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Crarri/Cratbn

YPECNHILEEBOAHAA 3XOKAPAHOIPADHA
B AMATHOGTUKE YETbIPEXCTBOPYATOIO AOPTAAbHOIO KMAMAHA

YeTbipexcTBopYaThblii a0pTasibHbIN KnanaH aBnseT-
Csl peakor aHomanuein n 0bHapyXnBaeTcs MeHee Yem
B 0,008% cny4yaeB Bcex ayToncuii [2]. NepBoe onuca-
HME YeTbIPEeXCTBOPHYATOr0 aopTaNbHOrO KaanaHa npu-
Haonexunt Balington B 1862 roay [7]. Mo pgaHHbIM
nnTepartypbl, BCEro MPUXU3HEHHbIX OMUCaHUN 3TOM
BPOXAEHHOW aHOManMm 3aperucTpmpoBaHo ot 129 o
186 cnyyaes [1, 6, 8, 9]. Ecnu paHee ee gnarHocTnpo-
Ba/IM TONILKO BO BPEMS Onepauum ninm npu ayroncum,
TO Gnarofaps AOCTUXEHMSIM B 001acTy 9XoKapamor-
padum, 1 0COBEHHO C NOSBAEHNEM YPECTINLLEBOLHOM
axokapguorpadun, Bce 60bLUe C/y4aeB AMArHOCTU-
pyetcs oo onepaumn (0,013-0,043%) [3,4]. Smbpumo-
JNIOMMYECKN YETBIPEXCTBOPYATLIN KianaH aopTbl MOXET
NnosIBUTbCS B pe3yfibTaTe aHOMaNlbHOro pasfeneHuns
apTepuanbHOro CTeofia UM UHTEPNOASLNU INLIHErO
LOMNOJIHATENBHOIO 3a4aTka NOoylyHHbIX KnarnaHoB [2].

AopTasnbHbIi CTEHO3 MPU YEeTbIPEXCTBOPYATOM
aopTasbHOM KjlanaHe BCTpevyaeTcs peako. 3Hayu-
TeNbHO Yalle BO3HWKAET aopTasbHasg HenoCTaTouy-
HOCTb, KOTOpPass MOXeT COo4YeTaTbCs C APYrMMu nopo-
KamMu pas3BUTUS, B TOM YMCIE OTKPbITbIM apTepuanb-
HbIM NPOTOKOM, OedEKTOM MEXKENYA04KOBOM nepe-
ropoaku, Natosiormen MuTpasbHOro kianaHa, aHo-
MasiMen KOPOHapPHbIX apTepuin, rmnepTpoduyeckomn
KapaMoMunonaTmen m BPOXOEHHON aTPUOBEHTPUKY-
napHon Gnokanon. Xupypruyeckas KOppekums, Kak
npasuno, nposoautcs B 50-60 neT, n o4eHb peako — B
LeTcKoM Bo3pacTe [, 7].

CornacHo aHaToMMYeckon Knaccudukaumm 4YeTbl-
PEXCTBOPYATOr0 aopTasibHOro KiarnaHa, npennoxeH-
Holn Hurwitz n Roberts (tabn.), Hanbonee pacnpoc-
TpaHeHHbIM BapuaHTom gaBnsetca Tun "A" [5]. Janee
npuBeLEH KIIMHUYECKUIA Crly4ai, KOTOPbIN UMKOCTPU-
pyeT BaXHOCTb YPECNULLEBOOHON axokapamnorpadum
ONS ANArHOCTMKU YETbIPEXCTBOPYATOro aopTasibHOro
KnanaHa.

KJIMHUYECKUI CNYYAN

MauneHnT K., 46 net, obpaTtunca B nekadbpe 2012 ro-
na ¢ anobamy Ha OAbllIKy NPU HEe3HAYNTEeNbHOMN
dunaunyeckor Harpyske, cepguebuneHne, Cyxon Kka-

wenb. I3 aHaMmHe3a N3BeCTHO, 4TO B OKTa6pe 2012 .
naymeHT nepeHec MHOEKLUMOHHbIM 3HOO0KapaUT C
NOpPaXeHNeM aopTaibHOrO KianaHa, nojiydan KOH-
cepBaTMBHOEe JseyeHne. PeBmaTuam, MoBbiLEHNE
apTepuanbHOro gaBneHnsa oTpuuaeT.

