Bpoxnennbie nopoku cepaia.

3abosieBaHus1, BOZHUKAIOIINE U3-32 PA3IMYHBIX HAPYILIEHUH HOPMAJIBbHOTO
(dbopMHpoBaHU cepilia U OTXOSAIIMX OT HETO COCY/I0B BO BHYTPHUYTPOOHOM
IIEPHOJIE WIN OCTAHOBKH €r0 pa3BUTUS ITOCIIE POKAeHUs. Peub uaer e o
IF€HETUYECKH YHACIEJOBAaHHOM 3a00JI€BaHUH, & AaHOMAIMSIX, IPUYHUHON KOTOPBIX
MOTYT OBITh IEPEHECEHHBIE BO BpeMsl OEpEMEHHOCTH TPAaBMBbI, HH(EKIIIH,
HEJ0CTATOK B MHILE BUTAMHHOB, JTy4Y€BbIE€ BO3JIEHCTBHSI, TOPMOHAJIbHBIE
paccTpoicTBa. Hu 01HO M3 BHENIHUX WJIM BHYTPEHHUX BO3/ICUCTBUN HE BBI3bIBACT
KaKoro-anbo cnenu@uieckoro nopoxa.

Bce 3aBucur ot ¢asbl pa3BuTUs cepia, BO BpeMsi KOTOPOl MPOU3O0IILIO
MOBPEXKIEHUE III0AA

Kaaccudukauus

B npakmuueckolU sesmeAbHOCMU BpauaMm y406HO noAb30BambCH
npocmbiM AeAeHueM BIMNC Ha mpu rpynnbi:1)BIMNC 6AeaHOro muna c
apmepoBEHO3HUM WYHMOM
(AMXN, AMNON, OAM): 2)BMNC cuHero muna ¢ BeHoapmepaAbHbIM
wyHmom(TMC, Té,ampe3us mpexcmsopuamoro KaanaHa); 3)BIC 6e3
WyHmMa,HO C hpenfimcmBueMm
K BoIOPOCY KPOBU U3 XE@AYyJA0UKOB (CMeEHO3bl AeroyHol apmepuu u
aopmbl,KoapKmauusa aopmbl).

BbICOKAA AEIMOYHAA TMNEPTEH3UA
(CMHAPOM 3W3EHMEHIEPA)

TepMuHOM cuHapoM QU3eHMeHrepa o6o03Haualom cocmosiHue 60AbHbIX C
A MMXI1,ueld WyHM yacmMUUHO UAU NOAHOCMbIO CMaA hpaBo-A€BbiM,Kak
pe3yAbmam BbICOKOU AerouyHou runepmeHsuu.OaHaKo makoe HapyweHue
reMoauHaMuku Moxem BO3HUKHymb u npu AMIMMN, ABK, OAI uAu Alobol
KOMMYHUKaLuu Mexay aopmoul u AerouHou apmepueu.Y 340pOBbIX
HOBOPOXAEHHbIX B meueHue HECKOAbKUX HeaeAb cCmpyKmypa AerouHbIX
apmepul MeHsemcs Ha B3pOCAbIU Mun ¢ MOHbKOU cmeHKoU u 6oAbwoU
nemAel,umo NpuBoAUM K CHUXEHUIO pe3UuCmeHmMHOCMU AerouUHbIX COCY.A0B
40 YpOBHSl B3pOCAbIX.[Ipu cuHapome JU3eHMeHrepa pesucmeHmHocm
A€rouHbIX COCYA0B oCmMaemcs BbICOKOU UAU hoAHUMaemcs hocAe
HeKoOmoporo noAeHus B paHHeM Bo3pacme,BCA€ACMBUE NOBbIWEHHOU
Harpysku Ha AerouHble cocyabl.Omom PeHOMeH —hepBOHauaAbHO
pe3yAbmam nNpoAOAXUMEAbHOro NoAb emMa A4aBAeHUSl B AerOUHOU apmepuu
u o6bAuUmepauuu uHMumMsl cocyaos.K dpakmopam,yckopsiouum passumue
CuHApoma JU3eHMeHrepa,omHOCAMCS NOBbIWEHHbIU KPOBOMOK U AaBA€HUE
B A€rouHou

Apmepuu,a maKkxe HaAuyue runokcuu uAu runepkanHuu.B HauaAbHOU
cmaauu y 60Ab-



WuHcmBa aemel AerouyHas runepmeH3us pe3yAbmam 3HauUmeAbHO
NOBbLILWEHHOro KpoBomoka.Oma ¢popMa AerouHoll runepmeH3uuU cHuxaemcs
No4 BAUSSHUEM AEerouYHbIX
Ba3oauAamamopoB UAU KucAopoaa.lpu aliseHMeHrepusauuu nopok Al-
cAeacmBue
0b6CmMpYKMUBHBIX hamoAOruueckux usMeHeHul B AerouHbix cocyaax.OHa He
CHUXaemcs Nno4 BAUSHUEM AerouyHbiX Ba3oAuAamamopoB UAU KUCAOpO4a.
MamoAoruyeckue UsMeHeHUs Npu cuHapoMe JU3eHMeHrepa
oXBambiBalom MaA€HbKUe AerouHble apmepuoAbl U Mblli€UHble apmepuu u
rucmoAoruuecku Kaaccuduuupyiomcs caeayiouwum obpasom:mun 1-
ymoALLeHUe Meauu;mun 2-ymoALlLeHUe Meauu U UHMuUMbl;mun 3-
AONOAHUMEABHO K BbllleHa3BaHHbIM U3SMEHEHUSIM NpoucXxo4Aum runonaasus
MeAUaAbHOro psJa MaA€HbKUX MblWeYHbIX apmepull U cemuameble
nopaxeHus.MeauaAbHas runonAasus npeapachoAaraem K
aHeBpu3dMamuueckol auAamauuu apmepuu.Cemuambie nopaxeHus
XapaKmepHbl 4Af maxeAol Heobpamumol obcmpyKmusHoU HoAesHU
A€rouHbIX COCY.AO0B.

