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ATpesuns nero4yHom apTepum xapakTepusyercs
OTCYTCTBMEM MPSIMOro COOBLIEHNS MEXTY NpaBbIM
XKENYAO4YKOM U NEroYHbIM apTepmanbHbIM pycriomM
B pe3ynbTaTte MofIHOrO BPOXAEHHOIO OTCYTCTBUSA
OTBEpPCTMSA Ha YPOBHE BbIXOQHOIO OTAEena npaso-
ro XXenygoyka, KnanaHa nero4yHoro ctTeona, npa-
BOW U NeBOW NEroYHbIx apTepuin. ATpesns nerod-
HoW apTepun B codeTaHum ¢ JMXKIT BeisiBnsieTcs
B 1-3% cny4aeB oT 4vncna scex BIC [1]. Coue-
TaHWe AaHHOW NaTonormm ¢ ApyrumMm nopokamm
cepaua KpanHe pefko, ogHako y naunMeHToB cTap-
wero Bo3pacrta BO3MOXHO NPUCOeaMHEHNE NOPO-
KOB KrarnaHoB cepfua v nedeHme T1akmx 60nbHbIX
MOXXET NPENCTaBNATb CIIOXKHYIO 3afady.

MbI XOTUM NpeacTaBuUTb CryYain YCneLwHoro ne-
YeHUs CNOXHOro Nopoka, BKYatolwero B cebs
aTpesuto neroyHon aptepumn ¢ AMXKI n nopokom
aopTanbHOro KnanaHa, KOTopbii Mbl Habnoganm
B CBOEN NpakTuKe.

BonbHasa T., 23 net, nocTynuna B KMAWHKY C
amarHosom: BpoxxaeHHbIin nopok cepaua: Atpesns
neroyHon aptepun | Tuna (no Comepsunio). fe-
(hekT MexoKenynoykoBon neperopogku cybaop-
TaneHbli. BAJTKA K npaBoMy 1 NEBOMY NErKnM.
KanbunHo3 aopTtanebHoro knanaHa. CoyetaHHbIN
aopTasbHbIN MOPOK € NpeobnagaHnemM HeJoCcTaTou-
HocTu Il cT. XCH Il B cT. lll ®K. C xanobamu
Ha OTEKM Ha HMXHUX KOHEYHOCTSAX, Nepuogn4ec-
KV Ha nepefHen GploWHON CTEHKE, ofblwKa npu
HEe3HaA4YUTENbHOW (PU3NYECKOW Harpyske, CyXon
Kallenb, NoBbiWeHHasa ytomnaemoctb. O nopoke
M3BecTHO ¢ Bo3pacTa 1 rog. LinaHos n ogbiwka ¢
7 net. MNepuognyeckn KoHCynbTUpoBaHa B buui-
Keke, Knese n Anma-Ate, B 1995 r. nposegeHo
BEHO3HOE 30HAMpoBaHue: nasneHne B J1A 24/12,
MX 105/12, AO 105/60 mm pT. cT. OMXKIT 22 mm.
AopTanbHas HegocTaTo4YHOCTh Il CT., OTKPbITLIA
apTepuanbHbIA NPOTOK.

B 2006 r. nosiBMANCH BblpaXKe€HHbIE OTEKMN Ha
HUXHUX KOHeYHOCTSX. [ocnuTanusmnposaHa B Ho-
Bocmbupckun HUATK B 2007 r. Bnepsble. Llenb
HacTosiWwen rocnuTanma3aummn: obcnegoBaHme u pe-
WeHne BoMpoca 0 BO3MOXHOCTW KOPPeKLMM no-
poka.

