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quLIpeXCTBopanHﬁ knanaH aopthl (UKA) — Bpoxk-
JIeHHasi aHOMamus cepaia. PaHbllle cBeneHus o HeM
OCHOBBIBJIMCh Ha PE3yJbTaTaX CEKLIMOHHBIX MCCIeI0Ba-
Huii. CoBpeMeHHbIE METOIbl HEMHBA3MBHOW BU3yaln3a-
uuu, npexjae Bcero — Y3, crmocoO6cTBOBaIM poCTy yncia
nyosukamuii mo mpobiaeme UKA. Tem He meHee UKA
OCTaeTcsl peKoU marosorueil. B nureparype onuvcaHo He
o6onee 210 cayuaeB UKA, xotsa 1-e cooOllieHue gaTupo-
Bano 1862 r. [1, 2].
[TpuBoauM KIMHUYECKUIA TpUMED.

Podumenu desouxu 5 nem obpamuauce Kk Kap-
duonoey 6 cea3u ¢ wymamu 6 cepoye. B anamnese
VKA3aHUil Ha 8poJcOeHHblll NOpoK cepoya Hem. Jle-
80ouKa akmugHa, paszeuma no eospacmy. Ipanuysi
cepoya nepKymopHo He usmeHnenvl. Ilpu ayckyno-
mayuu cucmoau4eckuil wym — HeUHMmMeHCUBHBLIL,
MaKcumanvHas 38yMHocms — @ V mouke, Hukyoa He
uppaouupyem. Yacmoma cepdeunvix cokpaujeHuii —
100 6 munymy. Al — 95/60 mm pm. cm. IKI ne uz-
meHena. Opeanul 6e3 ocobennocmeil. Onpedensemcs
cuHOpom eunepmoodurvhocmu cycmaesos. Y3U 6wvis-
8UN0 4 cmeopKu Kaanana aopmel ¢ XapaxKmepHviM
X-00pa3ubim pucyHKom npu nOnepeYHOM CKAHUPO-
8aHUU 8 NPOMUBONOAOICHOCMb Y-00pasHomy pu-
CYHKY NpU HOPMAAbHOM MPEXCMEOPHAMOM KAAnaHe
(cm. pucynok). Ilamonoeuueckux nomokog Kpogu He
8bI5161€HO.

B HOopMe kiamaH aopThl COCTOUT U3 3 CTBOPOK paB-
Hoil muiomanu. Hamuume 4 cTBOpok — KpaiiHe peakast




aHomanusi. CyMMapHBbIil cTax paboThl
aBTOPOB JAaHHOW CTaTbU KaK CIICIIHMAa-
JINCTOB YyJBTPa3BYKOBON JUArHOCTU-
K1 — 45 net, HO TaKkoe HalJIIoAeHUEe —
rmepBoe U TOKa eauWHCTBeHHoe |[3].
Ilo paHHBIM CEKLIMOHHBIX HCCIIEIO0-
BaHuii, YKA BBIIBISIETCS C 4acCTOTOM
0,00028—0,00033%, mnpu TpaHCTOpa-
KaJIbHOM 3X0Kapauorpauu — ¢ 4acTo-
toit 0,0059—0,0065%, Ho Kak IpUYKMHA
WMIUTAHTAIIMY KCKYCCTBEHHOTO KJlara-
Ha aopTHI B CBSI3U C perypruTanueit —
¢ yacroroii 0,05—1% [4—7].

IIpuuuHbl Bo3HUKHOBeHUsT UYKA
Heu3BeCTHHI. B mepuoa amMOpuoHaib-
HOTO DPa3BUTHUsS TOJYJIYHHBIC CTBOPKU
KJlariaHa aopThl M JIETOYHOMN apTepuu
BO3HUKAIOT M3 BAJIMKOB ME3€HXUMBI,
TIOSIBJISTIOIIINXCST cpa3y IOCiIe pasmuesie-
HUSI IEPBUYHOTO apTepUaIbHOIO CTBO-
Jla Ha aopTy U JieroyHyto aptepuio. YKA MoxeT ObITh Kak
M30JIMPOBAHHON aHOMaJuel, Tak U COYeTaThCsl C aHOMa-
JIUSIMU KOPOHAPHBIX apTepuii, 1e(PEeKTOM MEXKETYI0UKO-
BOI MEPeropojaku, OTKPBITHIM apTepUaTbHbIM MPOTOKOM,
cybaopTaibHBIM  (hUOPO3HO-MBILIIEYHBIM CTEHO30M  [8§].
B namem nHaomonenun YKA coderancst ¢ CHHAPOMOM TH-
MepMOOMIBHOCTHU CYCTaBOB.