OObekTUBHbIe AaHHble. COCTOsIHME naumeHTa
OTHOCUTENBHO YOO0BNETBOPUTENBHOE. KOXa n cnmauc-
Tble yncTtble. [pu ayckynbTaumMm TOHbI cepaua puT-
MWYHbIE, 3BYYHbIE, ANACTOIMYECKUI LLYM Ha aOpTe N B
T. boTkuHa. HYactoTa cepaeyHbix cokpatyeHumin (HCC)
95-100 pa./mMuH. AptepuanbHoe aasneHmne 120/60 mm
pT.CT. B nerknx gbixaHne xecTkoe, Xpunos HeT. XXMBoT
MArkun,  6e3060/E€3HEHHBIN  NpU  Nanbnauuu.
[MacTo3HOCTL roneHen v cTon.

[aHHble nabopaTopHbIX nccnenoBaHuii (06LLMIA
aHann3 KPoBM, PEBMONMPOOLI, BUOXMMUYECKNIA aHANN3
KpOBM, Koarynorpamma, obLwmii aHanna mo4dn) — 6e3
OCOOEHHOCTEN.

OKI: putm cuHycoBbin, perynspHeii ¢ YHCC 98-
100 ya./MuH. BblpaxeHHas runeptpodus NeBoro
Xenyoo4ka ¢ npusHakamu ero neperpysku.

TpaHcTOopakanbHasa axokapauorpadpwus: gmameTp
neBoro npencepams 3,6 CM; TONWMHA MeXKenynoy-
KOBOW neperopoaku 1,1 cm, TonwmHa 3agHen CTEHKMN
nesoro xenypoyka 1,0 cM; KOHEYHO-ANACTONMNYECKINTA
obbemM 273 M, KOHEYHO-CUCTONMYECKU 0Obem
nesoro xenynoyka 159 mn, dpakums Beibpoca 42%;
CTBOPKM aopTasibHOrO KflanaHa HECKOMbKO YTOJILLEHBI,
BblpaXKeHHast 9KCLEeHTpuieckas peryprutauyst BAoJsb
nepegHen CTBOPKM MUTPAsbHOIO KfanaHa; CUCTONN-
Yyeckoe JaBfieHne B Iero4Hom aptepun 45 MM pT. CT.;
He3HauYNTeNbHOE pacLUMPEHNE KOPHSA a0pPThl M BOCXO-
Osuwero otaena aopTbl (COOTBETCTBEHHO 4,3 1 4,1 cM).
PekomeHnoBaHO NpoBeaeHnE YPECNULLLEBOAHOM 9X0-
Kapaunorpadum gna yTodyHeHus mMopdonornm aop-
Ta/lbHOrO KjanaHa 1M WUCK/IYEHNS BereTaumini Ha ero
CTBOpPKax.

Mpu ypecnueBogHON axokapauorpadun BbiSB-
JIEH BPOXAEHHbIN, MOP@ONOrMYECKN HETLIPEXCTBOP-
YyaTbll a0PTasbHbIM KnanaH (puc. 1), CTBOPKM KOTOPO-
ro nponabupyloT U He CMbIKaTCA B AWACTONY; Ha
KOMMCCYpPax 1 Kpasix CTBOPOK BU3YaNU3UPYIOTCS Mes-

Tabnuua

Knaccudukaums 4yeTbipexcTBOPYaATOro aopTasbHOro knanaHa [6]

Tuvn

XapakTepucTuku

YeTbipe paBHblE€ CTBOPKU

Tpw paBHble CTBOPKM U 0Ha CTBOPKA NMOMEHbLUE

[Be oanHakoBble 60siblLME CTBOPKM U ABe OOMNHAKOBblEe MaJleHbKne CTBOPKU

OpnHa Gosbluas CTBOPKA, ABE CPEeAHVX 1 0fHA MasieHbKasi CTBOPKM

Tpw paBHble ManeHbkne CTBOPKM 1 oaHa 6onbluas CTBOPKa

[JgBe paBHble 60sbLuME CTBOPKM 1 BE HEPABHbIE MEHbLLME CTBOPKU
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YeTbipe HepaBHble CTBOPKMU
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TIS0.1 MI 0.5
X7-2tIAdult