CocTtosiHve Npy NOCTyMNeHNM: obLiee COCTOsIHNE
Tskenoe. CamoyyBCTBNE HEYOOBNETBOPUTESNLHOE.
KOoXHbI€ NOKPOBGLI: YACTLIE, BriegHble. AKpoLmMaHo3
yMepeHHbIN. «4acoBble cTekna», «6apabaHHble na-
noykn». Bugumble cnuanctole: umaHoTn4Hble. Cu-
cTema opraHoB gbixaHus: [pyoHas knetka npa-
BUNbHON (hOPMbI, PABHOMEPHO y4acTBYET B akTe
ObIXaHWUs; NePKYTOPHO NIEFOYHbIN 3BYK; AblXaHue
BE3VKYNAPHOE, MPOBOAUTCH MO BCEM MOMASAM, XpU-
noB HeT. CeppeyHo-cocyamcTas cuctema: lNynse
PUTMUWYHBINA, BLICOKUIA N CKOPLIA Ha BCeX nepudge-
pudeckmx cocygax. BelpaxkeHa npekopanansHas
nynecaums. Pe3ko ycuneHa nynscaumsi B pem-
HOM sIMKe n cocypax wewn. Cuctonuyeckoe Opoxa-
HMe Ha cocypdax wew, Hap obnacTeio cepaua apo-
>XaHus HeT. [paHnUbl OTHOCUTENBLHON cepaeYdHomn
TYNOCTU paclumpeHsl B 06e CTOpOoHbl. TOHbI cepa-
La pUTMUYHbIE, 3BYYHble. CUCTONNYECKMWIA LWYM BO
2 m/p cripaBa OT rpyauHbl U BOOIb NEBOMO Kpast rpy-
OWHbI, aNMueHTp 4 M/p. Onactonnyeckuin wym Bo 2
M/p cnpasa OT rpyauHbl, MPOBOAMTCS BOOSb NEBO-
ro Kpas rpyavHel. Wym konnatepanen co cnuHbl. MNe-
puepunyeckmne TOHbI +++.

B pesynbTaTe npoBefeHHOro pyTUHHOro o6-
cregoBaHns NonyyeHbl crnepyowme gaHHble: Y3U:
JOK: KOP 8,9 cm. KCP 6,2 cm. KOO 431 mn. KCO
192 mn. ®B 55%. ®Y 30%. TonwnHa Mmuokapga
1,5 cM. HeaHauntenbHbIA BbINOT B NMOMOCTW Nepu-
kapga: 3a 3CJ1>K=0,95 cm. BelpaxxeHHas guna-
Taums NeBoro enygoyka. Adunatauusa npa.bix
otgenoB. ATpesust nerodHon aptepun | Tuna. fde-
hekT MeXOKENyno4YKOBOM Neperopoaku cybaopTanb-
HoM nokanusaumuu = 1,6 cM. lekcTpanosmuus aop-
Tbl 50%. OTKpbITbI apTepuanbHbIA NPOTOK = 0,5 cMm.
CoyeTaHHbI MOPOK a0opTalbHOIO Knanaxa, Karnbuu-
HO3 CTBOPOK A0 KnanaHa. ['pagueHT gasnenus JHK/
Ao=38 torr. AopTanbHasa peryprutauus Il cT.
06BLEM peryprutaumm Bblpa>keHHbIn. [Nponanc mut-
panbHoro knanaHa | ct. MuTpanbHas perypruTa-
umus -1l cT. 06BEM peryprutaumm HesHa4vuTenb-
Hbln. TMNOKNHE3 CTEHOK NEBOro Xenypouka,
nokasatenu cucronm4eckon yHkumm J1IXK Ha
HWXHEN rpaHnLe HOPMbI.
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PeHTreH: Jlerkue 6e3 o4aroBbIX U UHUILTPA-
TUBHbIX TEHEW. J1eroyHbIi COCYQUCTbIA PUCYHOK
Bblpa>eH — NPU3HaKN apTepuanbHON NIErO4HON ru-
nepTeHaun. NonoxeHne 1 NOABMXHOCTL anagpar-
Mbl HE U3MeHeHbI. [TneBparnbHble CUHYCLI cBO60a-
Hbl. Cepaue yBennyeHo B pasmepax 3a cyeT BCex
otpenoB, CITIK=75%. AopTa 6e3 BUOUMbIX OCO-
6eHHoCcTEeN.

OKTI': Putm cuHycoBbI. HanpasneHne snekr-
pu4eckon ocu cepgua — Bneeo. HenonHasa A-B
6nokapna | cteneHun. MNnepTpognsa nesoro npea-
cepaus HesHauuTenbHas, nNpaBoro npegcepaus
yMepeHHas1, NeBoro Xenyaoyka BblpakeHHas ¢ re-
perpyakoi. dnddysHble meTabonnm4eckmne n3ameHe-
HUS1 M1oKapaa NeBoro Xenyno4ka BblpaXkeHHbIe.