L. Hurwitz u coaBt. [9] onucanu 7 BapuantoB YKA.
Tum A — Bce 4 CTBOPKM paBHBI IO IIoIIanv; T B —
3 ogMHaAKOBO 0OJbIIME CTBOPKM M 1 ManeHbKas; Tun C —
2 OIMHAKOBO OOJIbIIIME CTBOPKW M 2 ONMHAKOBO MaJleHb-
kue; Tun D — 1 GombInast cTBOpKa, 2 — MeHbIIe 1 1 — ca-
Mas MaJieHbKast; Tul E — 3 onHaKoBO HEOOIbIINE CTBOPKHU
u 1 6onbag; Tun F — 4 cTBOpKHU, Bce — pa3HOI IJIOLIAIN.
75% Bcex cimyyaeB YKA npuxomutcst Ha BapuaHThl A 1 B.
TakuM oOpa3om, BbIsIBIeHHBIM Hamu ciydair YKA oTHO-
CHUTCSI, CKOpee BCero, K peakomy BapuaHTy C.

YKA 4YacTto COMpOBOXIAETCS HapylIeHUEM KpOBO-
obpaitieHus. Y B3pocibiX B 75% ciiyuaeB perMcTpupyeTcs
peryprutanus, B 8% cilydaeB COYETAIOTCSI perypruTaiuus u
cTeHo3, B 17% ciyyaeB DyHKIMS KJallaHa He HapylleHa.
TlonHo#t Koppensiuuu Mexay BapuaHtamu cTpoeHus UKA
M CTEIEeHbIO HapylleHUs KpoBooOpalleHus1 HeT. Temoau-
HaMMUYeCKMe HapylIeHUs] MOIYT IporpeccupoBaTh. bosee
YeM Y MOJIOBMHBI TALIMEHTOB HEOOX0AMMAa TPAHCIUIaHTALlUS
KJIaltaHa, XOTsl OHa TpeOyeTcsi B OCHOBHOM Ha 6-M JIecsITKe
xu3Hu [10—12].

YKA — peakass BpoXIE€HHass aHOMalus, KoTopas
JUTUTEIbBHO MOXET MpoTekarh OeccumrnrTomHo. CoBpe-
MCHHBIC METOIBl HCMHBA3WBHON BU3yalaW3allMU CYIIEe-
CTBEHHO CMECTMJIM CPOKM JAMAarHOCTUKHU, YTO IO3BOJISI-

3xorpamMma ycTbsl 20pThbl NPU MOMEPEYHOM CKa-
HUPOBAHMW; XOPOLLO BU3Yanu3upytoTes 4 cTBOp-
K1 KNnanaHa aopTbl: 2 U3 HUX — 60MbLUOI No-
La[n 1 2 — Masoi (MoKasaHo CTpesikamm)
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eT aJeKBaTHO HaOJI0JaTh ITallMeHTA.
Coueranue YKA ¢ gucriasueit coe-
JIVUHUTEJIBHON TKAaHW HAeT BO3MOXK-
HOCTh pacCcMaTpHWBaTh JaHHYIO aHO-
MaJnio KaK JIOKaJbHOE IIPOSIBICHUE
CUCTEMHOIO0 T€HETUYECKU OOYCI0B-
JIEHHOT'O COCTOSIHUSI.
k %k %k
Asmopbt 3asea510m 06 omcymemeuu
KOH@auKma unmepecos.
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QUADRICUSPID AORTIC VALVE
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A quadricuspid aortic valve (QAV) is a rare congenital heart defect. Ultrasound
revealed QAV in a 5-year-old girl with joint hypermobility syndrome who was
referred to a cardiologist because of a heart murmur. The concurrence of QAV
and connective tissue dysplasia allows one to consider this anomaly as a local
manifestation of a genetically determined systemic state.
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