CuHapom JuU3eHMeHrepa paHo pa3susaemcs y H0AbHLIX C CUHAPOMOM

[ ayHa,umelouwux Aeso-npasbil WYyHM.

KAuHuka

Cumnmombl 06biUHO Bo3HUKalom nocAe 10-20 Aem Xu3Hu,xoms
U3BE€CMHbI U
MOAHUEHOCHbIE BapuaHmbl meueHuss boAe3HuU,Koraa CUHAPOM pa3BuBaemcs
yXxe B
paHHeM Bo3pacme.C usMeHeHuUeM HanpaBA€HUS WyHMa nosBAsemcs
LuUaHo3,04blWKa,
cAabocmb,CKAOHHOCMB K apumMuu.Ha no3aHUX cmaausx Morym
HabAalosambca 3CH,
60AU B rpyaHoU KAemKe,roAoBHble HOAU,CUHKONE,KpoBOXapKaHbe.llpu
ocMompe BbIABASIOMCA YCUAEHHbIU cepaeuHbll moAuoK,pacuenaeHue |l
MOHa C YCUAEHHbIM AeroUHbIM KOMNOHeHMoM.KopomKul cucmoAuuecKul
WyM U3rHaHuUf UAU haHcucmoAuueckul WwyM mpuKycnu4aAbHoOU
HeA0CMamoOUuHOCMU MOrym BbICAYWIUBAMbCSA HAa hAaMOU MouUkKe,maKkxe
MOXem onpeaeAsimbCa AuacmoAuyecKuu
WwyM HeagocmamouHoCmu AerouHou apmepuu.

He3apamienne meskcepaeuHoi neperopoaku. Oaud u3 yactoeix (10%)
BPOK/JICHHBIX MTOPOKOB Ccep/ila U3 Tpynisl "0yeqHoro" Tuma, mpu KOTOpOM UMEETCS
COOOIICHNE MEXTy TIPAaBBIM U JIEBBIM TpencepansiMu. OOHapyKUBaETCs HE PaHbIIe
3pesoro Bo3pacta (20-40 net), cmydaiino, Habmto1aeTcs B 4 pas3a yaiile y >KeHIIUH,
4eM Yy MYKYHH.

Cumnromsl U TeyeHue. bonbHbIE XKaTyIOTCS Ha OJBIIIKY, OCOOEHHO MpH
(bu3nYecKoil Harpy3Ke, MOTYT OTMEUaThCs cepAlleOneH s (IKCTPACUCTOHS,



MPUCTYIO0Opa3Has -- MapoKCU3MalibHas MeplaTeabHas aputmus). Mimeetcs
CKJIOHHOCTH K 00MOpoKkaM. B penkux ciydasx -- 3BOHKUN Kalledh C OXPHUILIOCTHIO
rosioca. lHorna 6piBaeT kpoBoxapkaHbe. boiabHBIE OOBIYHO XPYITKOTO
TEJOCJIOKEHHUS, C HEXHOM, MOIyIPO3pavyHO 1 HEOOBIYHO OJIETHOM KOKEM.
CHHIOIIHOCTU B COCTOSIHMM TTOKOs 00JibIliel yacThio He ObiBaeT. [Ipu mnaye,
KpUKE, CMEX€ WM Kalllle, HaTy>KUBaHUH, (PU3HMUECKOW HAarpy3Ke WU BO BpEeMsI
OEpEMEHHOCTH MOXKET MOSBUTHCS MPEXOAsIas CHHIOIIHOCTD KOKU U CIM3UCTHIX
ob6osouek. Yacto obpazyetcs "cepaeunblii rop0" -- BrIOyXaHUe MEePeTHUX
0Tpe3KoB pedep Haa 00sacThio cepua. Pa3mepsl cep/ilia yBeIMUnBaOTCA,
BBICJIYIIIMBAETCS IITyM BO BTOPOM Mekpedepbe cieBa. Hepeako nedexr
MEXIIPEACEPAHON EPETOPOIKU OCIOKHSIETCS PEBMATUUYECKUM MOPAKEHUEM
cep/illa, BOSHUKAIOT pa3HOOOpa3HbIe HAPYIIIEHUS €r0 PUTMA U TIPOBOJUMOCTH.
Bo3MokHBI peliuIuBHPYIONTHNE OPOHXUTH U THEBMOHUU. OTMEYaeTCsl CKIIOHHOCTh
K 00pa30BaHUIO TPOMOOB B MOJIOCTSAX MIPABOTO MPEICEPAHsSI M PABOTO KETYI0UKa,
B CaMOM JIETOYHOU apTepuu U ee BeTBAX. CpeliHsIs TPOIOIKUTEIbHOCTD KU3HU
ATUX OOJBLHBIX 0€3 JIEUEHUsI COCTABIISIET B CpeAHEM 36 JIeT.

Pacno3naBanmue. [ J1aBHBIM SIBJISIETCS aHATIN3 TAaHHBIX aHTHOKapIUorpaduu,
30HIUPOBAHMS TTOJIOCTEH cep/ilia, IXOKapaAuorpaduu, peHTTeHOJIOTHIECKOTO
UCCTICIOBAHUSI CEP/IIIA.

Jleyenne. OrpannunTh Qpuznueckue Harpy3ku. CumnromaTuueckas Tepamnus
(cepaeuHble MIMKO3Ubl, MOYETOHHBIE, aHTUAPUTMUYECKUE TTpenapatsl). [Ipu
IUIOXOM NEPEHOCUMOCTHU IIOPOKa HEOOXOAUMO XUPYPIHUECKOE JIEUEHHE (IUIaCTUKA

nedexra).

He3apamenue aprepuajibHoro (00TajioBa) npoToka -- BpOXKIACHHBIN TOPOK
cep/ia u3 rpymnmsl "0JaeaHoro THMa", TPH KOTOPOM TOCIE POXKICHUS HE 3apacTaeT
1 ocTaeTcs (PyHKIIMOHUPOBATH MPOTOK, COSAMHSIONINN a0PTY C JISTOUHOMN
aprepueit. OquH n3 HanOoee pacupocTpaneHHBIX aedexToB (10%). YV xeHmuH
BCTPEUAETCS Yallle, YEM Yy MY>KUHH.