Ons yTouHeHns aHaTOMKM NMOPOKa U NOMy4eHUs
[OaHHbIX O CTEMEHU Pa3BUTUSA NEroYHo-apTepuarnb-
HOro pycna, a TakXxe BbIsIBIEHUS UICTOYHUKA KPO-
BOCHabXeHUs nerkux 6bIno peLeHo BbIMOMHUTL P
LOOMONMHUTENbHBIX UCCNENOBAHWIN, BKNIOYAOWMX B
cebs BeHO3HOE 30HOMpPOBaHME C aHrmokapauorpa-
thuen n mynbTUCIMpPAnbHYIO KOMMBIOTEPHYIO TO-
Morpaguio ¢ KOHTpacTupoBaHuem. [Nony4eHsl cne-
gyouwme pesynbTaThl:

B/3 ¢ AKT: MNpaBblii Xenygo4ek OTHOCUTENb-
HO HeBOsbLUMX pa3mMepoB, 0ObLIYHOIO pacnonoxe-
HWUS M XapakTepHOW Ans Hero popmbl, BeipaxkeHa
TpabeKkynsapHOCTb, BbIXOQHOW OTAEN NPUMEPHO B
24,3 MM nepeq KnanaHoM NeroyYHon apTepumn n Ha
npoTtsXxeHun 24,0 MM Cy>XuBaeTcs B AmMacrtony Ao
12,0 mm, B cuctony — oo 4,5 MM, HO Npu 3TOM
3akaH4MBaeTCs cneno, NOCTYNMeHs KoHTpacTa u3
npaBoro Xenygo4yka B NeroYHbI CTBON He BbISAB-
NeHo, BECb KOHTPACT ycTpeMnseTcsa Yepes Mex-
XKenyao4ykoBbIv OeheKT B NeBbIV Xenyaoyek 1 ga-
nee B pacwupeHHyto aopTy. CTBON neroyHown
apTepumn KOHTpacTupyeTcs 3a cHeT Konnateparb-
HOro nepeToka B Niero4yHo-apTepuansHoe pycno u
3a cYyeT peTporpagHoro Toka KoHTpacrta 13 rnae-
HOW BETBW NpaBOn NEro4YHON apTepuun, AnameTpom
Ha ypoBHe KnanaHHon guacgparmel 7,6 MM, fanee
Hag cuHycamu — 6,4 MM, K Budypkauum pacwm-
psietca go 12,8 mMm. [pn3HaKoB «CMblBa» KOHTpa-
CTa B flero4HOM CTBOMe Haf KnanaHHon anadpar-
MOW He BbISIBMEHO HWM Ha OQHOM U3 (UITbMOB.
lMpaBas nero4yHas apTepus 3anonHaeTcs 3a cHeT
aHacToMo3upoBaHns 60MbWON aopTO-NEero4HoOM
konnatepanesHon aptepun (BAJIKA) ¢ cermeHnTap-
HbIMW pas3BeTBNEeHUSAMU NPaBon Nero4yHon apre-
pun, oTMeYeH peTporpagHblil TOK KOHTpacta no
Heln, aHaTOMUYEeCKW B HaYansHOM oTaene guamert-
pom 11,3 mm, nepeg passetsneHnem 13,9 mm,
HWXHegonesas BeTBb — 12,0 MM. JlerouHo-apTe-
pvanbHoe pycrno npasunbHoOe, C yMepPEeHHbIMU Mpu-
3Hakamu obefHeHus. JleBas nero4yHas aprtepus

