEBO;
— runeprpodus [DK u/ wau JIK;
— AB 6uokana Il crenenu (10% cayuaes).

2. 3xoxapauorpacdus
Hcnosnp3oBanne 3xoKapAuorpauu Mo3BoJsieT THATHOCTHPOBATD
OOJILIIMHCTBO BPOXK/IEHHBIX aHOMaJIMH cep/lia Y MalHeHTOB C rete-
potakcuer. Jlnsa nuddepeHIMaNbHOM UarHOCTHKU ABYX OCHOBHBIX
CHHIPOMOB (aCI/IeHNH 1 OMUCTLIeHHH ) 0COBEHHO BaXKHO YTOUHUTh
aHATOMMIO HUXKHEH T10JI0H BEHbI, A0PTHL U JIETOUHOM apPTEPHH.

JIEMEHUE U HABNIOAEHUE
1. Ha6niopenue n neueHue NauMeHTOB C HEKOPPUrMPOBaHHbIM BIC

CHHIPOM aCHJeHHUHU:

a. HoBOpOXK/IEHHBIM C TSXKEJIbIM [IMaHO30M NI0Ka3aHa B/ B MH(Y3Hs
TpenapaToB NpocTariaHauHa E; ¢ mesbio mpensiTcTBOBaTh 3aK-
PBITHIO apTepHaNbHOro poToka. H(y3us MoxkeT OBITh [IUTE/ b-
HOH, JI0 TeX 1Op, M0Ka He OYIeT BHIMOJHEHB KATETEPH3AlIHs M0-
JIOCTeH CepAla UM XUPYPrUYecKoe BMeIIaTe bCTBO.

6. C 1esbio MPohHUIaKTHKH BOSHUKHOBEHHS (haTAIbHEIX HHPEKLHH
(0cOGEHHO CTPENTOKOKKOBLIX) PEKOMEH/IYeTCs AMHTe TLHEIH ITPH-
eM aHTHOMOTHKOB C POXKAEHHS [0 b JIeT BKIYUTENbHO (menu-
LHJUTHH, aMOKCHIIMJIITMH, SPHTPOMHULMH).

B. Pexkomenmyercs uMMyHH3anus npotus S.pneumoniae, Hemophi-
lus influenza (tun B), Neisseria meningitis.

CHUHAPOM NOJUCTIJIEHUH:

a. Ilo nokasanusam nposoaures nedenue CH.

2. Xupypruueckoe nevyeHue
lMokazaHus K xupypaudeckomy edeHuro:

— TI0Ka3aHHUs ONpeneasioTCAd HaJuIheM CepaeyHbIX aHOMaﬂHﬁ, CO-
HeTaeMbIX C KaXAbIM U3 BADUAHTOB CHHAPOMA.
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1.22, Tetepotakeus (NpeacepaHbii U3OMEPU3M)

[Ipomueonokasanus K Xupypeuyeckomy fevYeHurn:

= HAJIMUME A6COMIOTHbIX IPOTHBOMOKA3AHUA IO COMYTCTBYIOIIEH
COMATUYECKO¥ NATOJNOTHH.
Xupypeuveckas maxkmuxa
TaKkTuka ppaua 3aBHCHT OT CHEKTPa IOPOKOB Y KOHKPETHOI G Hallu-
enta, B nenom TakTHKa B OTHOLIEHUH KAXK0T0 HOPOKA He OTINYaeT-
€1 OT TAKTHKH [1PH 3TOM NIOPOKe Ge3 COUeTaHMs C reTepoTakcHed.
Haunbonblwyio cl0XHOCTb B JI@YEHHU NPeACTABAAIOT NaLHEHTH ¢
CAMHCTBEHHBIM KeJTyA0UKOM Cepila U CHHAPOMOM eTePOTAKCHU.
CJI0XKHOCTH BO3HUKAIOT NIPH NIPOBeJEHUH BTOPOrO 3Tana reMOjHHa-
MHYECKOH KOPPEKLMH, H3-32 aHOMAJIBHOTO PA3BUTHS BEHO3HOH CHC-
rembl. Buinonnenne JKITA u npouenyps Fontan compsikeHo ¢ Tex-
HUYECKMMH CJIOKHOCTSMH H BBICOKOH CMePTHOCTBIO B IIOC/IE0INepa-
LIMOHHOM nepuoje. Boapact Ans npoBeeHys BMEIIATeIbCTB 1 iPHH-
IIMIIBI WX BBUIOJIHEHUS! HE OT/HYAIOTCH OT OMUCAHHBIX A/ MaLHes-
T0B C eIMHCTBEHHBIM XKeJYI04YKOM cepaua Ges rerepotakcuu (oM.
«Arpesus TK»).
Xupypzuveckas mexHuxa
Buinosnenue onepaTuBHeIX BMEIIATEILCTB, IOKA3AHHEIX TALIHEHTaM
¢ reTepoTakcHelt, He oTJMYaeTCs oT cTaHzapTHOro. CnoXHOCTH MO-
I'VT BOSHUKHYTb Ha 9TAIE NOATOTOBKH ¥ NOAKM0YeHHs annapata MK
1pH HanuyuK AononHuTeAbHo# BIIB, B KoTOpYIo jo/kHa OBITh yCTa-
HOB/ICHA JIOTIOJIHUTE/IbHAS BEHO3HAs KaHI0JA [Isl IPe0TBPAIIEHHS
oTeka mosra. Jlo6asounas HIIB moxeT 6biTh Ge30macHo nepexara
Ha Henpoao/KUTe/1bHOE BpeMsl Jyisi ofecredeHus CyXoro onepauu-
OHHOTO 11015
Y nanuentos ¢ nepepnisom HIIB meuenoynsie Bens: Bragator b [1I1
camMocToATe bHO. [1py 3aBepliieHHy reMOIMHAMHYECKOH KOPPEKLHH
npoueaypoit Fontan kposs #3 neyeHoYHEIX BEH nonajaeT B obliee
npeacepaue, munyst MKK. 910 3anyckaer npouecc hopMupoBanust
B JIErKMX apTePUOBEHO3HBIX (DUCTY K CHOCOGCTBYET MOBBIIIEHHIO
pasnenns B JIA. Ilpouenypa Kawashima (moprony/ismonanbibifi
LIYHT) NPensiTCTBYeT PasBUTHIO 3TOro ocaoxHeHus. [Ipu nanHom
BU/e BMEIATEIbCTBA OCYILECTBISIOT COSIHHEHHE MEXY CUCTEMON
BopoTHo# Bensl 4 JIA ¢ nomowsio PTFE npotesa, KoTopsiil MOXeT
6bITh TOMeLLEH KaK npH nponeaype Fontan, T2k 1 HanpaMyo coeau-
HSITb IleYeHOUHbIE BeHb! C 0AHOU U3 BeH, Bnagawmux 5 MKK.

MocneonepayucHHoe Habniopekne

L.

Hab6monenune ocyuwectsisiercst Kaxase 6—12 mecaues. Jautens-
HOCTb HabJoAeHUS ONpeeaseTc MHIuBHAyanbHo. Kontpoaupyer-
€5l COCTOSIHUE BHYTPUCEPAEYHOH IreMOLMHAMUKH.

Ilo nokasauusm nposoauTca Meaukamentosnas tepanus CH -(uuy-
petuk, AurokcuH, uuruGutopst AIID), nasuayaetcs anTHAPUTME-
yecKas Tepanus ¥ BhlnoaHAeTcs uMmianTauud IKC.
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I'naBa 2

OC/I0)KHEHUS
ECTECTBEHHOIO
TEYEHUSA
BPOYXEHHbIX
MOPOKOB
CEP[ILA M MX
XUPYPIMYECKOM
KOPPEKLIUM

161



2.1. JlerouyHas
runepreH3usa

JleroyHas rumepTeHsus — 310 COCTORHME, UMEIOLIEE UIHONATHYEC-
KYIO IPUPOY WM BJSI0LIeECs CleCTBHEM LEJI0ro paaa 3a60aesanuil,
KOTOpPOe XapakTepusyeTcs nocreneHHuM nossiennem OJIC u gapae-
HHS B JIETOYHOU aPTePHH, YTO NPHBOIMT K Pa3BUTHIO NIPABOKEYIOUKO-
BOH HENOCTATOYHOCTH ¥ rHOE/1H MaUHEHTOB.

Jluarso3 1eroyHOH runepTeH3 Uy MOXKeT ObiTh BHICTABIEH, ECJIH CHC-
TOJMYECKOE AaBAEHHe B JIETOYHOH apTepuH Bhiule 30 MM PT.CT. MK cpej-
Hee JaB/ieHue B nokoe Boiine 20 Mm pT.cT., 2 OJIC npesbiuaer 2 en. Wood.

IIpruuHEl pa3BHTHA ETOYHOA THIIEPTEH3NH MHOTOOBPA3HEL, OfHOI]
13 HUX ABJISIOTCA BPOKAEHHbIE N0poKH cepaua. IIpu Gombuiom myHTH-
POBAHMK KPOBH C/I€BA HAlIPABO PA3BUBACTCH MHIEPKHHETHIECKAR JIeroy-
Has apTepuanbHas runepTeH3us. Takas reMoAHHAMHKA XapaKTepHa A1
neeKTOB MeXKKeNYI04KOBOM H MEXKIIPE/CEePAHON NePETOPONOK, OTKPbI-
TOT0 apTepHanbLHOTO NPOTOKA, OTKPLITOTO aTPUOBEHTPUKYJIAPHOIO Ka-
Hana, 061Uero apTepHaabHOrO CTBOMA, TPAHCIOIUIMH MArHCTPAIbHBIX
COCYAO0B € AeQEKTOM MEXKENyAOUKOBOH NIePeropoaKH, AedeKTa a0pTo-
7iero4Ho# meperopoaky. [Ipu BpoKIeHHBIX NOPOKAX Cepla, NPHBO/s-
IHX K yBeJIHYEHHIO JIETOUHOr0 BEHO3HOTO JaB/ICHNS, (POPMHPYETCS Jie-
roynas BeHoaHas runeprensus. OHa BCTPeYaeTCs NPH MUTPAJILHOM CTe-
HO3€, TPeXNpe/ACepAHOM CepaLe, TOTANbHOM aHOMA/ILHOM APEeHaNe Jle-
TOYHBIX BeH ¢ 00CTPYKUMEH, CTEHO3€ a0PThI

CoBpemeHHBI TEODHH NIATOreHE3a PA3BUTUS NELOUHOMH THITEPTEH3UH
(OKYCHDYIOTCS Ha IOBDEIKAEHHH UK AUCHYHKIAN SHAOTEHS COCYA0B
MKK, yro npuBOAHT X npoudepaLnt 1 HapyLIeHHI0 GanaHCa MEXIY
BA30KOHCTPHKTHBHBIMU H BA30AUAATHPYIOIMME BELIECTBAMH. Y CH/IN-
BAE€TCs AKTUBHOCTb TPOMOOKCAHA, BO3PACTaeT NPOAYKIMA SHA0TENHHA,
CHHXKAETCsl CHHTE3 OKCHAa a30Ta U NPOCTAUMKIKEA. Bee 3Tu uaMene-
HUA NPUBOAAT K mossienuio OJIC u faBleHHs B J1ero4Hok apTepuy.
Jlerounas rumepTeHsHs CONPOBOXKAACTCS THNEPKOATY/TALMEN 1 CHIKe-
HHeM QHOPUHOINTHYECKOTO IOTEHIHAIA, YTO O6BACHAET BEICOKYIO YaC-
TOTY BBISIB/JIEHHS TPOMOOTHYECKHX [I0PAXKEHHH JIETOYHBIX COCYIOB.