CuMITOMBI M TEYEHME 3aBUCAT OT BEJIMUMHBI IPOTOKA U CTEIIEHU HArpy3KU Ha
cep/ue. B HEOCIOKHEHHBIX Clydasx Kajlo0 HET WJIM OHU He3HAYUTENIbHbI. B Takux
CiIy4asix MOpoK oOHapykuBaeTcs cirydaitHo. [Ipu 3HauuTEIbHOM pacuIupeHu:
apTepuaIbHOTO MPOTOKA BO3MOXKHO OOIIee TOPMOKEHHUE POCTA U PA3BUTHS CO
3HAYUTEIHHO MOHWKEHHON (M3HUECKOM TPYIOCTIOCOOHOCTHIO. bobHBIE, Kak
MpaBuJIo, XyJIOIIaBbIie, UX Macca HIKe HopMasibHOU. Hanbosee gacThl xanoOb Ha
cepAaleOreHus, MyIbCallio COCYI0B Ha IlIe€ U B TOJIOBE, OIIYIIEHHUE TSHKECTH B
IpyJIH, Kalllellb, OJBIIIKY OpHU PU3NUECKON HArpy3Ke, OBICTPO BO3HUKAIOIIIEE
YyBCTBO YCTAJIOCTH. BBIBAIOT TOJIOBOKPYKEHUS, CKIOHHOCTh K 0OMOpOKaM.
CUHIOITHOCTH HET. BBICIyIIMBAETCS TPOMKHM JJIMTEIBHBIN IIIYM CJIEBA OT



rpyauss (II-1I1 mexxpebepbe). Hezaparenue aprepuaibHOTO IPOTOKA MOXKET
OCJIOKHSITHCSI PEBMATHUYECKUM U CENTUYECKUM 3HIAOKAPIUTOM, CEPACUHON
HEJIOCTATOYHOCTHI0. CpeiHsIs POAOTIKUTEILHOCTD dKU3HU MEHBIIIE, YEM Y
3I0POBBIX JIULI.

Pacno3naBanme -- nanHble poHOKapaAuOTrpadun, KaTeTeprusaliu nojJocTen
cep/ilia, aHruokapauorpaduu.

JleyeHne XuUpyprudeckoe -- UCKYCCTBEHHOE 3aKPBITHE apTePUATLHOTO MTPOTOKA
(mepeBs3ka, nepeceuenue). KoncepBatuBHOE JICUEHUE TPOBOIUTCS JIUIIb MPU
OCTIO’KHEHUSX.

Koapkranusi a0pThl -- BpOXKJACHHBIA CTEHO3 (CY’KEHUE) Tepelieiika aopThl (13
IpynIbl MOPOKOB "0eAHOr0" THIA) BIUIOTH J0 MOJTHOTO 3aKPBITHSI POCBETA
aopThl, COCTaBIsAET 6-7% BCEX cllydaeB BPOXKACHHBIX OPOKOB cepua. Yarie
OTMEYAETCsl Y MY>KUHH, 10 CPABHEHUIO C JKEHIIIMHAMU COOTHOIIeHuE 2:1.

Cumnromsl U TeyeHue. [Ipu ymMepeHHOI KoapKTaluu KajloObl OTCYTCTBYIOT.
[losiBneHne cuMNTOMOB OOYCIIOBJIEHO ApTEPUATBHON TMIIEPTOHUEN U
HEJ0CTAaTOYHBIM KPOBOCHA0KEHHEM HIDKHMX KOHeuHocTel. bone3nsb naer o cebde
3HaTh Mexky 10-20 rogamu sxu3nu. Hanboonee yacto 601bHBIE KaTYIOTCS Ha 3BOH
B yLUIax, IIPUJIMBBI KPOBH, JOIKEHUE U JKap JIMLA U PYK, ITYJIbCALUIO COCYIOB LIEH U
rOJIOBBI, UyBCTBO TSXKECTH B HEW, TOJIOBHYIO 00J1b, FOJIOBOKPYKEHHUE,
cepaueduenue, oaplKy. B Oonee TSKenbIX ciydasix -- MPUCTYIIbI TOLIHOTHI,
PBOTBHI, CKIIOHHOCTh K 00MOpOKaM. MoryT ObITh HOCOBBIE KPOBOTEUEHUS HIIH
KpoBoxapkaHbsi. OTHOBPEMEHHO C 3TUM OECIIOKOUT YyBCTBO OHEMEHHUS, X0JI0/1a,
c;1ab0CTH B HOTaX, CyIOPOTH MPH (PU3NUECKON HArpy3Ke, PaHbl HA HUX 3a)KUBAIOT
moxo. [lepeMexaromasicst XxpomoTa ObIBaeT peako. BHeliHe 001bHbIE MOTYT
BBINVISIAETh HOPMaJIbHO. MIHOT1a y HUX XOPOILIO Pa3BUThI MBIIIIIBI [IJIEYEBOTO MOsACA
1 cna0o HoxkHbIe. Ha rpyiHOM KJIeTKe U KUBOTE BUAHBI MTYJIbCUPYIOLIUE apTEPUU.
Han o0GnacThio ceplia BBICTYIIUBAETCS IIIyM, KOTOPBII MPOBOAUTCS HAa COCYAbI
1eu, B 00J1acTh MKy JlonaTkaMu. O4YeHb BayKHbIN MpPU3HAK -- pa3HBIN MO CHJIE
IIyJIbC HA BEPXHUX U HUHKHUX KOHEYHOCTAX, ApTEpPUAIbHOE aBICHUE HA PyKax
IIOBBIILICHO, & HA HOTaX -- [IOHWXEHO. BO3MOKHBI pa3jInyHbIe OCI0KHEHUS --
KPOBOM3JIMSIHUSA B MO3T, CEpJI€YHas HEA0CTATOYHOCTD, PAHHUN aTepOCKIIEPO3
COCY/I0B, aHEBPU3MBI (PaCUIMPEHUs) COCY10B, MHPEKIIMOHHBIN 3HI0KapIUT,
peBMaTHueckuii mpouecc. CpenHss MPoIOIKUTEIbHOCTD KU3HU 0€3 JISUeHHsI He
npeBbIaeT 35 Jer.