3anonHAeTCs 3a CYeT MepeToka KoHTpacTa un3
rmaBHOW BETBW NPaBOW TEroO4YHON apTepun, B nc-
TOKe anameTpom 12,2 MM, fanee K pasBeTBEHMNIO
Ha goneBble BeTBM — 13,9 MM, HUXHegonesas
BeTBb — 9,2 MM, Nero4Ho-apTepuarnsHoe pycrno ge-
thopmmpoBaHo, ¢ npnsHakamu obegHeHns. J1eBbin
Xenygodek 06bI4HbIX pasmMepoB 1 hopMbl, U3 fe-
BOrO Xenyao4yka BUOEH cOpoC KOHTpacTa yepes
MEXOKENYOOYKOBbIN AeeKT B NPaBbIi XXenygo4exk,
pasmep gedekTta no cTpye KoHTpacta 25,1 Mm,
OCHOBHas 4acTb NOCTyNaeT B aopTy, orubaroLyto
neBbIn 6poHX. dedekT Mex>kenyqoykoBow rnepe-
ropoaKu NofaopTanbHbI, pa3MepPOM MO CTPye KOH-
TpacTa 25,1 MM, cOpoC NepemMeHHbIA. AopTa KOH-
TpacTMpyeTcs U3 NEBOro xenygo4dka n ormbaet
neBbIN BPOHX, ANamMeTpoOM Ha ypoBHE (MOPO3HO-
ro Kkonbua knanaHa 35,3 MM, B BOCXOQSLWEM OT-
pgene 46,6 MM, Ha ypoBHe nepelleika 24,9 mm,
Ha ypoBHe auacparmMbl 17,5 MM, 0TMevaeTcs Kasb-
UMHO3 B MPOEKLMM CTBOPOK aopTarnbHOro KnanaHa,
KPOME TOro BblpaXKeHa peryprutaums KoHTpacra us
aopTbl B N1IEBbIV XENYAO4EK, C 3arofHEHMEM MOf-
HOCTbIO MOMIOCTM NEBOIO Xenyao4dka, C MIHTEHCUB-
HOCTbIO KOHTPaCTUPOBaHWS, PaBHOW MHTEHCUBHO-
CTVM KOHTpPacTUpPOBAaHUS HUCXOOSALEN aopThl.
Haunbonee BepoATHO OT Ha4anbLHOro OTaena Huc-
Xopsiien aopTbl OTXOAUT BonbLIas aopTo-fierovHas
konnatepansHas aptepus (BAJTKA) ognametpom B
KOHTpacTupytouweinca 4actu 9,4 mm, nanee voet
B CTOPOHY MpaBoro ferkoro, gocturas guameTpa
11,3 MM, 3aTeM pas3BeTBNSETCS Ha ABE BETBU On-
ameTpoM 6,2 MM (BepxHSs) 1 5,9 MM (HUXHSS),
KOTOpble aHaCTOMO3UPYIOT C CErMeHTapHLIMU BET-
BSIMMW NPaBoi NErOYHOW apTepPUN ¢ peTporpanHsIim
3anonHeHneM ee rmaBHOW BETBU M OCyLleCTBne-
HUWEeM KpOBOTOKA M MO NEBOW NErO4HOW apTepun.
WHpekc Bepuwsunu: 0,43 en. Hpeke McGoon:
1,59 en. inpekc Nakata: 188,80 en. HuxHepo-
nesou nHpekc: 111,71 en. JaBneHue B nonocTax
cepgua: plr 25/5, plMmK 175/2, pJ1XK 179/3, pMNnA
23/15 MM pT. CT. MUHYTHBIN 06BEM 60MbLIOrO Kpy-
ra kposoobpalieHms 2,6 nN/MUH, MUHYTHBIA 06bEM
Marnoro kpyra kposoo6pauieHust 6,7 n/MvH, apTte-
pvOBEHO3HbIN cbpoc 4,5 n/MyH, BeHoapTepuanb-
HbI c6poc 0,4 n/muH. MNokasaTenu ueHTpanbHo-
ro BEHO3HOro gaBneHns (Ha ypoBHE NosbIX BEH
1 M) nosblweHsl. NMokasaTenu gasneHus B cuc-
Teme J1A B npegenax Hopmel. [lokazaTtenu cocy-
OMCTOro CONpPOTUBAEHNS Manoro Kpyra KpoBooo6-
palieHus Ha BEPXHEN rpaHnLLEe HOPMbI.

MCKT: CBA3b cTBONa NEro4yHoOW aprepum c
npaBbIM XeNnyqo4ykoM He BU3yanusnpyeTcs, onpe-
OeNnseTcs BblpaXXEHHOE KanbLUWMHUPOBAaHME aop-
TanbHOro KnanaHa. [inameTp KOHTpacTMpoBaHHO-
ro npoceeTa CTBOMa Nero4Hon aptepumn nepen



CnywaM U3 KITMHNYECKON NnpakKTukun

Puc. 3. imnnaHTMpoBaHbIi NpoTe3 aopTanbHOro
KnanaHa.