FR 50Hz

1Zem

Puc. 1. YeTbipexcTBOpYaThIi a0pTasbHbIN KNanaH: YeTbipe CTBOPKM,
4eTblpe KOMUCCYPbI; HEMOJHOE CMbIKaHWe CTBOPOK B AMAcToNy
(4pecnuLLeBOaHbIN [OCTYM, KOPOTKAA OCb Ha YPOBHE a0PTaNbHOMO
KnanaHa)

KME MHOXECTBEHHbIE KalbLWHATbLI (HE WCKITIOYEHbI,
«CTapble» KalbLUMHMPOBAHHbIE Beretauum) (puc. 2);
BblpaXeHHasd aopTalibHas peryprutaumns: LwmMpuHa
nepewerika peryprutaumm (vena contracta) 10 mm
(puc. 3).

Mo paHHbIM peHTreHorpadum OpraHoB rpyaHON
MoJSIOCTU OTMEYAETCH YMEPEHHbIN MHEBMOCKIEPOS3,
rMnepBosIEMUs Manoro Kpyra KpoBoobpaLlleHus.

Mpu npoBeneHUn KOPOHAPOBEHTPUKYNOorpadpun
reMoANHaMMNYECKM 3HAYMMBbIX CYXEHUI KOPOHAPHbIX
apTepuin He BbIIBNEHO. BbipaxeHHas HepocTaTou-
HOCTb aopTaNbHOIro KnanaHa.

YunTbiBas faHHbIE KITMHUYECKOr0, NabopaTopHOro,
MHCTPYMEHTaNbHOro obcnenoBaHunii Oblnl YCTaHOBNEH
cneaylowuin AnarHo3:

BpoxaeHHbI NOPOK CepaLa: HETbIPEXCTBOPUATLIN
aopTanbHblli knanaH. COCTOSIHME MOCe NepeHeceH-
HOr0O MHPEKLIMOHHOr0 3HAoKapanTa (okTabpb 2012 T.).
BbipaxeHHas HefoCTaTOYHOCTb a0pTaslbHOro Knana-
Ha. YMepeHHasa neroyHas rmnepteHauda. CH Il A cTa-
Oumn co cHMxXeHHo @B JIK, dyHKUMOHabHbIN Knacc
3 no NYHA. PekomMeHO0BaHO KapauMoOXMpPypruieckoe
neyeHue.

16 aHBapsa 2013 r. BbINONHEHa onepauus NpoTesn-
poBaHuMA aopTanbHOro knanaHa ATS 24. MNocneone-
pauUVOHHbIN Nepuoa, NpoTekan 6e3 0CNOXHEeHWR, NPo-
BOOMNACb aHTMOMOTUKOTEpanus, KOPPEKLUS nokasa-
Tenem remoguMHamMuku, HaszHayeHa MOXM3HEeHHas
aHTuKoarynsgHTHaa Tepanus. lauveHT BbiNMcaH B
YOOBNIETBOPUTESNIBHOM COCTOSIHUW Mnog, HabnoaeHue
Kapamonora no MecTy XuUTenbcTsa.

B uenom 4eTbipexcTBopYaThIv a0OpTasbHbINM KnanaH
ABNAETCH PEOKON BPOXAEHHOW aHOManmen, KkoTopas
MHOrga accouMnpyeTcsl C TAXEsNION KianaHHOW Auc-
byHKUMen. AopTanbHbIA CTEHO3 MNPU HEeTbIPEXCTBOP-
4aTOM aopTa/IbHOM KJlarnaHe BCTPEeYaeTCs pexe 4em
aopTanbHas HEAOCTATOYHOCTb, KOTOPAs MOXET CoYe-
TaTtbCa M C ApyrMmn nopokamu paseutusa. Cyuiec-
TBYET TakXe PUCK BO3HUKHOBEHUS WHPEKLMOHHOIO
aHaoKapauTa y Takumx naumMeHToB, 4To TpelbyeT, B
CBOIO o04epenb, NPOGUIaKTUHECKOro HasHa4YeHus
AHTMONOTUKOB MPU MPOBEAEHUN BMELLATENbCTB C
BbICOKMM PUCKOM BakTepueMmnn. Xmpyprmyieckasi Kop-
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TIS0.1 MI0.5