Pacno3naBaHme OCHOBBIBAETCS HA KIIMHUYECKUX MTPU3HAKAX, TTPU
PEHTIE€HOJIOTHYECKOM UCCIIE0BAaH UU-PACITUPEHUE BOCXOAAIICH YaCTH aOpThl U
IyTH €€, pelaroliee 3HaueHne uMeer aoprorpadus.



Jleuenue. EnvHCTBEHHBIM pajiuKaIbHBIM U 3()()EKTUBHBIM METOJIOM SIBIISIETCS
XUPYPTUYECKHUI, KOTOPBIM MMOKA3aH BO BCEX CIy4asiX BBIABICHHOW KOApKTALMU
aopThl. ONTUMAJIBHBIN JJI onepauu Bo3pact 8-14 ner

NMopokun cepaua BpoXXAeHHble

MOPOKW CEPALUA BPOXAEHHDIE - BHyTpnyTpOobHbIE aHOMaNnmn
pa3BuTusa cepaua (B T. Y. ero KianaHoB, Neperopoiok) U KpPYnHbIX
cocyaoB. YacTtoTa nx HeoAMHaKOBa B pa3HbIX pernoHax, B
cpeaHeM OHM HabnwgatTca npnbnmantenbHo y 7 13 100 XnBbix
HOBOPOXAEHHbIX; Y B3POC/bIX OHW BCTPEYATCH 3HAUUTESbHO
pexe. B HebonbWwoW 4YacTn criydyaeB BPOXAEHHbIE MOPOKN UMELIDT
reHeTUYeCKyr npupoay, OCHOBHbIMU Xe NMPpUYnHaAMN X pa3BUTUS
CUYMTAIOT 3K30reHHble BO34AENCTBUA Ha OpraHoreHes
NpeMMyLLECTBEHHO B NepBOM TpuMecTpe 6epeMeHHOCTH
(BUpYCHble, Hanp. , KpacHyxa, n agpyrue 3abonesaHus mMaTtepu,
aNKOronnM3M, NpUMeHeHNne HeEKOTOPbIX IEKAPCTBEHHbIX CPeACTB,
BO34AENCTBNE MOHU3NPYIOLLErO U3ydeHuns n ap.). Bce
BPOXXAEHHbIE MOPOKN MOTYT OC/TOXHATBCA MHEKLMOHHbIM
3HAO0KApPAUTOM C MOosiB/IEHNEM AOMOSTHUTENbHbIX KanaHHbIX
nopa>xeHuMn.

OnarHos Bpo>XAeHHbIA MOPOK cepAaLla YCTaHaBIMBAKOT NyTeM
KOMMMJIEKCHOIO UccnenoBaHua cepaua. AyckynbTauus cepaua
MMeeT 3HaYeHne An49 AMmarHosa Buaa rnopoka B OCHOBHOM TOJIbKO
NPW KAanaHHbIX NOPOKaX, aHaNornyHbIX NpMobpeTeHHbIM, T. €.
NpU HeAOCTAaTOYHOCTM K/lanaHoB UM CTEHO3aX KamnaHHbIX
oTBepcTuin (I[Mopokun cepala npnobpereHHble), B MEHbLUEN CTEMNEHU
- NpW OTKPbITOM apTepuanbHOM NpPoOTOKe U aedekTe
MeXOKeNnyao4YKoBon neperopoaku. NepenyHoe AnarHoCTUYeCKoe
obcnenosaHue Npu NOA03PEHNN Ha BPOXAEHHbIM NOPOK cepaua
obs3aTenbHO BKOYAET 31eKTpokKapanorpaduio,
axoKkapamorpaduio n peHTreHoNorM4yeckoe nccregoBaHme cepaua
N Nerknx, Kotopble B 60/bLIMHCTBE Clly4YaeB MO3BOMSIOT BbIIBUTb
COBOKYMHOCTb NpsAMbIX (NpU axokapanorpadmm) n KOCBEHHbIX
NPU3HAKOB onpeaesieHHOro nopoka. B cnyyae BbisBNeHus
N30/IMPOBAHHOIO KNarnaHHOro rnopaxeHms NpoBOANTCS
anddepeHymnanbHbIM AnarHo3 ¢ npuobpeTeHHbIM NOpoKoM. bonee
nonHoe gmarHoctnyeckoe obcnenosaHme 60bHOrO, BKAOYawLllee
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npy“ HEO6X0ANMMOCTU aHrMoKapanorpadumio U 30HAUPOBaHNE KaMep
cepaua, NpoBOAMTCA B KapAMOXUPYPrmyeckom cTaumoHape.

AedeKkT MmexKkenyaouyKkoBOU Neperopoakm - oAnH U3 caMbiX
YaCTbIX BPOXXAEHHbIX MOPOKOB cepaua, B T. Y. Yy B3pOC/bIX.
NedekT nokannsyercs B MeMOpaHHOW WUAM MbILWLEYHOW YacTun
neperopoaku, MHoraa neperopoaka NOSIHOCTbIO OTCYTCTBYeT. Ecnu
AedeKT pacnosiaraeTcs Bblle HAAXKENYyA04YHOro rpebHs y KOpHS
aopTbl NN HEMOCPEACTBEHHO B HEM, TO OO6bIYHO 3TOMY MOPOKY
CONYyTCTBYET HEeAOCTAaTOYHOCTb aopTasibHOro KnanaHa.