[TaumneHTel ¢ M€roYHON rUNepPTeH3Hel MOTYT NPEeABABISTS Ka100bl
Ha OJBILIKY, YCTAI0CTh, 00MOPOKH, G0MM B IpyaM, Kauieas. Y neTeil Ha
Gmonaercs sanepxKa pH3nUeCKOro passutus. [Ipy ocMOTpe 0TMeuaI0T-
Cfl UMaHO3, nedopMauysi IPYAHOR KIeTKH B 06JACTH CEPALa, YCHIeHHE
II Tona na JeroyHol apTepuu, WyM TPUKYCIHAAIBHON HEAOCTATOUHOC
TH, TeNlaToMera/ns, Nepudeprueckue 0TeKH.

OKI:npusHaKH JeroyHo# runepTeHsuy: oTkAoHeHne JOC BIIPABO,
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2.1. NleroyHas runepreHsmns

HEPEIPYSKA W THNepTpogust IPaBOro XKeaynouka, TuepTpodus Ipaso-
10 HpeAcepns. »

Ha penrrenorpamMmve opraHos rpyAHOHN KIETKH Ha0MI0AI0TCA pacily-
PEHNUE ICTOUHOM aPpTEePHH, THIePBOJEMHES JerOYHBIX N0/, 4 IPU BLICO-
KO CTeneHn Jerounoi runeptreHsuu — obenHeHue nepu(epUIecKoH
BACKYIHPUSALIAN,

JLAst AHATHOCTHKH BPOXKACHHOTO IOPOKA CEPANA, OTATOMERHOTO Je-
FOMHON THICPTeH3HEH, OblBAeT JOCTATOYHO BHINOJREHHS 9X0KapAHOTpa-
(pin (OueHMBAETCA CHCTONMYECKOE JABJEHHE B [IPABOM ey I0UKe, CO-
OTHOWICHHME CHCTEMHOT0 M JIerouHoro kposatoxa — Qp/ Qs, OJIC). Op-
HAKO A5 Ol peAe/IeHUst onepade/ibHOCTH NALHEeHTOB CAefyeT IPOBOJHUTh
KATOTEPHIALMIO [0J0CTEH CepALa, HCI0/Ib3Ys 1poby ¢ KiCa0pooM (cM.
HPHAOKEHHA 4=5).

Jleueuue erouHol runepTeH3HH BKIOYAET B ce0s CBOEBPEMEHHYIO
KOPPEKLLMIO IOPOKA CepiiLa, MeIMKaMeHTO3Hoe U XUpypraueckoe Jeue-
HUe,

MEAWKAMEHTO3HOE JIEYEHME

1. AHTHKOAryAsuTH / AHTHATPEraHTHI.

Bapdapun — pexkuM 1031pOBAHES YCTAHABAUBAETCH MHIUBHAYA/ib-
HO 10/ KOHTPOJIEM MEX/Ty HAPOJHOr0 HOPMAIH30BAHHOTO OTHOLIE HHA
(MHO) no yposus 2-2,5.

Kapavomarnun (aueTuicaauluaoBas KUCI0TA + MarHust THAPO-
keun) — B noze 3— 10 mr/ kr/ cyTku (aleTHACANHIMAOBOM KHCJIOTH).

2. IlpocTarnananup — SHAOTEHHbIE BA30AMNATATOPb C LEJBIM CIIEKT-
POM [OTIOMHUTENbHBIX 3PPEKTOB: AHTHAr PEraLMOHHEIM, aHTHIIPOIH-
(pepaTHBHEIM ¥ LIMTONPOTEKTHBHbIM, KOTOPHIE [0 CYILIECTBY HANpaB-
JIeHbl HA NPefOTBPAIleHHE PEMOEAHPOBAHHUS JETOYHBIX COCY/0B:
yMEHbLICHHE NIOBPEXAEHAS IHAOTENAAIBHBIX KAETOK ¥ TUNIEPKOAry-
JALMK. B KIMHMMECKOH MPAKTHKE HCIOIb3YIOTCS: 3MONPOCTEHON
(8/B), 6epanpoct (BryTps), marompoct (MEraIALAOHHO).

3. MoLIHBIM BA30KIATATOPOM, CENEKTHBHO IEHCTBYIOLIAM Ha COCY bl
Ma/IoTo Kpyra KposoofpatieHus, sasiercst okcua asora (NO). NO
NPUMEHAETCH HHrAIALMOHHO HA QOHE MCKYCCTBEHHON BEHTHASLUA
JIerKHX, YTO y/Ay4LIaeT OKCUICHALMIO H CHHXKAET IABJEHHE B JIeroy-
HOW apTepun. JleyeHue OKCHIOM a30T4 OrPAHUYHBACTCH HAMUYHEM
Cepbe3HbX MOGOYHBIX 3DDEKTOB ¥ HEOGXOAMMOCTHIO HANHYHS CIie-
LMa/bHOM annapatypl.

AnanornuHo geficTByeT CHAAeHAMUT — CeJeKTHBHELA HHIHGHTOP
uTM®-3apucumoii hocdomuscrepassl (Thn V), KOTOpLIf, IpeoTs-
paiuas gerpazaumio ul M®, BbI3EIBAET BA30AUIATALHIO.

4. Awtaromucr peuentopos 3ua0TenuHa — 6o3entan (rpakianp). [Tpe-
napar yMeHbIaeT BbipaKeHHOCTh BOCHAAHTENbHbIX PeaKLyH, npe-
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TTIABA 2. OCOXHEHNS ECTECTBEHHAMO TeYeHus BPOXIEHHbIX NOPOKCB Cepaya...

AOTBPAIUAET yBeIHYEHHE IPOHHLUAEMOCTH W PEMOJLNHPOBAHHS Je-
TOYHEIX COCY/0B, pasBUTHE HHOpPo3a.

Taxuxe ¢ uenbio Basogunaranuu cocynos Manoro Kpyra KpoBoo6pa-
[EHHS HA3HAYAIT KATIOTEH.

B xomnaexcuoii repanun oSocrpenns CepIeYHOH HeloCTaTOYHOCTH
BO3MOXKHO HCIO/Ib30BaHHE BHYTPHBEHHO HeOOJbIIKX 103 CepAeYHbIX
[MIMKO3HA0B NPH YCNOBHM JEMPECCHH CUCTONMYECKOl (yHKLKH JeBOTo
Xenynouka. ApTepua/bHas rHNOKCHS IPH AeTOUHO THIIEPTEH3HH IpU-
BOIUT K PAa3BUTHIO CTORKOH TaXMKapAMH, TPYAHO NOAJAIOMENHCH neil-
CTBHIO INIKKO3HU/IOB, YTO OC/IOKHSCT 2NEKBATHYIO OLEHKY sdexTuBHOC-
TH IDENIAPATOB K NI0BBILIAET PUCK Pa3BHTHS GHICTPOL 1 HeKOHTPOJIUpYE-
MOH [THKO3HIHOH HHTOKCHKAIMH.

Moueroubie npenaparsl peKOMEHAYIOTCA BO BCEX CaAyYasix pasBH-
T AeKOMNEHCALMH, HO UX 1103bl 0MKHb TIATEABHO THTPOBATHCS BO
u3bexanue peskoro naseHus oGvema LHMPKYJHDPYIOLIEH KPOBH B CHHMKE-
HUS CHCTEMHOTO IABJCHUS.

HenecooBpasuo nposenenne KUCJI0POAOTEPANKHE AJ15 CHUXKEHNS Alb-
BEOJIAPHOH [HITOKCHH.

XWPYPITMYECKOE JNIEYEHUE

Metogom BriGopa siBAseTCs pesekuus MeXnpeicepAHOK Meperopoa-
KH, 4T0 ofecneynsaeT npaBo-ieBbIA c6POC KPOBH Ha YPOBHe mpejcep-
MU H, TAKUM 00Pa3oM, pasrpysky pasoro xenyno4uka. JlaHHas npoue-
Aypa yBEIHIHBAET BBLKHBAEMOCTh NAUMEHTOB M YMEHbLUIAET 4acTory
00MOPOKOB.

AJbTEDHATHBHBLIMU XUPYPIUYeCKHMYU METOLAMMU ABJASIOTCS: TPAHC-
[LIaHTALMA OAHOTO MAH 0GOMX JETKHX, ePecaika OpraHoKOMILIeKCa
«Cepaue—Jerkue»,

Cnucok nureparypbl
1. Benosepos I0.M. Jleckasn kapuosnorus. — M. - Meanpecc-untopw,
2004. — C.350-394.

2. Maproiniok T.B., Konocosa W.[., Yasosa U.E. CoBpemenHbie noj-
XOZBIL K MEIHKAMEHTO3HOMY JIEYEHHUIO JIETOYHOH FuMepTeHsuy / /
Consilium medicum. ~ 2003, — Ne5.

3. Park M K. Pediatric Cardiology for Practitioners. = 5-th ed. — Mos-
by, 2008. - 680 p.
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2.2. JleroyHas

rMnepreHsus paHHero
nocneonepaLuoHHOro
nepuopa B xupypruu BINC

Jlerounas runepreHsns, DaTopU3HoN0rHIeCKas CYLHOCTD KOTOPOH
siinovaeres B noseiiednd OJIC, MoxeT NposBAATLCH GCTPO, HOCHTD
KpHaoBuLi XapakTep. JlerouHsii runepTOHHYECKHH KPH3 = 3T0 OCTpOE
nospienie OJIC, koTopoe MoxeT npuBecTH K aTajbHOH Neperpysxe
HPABOIO JKeyI0UKa U TafIeHUIO CepeyHoro BEIOpoca.

