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U3OAUPOBAHHbIN CTEHO3 AETO4YHOW APTEPUU:
PAHHA9 HEOHATAABHAA U NOCTHATAAbHAA AUATHOCTUKA,
KAMHUYECKAY MAHUODECTALNS, AEMEHUE N NMPOTHO3

Pestome. B cmamve npedcmaesnenvl AumepamypHvle OAHHble 0 YACHOMe, OCHOGHbIX KAUHUYECKUX NPOAGACHUSAX,
COBPEeMEHHbIX Memodax paHHell HeOHAMAanbHOU U NOCMHAMANbHOU OUACHOCMUKU, Ae4eHUU U NPOSHO3e U30AUPO-
BAHHORO CMEH03A Ne20HHOU apmepuU — 6POICOCHHOM NOPOKe CePOCUHO-COCYOUCIOL CUCHEMbL.

Karoueente caosa: cmenos ne2ounoll apmepuu, demu.

M3oimpoBaHHbIii  CTEHO3  JIETOYHOW  apTepuu
(MCJIA) — 3710 BpOXIEHHAs aHOMaJIWsl, XapaKTepu-
3YIOIIAsICS HATMYMEM OOCTPYKIIMU BBIXOMTHOTO TpaKTa
MIPaBOTO XeJyA0UKa M HapyIIeHUEM ITyTeil OTTOKA KPO-
BU 13 HETO B MaJIbIit KpyT KpoBooOpaiieHus. CorracHo
MKB-10, Boigensior Q 25.6 «CTeHO03 JIerouHOM apTe-
pun». [1epBble onrcanust mopoka npuHamiexat J.B. De
Senac (1749) u G.B. Morgagni (1761).

Yacrora UCJIA, 110 CeKIIMOHHBIM U KIMHUYECKUM
JAHHBIM, COCTAaBJISIET CPEeIU BCEX BPOXKIECHHBIX ITOPO-
koB cepaua (BIIC) ot 2,4 no 12 %.

Stnonorus

TepaToreHHble HakTOPbI, MPUBOAAIIAE K HOPMU-
POBAHUIO MOPOKA, BKJIIOYAIOT aJIKOTOJb, TMAAHTOUH,
W30TPETUHOWH, TAJUIOMUI, KPACHYXY, TUAa0ET y Ma-
TEepU.

CouyeTtaHue ¢ APYrMMm NOPOKAMM

ATpe3uss U CTEHO3 JIETOYHOM apTepUM OIMCAHbI
P MHOTHUX XPOMOCOMHBIX aHOMAaJMsIX, T€HHBIX Ha-
pyleHusIX 1 npu 60 cMHAPOMAax MHOXKECTBEHHbBIX I10-
pokoB pa3Butusi. CorlacHO pe3yJibTaTaM HUCCJIeIOoBa-
Hus D. Paladini et al. (1998), npu atpe3uu JierouHoi
apTepuu B COYETAHUM C Te(HEKTOM MEXKETYIOUKOBOIA
MEePEropoaKd aHOMAJIbHBI KAPUOTHUIl BBISIBJISIETCS Y
33 % muionos.

KAMHMKO

CTeHO3 JICTOYHOI apTepuyu MOXKET OBITh KIallaH-
HbIM (90 % caydaeB MCJIA), nmoakianaHHbIM (MHMYH-
IUOYISIpPHBIM) U HaIKJIamaHHBIM. [eMoanHaMuuecKue
HapywmeHus npu UCJIA, oOycnoBauBaoie KInHUYe-
CKUE TIPOSIBJICHUSI, CJIEAYIOIINE:

— MPEMNATCTBME HAa TyTU BEIOPOCA KPOBU U3 MPABOTO
JKEJIyI0UKa;

— MOBBIIIEHUE JABJIECHUS B IIPABOM KETYI0UKE;

— U3MEHEHUE CTPYKTYPHI CEPICYHOTO IIUKJIA B CTO-
POHY YUIMHEHUS NIEPUOIa U3THAHUS

— TpamgueHT (Tieperan) CUCTOJIMYECKOTO NaBICHUS
MEXKY TPaBbIM XEJIYA0YKOM U JIETOYHOM apTepueii;