leMoaMHaMMyeckue HapyLleHUs, CBsi3aHHble C AedeKToM
neperopoaku, onpeaenstoTcs ero pasMepamm U COOTHOLLIEHUEM
AaBneHus B 601bLLIOM M ManloOM Kpyrax KpoBoobpauweHunsa. Manble
nedekTbl (0,5 - 1,5 cM) xapakTepusytotcs c6pocom yepes gedekT
cneBa HanpaBo HebobWNX 06BEMOB KPOBU, UTO NMPaKTUUYECKN He
HapyllaeT reMoamHammnky. Hem 6onblue aedekt n obbvem
cbpacbiBaeMon yepes Hero KpoBu, TeEM paHblue BO3HUKAOT
rMNepBoOaEMUS N TUMEPTEH3US B MAsIOM Kpyre, CKNepo3 NeroYyHbix
COCYZl0B, Meperpyska 1eBoro n npaBoro Xxenyao4ykos cepaua c
MCXOAOM B CepAeyvHyto HeaOoCTaTOYHOCTb. Hanbonee Ts>xeno nopok
NpoTEeKaeT NMpu BbICOKOMN NEFrOYHOMN rmnepTeH3nmn (KOMnaekc
DW3eHMeHrepa) co cbpocom KpoBu Yepe3 gedeKT cnpaBa HaNeBo,
YTO COMNPOBOXAAETCHA Bblpa>eHHON apTepunasibHON rMNoKCeMmeENn.

CuMnToMbl Nopoka npu 6o0nbWOM agedeKTe NoABNATCA Ha
NnepBOM roAy XW3HU: AEeTU OTCTAloT B pa3BUTUM, MASIONOABUXHbI,
6nenHbl; NO Mepe HapacTaHUs Nero4YHOM r’MnepTeEH3nNN NOSBASETCH
oAbllWKa, LMaHO3 Npu Harpyske, dpopMmnpyeTcs cepaedHbin ropb. B
ITI-IV Mexpebepbsix N0 NeEBOMY Kpatko rpyanHbl OnpenensatoTcs
WHTEHCUBHbIAN CUCTOIMYECKUM WYM U COOTBETCTBYIOLLEE eMY
cucrtonmnyeckoe apoxaHume. ObHapyXXnUBaeTcsa yYCUIEHNE U aKUEHT
N ToHa cepaua Hag NerovHbIM CTBOJSIOM. MonoBMHA 60MbHBIX C
6onbwmnmMu gedekTamMn Neperopoaku He A0XKMBAKOT 40 1 roga mns-
3@ pa3BUTUSA TAXKEN0N cepaevyHOM HeAOCTaTOUYHOCTU UK
npucoegnHeHnss NHHEKLMOHHOIro 3HAOKapAUTa.

Mpun manom pedekrte MbiLLeyHON YacTu neperopogkn (6onesHb
TonouynHoBa - Poxke) NopokK MHorne roabl MOXeT 6bITb
6eccMMnTOMHbIM (A€TM HOpManbHO pPa3BUBAOTCA YMCTBEHHO U



dunsnyeckn) nnm NposaBnATbCS NpenMyLLEeCTBEHHO YacCTbIMU
NHeBMOHUAMU. B nepBblie 10 NeT XXM3HU BO3MOXHO CMOHTAHHOE
3aKpbITMe Hebonbloro gedekTa; ecnm gedekT ocTaeTcs, B
nocneaytouwme rogbl NOCTENEHHO HapacTaeT AerovyHas
rMNepTeH3us, NpmMBoAsLLAs K cepaeyHON HeaAOoCTaTOYHOCTH.
NHTEHCMBHOCTb CUCTO/IMYECKOro LWyMa 3aBUCUT OT 06beMHOM
ckopocTn cbpoca KpoBu yepes gedekT o Mepe HapacTaHus
NeroyHou rmnepTeH3nn WyMm ocnabesaeT (MOXET UCHE3HYTb
COBCEM), B TO BpeMsi KaK yCuUNeHne n akueHT N ToHa Hapg
NeroYyHbIM CTBOJSIOM HapacTaloT; Y HEKOTOPbIX 6ONbHbIX
nosiBNsieTca gnacronnyecHunin wym Npama Ctunna scnencreune
OTHOCUTENbHOW HEeAOCTaTOYHOCTU KnarnaHa Nero4yHoro creona.
Anacrtonnyeckun Wwym MoxeT 6bITb 06YCNOBNEH TakxXe
conyTcTBylOWeENn agedeKTy HeAOCTaTOYHOCTbIO aopTasnlbHOro
KnarnaHa, 0 HaJIM4unm K-pomn cneayet AyMaTb NPy 3HAUYUTENbHOM
CHMXXEHUN ANACTOIMYECKOro U NoBblWEeHNN nynbcoBoro AL,
paHHEM MNOSIBAEHUM NPU3HAKOB BblIpa>XeHHOW nenepTpodun
neBoroXesiyaouka.

OvarHos pedekta MexHKeslyAo0uKOBOW Neperopoakm
yCTaHaB/MBAlOT NO AAaHHbIM LBETHOW Aonmnsiepaxokapavnorpaduu,
NeBON BEeHTpuKynorpadpuu n 3oHaAMpoBaHua cepaua. MamMeHeHus
OKI 1 gaHHble peHTreHo/N0rMyecKkoro uccnegoBaHmsa cepaua m
Nerknux pasnnyatoTcs npu pasHbixX pasMepax gedekra u pa3Hou
cTeneHu Nero4yHom runepTeH3snmn; NpaBuIbHO NMPeanooXUTb
AVNArHo3 OHM NOMOralT NMLWb NPU SBHbIX MPU3HaKax rmnepTpoduu
060unx XKenyaoukoB U BblpaXKeHHOW rmnepTeH3nn Manoro Kpyra
KpoBoobpalleHus.