DAKTOPLI PUCKD PA3BUATHSA

nocneonepaLMoHHoi NeroYHol runepTeHInn:
= nospiwerHoe OJIC go cnepanuy,
= [IePHOJL HOBOPOXKAEHHOCTH, y
= Jlerounas BeHo3Has runeprensus (Hanpumep npu 06CTPYKTHBHOM

dopme TAZJIB), :
= CepJeYHAs HeAOCTATOUHOCTh Y CTAPLIMX JAeTeH ¢ CenTaAbHbIMHU JIe-

(hekramu,
= PaBeHCTBO CHCTEMHOIO 1 Jierounoro gapaenus (OAC, OC 6es cte-

Hoaa JIA).

daxropbl, BAMAIOUME Ha cocyaMcroe conpoTusnene MKK:
= noseimaiot OJIC: rHnoKCHs, auKA03, THIePKATIHHS, YBeIHYeH e BA3-

KOCTH KPOBH, aTeJleKTa3hl, peBkilieHye AbXaTeIbHOT0 00pEMa, HC-

KYyCcCTBEHHOE KpOBOOOpalleHH e, CTpece, Bo30yKIeHue; x
= cHuxatT OJIC: okcuresorepanus, anKkanos, CHUXEHHbIA reMaTok-

PUT, OKCUJT 430Ta.

AJITOPUTM NPOSW/TAKTUKW U TEPATTMM NI
B PAHHEM NMOCNEONEPALIMOHHOM NEPUOLE

CHUMeHUe CUMNAMUYECKOl CUMYAAYUU:
—  yray6/ieHue ana/bre3un 1 cefaiuy — penranua 5—10 mxr/ Ke / mun;
= MCIO/Ib30BAHKE HEJENOAPUIYIOLMX MUOPEIAKCAHTOB IR HEHPOMbI-
ureyHo 6a0kaap! npu npogienuu UBJT;
= [pO(HUIAKTHKA 1 KOPPEKUHS THIIO- H THIEDTePMUH;
= MHHUMaJbHbIE 103bl CHMIIATOMHMETHKOB.
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INIABA 2. OcnoXXHeHWst €CTECTBEHHOIO TeYEHMs BPOX/AEHHBIX NMOPOKOB CepaLa...

CHuwwenue O/1C:

~  yBeJHYeHMe HATPAXKEHHS aJbBe0/APHOIO KUCIOPOaa,

~ ropiepxaHHe ankanosa u runokanuuy (pCO, = 30),

—  KOPpeKHsi MeTaG0M4eCKOr0 U1K PECIIMPaTOPHOTO aUMA03A.
Adexsamnsiil pexcum VBJT: E

— u36erarh 3aBHILICHHON0 ¥ CHIDKEHHOTO bIXaTeAbHOro 06bEMa,

~ TNOAEPXHUBATh HE3KOE CPejHee BHYTPUIPYAHOE 1aB/eHHE,

~ ¥36eraTh HEONPABJAHHOH U TPABMATHYHOMN CAHALKMH NETKHX.
Hasnavenue sazodunamamopos:

—~ HUTPONPYCCHI HAaTPHS;

~ HHTPOIVIHLEPHH;

— uurananus NO;

— uHraduTop pochonuscrepasw [l tvna — MaapuHoH;

— HM30MPOTEPHHOT,

— npenapars mpocTaraaniuHa E;.

«ArpeccHBHOCTb» N0CJIE0NEPALHOHHOA HHTeHCHBHOK Tepanuy JII
OnpesensioT:
— XapakTep nopoka,
— CTEeNeHb CePAEYHOH U JEroYHOH AHNCOYHKINH,
-~ coortHomeHue cuctemuoro Al u nasieuns B JIA,
~ pesuctenTHOCTh JII' K IPOBOAMMON Tepanuu

TEPAMWA OKCUAOM A30TA (NO)

OKcHl 2a30Ta —~ BAXKHEHILHE Me/IMaTOP COCYAMCTOrO TOHYCA U Pellak-
CaHT FAaJKOH MyCKYIaTypHL.

NO siB/sIeTCA €1MHCTBEHHbIM CEJIEKTUBHEIM BA30IaTaTOPOM COCY-
noB MKK. NO npoayuupyeTcs COCYIUCTHIM SHIOTE/IHEM B OTBET Ha fuo-
Jorugeckue cTEMYJs! (GpaivKUHHH, AHETHIXOIHH, QHU3HOIOTHUCCKYIO
AKTHBALMIO SHAOTE.IHA KPOBOTOKOM, IPOBOCIATHTEbHEIE LIATOKHHI) u
BLI3BIBAET BA3OAKJATALMI), CTUMYJIHPYS NPOAYKUMIO UMKIHIECKOH
ITM®. 370 BaxxuHehnmil Mexannam cuxkeruss OJIC mocae poxaenns u
MeTO/ HHTEHCHBHOH TepaNuy JerOYHOH IMIepPTeH3UY B KapAHOXHPYD-
THA.

Vinakrusanps Gosbiuelt yacta NO npoHcxoaut nyTeM 00pasoBaHys
meTremorno6uua (MetHb). CpoactBo NO k reMorao61uHy npuMepHo B
3000 pas nuxe, 4em k Oy, G1arojaps ero KOPOTKOMY MePHOLY MOAypac-
naga, TpebyoueMy NOCTOSHHOA MHraxsuuy. OIHAKO MeTreMOri0GuH
HapyllaeT TPAHCMOPT KHC/IOPOIA H BeJleT K TKAHEBOK TMIIOKCHH, a ero
ypOBeHb 3aBUCHT OT AMHTEbHOCTH H KoHleHTpauud NO B abixatens-
HOM CMecH.
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44 JIBTONHAR TUIEPTEH3NSA PAHHErO NOCIE0NIEPALMOHHOTO NepUoa B XMpypriu BIC

llokasanun k npumenenno uuraasuasi NO - 310 o-
COKAN PEIHCTEHTHOCTB JIETOUHOTO KPOBOTOKA M OTCYTCTBHE 3(deKTa oT
(PUMENEIIA (apMaKoJOrHyeCKuX Ba3oiuIaTaTopoB. Muorue us npu-
MEHIEMBIX JIEKAPCTBEHHBIX CPEACTB HE CEJEKTHBHH, U MX HCNOMb30Ba-
HHE BE/IRT K CHCTEMBO PHNOTOHMH, BHY TPA/IETOYHOMY 06KpanblBaHHIO,
HAPYLICHHIO BEHTHAALMOHHO-NEP(Y3HOHHOTO OTHOLIEHHS, THIOBEHTH-
SN AHCTANLHBIX ANbBEOJI, aPTEPHATLHON THIOKCHH.

Hosupoara NO (konyenmpayus)
= llepencrupyiowasn JII'y HoBopoxaesnsix — 5-80 ppm.

Iokosiit qucTpece cuuapom aerkex = no 20ppm.
= Xponnueckas JII' npu BIIC win nepsuynas JII' — 5-80 ppm.
Memoduka nazuavenus

Jlyuiie nenosb3oBath CHCTEMbL, NO3BOISIONIHE YMEHBIIHTb KOHTAKT
NO u O,

Konuenrpauus NO nomxna 6uTh kaK MOXKHO MenbIne, Kak 4 FiO,.
Yposeub MetHb onennsaercs no 1 mocse Havana repanun NO kax-
aple 46 yac.

Ouennpaetcs aprepuabhas SatO, cieLHaTbHEIM METOOM ¢ ONPaB-
Kot Ha MetHb.

Kimnnuecknmu npossienusmu noeimenust ypopuss MetHb moryt
ObITh UMAHO3 M CHHXKEHHE TIepdy3uy.

[Ipn MetHb >5% wneo6xonuMo cHU3UTD konuentpauuio NO. Ipu
OTCYTCTBHM peaKuyy 1aTh BuTaMuH C.

Canauus Tpaxeu MOXeT NPUBECTH K YTPOKAIOMIEH BA30KOHCTPHK-
1IMH M THIIOKCHH.

lNoGoynell s¢pperm

B npucyrereum kucaoposa NO 6bicTpo npespamiaetcst B AHOKCHL,
BHI3LIBAIOLUMI OTEK IETKHX, HX MOBPEXIeHNe, U cMepTh. Huskue kou-
UCHTPALMH HE BbI3BIBAIOT THCTOJNOTMYECKUX HaMedeHuf. [l Gesonac-
HOCTH HCNOJIL3YIOTCS CHIeUHAMIbHBIE CHCTEMBL OUHCTKY OT HUTPOreH-14-

OKCH/a, KOTODbIE YCTZHABAMBAKTCA B ALIXATEbHOM KOHTYpe MeXay CMe-
CHTeJIEM Ia30B U MalleHTOM.

Cnncok nurepatypbl

I. Comparative analysis of clinical trials and evidence-based treatment
algorithm in pulmonary arterial hypertension / N. Galie, W. See-
ger, R. Naeije, G. Simonneau, L.J. Rubin // J. Am. Coll. Cardi-
ol. —2004. — Vol.43. - P.81-88.

2. Humbert M., Sitbon Q., Simonneau G. et al. Treatment of pulmo-

nary arterial hypertension / / N.Engl. J. Med. - 2004. - Vol.351. -
P.1425-1436.
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Pulmonary hypertensive crises following surgery for congenital
heart defects in young children / R.A. Hopkins, C. Bull, S.G.
Haworth, M.R. de Leval, J. Stark / / Eur. J. Cardiothorac. Surg. —
1991. — Vol.b. — P.628—-634.

Pulmonary vascular resistance aiter cardiopulmonary bypass in in-
fants: effect on postoperative recovery / 1. Schulze-Neick, Li Jia,
D.J. Penny, A.N. Redington / / Thorac. Cardiovasc. Surg. = 2001.
= Vol.121. - P.1033~1039.

Selective pulmonary vasodilatation in acute respiratory distress
syndrome / U. Kaisers, T. Busch, M. Deja, B. Donau-bauer, K.J.
Falke / / Crit. Care Med. — 2003. - Vol.31. — P.337-342.
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2.3. AputMum y geTtel

C KOppUrMpoBaHHbIMK
BPOXXAE€HHbIMH
Mopoxamu ceppaua

Hapyweunus putma gBAAI0OTCS OMHUMH U3 OCIOKHEHMH KAPAMOXH-

PYPIHYCCKHX BMEIIATeAbCTB. YacToTa UX BCTPEYAEMOCTH COCTABASET
01 2 10 60% ¥ 3aBHCAT OT HCXOAHOM AHATOMEY TIOPOKA M BHAA BBIIOJ-
HEHHOIO KAPAHOXHPYPruYecKoro BMellaTe 1bcTBa. MHUHUMANBHEIA PHCK
PASBMTHIL CONPOBOXKAALT XHPYPrHUECKyI0 Koppekuuio JMITII, makcn-
MaJIbHBIA = remMoAMHAMHYecKy1o Koppekurio TMC u cTeH03a BELXOZHO-
I'0 OT/1e/14 JIEBOTO KeTyN0YKa.