— runeptpodus MpaBoro Keayaouka ¢ YMEHbIIIe-
HUEM ero oobeMa;

— MOBBILIEHUE TUACTOJUYECKOTO AABJICHUS B Ipa-
BOM KEJTYI0YKE;

— TIOBBIIIEHUE CUCTOJMYECKOTO NABJIECHUS B Ipa-
BOM MPEICEPANN;

— TunepTpodusT W AUJIATAlMsI TIPaBOTO IIpeIcep-
JIUs1, HEPEIKO AWJaTallisl OBAJILHOTO OKHA U cOpoOC U3
MPaBOro NpeACcCepAus B JIEBOE U MOSIBJICHUE 1IMaHO3a.

OTHOCUTENbHAsl HEOOCTAaTOYHOCTh KOPOHAPHOIO
KPOBOOOPAIIIEHUsT PE3KO TUIepTPOPUPOBAHHOTO MUO-
Kapa mpaBoro XeJayao4uka, SIBIsisiCb IPUYMHOMN 00J1eii B
CepALe, BEAET K Pa3BUTUIO CKIIEPOTUYECKHUX ITPOLIECCOB
U ITPOTPECCUPYIONIEMY CHUKEHUIO €T0 COKPATUTEIbHOMN
¢dynkuuu. [TpaBblii keaynouek nepecTaeT CIpaBIsThCS
C TIOBBILIEHHON HArpy3kou, YMEHBILIAETCS MUHYTHBIA
00BEM cep/ilia, HApacTaloT UUPKYISTOPHAS TUITOKCUSI,
nmaHo3. KinnmHuka mopoka 3aBUCHT OT CTEIIEHU CTEHO-
3a, KOMIIEHCAaTOPHOM runepTpoduu, HeAOCTaTOYHOCTH
IIPaBOro Kejayao4yKa ceplla, COCTOSHUSA JIETOYHOIO
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KpPOBOTOKa B MaJloM Kpyre KpoBooOpauieHus. KnuHu-
yeckasl KapTMHa BapbUpPyeT OT OECCUMITTOMHBIX (DOpM
IO TSDKEJbIX TPOSIBJICHUIA C BBIPAXXEHHOI OJIBIIIKOMN
npu Majenen pusandeckoi Harpy3ke, 00JIbIo B ceplie
CTEHOKApIMYECKOI0 XapakKTepa U IMaHO30M.

POHHS9 HEOHATAABHAOS
N NOCTHATAAbHOY AUATHOCTUKA

B nepBrie Mecsmnl sku3au MCJIA gamre mporekaer
HeTspkeno. [Tpu ierkoM 1 yMepeHHOM CTeHO3€e Y peOeH-
Ka XajioObl OTCYTCTBYIOT, Pa3BUTHE €ro He CTpajaer,
1IMaHO3 He oTMevaeTcsl. Pe3ko BbhIpaXKEHHBIN CTEHO3 y
HOBOPOXIEHHBIX C MIEPBBIX YACOB >KU3HU TPOSIBISICT-
csl IMAHO30M U HEIOCTATOYHOCTBIO KPOBOOOPAIIICHHSI.
TMosisnenue nuanosa npu MCIIA cBUaETENbCTBYET 00
OTKPBITUM OBaJbHOTO OKHA W HAJMYWKM BEHO3HO-ap-
TePUATIBHOTO cOpoca KpOBU. AYCKYJIbTaTUBHO OIpe-
JIEJISIIOT TPYOBIl CUCTOJIMYECKUI 1IIyM C MAaKCUMYyMOM
Bo II—III mexpebOeprsix Mo JIeBOMY Kparo TPYIWHBI U
ocnabieHue 100 OTCYTCTBUE BTOPOTO TOHA HA JIETOY-
HOI apTepuu.