JleueHue npu Mmanbix aedekrax 6e31eroyHom rmnepTeH3nmn
4acTo He TpebyeTca. Xupyprmyeckoe sieyeHmne nokasaHo 60/bHbIM,
Yy KOTOpbIX cOpOC KpoBU vepe3 aedekT coctasnseTt 6onee 113
obbeMa nero4yHoro kposotoka. Onepauunto NpegnoYTUTENBHO
BbINOJ/IHATbL B Bo3pacTe 4 - 12 neT, BC/ZIM OHA He Npou3BOAUTCS
paHee No HeOT/IOXHbIM Noka3aHuaMm. Hebonbliune aedekTbl
YLWKMBAKT, NMpU KPYnHbIX gedekTtax (bosnee 3l nnowaamn
MeXOKeNyA04KOBOM neperopoakm) NpomnsBoasT UX niacTtuyeckoe
3aKpbITUe 3ansatamMu 13 ayronepukapaa win noanMepHbIX
MaTepuanoB. BeizgopoBneHusa gobuearTca y 95%



onepupoBaHHbIX 60NbHbIX. MpU CONYTCTBYOLLEN HEAOCTAaTOYHOCTH
aopTasibHOro KfanaHa NnpousBoAsAT ero IpoTe3npoBaHMe.

OedekT MexknpeacepaHon Nneperopoakm cpeamn B3poC/bixX
yalle HabnwgaeTcs y XeHwmH. Hnuskme gedekTbl nepBUYHOM
neperopoaku, B OT/INUME OT BbICOKMX AedeKTOB BTOPUYHOM
neperopoAaku, pacnonaratTcs B6NM3n aTpUOBEHTPUKYNSPHBIX
KflanaHoB M COYETaloTCs, Kak NpaBuao, C aHOManmsaMn nx
pasBUTUS, B T. Y. MHOMAA C BPOXAEHHbIM MUTPANbHbIM CTEHO30M
(cnHapom JlioTambalue).

F'eMmoaMHaMMuecKMe HapyLeHUs XapaKkTepusyTca cbpocom
KpOoBM 4epes aedekT 13 JIeBoro B nNpaBoe npeacepave, uTto
npmBOANT K neperpyske ob6beMoM (TeM 6onbluen, yem bonblie
AedeKT) NpaBoro xenyao4dka n Masoro Kpyra kposoobpatlieHus.
OaHako n3-3a NpnucnocobuUTenbHOro CHUXEHUS CONPOTUBIEHUS
NEroYyHbIX COCYAO0B AaB/IEHNE B HUX U3MEHSETCA Mano BMNAOTb A0
CcTaamun, Koraa pa3BuMBaeTCs UX CKNepo3. B aTon ctagmn nerovyHas
MMNEepPTEH3MUS MOXET HapacTaTb A0BO/IbLHO 6bICTPO M NPpUBOAUTDL K
peBepcun WyHTa yepe3 aedekT - cbpocy KpoBu crnpasa Haneso.

CvMnTOMbI NOpOKa cepaua npu HebonblWoM gedekTe MOryT
OTCYTCTBOBATb B TeueHue aecsatuneTnin. bonee TMNMYHbI
OrpaHu4yeHmne C KHOCTU NEePEHOCUMOCTUN BbICOKOW (hU3NYECKOMn
Harpy3ku BCreACTBME NOSABNEHUS NMPU HEN OAbILWKN, OLLYLLEHMNS
TAXECTU UKW HapYLLEeHUN pUTMa cepaua, a TakXe NnoBblleHHas
CKJ/IOHHOCTb K pecnupaTtopHbIiM UHdekumnam. Mo Mepe HapacTaHus
Nero4YyHom rmnepTeH3nn OCHOBHOM CTAaHOBUTCS Xanoba Ha o4blKy
Npu BCE MeHbLUEeW Harpyske, a Npu peBepcmmn WYyHTa NoSABASETCS
LMaHo3 (BHa4vane nepmognyeckmin - npm Harpyske, 3ateMm
CTOMKMIN) N NOCTENEHHO HapacTaloT NPOSABIIEHUS
NpaBoOXenyao4KoBOW cepaevyHON HeaOoCTaTOYHOCTU. Y B0MbHbIX C
bonbwnM aedekToM MoxXeT bbITb cepaeyHbin ropb.
AyCKYyNbTaTUBHO onpeaenstoTcs pacuenneHme n akueHT 11 ToHa
Ha4 Nero4YyHbIM CTBOJIOM, Y YacTh H60/IbHbIX - CUCTO/IUYECKUN LLIYM
BO N - LU Mmexpebepbsx cnesa OT rpyAnHbl, KOTOPbIM YCUIMBAETCSH
Npu 3agepxXKe AblXxaHus Ha Bblaoxe. Bo3MoXxHa MepuaTesibHas
apuUTMUS, HE XapaKTepHas Ans APYruX BPOXAEHHbIX MOPOKOB
cepaua.



AwvarHos npegnonaratoT nNpun obHapyXXeHnn Hapsay C
OMMUCAHHbIMM CMMNTOMaMM NMPU3HAKOB Bblpa>XeHHOW rmnepTpodumn
npaBoro xenyao4yka (B T. Y. MOAAHHbLIM 3X0-U
afieKTpokapanorpadumn), peHTreHoo0rM4yeckn onpeaensemblix
NPU3HAKOB r’MNEPBOSIEMUN MANOro Kpyra KpoBoobpalleHuns
(ycuneHune apTepuanbHOro JIero4HOro PUCyHKa) U XapakTepHOWM
nynbcaunmn KopHen nerknx. CywectBeHHoe AnarHoCcTmyeckoe
3HauYeHne MOXeT MMeTb LBeTHasa gonnaepaxokapanorpadus.
AnddepeHunanbHbIM AMArHO3 NpoBOASAT Yalle BCero ¢ nepBMYyHoOmn
nerovyHowm runepTteH3snen (Npu Hen NeroYyHbln pUCyHOK obeaHeH) un
C MUTpanbHbIM CTEHO30M. B oTAnume oT nocneaHero, npu aedekre
MeXnpeacepaHon rneperopoaku cyuwecTBeHHOM gmnataunm nesoro
npeacepavs He 0TMeYaeTcs; KpoMe TOro, MUTpasibHbIM CTEHO3
HafeXHO UCKYaeTcs 3xokapanorpadunen. OKoHYaTesNlbHO
NoATBEPXAATANArHO3 KaTeTepusaunen npeacepann, a Takxe
aHrnokapavorpadunen c BBeeHMeM KOHTpaAcTa B /1eBOe
npeacepave.