KNACCUDUKALINA APUTMUA
B NOCNEONEPALIMOHHOM NEPUOAE:

bpaduapummuu:

CHHPOM C1a60CTH CHHYCOBOTO Y3/1a;
ATPUOBEHTPHKY.IspHas Giokaza (II-1IT crenenu).
Taxuapummuu

Paunwue:

ATPHOBEHTPUKYSIPHAS Y3/10Bas SKTOMUYECKAA TAXHKADIMS;
Tpenetanue / puOPUATALMT npencepaus;
NoNMMopQHan npeacepaHas TaXHKapIus;
IKTONHYECKAs NPejcepaHasi TAXUKAPIHS;
JKeJTyI0uKOBas TaXxukapaus (3KTonKMueckas, pueHTpu);
[Toanmue:

npejfcepaHas PHEHTPU TAXUKADIHS,

NpejacepaHas SKTONHIECKas TAXHKAPIHS;
KeJYI04KOBas Taxukapaus (9KTonuueckas, pueHTpn).

NPUYUHBI BOSHUKHOBEHWUS APUTMUIA

[locneonepanyontble HAPYIEHAA PUTMA MOTYT BOSHHKATh KaK B

paHHEM NOC/Ie0NepalHOHHOM ePHOjle — HEIOCPEACTBEHHO NOCe olle-
. pALMK UK Yepe3 HECKObKO AHEH, TaK U B OT/Ia/]€HHOM T0CAe0Tne paLy-
OHHOM NEPHOAE ~ CNCTA MEeCTUBl # FoAH rocse koppekuuy BIIC.
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B ocnoe passuTHs noC/eONePALMORHBIX aPUTMUH, BOSHUKAIOLIMX
HETOCPRACTBEHHO I0C/1e ONePaLMH, JeKaT NPAMas XUPYPruyecKas Tpas-
Ma, 3/IeKTPHYECKAs HeCTabM/ILHOCT MHOKAP/a Ha hoHEe HEYCTOWYABON
reMOHHAMHKH, NOBbIEHHOE JaB/leHHe B KaMepax Cepauna, HajiuyHe
BOCHANUTENbHbIX U penep(y3HoHHBIX MoBDexaeHHH cepana. Pakropa-
MH PHCKa Da3BHTHS PAHHHX [0C/J€0NePAUHOHHBIX aDUTMHY ABJAAIOTCS:
MaJIbiid BeC TeJ1a, A/1HTe/IbHOE BPeMst HCKYCCTBEHHOI0 KpoB0OGpalenus,
OCTATOYHbIE '€MOAMHAMHYECKH 3HAYMMbIE Ae(EeKTH W IIYHTE, CHAPOM
¢1a00CTH CHHYCOBOIO y3.1a, BblABJeHHBIH 10 ONlepaLMH, A TAKXKE IPpUMe-
HEHHE HHOTPOMHBIX AreHTOB.

Tlosanue nocieone paunOHHbIE APHTMUH SB/SIOTCA C/ELCTBHEM Nps-
MO¥ XHPYPrHYecKoll TPaBMbI paGoyero MHOKapAa U NPOBOAALIEH CHCTe-
MBI cepana ¢ GopMHPOBaHHEM N10C/Ie0NePalHOHHbIX py6uos. Hapyue-
HHsl pUTMa CepAua B NO3HHE CPoKK nocie koppekunuu BIIC xapakrep-
Hbl LIS NALMEHTOB C HAPYlIeHHEM BHYTPHCE DAEYHOM reMoauHaMuKHy (pe-
3UIyabHble WYHTHL, IETOYHAs TUIEPTEH3UsI) ¥ CEPACUHON He0CTaTOY-
HOCTBIO.

TAXUAPUTMUN

Pasnoo6pa3ue TaxuapuTMuil y NAUHEHTOB C KOPPUIHPOBAHHLIMM
BIIC 3auacTyio He n03Bo.s€T NIPOBECTH TOYHYIO TOMAYECKYIO AHATHOC-
THKY ¥ Onpe/euTh X MexanuaMm (npunoxense 6). [lostomy B npakTu-
YeCKO¥l 1eATe/IbHOCTH BCe TaXHAPUTMHUH CJIelyeT NeIHTh Ha «LIKPOKO-
KOMILIEKCHBIE» K «Y3KOKOMILIEKCHEIE», UTO B OOJIbIUHHCTBE CJIYYaes Co-
OTBETCTBYET MOHATHAM «Ke/yJ0YKOBAA aDUTMUA» U «CYTIPABEHTPHKY-
JAsipHas apaTMHs». Jl1A IPHHATUA PeLleHHUs O TAKTHKE BEJCHUS Nauy-
€HTa BAXKHO OLEHUTb COCTOSIHUHE FeMOJUHAMHKE — CTabU/bHA FeMou-
HaMKKa 1460 HeT. B oLeHKe THIIA aDUTMHH U, OTYACTH, ONPEJeISHHS ee
MeXaHK3Ma MOKET II0MOYb BBIOJIHERHE YPECITHIIEBOJHOIO 3/IEKTPOdH-
3HOJIOIHYECKOIO HCC/Ae10BAHKS.

Jleuexue nocIeonepauMoHHbIX TaXMKapAWi,
BO3HWKWNWX B PpaHHeM Noc/ieonepaluoHHOM nepuoge

Ha pucynke 1 npeacrap/ieHa cxema Tepanuy HApyIIeHUH PUTMa cep-
Aua.

Bo Bcex ciiyyasx BO3HHKHOBEHMS TaXKapMTMHH Tepanust A0JIAKHA
ObiTb HaNpaB/JeHa Ha:
— N0jAeprKaHHe MEKTPOJHTHOTO U KHCJAOTHO-LIEAOYHOT0 Gananca,

=  MaKCHMaJbHO BO3MOXKHOE CHUXKEHHE 103 BBOAHMbBIX B/B KaTexoJa-
MHHOB,

— KynupoBaHue ofLied BOCIANUTEbHON PeaKiluH,

- [NanpenTsl ¢ reMOIMHAMHYECKH HECTAOHABHBIMH TAXMKAPAHAMHU Tpe-
6yI0T He3aMeJINTe/LHOrO NPOBENEHHS 3JEKTPOUMIYILCHOH Tepanuu
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2.3, ApUTMAN Y fieTeil ¢ KOPPUrMPOBAHHBIMY BPOXAEHHLIMU NOPOKaMI CepaLa

| HPC

[emogmHamuyecku
crabunbHele

¥ o

femoguuamudecku
HectabunbHble + T

[ I;r)"ea(‘:e};éu&n Gubpunnsyus/
puenmpu mpenemarue L Kapauosepcus
maxukapous: npedcepdud: INT.

ypecnuiepopHan AB-y3nosas skmonu-

4

WU ANUKapAK- YecKas maxukapous:
MepukaMeHTO3HasA
anbHas; aMUOLAPOH,
Tepanus

CTUMYNALMA npoKauHoMuA,.

npeacepauii, Monumopgpras npeo-

CUHXPOHMU3N- CepoHas Maxuxkapous:

poBaHHas B-6nokaropsl nau

KapavuoBepcus; 6noKaTopbl KanbLUeBsix

AAI Ic, III rpynna HAHaNOB, KOPAAPOH

Puc. 1. HayanbHas oueHka v neyedue
Y3KOKOMMNEKCHbIX NOCAEeoNepaunoHHbIX TaxuKapani

(CHHXPOHH3HPOBAHHOM KAPAMOBEPCHH) BHE 3aBHCAMOCTH OT BHJA TAXH-
Kapauy.

(loka3arnus dna nposedexus INT:
= nocroaHHas (opma TII, SIT;
=~ Y3KOKOMIIEKCHARA TAXHKAPAHS;
= Ke/y/J0YKOBas TaXUKAPAHS;
= Hea(PeKTUBHOCTb KyNHPYIOILEH aHTHAPUTMHUECKOH Tepanuy;
= HapacTaHue NPH3HAKOB CepAeUHOH HEeAOCTATOUHOCTH;
= athQeKTUBHOCTL Npeabiaymen IVT.

PexomeHayemasn HauajbHasi MOLIHOCTh BO3LEHCTBUS COCTAB/SAET
1 x/ kr, NpH HeoOXOAMMOCTH H03a MOXKeT ObITh yBeJUYeHa [0
2 Jlx/ kr. OUT nposonuTcs B ye0BUAX BHYTPUBEHHOM aHecTesus (npo-
nooa). Ilpy renons3oBanuu 6uhasHoil KAPAKOBEPCHH MOLIHOCTD Pas-
psaa MoxkeT ObITh YMEHbLIEHA B 1Ba pasa.

ATpuoBeHTPUKYISpHAs y3/10Bad 9KTONNYECKAN TAXUKAPIUL
yalle BCero BO3HHKAeT BIepEble B 24—48 yacos nocJie onepauuu. Cpef-
Hfifl YaCTOTa XKeJayLoUKOBbIX CoKpamleHu# cocrapaser 180—200 s mu-
Hyry. MHoraa J0CTaTOUHO CJI0XKHO AHATHOCTHPOBATh Y3JA0BYIO IKTOMU-
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YeCKyI0 Taxukapiuio Ha nosepxHocTHoi 2KI, nostomy mist yrousenus
nMariosa TpebyeTcs YPECHHINEBOAHAA PETHCTPALHA JIEKTPOTPAMMEL.
Harnas aputmas 4acTo pedpakTepHa K MeAUKAMEHTO3HON Tepanuu. Y
JleyeHye HalPaBJeHO Ha CHIXKEHHUE YacTOThl COKPALUEHHUI KEeNYA0UKOB.
PesynbraruBHas aHTHADHTMHYECKas TEPANKS NPEACTABIEHA IPOKAUHA-
MH/I0M B Haua/IbHOH 103e 7—10 mMr/Kr y HoBopoxpenubx, 15 mr/kry
CTapuux feTed, MHQY3HA npoBopuTca B Teuenue 30—45 munyT, noa-
fepxuBaouias 1034 cocrasisiet 40~50 mkr /kr/ mun. C yemexom npu-
MeHsieTcs KoprapoH. HavansHas no3a npenapara cocrasiser 5 mr ; KT
8/B (1 Mr/&r kaxzabie 5 MURYT), I0ANEPKUBAIOLAS 4032 COCTABASRET
10 mr/ kr/ cyTku. B psige cyuaes s¢dexTHBHA NpefcepIHas yyaLaIo-
L{ast CTUMY/IAILLHA C YaCTOTOH, NPeBbiLlaioNiel Lk Taxdkapauy Ha 10%,
YTO T03BOJISeT CHHXPOHU3UpoBaTh AB nposesenue 1, Kak caeacTsye,
YAYYLATL CHCTEMHEIE FeMOJHHAMUYECKHe NoKasateau. [1py Bo3mox-
HOCTH PEKOMEH/YeTCsl yMeHbIUHTE [03Y HHOTPONHOH moaaepKKu. Eciu
yAaercs CTabuAM3KPOBATE FeMOJHHAMHYECKHE TOKA3ATENH, TO 1POAO-
KHTEABHOCTD Y3J0BOH SKTONHYECKOH TAXHKADIAHHK OTPAHUYHBALTCH [0
9 CYTOK € N0C/Ie/lyIOLIHM BOCCTAHOBJIEHUEM CHHYCOBOTO PUTMA.