X7-2t/Adult
FR 50Hz

12em

2

Puc. 2. YeTbIpexcTBOpHaThIV a0pTasbHbIN KnanaH: Menkue MHoXe-
CTBEHHbIE KabLIMHMPOBAHHbIE BEreTaLy Ha KOMUCCYpax 1 CTBOpPKaXx
(4pecnuLLEBOAHbIN JOCTYM, KOPOTKAA OCb Ha YPOBHE a0PTaNbHOMO
KnanaHa)

TiS0.8 Mi0.4

X7-2t/Adult
FR 19Hz W

12em

Puc. 3. YeTbIpexcTBOpYaThIN @0PTabHbIN KNanaH: BblpaxeHHas
aopTanbHas HeloCTaTOHYHOCTb (HPECMNLLEBOAHBIN BOCTYN, ANVHHAS
OCb Ha YPOBHe aopTasbHOTrO KnanaHa).

pekums ocyLlecTBAseTcs, kak npasuno, B 50-60 net
MPUY HaAU4MU TAXENOW KnanaHHOWM AUCHYHKLUMUN.
HoctnxeHns B obnactn axokapguorpaduuv, B TOM
4YMCe YPECNULLEBOOHOM axokapamorpadmmn, Nno3Bons-
IOT CBOEBPEMEHHO AMArHOCTUPOBATb 3Ty MAaTOJIONMIO.
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Pesiome

YeTblpeXCTBOPYATHIN AOPTAAbHBIM KAQMAH SIBASIETCS PEAKUM
MOPOKOM cepAaLd. Takas MATOAOTUST PEAKO AMATHOCTU-
pyeTrcs, OCOBEHHO Y AETEWN, MOCKOABKY Y BOABLUMHCTBA MNa-
LIMEHTOB YHKLUMST KAQMNAHOB HE HOPYLWEHA, O TeYeHune
6eCCUMNTOMHOE. HeTbIPeXCTBOPYATHIN AOPTAABHBIA KAQMQH,
KOK MPABUAO, SIBASIETCS UIBOAUPOBAHHOM BPOXAEHHOW AHOMQ-
AVIEN, HO TAIOKE MOXKET COYETATLCS C ARYTMMM MOPOKAMU. AAS
AQHHOM KAQMNAHHOWM MATOAOTMMU XOPAKTEPHO MPOrpeccu-
POBAHME QOPTAABHOM HEAOCTATOYHOCTU. KAMHMYECKNM
CAYYOM MOAYEPKMBAET BOXKHYIO POAb YPECMULLEBOAHOWN

SXOKAPAMOTPAPUN AN AVOTHOCTUKM U BbISIBAEHWUST GAKTU-
4ECKOW PACMPOCTPOHEHHOCTN  YEThIPEXCTBOPYATOITO QopP-
TAABHOTO KAQMQHA.

Resume

Quadricuspid aortic valve is a rare malformation. Diagnosis of
quadricuspid aortic valve is rare, especially in children, since
most patients are asymptomatic and have normally functioning
valves. It usually appears as an isolated congenital anomaly,
but may also be associated with other malformations. This
entity's natural history is usually progression to valve regurgita-
tion. This case underscores the important role of frans-
esophageal echocardiography for the diagnosis of quadri-
cuspid oortic valve, making possible to reveal the actual
prevalence of quadricuspid aortic valve.