JleueHue - ywimBaHue nnum nnactuka aedekrta. HeonepnpoBaHHble
60/1bHblE XUBYT B cpeaHeM okosio 40 neT.

KoapkTauus aopTtbl - CyXXeHUe nepellenka aopTbl Ha rpaHuue ee
Ayrn u Hucxogsauwero otaena, obbl4HO HUXe (B 90% cny4daes)
OTXOXAEHNS NeBON NoAKNUYMYHON apTepun. BcTpeyaeTtcs
NPENMYLLECTBEHHO Y MYXX4YMH. BblaensaoT ABa OCHOBHbIX TUMA
NopoKa: B3pOCabin (M30MPOBaHHAA KoapKTaumsa aopTbl) U
AETCKUN - C OTKPbITbIM apTepuasnibHbIM MPOTOKOM. [1pn AeTCKOM
TUMe pas3nMyatoT NPoAYKTaNbHYO (Bblle OTXOXAEHUS NPOTOKA) U
NOCTAYKTaNbHY (HUXE OTXOXAEHUS NPOTOKA) KoapKTauuio.

NemoaHaMuMyeckue HapyLleHU s npu B3pOCSIOM TUME NOpoKa
XapaKTepu3yrTcsa YCMAeHHON paboTon NeBoro xenyaodka cepaua
Ha NpeoaosieHne CoONpoTUBAEHUA B aopTe, NoBbiweHneM ALl
MpOKCUMasnbHee KOapKTauuu U ero CHMXXeHMEM B AUCTaNbHbIX OT
Hee apTepuax, B T. Y. MOYEYHbIX, YTO BKJIHOYAET peHalibHble
MexXaHW3Mbl pa3BUTUS apTepuasibHON rMrnepTeH3nmn, Kotopas
yBe/IM4YMBaET Harpys3Ky Ha neBbln Xxenygodek Npn neTcKkoM Tune ¢
NOCTAYKTANbHOW KOapKTaunen 3T M3MeHeHUs A0MNOJSIHAKTCS
3HAYNTENbHOMN rMNepBosIEMMUEN Manoro Kpyra KposoobpauweHus
(n3-3a yBennyeHus nog BnmsaHueM Bbicokoro Al cbpoca Kposu



yepes NpoTOK C/IBBA HanpaBo) U YBESIMYEHMEM HArpy3KM Ha
npaBblli Xenyaodek cepaua. B cnyyae npeaykrtanbHOro BapuaHTa
KoapKTaumm cbpoc KpoBW Yepe3 NMpoTOK HamnpasBfsieTcs cnpasa
HaneBo.

CMMNTOMbBbI NOPOKA CTAaHOBATCSH OTYET/IMBBE C BO3PAcCTOM.
BonbHble XanyrTca Ha 396KOCTb CTOM, YTOMJIAEMOCTb HOI MpuU
xoabbe, 6ere, HepeaKo Ha rosioBHble 601u, cepauebueHne B
dopMe cunbHbIX YAapoB, MHOrAa HOCOBbIE KPpOBOTEUEHMUS. YuL,
cTapwe 12 nert 4acTo 3aMeTHO npeobnagaHne pusnyeckoro
pa3BUTUSA MNJIeYeBOro nosica Npu TOHKUX HOrax, y3KOM Tase
("aTnetTndeckoe TenocnoxeHns"). MNanbnatopHo 0bHapy>XnBaeTcs
YCUIEHHbIN BEPXYLLUEYHbIN TONYOK cepaua, MHoraa Takxe
nynbcaunmn mMexpebepHbix apTepun (4epes3 HUX OCYyLLeCTBSeTCS
KonnaTtepasnbHoe KpoBOCHabXXeHUB TKaHen), uspegka -
cucTonmyeckos apoxaHue Bo I - L mexpebepbsix Bo MHOrnX
C/ly4asax y OCHOBaHUSA cepAua BbIC/YLWIMBAETCA CUCTOTUYECKUN
LWYM, XapaKTepPHbIMU YepTaMmn KOTOPOro ABASAKTCH OTAA/IEHHOCTb
oT 1 TOHa cepaua n npoeeaeHue Ha 6paxunouedanbHble apTepun n
B MeXJsionaTto4yHoe npocTpaHcTBOo. OCHOBHOM CMMMTOM MNOpoOKa -
bonee HM3koe ALl Ha Horax, 4em Ha pykax (B HOpMe COOTHOLEHMNE
obpaTHoe). Ecnn ALl n apTepuanbHbIi NMYSbC CHUXEHbI TaKXe Ha
nesown pyke (N0 CpaBHEHMUIO C UX BEIMYMHOM HA NPaBOMN), MOXHO
npeanonaraTb KoapKTauuio NpoOKCUMasibHEE OTXOXAEHMUS NeBOM
NoAKNtOUYNYHON apTepun. N3MmeHeHnsa DKI COOTBETCTBYIOT
rmnepTpodunmn NeBoro Xenyaodka, HO NMpu AETCKOM TUMe rnopoka
3/1eKTpuYecKkas ocb cepaua obblYHO OTK/IOHEHA BMpaBo.

AwvarHos npegnonaratoT No cneumdnyeckomy pasnmuuio AL Ha
pyKax n Horax v noATBepXAatT PEHTFEeHON0rM4yecKumMmn
nccnenosaHusaMn. Ha peHTtreHorpamMmme 6onee yeM B NONOBUHE
CNly4yaeB BbISIBNASIETCS Y3ypaunsa HUXHUX KpaesB pebep
paclWnpeHHbIMU MBXpebepHbIMU apTeEPUSIMU U MHOTAA XOPOLO
BUAHO CaMO CyXeHue rnepellenka aopTtbl. B kKapanoxmpyprmyeckom
CTauuoHape AMarHo3 noATBepXAatoT aopTorpadpuen un
nccneposaHmMeM pasHuubl ALl B BOCXOASAWEM U HUCXOASLWEM
oTaenax aopTbl NyTEM ee KaTeTepmusauuu.