Tpenetanne/puGpuansuus npeacepauit. C 1esbio MeKaMeH-
TO3HOTO KyNHPOBaHMs [aPOKCH3MOB TPENeTaHus HIH QuGpHUIAALH
npecepaui NpUMeHseTCes KopaapoH, npenaparst 1C kiacca, JUroOKCHH,
B-anpeno6aokartopst. Onnako sddextuBrocTs AAT He BhicoKa 1 3ayac-
TYI0 NOCTUra€TCA TOILKO YPeKeHKe YaCTOTE COKPAILIEHHS XKENY104KOB.

Ilonmmopdnan npeacepaHas TaXMKapAUd — JOCTATOYHO Peji-
KOe fBJeHKe B N0C/ecnepaonHoM nepuoze. Lesbio evenus ssaser-
CHl CHHXKEHHE YaCTOThI XKy I0UKOBBIX COKpalieuuii. 2¢ddextuBubt B-an-
peHof10KaTOpbl MK §/10KATOPH! Ka/bLUMEBLIX KAHAN0B. ¥ NalMeHTOB C
HeCTabHIbHON FeMOAMHAMUKOH B HEKOTOPBIX HCC/IEIOBAHMSIX POJEMOH-
cTpHpoBana 3((eKTHBHOCTb KOPAAPOHA.

HKenynoukoBas Taxukapaus. TakTyka BeleHKs NALKEHTOB C Xe-
JIyZOYKOBBIMH TAXMKAPAHAMHU 3aBHCHT OT BBIPAXKEHHOCTH KJAMHHYECKHX
cuMnToMOB. BO3HYKHOBEHME Xe1yNOUKOBON TAXHKADIMH Y NaIlMEHTOB
¢ HecTa0W/1bHOH FeMOAMHAMHKOM TpebyeT PoBeieH s CHHXPOHH3HPO-
BaHHOH KapAHOBEPCHH. ¥ reMOAHHAMUYECKH CTAGMILHBIX IALMEHTOB /151
BOCCTAHOB/IEHHS CHHYCOBOTO PHTMA PUMEHSETCS 00/II0CHOE BBEICHHE
nupokaua B go3e 1 Mr/ kr ¢ mocaeaywomei undysueii B gose 20—50
Mkr/ kr/wuy. JJomycTHMO HCTIOMB30BAHME NPOKAHHAMHAZ B/ B ¢ noC-
Jenyoiel uHpy3uer, KOpapoua.

Jleyenune nocneonepaLoOHHbIX TAXUKAPAMIA,
BO3HMKILKMX B OTAANEHHOM CpoKe
nocne KapaAuoXMpYPruyeckoro BMelaTenbCrsa

Jleuenue npexcepaHbIX pueHTPH (MHIM3MOHHBIX ) TAXMKAD-~
IHH, DEIUCTPUPYEMBIX CIYCTA JJIHTENbHOE BpeMs 0Ce ONEPALMH, Ma-
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JosthperTHBHO K ocTaeTcs GodbLiok npobaeMoi. PagukanbHo yerpanuts
CyOCTPAT TAXMKADPMK TI03BOJISIET PAAMOYACTOTHAS KaTeTepHas abalus.
Ho Heo6x0anmMo 0TMETUTb, 4To PUA HHUM3HOHHBIX TAXUKAPAHH Y AeTel
HEA0CTATOUNO (D (EKTHBHA BO MHOI'OM [10 TEXHUYECKUM NIPUYHHAM, CBS-
SAHIBIM C OTCYTCTBHEM «Male HbKUX» 3J€KTPOAOB, ITQ HE MO3BOJAET CBO-
OOAHO MAHKIYJIMPOBATH B IIpeAcepausiX. Bo3MOoKHB OCNOXKHEHHSA: TaM-
HOHAAA Cep/LA, NePUKAPANT, MOBPEXKAEHHE KAaNaHa, BO3LymHas 3M0o-
JHS1, 'eMO / 1IHeBMOTOPAKC, CBA3AHHBIH C HOCTYTIOM.

M3 mepukamenTos Hanbonee 3QheKTHBHEIMY ABASIOTCH PeNapaTh
1 Culll knacca. Haanayenvie aHTHapUTMUKOB Y IALHEHTOB C OTCPOTEH-
HLIMM MHIM3MOHHBIME TAXUKAPAUAMY, KK IPaBHJ0, BEJET JIMUIb K KpPaT-
KOBPEMEeHHOMY BOCCTAHOBJEHUIO CHHYCOBOIO PUTMa ¢ A0CTATOUHO 6bic-
TPBIM PELHAMBOM TAXUKAPIKH, JU00 K TPAH3UTOPHOMY 3amepieHuio AB
[IPOBEACHUS, IPHBOASAIIEMY K YPEXKEHHIO YACTOTH KEJIYA0YKOBBIX CO-
KpaLUEHHH.

Ilpencepauas sxTonudeckas Taxuxkapaus. B ocHoBe Taxukap-
MK 1e2KUT HOPMHUPOBAHKE CTONKOTO SKTOMHYECKOTrO 0Uara B MHOKapae
npejcepaui. JPheKTHBHBIM MeIHKaMeHTO3HbIM [I0IX00M B KYHpPOBa-
HIUM TAXMKADIHH ABAAETCS HCIIONb30BAHHE JUTOKCHHA, B-610KaTOPOB #
npokaunamuaa. Ilpu mepcuctyupyioweM xapakrepe TAXHKapIHU PeKo-
MEH0BAHO KYPCOBOE Ha3HAUEHHE KOPAAPOHA.

Henynoukosas Taxukapang. B cayyae, ecay xelyl04KoBast
APUTMHA CONPOBOXKIALTCS MHHMMAIBHBIMH ¥ HEIPOAO/KHTENLHBIMU
KAMHMYECKUMH CHMITOMAMHU, B NPOPHAIAKTHYCCKHX LEIAX 3DDeKTHB-
Hbl [IpenapaTsl, NOABSIONIME SKTONHYECKYI0 aKTHBHOCTD, — B-O/0Ka-
Topbl. B cayyae otcyTcTBHS 9(deKTa OT MeAMKaMEHTO3HOH TepanuH
[0KA3aHa PaAM0YacTOTHAS a6aLKs TaXMKAP/AMY HIH UMIIIaHTalKs Kap-
moBepTepa-aedud puistopa (Ipu HAIMUHY CHHKOTIANBHBIX cocrosmui’s.

OcHogHble ApUHYUNG! GHMUAapUMMUYeckod mepanuu

=~ HasHaueHue ocyniecTBaseTCst METOAOM 0A00pPa, HAYKHAA C IIpena-
paToB, UMEIOIIMX MUHUMAIbHYIO NPOJOJIKUTEbHOCTD A€HCTBHS 1
HH3KY10 BePOATHOCTb NOGOUHBIX 3 HeKToB.

=~ B neguaTpuy npeanouTHTE IbHOH ABASETCH MOHOTEpanys aHTHAPHT-
MUYECKHMH NpenapaTam.

= Ouenka 3¢ pexTHBHOCTH aHTHAPHTMHYECKOH TEPAliuH, @ TAKKe JH-
ArHOCTHKA Pa3BUTHUsA N000UYHBIX 3Q(EeKTOB NPOBOAUTCA C HCNOIbL3O-
BaHUeM MeTOna CyToYHOro MoHuTOprpoBanus JKI . ;

bPAAMAPUTMUN

{
CuHapoM cnaBocTu CHHYCOoBOTO yana
[Toxazanuem aast revernsa CCCY B paHHeM DOC/I€0NEPaLHOHHOM Tle-
pHO/Ie ABAAETCS CHMITOMHAS reMOAMHAMUYECKH 3HaukMast 6 paauKapiams.
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CnocoBei neverus

HenocpencTbenno nocsie kapuoxupypru4eckoro BMeLIaTe bCTBa ¥
NALYEHTOB C reMOAHHAMHYECKH 3HAYAMBIMH GDPAAHKAPIUAME NIPU-
MEeHseTCA BPeMeHHas INHKaPAUATbHAS HAPYKHAS CTUMYIALHMS.
MennKamenTO3HOR JeueH e CUHAPOMA CTAGCCTH CHHYCOBOLO Y312
orpanuyeHo. B nepssie cyTku nocae onepauun npumensieTcst Mudy-
315 U30MPOTEPHHOIA HA (POHE BPEMEHHON 3MHKAPAUABbHON CTHMY-
aauny. O1HAKO HE0BXOHMO IOMHHTS, YTO JEHACTBHE H3OMPOTEPH-
HOJIa HOCHT BPeMeHHbIX 3((pekT u npueM NogOGHLIX MpenapaTon
MOJXKET yCH/IMBATh ATOIOrHYECKYIO0 SKTONHYECKYI0 aKTHBHOCTh, IPH-
BOAS K Pa3JHYHbIM IATONOr HYECKUM TAXHKAPAHAM.

[TokasaHuAMH [/ HMIIAHTALMH OCTOSHHOTO 3JIeKTPOKAPIHOCTH-
MyZTOpA SIBJRNTCA «HAPYUIEHUs (DYHKIIHU CHHYCOBOIO Y3413 € KOp-
peJsiuesi CHMITOMOB BO BpeMs He COOTBETCTBYIONISH BO3PACTY Gpa-
aukapauu (onpesesieHne 6paauKaPIMK BAPLHPYET B 3aBHCHMOCTH OT
Bo3pacra nauuenTa u oxxugaemoii YCC)». Cpoku ummaanranum IKC
y nanuentos ¢ CCCY onpenesioTes HHIMBUAYAILHO H BAPLHPYIOT
B LIMPOKHKX mpejedax. [IpeanouTyTeHOA fBARETCH 0lHOKaAMe pHAs
npencepanas ctumyasuus. [Ipu covetanun CCCY ¢ napylweHuenm
npoBoAuMOCTH 1o AB y3iy nokasaHa npejcepaHo-KeayaouKkoBas
(nByxxamepras) cTuMysLAA.