PeHTreHonmornyecku  BBISIBISIIOT ~ 3HAYUTENBHYIO
KapIMOMETINIO TPU PE3KO OOETHEHHOM JIETOYHOM
kpoBotoke. Ha OKI': mpaBorpamma, mpusHaku rurep-
TpodUM MPaBOro XeJyJaodKa U MPaBOro Mpeiacepaus.
CrenieHb TIEpeTrpy3Ky MPaBOTO KEIyI0UKa YBEIMUNBA-
€TCsI TI0 Mepe BO3PACTAHUSI NABJICHUS B TIPABOM KEJTy-

PucyHok 1. @oHokapamnorpaMmmMa npv CTeHo3e
nero4yHov aptepuu (Il mexxpebepbe y neBoro kpas
rpyAaviHbl)

nouke. ITpu mposenenun ®KI peructpupyercs: BbI-
COKOYACTOTHBIN CUCTOJIMYECKUI POMOOBUAHBIN 1IYM,
3aHUMaroNMi Bcio cuctony. [llym otaeneH ot nmepBoro
ToHa. BTOpoii TOH Haja JierouHol apTepueii IUPOKO U
(UKCUPOBAaHHO pacCIIEIUICH, JCTOYHBIM KOMITIOHEHT
3HAYUTEJIbHO ocjaabiaeH (puc. 1).

Ha DxoKI": cyxkeHure Ha ypoBHE KJallaHOB WJIU MO/ -
KJamaHHOro mpocTpaHcTBa (puc. 2, 3), runeptpodus
MMOKapaa MepeaHell CTEHKM IPaBOro Keayaouyka U
MEKXKEJTyI0YKOBOM TIeperopoiku, YBEIMUYEHUE T10JIO-
CTH TIPABOTO TIPEICEPAUS U .

Kputepuu mocTHaTabHON IMATHOCTUKU CJIEIyI0-
Iue:

1. Kinmanueckue:

— MPU BBIPAXKEHHOM CTEHO3€ KaJIOObl Ha OBICTPYIO
YTOMJISIEMOCTD, ONIBILIKY IPU Harpy3ke, TOJI0BOKPYKEe-
HUe, 00MOPOK, KOJIIOLIME JIMOO MHTEHCUBHbBIE CXXUMa-
olue 0ogu B 00J1aCTU cepAua Npu (Gpu3nyeckoi Ha-
Tpy3Ke;

PucyHok 2. CTeHO3 s1ero4yHoi apTepuu.
HoBopo>xaeHHbI NepBbIX 4aCOB XU3HU.
CkaHupoBaHue nyTeii OTToka U3 npaBoro Xenyno4yka
(RVOT). OTMe4aeTcs1 KpUTUHECKUIi CTEHO3
Ha ypoBHe KJs1anaHoB siero4yHou aprtepuu (PA),
CTBOPKM Kn1anaHa ¢pubpo3HO n3MeHeHbl (CTpesika);
AO — aopra

PucyHok 3. 9xoKT: cy>keHne Ha ypoBHe KyianaHoOB
v noAksanaHHoOro NPoCcTpaHCcTBa
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— OJeTHOCTh KOKHBIX TOKPOBOB, IIMAHO3 HE XapaK-
TEPEH, MOSIBJICHNE €0 MTPU Harpy3Ke (IMaHo3 ryo) yaiie
CBSI3aHO C HAJIMYMEM OTKPBITOTO OBAIBHOTO OKHA;

— B IIKOJIbHOM BO3pacTe 3aMEeTHO OTCTaBaHUE pe-
OeHKa B (pM3MUYECKOM pa3BUTUU, TIPU3HAKU XPOHUYE-
ckolt Tumnokcuu («bapabaHHbBIE MATOUYKU», «JACOBBIC
CTEKJIa»);

— CepAeuHblii TOpO, CUCTOINYECKOE JAPOXKAHUE BO
II-IV mexpebepbsiX ciieBa OT TI'PYAMHBI, CepACYHBII
TOJTYOK, MOXKET OTPEIE/ISIThCSI AMUracTpaibHasl MyJib-
caius (3a cyeT runepTpoduu MpaBoro Kerya0uKa);

— YBEJIMYEHWE Pa3MeEPOB CepIlia B MOMEPEYHNKE;