JleueHue COCTOUT B UCCEYEHUMN CYXXEHHOIo y4yacTka aopThl C
3aMBHOW ero npoTB3OM UJ/IN CO3A4aHMNEM aHACTOMO3a KOHEL B KOHBL],



nnbo B onepauuun co3gaHus wyHTta. OnTuManbHbIN BO3pacT AN
onepauuun npu 6naronpuUaTHOM Te4yeHUn nopoka - 8 - 14 ner.

OTKpbITbIA apTepuanbHbiK (60TanIOB) NPOTOK - NOPOK,
0bycnoBfieHHbIN He3apalleHUeM nocsne poxaeHus pebeHka
cocyza, coefuHsAOLWEero y njaoga aopTy C IeroYHbIM CTBOJIOM.
N3penka oH coveTaeTcsa C APYrMMU BPOXAEHHBIMMU NOPOKaMMU,
0CO6EHHO YacTo - caedeKToOM Mex>Kenyao4KOBOM NneperopoaHun.

FeMmogMHaMMuecKkMe HapyLlleHUsa XapakTepusyTcs cbpocom
KPOBM U3 @a0OpPTbl B JIEFOYHbIA CTBOJ1, YTO MPUBOAUT K
N3rnepBOIEMUN MANOro Kpyra KpoBoobpalleHns u NoBblWaeT
Harpy3ky Ha oba xenyaouyka cepaua.

CvuMnNTOMbI NpU HEGONLLWOM CBYEHMM NPOTOKA MOryT AOSIroe
BpeMsi OTCYTCTBOBaTb; AETU pPa3BMBAKOTCS HOPMasibHO. YeM
6onblue ceyeHmMe NpPoToKa, TEM paHblUe MPOSABASIOTCA OTCTaBaHMe
pebeHka B pasBUTUUN, YTOMISIEMOCTb, CKJTIOHHOCTb K
pecnmpaTopHbIM MHBEKLUMAM, oabllKa Npu Harpyske. Y ageten
6onbwnM 06beMoOM cbpoca KpoBM Yepe3 NpoTOK paHo
pa3BMBAKOTCS NeroyHas rmnepTeH3ns u cepaeyHas
HeAOCTaTOYHOCTb, pedpakTepHas K nevyeHuto. B TMNnYHbIX
CNy4dasiXx 3aMeTHO MNOBbIWAEeTCs NynbcoBon ALl 3a cUeT KakK pocTa
CUCTO/IMYECKOro, TaK U, 0COBEeHHO, CHUXEHUS ANacCTOINYEeCKOoro
Al. OCHOBHOM CMMNTOM - HEMNpPepPbIBHbIN CUCTONIOANACTOINYECKUA
wyM™ ("Wwym noesga B ToHHene", "MawmnHHbIA Wym") Bo 1!
MoXpebepbe cnesa OT rpyAuHbl, KOTOpbIM Ha rnybokoM Baoxe
ocnabesaeT, a Npu 3a4epXKe AblXaHUs Ha BblaoXe ycunmeaeTcs. B
OTAENbHbIX CllydYasX BbICAYLUMBAETCS TOSIbKO CUCTOSIMYECKUN 1N
TONbKO ANACTOIMYECKMIN WYM, NMPUYEM LWYMbl ocnabeBatoT no mepe
HapacTaHUA NEero4Hom rmnepTeH3nmn, MHOr4Aa He BbIC/TYLWMNBAOTCS.
B peakunx ons 3Toro nopoka ciaydyasix 3HaumTebHOMN JIErO4YHOM
rMMNepTeH3nn C UBMEHEHNeM HanpaBneHns cépoca No NPoToOKYy
nosiensaetca anddy3HbIM LMaHo3 ¢ npeobnagatoLlen
Bblpa>XEeHHOCTbIO Ha Nanbuax CTonm.

AvarHo3 abconTHO NoaTBepXaaeTcs aopTorpadmein (BUAEH
cbpoc KoHTpacTa 4yepe3 NpoToK) U KaTeTepulauuen cepaua u
NeroyHoro crteona (0TMevyaeTcs NnoBblleHWe AaBNeHUs U
HaCbILWEHNS KPOBW KNCTOPOAOM B JIEFOYHOM CTBOJIE), OAHAKO OH



JIOCTaTOYHO AOCTOBEPHO YCTaHaB/IMBAETCA U 6e3 3TUX
NccneaoBaHMii ¢ NOMOLLbO Aonnnepaxokapanorpadum
(perncTpauus WyHTOBOrO NOTOKa) U PeHTreHO0rMYecKoro
nccnenoBanus. NocneaHee BbISBNSAET YCUEHNE NEFOYHOMO
PUCYHKA 3a CUYET apTepuanbHOro pycna, BblbyxaHue ayru
(pacwmMpeHue) Nero4yHoro CTBosa M aopTbl, UX YCUNEHHYIO
NysbCaunio, YBENMUYEHNE NTIEBOM0 XeNnyaouka.

JleueHume coCToUT B NEPEBA3KE OTKPbLITOro apTepUanbHOro
npoToKa.

CMMNTOMBDbI KJ1IAaNaHHOIo CTeHo3a

M NPUHLMMNBbI €ro ANMArHOCTUKU U NeYyeHUs TakKue Xe Kak rnpu
npnobpeTteHHOM aopTanbHOM cTeHo3e ([Topokun cepala
npunobpeteHHble). MNpu peakoMm noakaanaHHOM CTeHO3€e OMNMCaHbI
XapaKTepHble U3MeHeHMsT BHEWHOCTU 60/1bHbIX (HU3KO
pacnosioXXeHHble YN, BbiNSsYEHHbIE rybbl, Kocornasme) um
NPU3HAKN YMCTBEHHOW OTCTANIOCTW.
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