ATproseHTpuKynapHas 6noxaga

Maupents! ¢ HapymwernsmMu dynkuuy AB y3ia paHHeM nocJeorne-
PALHOHHOM ePHO/Ie NOJIKHbI HAXOAUThCH Ha BPEMEHHOH SMHKADAHAIb-
HOH CTUMYJISILIAH IO BOCCTAHOBJAGHHS NpoBeerns o AB coenuuennio
HIIM A0 NepAOoAa UMIIAHTALNH NOCTOSHHOTO 3/1€KTPOKAPAUOCTUMYIA-
Topa. HecmoTpa Ha To, 4To noc/ieonepauuon s 610K J0CTATOYHO yac-
TO HOCHT BPEMEHHBIH XapakTep, CI0XKHO ONPEAENHTh — ¥ KAKHX Naui-
entoB AB npoBesenue 6yeT BOCCTAHOB.IEGHO H He NIOTPeGyeT NOCTORH-
Hoit 9KC. B panHeM noc/ieonepaunoHHoM nepuoie PAMEHseTCs HHTeH-
CHBHAS FOPMOHA/IbHAS NPOTHBOBOCNANNTE/bHAS Tepanus (npesnuso-
A0H).

A6COMOTHBIM MOKA32HHEM [V MMILTAHTALMA OCTOAHHOIO 3/I€KT-
POKAPIHCCTUMYAATOPA Y MALKEHTOB NOC/E XHPYPIUYECKOH KOPPeKIHHU
BIIC siBasiercs coxpaustiomasica AB 6,10kaga II-11l creneny s Teyenue
7—14 et nocsie onepauyH BHe 3aBHCHMOCTH OT CPEHEH YACTOTHI CO-
Kpailenus xenynoukos. Boccranosnerne AB nposesenus cnycrs ase
He/Ie/11 [I0C/Ie ONePALUN NPOHCXONUT KpafiHe DejIKo.

ITpy AB 6110Ka/1e NPeAnOYTHTENBHO HMILIAHTHPOBATS ABYXKaMepHBbIi
crumynatop (DDDR). Onnokamepasie xenynoukosse IKC (VVIR) no-
IYCTHMO HCIIOJIb30BATH B UCK/IIOYHTENbHBIX CUTYALHsAX, CBA3AHHbBIX C
OrpaHu4eHrHeM TPAHCBEHO3HOIO A0CTYNA, N0 IPHUKMHAM He3(hEeKTHBHO
NPENCePAHO CTHMYJIALMH, Y AETe BeCOM MeHee 3 K, a TAKKe NP1 pej-
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X (hopmax npexonsiued AB 610Kagsl CO 3HaUMMBIMU I2Y3aMH H C CO-
XPAHEHILIM CHIYCOBBIM PUTMOM. ;

~ Ipn pubope metopa umnaantauau IKC HeoGxonuMa HHAUBHIY a/lb-
HAM OIEHKA BOSMOXKHOCTH 3TMUKaPAXAJBHOTO KK TPaHCBEHO3HOro A0C-
1yna. YuRTLIBAsA HeOOX0MMMOCTb COXDaHEHUs BEH BC/IECTBHE HeH3bex-
HOM PEHMIIANTALLHK 3JIEKTPOMIOB, Y IeTeH MIAALIErc BO3pacTa Ipeanoy-
[HTeABIA SNHKapananbHas cTaMyasuys. I1pn BeiGope snHKapaHadIbHO-
10 A0CT YA HEOOXO0AMMO yUHTHIBATD CAeAYyIOLIMe QAKTHL: NPH IMHKapIH-
ALHOMN 10KAIM3ALMKA 91EKTPOJOB 0TMEYaI0TCs Gosiee BBICOKHE NOPOTH
CTUMYJSILMK, BbICOKA BEPOSITHOCTD epe/IoMa 3JeKTPoAa BCIeACTBHE
HO/BIIETO MEXAHHYECKOTO HANPSXEHUA 10 CPABHEHHMIO C 3HA0KapAYalb-
HBIMM, MeHbILe CPOK c1yK6bl baTapen IKC. Onnako coBpemeHHbie INH-
KAP/AHAALHEIE 3/IeKTPOIB CO CTEPOHIHBIM MOKPHITHEM 00eCHeUHBAIoT
AOCTATOUHO HU3KKI NIOPOT CTUMYASLMY. DHA0KAPANAIbHAS UMIVIAHTA-
[t 9/1CKTPO/IOB JOMNYCTUMA 110 AOCTHKEHHH PeOeHKOM MACChl Te/1a pas-
Hoi 15 kr {npn macce Teja ot 15 o 19 xr UMILIaHTHPYETCS OIHOKaMep-
Has 9HJ0KapAHaNbHAs cHCTeMa, PU Macce Teqa 20 Kr 4 GoJiee AMIIaH-
THPYETCA IByXKAMEpHAS SHIOKAPIHAIbHAA CHCTEMa).

CnUMCoK nuTepaTypbi

I. Eropos 1.9, Toprees O.J1. lnarocTrKa  Jeuenye NauneHTos ¢
MMIJIAHTHPOBAHHBIME AHTHADHTMHUECKHMH YCTPOHCTBAMH. —
Cl16. : Uenopex, 2006. — 256 c.

2. Kauuuueckue pexoMeHpalyy BcepoccHACKOro Hay4HoOro ofuecTsa
CNEUXANUCTOB 110 KAMHUYSCKOH 5/1eKTPODUIHOIOr HH, ADHTMOIOTHH
M KapAHOCTUMYJSLMK N0 NPOBENCHMIO 3JIEKTPOPU3HOIOTHYECKHX
UCCJIeI0BAHMH, KATETEPHOH aBIaiiy i NPUMEHEHHIO UMILIAHTHPY-
eMbIX aHTHapUTMHYecKHX ycTporcets. — M. : Hosas pesaxuns,
2009. — 304 c.

3. Ventricular arrhythmias in postoperative tetralogy of Fallot f18.
Chandar, G.S. Wolff, A. Garson et al. / / Am. J. Cardiol. — 1990. -
Vol.65. — P.655-661. : :

4. Cardiac arrhythmias in children and young adults with congenital
heart disease / E.P. Walsh, J.P. Saul, J.K. Triedman. — Philadel-
phia : Lippicott Williams&Wilkins, 2001. e

5. Clinical efficacy and safety of intravenous amiodarone in infants and
children / F.H. Figa, R. M. Gow, R.M. Hamilton et al. // Am. J.
Cardiol. — 1994. — Vol.74. - P.573-577.

6. Factors that influence the development of atrial flutter after the
Fontan operation / S.B. Fishberger, G. Wernovsky, T.L. Gentels
etal. // J. Thorac. Cardiovasc. Surg. — 1997. — Vol.113. - P.80—
86.
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7. Garson A.Jr. Ventricular arrhythmias after repair of congenital heart
disease. Who needs treatment? // Cardiol. Young. = 1991. —
Vol.1. - P.177-181.

8. Risk factots for atrial tachyarrhythmias after the Fontan operation /
M. Gelatt, R.M. Hamilton, B.W. McCrindle et al. / / J. Am. Coll.
Cardiol. — 1994. — Vol.24. = P.1735—1741.

9. Luedtke S.A,, Kuhn R.J., Mccaffrey F.M. Pharmacologic manage-
ment of supraventricular tachycardias in children. Part 2: Atrial flut-
ter, atrial fibrillation, and atrial ectopic tachycardia / / Ann. Phar-
macother. — 1997. — Vol.31. — Nell. ~ P.1347-1359.

10. Pediatric cardiac intensive care / editors: A.C. Chang, F.L. Han-
ley, G. Wernovsky, D.L. Wessel. — Philadelphia : Lippicott
Williams&Wilkins, 2001. — 574 p.

11. Practical management of pediatric cardiac arrhythmias / edited by
V.L. Zeigler, C. Gillette. — Futura Publishing Company, 2001. —
422 p.

12. Saul J.P., Triedman J K. Radiofrequency ablation of untraatrial re-
entrant tachycardia alter surgery for congenital heart disease / /
Pacing Clin. Electrophysiol. — 1997. ~ Vol.20. - P.2112=2117.

13. Mapping and radioirequency ablation of intraatrial reentrant tachy-
cardia alter the Senning or Mustard procedure for transposition of
the great arteries / G.F. Van Hare, M.D. Lesh, B.A. Ross etal. / /
Am. J. Cardiol. — 1996. — Vol.77. — P.985-991.

12. Weindling S.N. et al. Duration of complete atrioventricular block
aiter congenital heart disease surgery / S.N. Weindling, J.P. Saul,
;V.J. Gamble etal. // Am.J. Cardiol. — 1998. - Vol.82. — P.525~
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2.4. NepcucTnpyrowmi
naeBpanbHbIA BbINOT

Hlepeuernpyiomuit naespaisHbiil BHIIOT — 9TO AOCTATOUHO YacTas
NpobaeMa, ¢ KOTOPOH CTATKUBAIOTCH NETCKHE KAPAMOIOrH H KapAHOXH-
PYPIH PY J@UeHUHM NALHEHTOB ¢ BPOX/IEHHEMY TOPOKAMH CepILia.

CylecTByeT HeCKONbKO BUIOB BBINOTA:

. DKceyaaTUBHBIA BBIOT — BBINOT B Pe3y/IbTaTe BOCNAIUTEIbHOU IK-
ceypaiun. Bumsl skceynara: cepos3Hbil, (pUOPUHOSHBIH, reMoppary-
YOCKHH, THOMHBIN.

2. Tpanccynar — HeBocnaMTe bHbIH BBIOT (XapakTepeH s cepaey-
HOH HeJ0CTATOUHOCTH).

3. Xunoropakc — n/ieBpasbHLIA BHIOT B pe3yibTare 610Ka/bl /I TPaB-
MBI [PYAHOrO TMM(aTHHECKOTO IPOTOKA C HCTeUeHUEM JUM(b! B IJIEB-
padibHYI0 noJocTb. B HacTosLlee BpeMst HET efHHOH TOUKH 3PEeHHUS
Ha NaToreHe3 BO3HMKHOBEHUS Xuaotopakca. Cpeny Haubogee yac-
TbIX IPHUKH €10 BO3HUKHOBEHHS PACCMATPHUBAIOTCH KAPAHOTOPaKaIb-
Hble ONepaLny, TyHKUWH LeHTPATbHBIX BEH CHCTEMB! BEDXHEH NOJIOH
BeHb, IOPOKH Pa3BUTHUA TuMpaTrHueckol cucTems! (pacceinuos um,
IMIOT/IA31s COCYAOB WM COCYAMCTOM CTEHKM), HAC/JEACTBEHHbIE
cunapomsl (cunapom Jayua, Noonan cuaapom), poxnexsas [IMB-
HHpeKuus.

4. 'emoTOpakc — BO3HUKAET NPH KPOBOTEUEHHH B NJIEBPAJbHYIO [10-
JOCTb.