— 3HAYUTEJIbHOE OCcJIabJieHre BTOPOTo TOHA HaJ Jie-
TOYHON apTepueil, UHTEHCUBHBINU, TPYObIiA, TPOAOIKI-
TeJIbHBIN (Ha 2/3 CUCTOJIBI) CUCTOTMYECKUH IITyM BIOJb
JIEBOTO Kpas rpyIuHbI ¢ MakcuMyMoM Bo I mexpebe-
pbe unu, nipu uHGYHIUOYIsIpHOM cTeHo3e, B [I1—-IV
MEXPpeOephsaxX, HAPACTAIOIUUI K CEpEeAUHE CUCTOJIBI U
He TOoKpbIBaolnil 06a ToHa cepaua. Llym uppagu-
UPYET K JIEBOU KITIOUULIE, HA COCY/IbI IIIEU, CITUHY MEXI1Y
CcepenrHOM JIEBOI JTOMATKU U TTO3BOHOYHUKOM.

1I. ITapakauHUYeCKUE:

— PEHTreHOJIOTUYECKMEe: BBICTYIAlOIIAs ayra Je-
TOYHOW apTepuu, TPAHUIIbI CepAlla OOBIYHO HE pac-
IIUPEHBI, MPU TIXKEJIOM CTEHO3€ BBISBISETCS YMEHb-
IIEHWEe BACKYJSIpPU3AlMU JIETKUX, TPU Pa3BUTUU
MPaBOXKEITyTOUKOBON HEAOCTATOUHOCTU OTPENEISIeTCS
yBEJIMUEHUE TIPABOTO XEJIyI0uKa U MPaBOro IMpejcep-
aus (puc. 4);

PucyHok 4. U3011poBaHHbI CTEHO3 J1Iero4YHoi
aptepuun

— OKI': otkimonenne 3OC BpaBo, MIPU3HAKHU BbI-
paXkeHHOI ruIepTpo(UU IPaBOro XeIyI04Ka 1 IIPaBo-
ro Tpencepausi, cMelieHne nHtepnaiga ST BHU3 U OT-
puLaTeabHbIN 3y6el T B paBbIX TPYAHBIX OTBEAECHUSIX
(CBUAETENLCTBYET O KpaliHeil CTEIIEH! ITePErpy3KM );

— 9xoKT': onpenensior CTeHO3 JIErOYHOM apTepum U
JIETATM3UPYIOT €T0 AaHATOMUYECKUIA BapUaHT.

JuddepeHumanbHy0 TMATHOCTUKY CJIEIYET MPOBO-
JIUTH ¢ MeeKTOM MEXIIpeICcCepaHON Meperoponku, ne-
(GEeKTOM MEXKEIyIOUKOBOM IIEPETOPOAKH, TEeTpamoit
®dasto, anHomanuei Do1TeiiHa.

AeyveHne

BoJibHbBIE € JISTKUM ¥ YMEPEHHBIM CTEHO30M (Tpain-
€HT MeHee 25 MM PT.CT.) He HYXKJIATCs B IIPOBEACHUU
MeInKaMeHTO3HO# KoppeKunu. M ImpoTHBOIIOKa3aHo
Ha3zHaueHNEe OUTOKCWMHA. Bo Bcex ciaydasx peKoMeH-
IyeTcsl aHTHOaKTepuadbHas NpoIIaKTHKa WHQEK-
LIMOHHOTO 3Hmokapauta. [Ipu pa3BUTHM TIpaBOXKEITY-
JIOYKOBOII HEIOCTAaTOYHOCTU C IIMAHO30M Ha3HAYaloT
KUCJIOpOAOTEpaInio U BBeAeHUe mpocramtaHanHa El
JIO TeX IIOp, MOKa He OyAeT MpoBelAcHa XUpypruyeckast
KOPPEKIIUS [TOPOKa.