Pesiome

HOTUPUCTYAKOBUIN QOPTAABHUA KAQMNAH € PIAKICHOKO BAAOKD
cepus. TOKa BOAO PIAKO AIQrHOCTYETLCSI, OCOBAMBO Y AiTeN,
OCKIAbKM Y GIABLLOCTI NALEHTIB GYHKLLST KAQMAHIB HE NOpYy-
weHa, a nepebir 6e3CUMNTOMHUN. HYOTUPUCTYAKOBU QOP-
TAABHUIN KAQMQOH 3A3BMYAN € i30AbOBAHOKO BPOAXKEHOK QHO-
MQOAIEIO, OAE TAKOX MOXeE MOEAHYBATUCH 3 iHLLIKMMK BAAC-MU.
AN AQHOT KAQMAOHHOT NATOAOTT XQpAKTEPHE NPOrpe-CyBAHHS
AOPTAABHOI HEAOCTATHOCTI. KAIHIYHMIN BUNAAOK MiAKDECAIOE
BODKAVMBY POAb YEPE3CTPOBOXIAHOI  exoKapAio-rpadii AAa
AIQrHOCTVKM  TOl BUSIBAEHHST  GAKTUYHOI  MOLWN-PEHOCTI
YOTUPUCTYAKOBOTO QOPTAABHOTO KAQMAHA.
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B cb6opHuKe 06006LLeH MHOrOIETHUI OMNbIT PaboTbl aBTOPA, a Takke AaHHble OTe-
4eCTBEHHOW 1 3apybexXHOoM nMTepaTypbl B 001aCTV MPYMEHEHWS PEHTIEHOIOrMYECKO-
ro 1 ynbTPasBykOBOIr0 METOAOB AMArHOCTUKN NPENMYLLIECTBEHHO B neauaTpuyeckom
npakTuke.

HasHauyeHne cOopHMKa — okasaHune NpPakTMYecKor NOMOLLIM Bpayam no Bonpocam
opraHmsaummn paboTbl B peHTreHkabunHeTe OeTCKOro nevebHo-npopunakTmyeckoro
yupexaeHus, Bblbopa HeobxoaMMoro meTtofa obcnenoBaHUs OeTerl B KOHKPETHOM
KIMHUYECKOM cuTyaummn, ocobeHHocTen obcnenoBaHmsa OeTel U NyTen CHUXEHWS y-
4eBOW Harpy3kun Bo BPeMs peHTreHosiornyeckoro obcnenoBaHus. B c6opHuke npenc-
TaBJfIeH onbIT PaboTbl aBTOpPa HA NEPBOM OTEYECTBEHHOM LMPPOBOM peHTreHoamar-
HOCTMYECKOM annapare.

MpenctaBneHHble pPaboTbl MOCBSLLEHblI ANArHOCTUKE OCTPbLIX BOCMANIUTESNbHbIX
3a60neBaHnA NTerknx U CUHYCOMHEBMOMNAaTUA, NMOPOKaM Pa3BUTUS Xeyao4yHO-KN-
LLIEYHOro TpakTa, NaTosorMm ONOpPHO-ABUraTeNIbHOro annapara, B YaCTHOCTU AUCH-
nasun TtasobenpeHHbix cycTtaBoB. MNMoapobHO nanoxeHa metoamka obcnenoBaHUs
[eTeil Npu pasnnMyHbIX NaToIorMyecknx npoLeccax, obpatleHo ocoboe BHMMaHne Ha PyHKUMOHAsbHbIE N3MEHEHUS, a Tak-
Xe oLwmnbku, KOTOpPoe A0MNyCcKalTCs Npu anarHocTuke. MNMpuBeaeHbl pesynbTaThl YAbTPa3BYKOBOrO CKPMHMHIA — OMCnnasunm
TazobeapeHHbIX CYyCTaBOB.

KomnnekTaums aBToMaTM3anpoBaHHOro paboyero Mecta Bpaya-peHTreHonora ynbTpasBykoOBbIM annaparom no3soamnia
aBTOPY NPeacTaBUTb NEPBbIN OMbIT KOMMIEKCHOO NCCNeAoBaHNs NaTosioruy ONopHO-ABMraTeslbHOro annaparta.

MpakTryeckn Bce nekummn n ctatbh Obiv onybaMKoBaHbl B XypHane "PaaionoriyHnid BicHMK", Tpu paboTbl Obinv npea-
CcTaBNeHbl Ha MeXayHapoaHbIX dopymMax.

KHura paccuntaHa Ha LUMpoKUiA KPyr Bpaden-neanaTpoB, PEHTIEHONIONOB, BPayen yibTpa3ByKOBOW AMArHOCTUKN, OPTO-
nenos, paboTaloLLmx B 4ETCKON CETU Ha aTane nNepeMYHON ANarHOCTUKMN.
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