Y GonblIMHCTBA BOMBHEIX BhISB/IEHUE [IEBPA/IBHOTO BHIIOTA Tpedy-
o1 JasibHedinero o6cae0BaH s 415 BEIACHEHHA ero NPHYHHEL, KPOMe Tex
c/yuaes, Koraa nuarnos scer (manpumep, cepaeyHast HelOCTATOYHOCTh)
H BLULOT JErKO NOALATCH JedeHHnio. Bosbliioe JHarHocTHYECKoe 3Hade-
HME UMEeT MYHKUMA MeBpajbHol noJocTd. O6g3aTe/IbHbl MUKPOCKO-
[1M5 [yHKTATa, OLEHKA ero cOCTaBA ¥ NOCEB Ha ClelHalbpHble cpeibl. B
rabauuax 1 ¥ 2 npeacTaB/eHbl IPU3HAKY MIEBPANBHBEIX BEIIOTOB pas-
JIMYHOTO [LPOUCX0XKAEHHUS.

Y 6oapneix ¢ BIIC kapanonor, kak npaBu/o, HMeeT 1eJ0 ¢ THAPOTO-
pakcom Ha ¢one CH u xusie3HsiM BRINOTOM. [eMOTOpaKC 3a4acTyIo fB-
JISIETCH OC/OMKHEHUEM AMATHOCTHYECKHX UMY Je4eOHbIX MaHANYAALIH.

NEYEHME

[1neBpasbuas nyHKUKS ¢ Je4eOHOH Lebi IPOU3BOAKTCS NIPH 3Ha-
YHTEJbHOM 06bEME BHIIOTA B IJIEBPaAbHYI0 NMojgocTh. Ilpu BsioM, 3a-
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Ta6ruya 1. Cpasrenue cocmasos mpanccydama u 3KCcydama

[lokazamens mpanccydam | 3xccydam
OTHOCHTepHAS TWIOTHOCT 1005-1015 | Bpuue 1015
Beaok (r/ 1) 5~25 Britre 30
Ans6ymunbt/ rao6yaunsl 2,5—4,0 0,5-2,0
OrHourenue conepanus Geaxa Huxe 0,5 soline 0,5
B ILJIEBPATbHOH XKUMIKOCTH H B CHBOPOTKE

Tlpo6a Pusanbra (ocHOBaHA Ha NOSBAeHHH

NOMYTHEHUS NIPH 100ABJCHHH B PacTBOp 0TpHLE- TOSIOKH~
YKCYCHOR KHCJAOTb KalllK 9KCCyaaTa TeJAbHAH TeNbHas
C OTHOCHTEJIbHO BBICOKOH KOHUEHTpanKei

Genka — geHATYpamMs)

AKTMBHOCTH JIAKTAT-IETHAPOTEHASE! Huxe 200 hinte 200
(1A0), ME/ a

Ornomenune aktusrOCTH JIAT

B [VIEBPaIbHOM MHAKOCTH H B CHIBOPOTKE seie 0,6 spie 0,6
JlerxouuTH no 15 BhIe 15

TaGauua 2. (pasHenue cOCMAga XUMLIHOZ0 U HEXUNEIHO20 BHINOMA

Xuneauoiii goinom | Hexuneanoii sotriom

O61iee K0JIMYECTBO KIETOK 6oee 1000/ vka 20-1400 /mxa

% conepxanme AAMQOUKTOB 6oaee 90% 10 60%

Ypoess 1puramIepUIOB Gonee 1,1 mmoas/ a1 | 0,1-0,71 mmoar/ n

TAXHOM TeYeHHH NPOLECCa U OTCYTCTBUM TEHAEHIHH K PACCAChIBARHUIO
BBIIOTA NOKA3aH MIEBPOLEHTES C MOCACAYIOIHMM APEHHPOBAHKEM II/IEB-
panbHOH mostocth. ITokasanus K CPOUHON 3BAKYALMH KHAKOCTH: CMe-
L1eHye CPe0CTeH s B 30POBYIO CTOPOHY C BHPAXKEHHBIM HapyLleHHeM
yHKLUMK cepaua, OABINIKA, UHAHO3, TAXUKADHS, CIA0bIE IyJbC, apTe-
PHa/bHAs THIOTEH3HU.

B nepuone HakonIeHus BLIOTA PeKOMEHAYETCS AXETa C JOCTATOY-
HBIM KOJIHYECTBOM GeJ/IKa U ¢ OTPaHHueHHEM BOBL, CONell H YIIeBO/I0B.
IIposoauTest MeKaMeHTO3HAS TepaNHst CEPACUHON HENOCTATOUHOCTH
(rHOTpONHEIE mpenapaThl, AHypeTHKH). [Ipu BosHMKHOBeHUH THAPOTO-
pakca B noc/ieone paLHoOHHOM NePHO/E aKTYANbHEIM SIBJSETCS HA3HAYe-
HHe Kypca IPOTHBOBOCMAIHTENbHOH Tepanku (HecTepouaHbIe POTHBO-
BOCIIa/IUTE/IbHBIE PENApaThl, IIOKOKOPTHKOMARL) I/ CHUMKEHUS 0b1lie-
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2.4. TepcucTypyioii NNEBpasbHLIN BLINOT

[0 BOCIAJMTENLHOrO OTBETA OPraHH3Ma HA KaDAHOXHPYPruyeckoe BiMe-
lateancTso. [peannsonox HazHayawoT us pacyera 1—3 Mr/ Kr Macce B
CYTKH Ha npoTskedun 7—10 gHed ¢ nocTeneHHON OTMEHOH.

Jleuenne xuoTopakca TakKe A0/KHO GHITh KOMIIEKCHbIM. PexoMen-
AYETCA SHTEPAILHOE UIH, IPH He0OXONMMOCTH, IAPEHTEPaNbHOE NTHTa-
e, oboraenHoe Ge/KaMH U YIJEBOLAMH, C OTPAHHYEHHBIM KOJIHYe-
CTBOM XKHPOB CO CPEAHETAKE,IbIMY LeNsIMU. AMHHOKHCI0TH HeoBX0au-
MO HAasHavyaTh B 60/Iee BLICOKHX J03aX, YeM 06bMHO, A/ BOCIIOAHEHHS
forepn Geska ¥ Koppexuun umMeloweics runonpotensemun. [Tokasauo
HASHAYEHHE MY PETHKOB U IPOTHBOBOCTIAMMTENbHbIX Ipenapatos. [Ipu
teobxoaumocty Bocnoanenus OLK na doxe noreps xuakocTu nposo-
MHTCs HH(Y3HOHHAs Tepanus. B cayyae saTskHOro Teyenus nponecca
W OTCYTCTBHA TeHACHLMH K PACCACHIBAHMIO BBIIOTA IOKA34aH IIIEBPOLEH-
104 ¢ NoC/eayIoKM ApeHHPOBaHHEM [L/IEBPAIbHOM N0I0CTH. B kauectse
ME/IMKAMEHTO3HOH Tepanun XMA0TOPAKCA BO3MOMKHO HCIIOAb30BAHHE
CHHTETHYECKOr0 aHAJI0Ta COMATOCTaTHHa — OKTpeoTHza B go3e 0,1-0,5
MJI B 3aBHCHMOCTH OT Beca U Bo3pacTa peGenka 3 pasa B fens 11/ K. He-
KOTOpble 3apy0eKHble HCCJIeI0BATEIH IPEUIATAIOT HCIIOIb30BaHHe §0-
JAee pricokux 103 (80—100 mxr/kr/ cyTkH) U paHHee Hayalo Tepanuy
BMECTO MCNO/Nb30BAHKS HU3KOH HAYANbHOH 103kl ¢ BOCXOASILMM THTPO-
panuem. [poao/mKuTeNbHOCTS Tepaliii MOKET 3HAYATETLHO BAPBHPO-
BATHL B 3aBHCHMOCTH 0T Teyenus 3aboepanus. [To6ounbie adydekTsl co-
MATOCTATHHA: NUCNENTHYIECKHE ABIEHHS, TUIOTIMKEMHUS, THIIOTOHUA.

I1pn HesppexTrBHOCTH KOHCEPBATHBHOM Tepanuy METONOM BHIGOpa
ABJSIETCA ONepaTUBHOE BMEIaTebCTBO. JI0kasannaMu aist onepaTus-
HOTO IeYeHUS XH/I0TOPAKCA ABAAIOTCA NOTePs uMpsl Gostee 118 cyTku
B Tedenne 5 guedt (y getei nepsoro rona xusmy — 100 i/ cyTku) Hau
NOCTOAHHAA TMM(Opes B TedeHHe Goee IBYX He/leNb HECMOTPS Ha KOH-
CePBaTHBHOE JeUeHHE.
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2.5. JkccypaTuBHas HTeponaTus
(akccypaTuBHas
runonporenHeMmyeckas
nuMdaHruaKTasmus)

JKCCypaTHBHAS IHTEPOIATHS ABJIACTCA C/IEACTBHEM XUPYPrUYecKOH
KOPPEeKUHY CJI0XKHbIX BPOXKIEHHBIX 0POKOB cepaua. YacToTa faHHOIO
COCTORHUS CpefH BEUKMBIUAX NAUMEHTOB AOCTHT2eT 4 % . DTHONOTHS H
naToreHe3 OKOHuYaTebHO He BuisicHeHHl. [IpennosaraeTcs, uto snTepo-
NaTUA ABAAETCS CJIEJCTBHEM MOBBILEHHS CHCTEMHOIO BEHOSHOIO AaB-
JeHHS U PA3BHTHS JAHMOAHIHIKTA3HH. DKCCyIaTHBHOH 3HTEPONATHH
4acTo conyTeTsyT nosbiienHoe OJIC, CHIXKeHHE CepAeYHOro UHEK-
€a ¥ yBeJHYeHHe KOHEUHOro THACTOIHYECKOTO JaB/ICHUS B MKey104KaX.