ONTUMaJIbHBIM JUISI TIPOBEIECHUST OIepalliy SIBJISI-
eTcs MJIAIIIWIA IIKOJIBHBIN BO3pPACT, XYKe Pe3yJIbTaThl
oIepamy TPy KOPPEKIIMHU ITOPOKA B BO3pacTe IO TPeX
Jret u ctapire 25 net. [1o 3KCTpeHHBIM TTOKa3aHUSIM TIPH
BBIPAXKEHHOM CTEHO3¢ OIIepPaTUBHOE BMEIIATEIHCTBO
MOXET OBITb IIPOBEAEHO B IEPBbIE MECSILIbI XKU3HU pe-
Oenka. IlanueHTaM, HYyXIAIOLIMMCS B XUPYPru4ecKoM
JIeYeHUM B HEOHATAJIbHOM II€PUO/IE 13-3a BbIPAXKEHHO-
ro rpagueHTa gapiaeHus (50—60 MM PT.CT.), TUIIEPTPO-
(bmu MHOKapIa IPaBOro XeIyI04Ka U IIMaH03a, MOXKET
OBITH OCYIIIECTBJICHA Oa/UIOHHAs ITUIACTMKA KJlallaHa.
ITo maHHBEIM JIMTEPATyPhI, Pe3yAbTAThI 3TOU OIepaluyi
TIPEBOCXOAHEBIC, OTMEUAIOTCS TOJBKO PEIKHUE OCIOXK-
HeHMsI. BemeHue mMammeHTOB ¢ BRIPaXKeHHBIM CTEHO30M
JICTOYHOI apTepny 3aBHUCHUT OT OCOOCHHOCTEH aHATO-
MHUYECKOI0 CTPOEHHUsSI IIPABOro Xeaymouyka (pa3Mepbl
JKeJIyIodKa, IMaMeTp KJIallaHHOI'O OTBEPCTHS, HaJInyue
CUHYCOMAAJIbHBIX KOMMYHHMKAIM C KOPOHAPHBIMU
apTepusiMu). DTUM HallMeHTaM MoKa3aHa PEKOHCTPYK-
THUBHAas oTeparusl.

MNporHos

V nereii ¢ ycnelrHo NpoBeAeHHO OalsIOHHOM Ti1a-
CTUKOM KJ1ariaHa IPOTrHO3 JIJIsl XKM3HU OJIarOnpUsSITHBIA.
Y nmauuMeHToB ¢ IUCIIACTUYHBIM JIESTOUHBIM KJIaIIaHOM,
4YacTO BBISIBISIEMBbIM NMpU cuHapome HyHaH, mcxombl
MeHee OjarompusTHble. IlallMeHThl C yCHEeIIHO Mpo-
BEACHHOU 0aJJIOHHOM MJIACTUKON pelKO HYXKIAITCS B
TMOBTOPHOI OTlepallii B OTJIMYKE OT MAllMEHTOB C TUIO-
IU1a3uen nmpaBoro kejayaouyka. BbDKMBaeMOCTb y TaKUX
neteit coctaisieT 60 %. Jlerkuii 1 yMepeHHBbIIA CTEHO3
JICTOYHOI apTeprUM OOBIYHO HE MPOTPECCUPYET, U ACTU
UMEIOT OJIAaTONPUSITHBIN TTPOTHO3. Y OOJBHBIX C TSKE-
JIBIM CTEHO30M C BO3PAaCTOM OTMEYAETCSI MPOTPECCUPO-
BaHUe Topoka. CpemaHsisl MPOAOKUTEIbHOCTh KU3HU
MPpU €CTECTBEHHOM TEYEHMU MOpoKa COCTaBjseT 25
set. [Toce oneparu BO3MOXHBI PECTEHO3MPOBAHUE U
KJarmaHHasl HeAOCTaTOYHOCTD JierouHoil aptepuun. OT-
IAJIEHHBIA XOPOUIWIA PEe3yJIbTaT II0CJE OIepPaTUBHOTO
JeyeHus 3apukcupoBaH y 84,3 % GOJIbHbIX.
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Kalashnikova Ye.A., Nikitina N.A.
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of Propedeutics of Pediatrics, Odessa, Ukraine

ISOLATED PULMONARY ARTERY STENOSIS:
EARLY NEONATAL AND POSTNATAL DIAGNOSTICS,
CLINICAL MANIFESTATIONS, TREATMENT AND PROGNOSIS

Summary. The article presents the published data on the
prevalence, the main clinical manifestations, modern methods
of early neonatal and postnatal diagnosis, treatment and prog-
nosis of isolated pulmonary artery stenosis — a congenital mal-
formation of cardiovascular system.

Key words: pulmonary artery stenosis, children.
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