Puc. 5. Co3paHue npoKcumanbHOro aHactomosa Mex-
Ay KCeHonepukapananbHbIM KOHOYUTOM U BbIXOAHbIM
oTAenoM npaBoro xenyno4dka.

budypkaumen 0,9 MM, NpaBas nerodHas guameT-
pom 1,44 cm, nnowaps 1,9 cm2, neBas nero4yHas
aptepus guameTtpom 1,91 cm, nnowaeto 3,37 cvm?,
Hucxopswas aopta Ha ypoBHe anagparmel: gva-
meTp 2,19 cm, nnowapb 4,65 cm2. lNMpaBas HWMX-
Heplonesas nerovyHas aptepus: guameTp 1,3 cm,
nnowapnb 1,43 cm?. JleBasi HUXKHeOoneBas neroy-
Has apTepus: gnameTtp 1,19 cm, nnowaab 1,24 cm2.
OT gyrv aopTsl (Ha rpaHuLe C HACXOQSAWMM oTae-
NoM) oTXoauT 6orbLlas aopTo-NeroyHas konnare-
panbHas apTepvs QMaMeTpoMm B YCTbe A0 8 MM,
panee vgeT no nepegHein NoBEPXHOCTU Tpaxew,
npaBoro rnaBHoOro 6poHxa u, BEposTHO, BnagaeT
B TpMypKaLuuio NpaBow neroyHon aptepun. Auc-
TanbHee Ha 1,5 cm (B HUCXOOsWeh aopTe) onpe-
[OensieTcsl OTXOXOAEHWeE elle OgHou 6onbLIon aop-
TO-NEero4HoNn KonnaTepanbHO apTepun guameTpom
0o 0,5 MM OT MpaBo CTEHKM aopThl, Aanee co-
Cy[ MOET MO NepenHen MOBEPXHOCTM aopTbl K HNX-
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Hel gone nesoro nerkoro. OT 6paxmouedansHoro
CTBOMA (nepen OTXOXXAEHNEM NPaBON NOAKIOYNY-
HOW apTepum) oTXoauT cocya aguameTpom go 1,5
CM, MIET KaynasnbHO 3aTemM KpaHuanbHo (0o 1 peb-
pa), obpa3oBbiBasi NETNK, Aanee no 3agHen noeep-
XHOCTW Tpaxew v rmaBHOro npasoro 6poHxa, Be-
POSATHO, BNagaeT B TPMGypKaLmIo NPaBoi NIErO4YHON
aptepum.

Mocne HeNpopOMKNTENBLHOIO Nepmnoda Noaro-
TOBKW OOMbHON BLINOIHEHO OMepaTuBHOE BMeLIa-
TensCcTBO: [poTe3npoBaHme aopTanbHOro KnanaHa
MexaHnmyeckum npote3om «On-X» N 23, 3akpsbl-
TMe gedekrta Mex>KenyqoykoBOW NMeperopopgku
3annaTon M3 KCeHonepukapga, cosgaHue nyten
OTTOKa M3 NPaBOoro Xenygo4vka kceHonepukapau-
anbHbIM KranaHocoaepXaluymM KOHOyUToM «[T1noH»
N2 25, nuruposaHne BAJIKA Kk npaBomy u neso-
MY NErknm.