DKCccynaTdBHas SHTEPONATHs] XapaKTepPU3yeTcs NMaTOJ0THYeCKUM
pacliipeHHeM JUMPATHIECKHX COCYAOB U NOBBILIEHHOX NPOHHIIaeMOocC-
ThIO KHIIEYHOM CTEHKH, CONPOBOXKIAIOLIMMKCS AUapeeH, 3HaUNTeAbHON
notepei He/ika yepes XKe/lyA0YHO-KHLIEYHBIH TPAKT, TUIONPOTEHHEMH-
YECKHMH OTeKaMy. B Taxe/biX cayyasx pa3BuBaeTcs obiliee HCTOLIe-
Hpe. [l nalseHTOoB C SKCCYIAaTHBHOM SHTePONAaTHeH XapaKTepHbl: -
I0XPOMHAs aHeMUs, 1eHKOLUTO3 ¢ AHM(bONeHHeH, THIIONPOTeHHEMHUA B
OCHOBHOM 3a CUeT CHIDKEHHSI CO/IepKaHus anb0yMHHOB H raMMa-rio6y-
JIMHOB, [AIIOX0JAeCTePUHEMHS, THI0KAbLHEMH, TOBbIIEHHOE COAeKa-
HHe B Ka/ie HeATPaJIbHOIO0 XKUPA, XHPHBIX KHCAOT U Mbil. CrieluanbHble
7260paTopubie METOHBl HCC/Ie/0BaHua 00HAPYKHBAIOT MOBHIIEHHOE
cozepxkanue Geska B TOHKOKHIIEYHOM CEKPeTe M NOBLLLICHHOE €ro Bhi-
HeJeHue ¢ uenpaxHeHuAMA. OKOHYaTeNbHbIA IMAarH03 YCTaHaBIMBART-
€51 Ha OCHOBE aHA/ 1132 GHONTATOB CNU3UCTOR 000JI0UKY TOHKOTO KUlley-
HHK2, B KOTOPbIX Ha0Jl0faeTcA paciludpenre JuMGaTHIeCKHX COCY 0B,
BOCHAJHTE/IbHAT HHOHABTPALMA TKaHeH. B pacuiupeHHbIX JHMbpaTHYeC-
KX COCY/AAX W CHHYCAX Me3eHTePHa/ibHbIX JUMPATHYCCKHX Y3J0B 01l
peneasioTcs AMnogark, Conepxamye B IPOTONJIasMe KanebKy Xupa.

HuddepeninaibHbifl IHarLo3 He06X0AUMO IPOBOIUTE C JHTEPUTA-
MH, SHT@DOKOJIMTAMH, C JUCAXapHIa304e(hHIHTHEIME JHTEPONATHAMH,
FJIOTEHOBOM 60.1e3Hb10. 32604eBaHHE IPOTEKAET XPOHHIECKH ¥ Mei/IeH-
Ho mporpeccupyer. Untepkyppentrbie uadexuuy (OP3, nresmonny,
AHTHHBL) MOT'YT PUBECTH K IeKOMIIEHCAHH 3a00/1eBaHUs H THbe/H na-
upenTos. [Iporsos Hebaaronpustubiil. Oxono 50 % nauneHTos nora6a-
€T B TEUEHHE 5 JIeT OT MOMEHTA MOsIBJIEHHS EPBEIX CHMIITOMOB.

B neyenuy MCMOMBL3YIOT AHETY C MOBBILIEHHLIM COfepXaHueMm Oel-
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2.5, IKCCynaTvBHas 3HTeponaTus...

i, BITAMINOB, OrpaHiuMBAETCS KOIHIECTBO NIOTPEOIAeMOH XKHMAKOCTH
i HOBAPEINON conn. BHyTPUBEHHO MOKA3AHO NMEpe/HBAHHE GeJKOBbIX
npenapaton (nnasma, niasmosameLuaioye pactsopst). [Tps oTekax oa-
HOBPEMEHHO C IIepeIHBAHNEM 11a3Mbl Ha3HAYaI0T TUYPETHYECKHE Cpell-
ciii. Koncepsatupioe nevenne Matospdextusro. Kax meros eiGopa
i AEMeNUH nauMenTos ¢ koppuruposanHeiMu BIIC u sxccynaTHBHOU
JHTOPONATHEH PACCMATPUBAGTCS TPAHCTIAHTALMS CEPALLA.

Cnucok nurepaTtypbl

|, Pediatric Cardiology for Practitioners / M K. Park. — 5th ed. =
Moshy, 2008. — 680 p.
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2.6. AprtepuwanbHas runepreH3us
npu BPOXAEHHbIX
nopokax cepaua

J1/151 BpOXIEHHbIX TOPOKOB CepAla XapaKTepHa reMoAMHaMUIeCcKas
apTepHanbHasi runepTensus. I eMoaMHAMHYeCKHe AT BO3HEKaIOT OpH
KOApKTallu{ 20PThL, HENOCTATOYHOCTH 20PTANBHOIO K/IaNaHa U OTKPb!-
TOM apTepHuanbHoM npoToke. [logasasioniee YMCIO Ciydaes AT npu BIIC
CBA3aHO C KOApKTalyed aopThl. :

ApTepuanbHoe JaB/eHHe HA PyKax Y GO/bHbLX C K30/1HPOBAHHOH pe3-
KO BBIPAXKEHHON KOAPKTAUHEN NOCTHIAET BbICOKHK uugp — po 200
100 mm pt.c1. u Bbiie. [Tps coueTaHHK KOAPKTALMM C IPYTAMH BIIC uud-
pui AJT MoryT BbiTs Hike — 130-170 /8090 mm pr.cT. B penxux ciy-
YasiX OHO MOXKET OBITh HOPMAJIbHBIM, 4TO 32TPYAHAET NOCTAHOBKY AMal-
H03a. Y 60.ILHBIX ¢ KOApKTalme a0pTh! cliefiyeT uamepsith Al Ha obenx
pykax. Bo3moua acCHMMETpHs (aB/IEHHs H3-33 aHOMA/IbHOTO OTXOX/IE-
HYS IPaBOY NOAK/IIOYMYHON apTepHH 0T HHUCXOAsALIEH a0PThl /1K 00erX
NOJK/MIOYHYHBIX apTepuii 0T MecTa cyxennsi. Ha noeax cucmoautec-
Koe dasaenue cHuxceno. B Hopme HabmoaeTcs 0OpaTHOE COOTHOUIE-
uye — AJ] Ha HIOKHEX KoHedHOCTsX Ha 20—40 MM PT.CT. BhILIE, UYeM Ha
pepxHux. [HacToM4eCKOe 1aB/eHNe HA HOraxX MOXKET GBIT HOPMAJIb-
HbiM. B CBA3H ¢ 9THM, y/IbCOBOE JaB/JeHHE Ha HOTaX OueHb HeOObLIOE,
470 XapaKTePHO /715 KoapkTalus aopTsi. Hepenxo AJl na norax BoOOILIE
He OTpeesseTcs, a Ha pyKax 06HapYKHUBAIOTCs BLICOKHE uapbl CHCTO-
JMUYECKOr0 U AMACTONMYECKOTO AAB/EHHS, UTO MOKET CTaTh NPUIHHOK
BHE3AITHOr0 KPOBOU3IUSTHHUA B MO3T.

Ec/i roBopuTh 0 HEAOCTATOYHOCTH A0PTA/ILHOTO KAanaHa, T0 AViA
HEr0 XapaKTepHO NOBbILIEHHE CHCTOMHHYECKOTO AJlno 140—180 MM pr.CT.
Vi CHIIKeHHe AuacTonngeckoro nuxe 60 mm pr.cT. Hepenko oHO CHuXe-
HO 10 HyJIA. B pesy/bTaTe IpeHMYyLLECTBEHHOTO CHIKEHHA IHACTO/IH-
yeckoro AJl i NOBbIIEHHS CHCTONMYECKOTO YBe/IHYHBACTCS BE/IHIHHA
My/IbCOBOTO 1aB/IeHHH: BMECTO HOPMAJbHbIX 40-60 MM pT.CT. OHA OC-
turaet 100—200 vy pr.cT. [To muenuio [.®. Jlanra, Beauuuna AuacTo-
sugeckoro AJI oTpaxkaeT cTeneHb HEAOCTATOYHOCTH A0PTAMLHOrO Kia-

N2Ha, TAK KaK ABJAETCH €€ NPSIMBIM C/IeACTBHEM.

Hamepenune ALl npy OAII no3BosisieT BLIABUTE [OBBILICHHE CHCTOA-
yeckoro AJ] i 60abLIYI0 My/IbCOBYIO AMIVIHTYLY 33 CHET CHUKEHHA Aha-
croanueckoro AJl, KOTOpoe, Kax H NPH HeAOCTATOYHOCTH 20PTAIBHOTO
KJTAllaHa, MOXKET ObTh CHIKEHO 0 HyJis. DTOT KAMHUIECKHH NPU3HAK
AMeeT 0c060 BaKHOe AMATHOCTHYECKOe 3HAayeHue NPH 00C/IeN0BaHNA
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peredt pannero pospacta. [arorenes Al mps He10CTaTOYHOCTH A0PTAIb-
HOP'O KAANAHA M OTKPHITOM apTEPHa/IBHOM IPOTOKE 00YC/IOB/IEH TeMOAH-
HAMMYECKUMH HAPYLIEHUSIMH BC/IEACTBHE 00beMHON NIePErpy3Ky Jieso-
[0 JKEAYI0UKA, U 110C/e KOPPEKUHH TI0POKOB JaHHbBIA CHHAPOM MPAKTH-
HECKH MONHOCTBIO HUBEJHPYeTCs]. :

I1pn KoApKTALMHE A0PTHL IATOreHe3 APTEPHAIBHON THNIEPTEHIUH CJI0-
KON 1 10 KoHLA He siced. CyUIeCTBYIOT JBe IaBHble THI0Te3bl, NPeLI0-
WeHuble 115 00bacHeus naToredesa opmuposanus Al mpa gaHHOM
BIC: Mexanuueckas 1 noyeysHas.

CorysiacHo nepBoi runoTese, NPUUHHON THIEPTEH3HH ABJAELTCA Npe-
[ATCTBHE KPOBOTOKY B a0pT€, B Pe3yJ/ibTaTe Yero HUXHARA YacTh TyJ0-
BHILA 10/IyYaeT MeHbIHH 06beM KPOBH, 4eM 9T0 Heo6xoauMo. BaxHbIM
apenom Gopmuposanys Al npy KoapKTaLUUK a0PTHI ABJACTCS reHe pajli-
0BAHHBIA XPOHUUCCKHH CIA3M MeJKHX aPTePHH H aPTePHOJ, KOTOPHLH
npupoant K nossieruo OTICC 1 GopMupOBAHUI0 apTEPHONAPHOTO Oa-
puepa. Ilomumo storo B natorenese gopmuposanus Al' npu Koapkra-
UHK A0PThi GOMbBLIYIO POJIb UTPAIOT CTPYKTYPHbIE H3MEHEHH S, NPOUCX0-
JIHE B KPYTIHBIX aPTEPHAX H B MHKPOUHDPKY/IATOPHOM pycJie, UTo elle
6oabiue cnocobersyet nospimenuio OIICC. C TeuenneM BpeMeHH CTEH-
KM 40PTBI M COHHbIX APTEPHH YTOMUAIOTCS, HX HIACTU4HOCTL CHHKACT-
C3l, MYBCTBUTEJbHOCTb GAPOPELeNTOPOB YMEHbIIAETCS, i He Pa3BUBAI0T-
51 MEXAHHM3MBI, HAPABJIEHHbIE HA CHYXKEHHE aPTepUaIbHOTO AABJICHHS.
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