Ha onepauwun (puc. 1): Ha napannenbHOM nc-
KYCCTBEHHOM KpOBOObpalLleHUn BbideneHsl 1 ne-
peBsi3aHbl 2 605bWME a0pPTO-NEroYvHbLIe KonnaTepa-
nn Kk npasomy (10 mm) 1 nesomy (5 MM) nerkmm.
YUpesaopTasibHbIM JOCTYNOM PEBU30BAH a0pTarbHbLIN
KnanaH: KnanaH OBycTBopYaThiil, npaBas CTBOp-
Ka nameHeHa (pmbpo3om, neesas CTBOpKa npona-
OMpyeT B NOMOCTb IEBOr0 XENygoyka, UMeTCs
MHOXeCTBEeHHble nepgopauunmn (puc. 2). KnanaH
ncceYeH, B NO3nLmio (oMbpo3HOro KonbLa umMnniaH-
TMPOBaH MexaHn4eckui npotes «On-X» N° 23 Ha
20 otgenbHbIx M-06pasHbix weax (puc. 3). AopTta
repmeTnsnpoBaHa. PacceyeH runeptpourpoBaH-
HbI BLIXOOHOW OTAEN NPaBOoro Xenyaoyka, pacce-
YeHbl M YaCTMYHO MCCeYeHbl cenTonapueTasbHble
Tpabekynbl (puc. 4). [dethekT Mexokenyao4KkoBo ne-
peropoaku 30 x 30 MM, 3aKpbIT 3anniaTon 13 Kce-
Honepukapga Ha oTaenbHbIX M-06pasHbIX WBax no
nepegHeMy, HYXXHEMY 1 3afHEMY KpasiM, Henpe-
pPbIBHbIM OBOBUBHbLIM LWBOM MO BEPXHEMY Kpalo.
PacceueH cTBon nero4Hon aptepum y budypka-
uuu, MNA 12 mm, JIJTA 15 mm. lMepBbiM aTanom
cthopMnpoBaH QUCTanbHbI aHACTOMO3 KCeHore-
pyKapananbHbIM KnanaHoCOAep XXKallyM KOHOYUTOM
«[MunoH» N2 25 ¢ Gugypkaumen nero4yHom apTe-

pun, 3aTeM NPOKCMMarbHbIA aHACTOMOS3 BbIBOA-
HbIM TPakTOM MpaBoOro xenygo4ka (puc. 5).
B mexnpegcepnHon neperopogke octasneHa pas-
rpysodHas uctyna 5 mm. lNocne npekpatieHns
OKKIO3UM aopTbl OTMEYeHa gnmtensHas mbpunns-
uus ceppua B TedeHue 40 MuH, BbinonHeHo 90C
C BOCCTa@HOBMEHUEM CUHYCOBOro putma. llocne
npekpatweHns MIKa eeinonHeHa TeHsnomeTpus: pSill
15/7, plXK 42/8, pllA 34/47, AQp 100/75 mm pT.
cT. MNMpogomxutensHoctb NK: 385 muH. MNpogon-
XUTENbHOCTb NepexaTns aopTbl: 257 MUH.

MocneonepaunoHHbI Nepuop npotekan 6e3 oc-
noxHeHwn. Mpu BeINcke Ha 14-e CyTkM nocne one-
pauMn camMmO4YyBCTBME NMaLUEHTKU yOOBNETBOPU-
TenbHoe. TOoHbI cepaua pUTMUYHBbIE, 3BYYHbIE,
«Mesfiogusi» NCKYCCTBEHHOIo nNpoTe3a. KopoTkuin
QnacTonn4eckni wym Bo 2 m/p cneea oT rpyau-
Hbl. Mo gaHHbIM Y3WU: OB 56%, Y 30,3%. XKup-
KOCTM B MONOCTM nepukapga HeT. dedekT mex-
XEenyao4koBOW Meperoponkmn 3akpbiT 3annatou,
WOBHBIW WYHT Y HUXHero kpas 3annatbl 0,24 cm.
OnameTp néroyHoro koHaywuTa 2,4 cMm. 'pagueHT
pasnenuns MX/JIA 27,7 torr, nérovHas peryprurta-
umsa | cT. B aopTanbHOM No3uumMm — MmexaHu4ec-
KW NpOTe3, TPAHCNPOTE3HbIA rpaaneHT daBneHust
22 torr. MaTonorndeckow peryprutaumm HeT. MuT-
panbHas peryprutauus |-l cT.

[MpuBeOeHHbIN cnyyanm JEMOHCTPUPYET COBpe-
MEHHbIE BO3MO>XHOCTW YCMNELLHOMO NTEYEHNs B3pOC-
NbIX 60MbHBIX C KpaHe HebnaronpusaTHbIMU op-
Mamu BPOXXOEHHOW cepaeyHOon NaTonornn.

SURGICAL REPAIR OF COMBINATION
OF CONGENITAL PULMONARY VALVE ATRESIA
AND ACQUIRED AORTIC VALVE FAILURE

V.G. Stenin, Yu.N. Gorbatykh, A.A. Ilvanov, Ye.V.
Lenko, A.N. Arkhipov, I.1. Tikhonova, Ye.V. Larkina

The article deals with a rare case of successful
treatment of a complex disease including pulmonary
valve atresia with intraventricular septal defect and
aortic valve failure.





