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CUHOPOM OTCYTCTBUA KINAIMNAHA
NNEFOYHOW APTEPUMW. | BAPUAHT

[MpeacraBneH cnyvam ynsTpasByKOBOW AMArHOCTUKM BPOXOEHHOro mMopoka cepdua — | BapuaHTa cuHgpoMa OTCYTCTBMA KianaHa ferovHom
aptepum (J1A) B cpoke 23 Hepenu 6epemeHHOCTH: Npu OXOKI™ BbIsSIBNEHbI 3HAYUTENBHOE pacLUMpPeHe CTBOMa U BETBEW NEroyYHon apTepum, Kna-
naHbl JTA B BuAe pyANMEHTapHbIX CTPYKTYP, BbICOKWN AedeKT MeXOKenynoYKoBOV Neperopoaku, AeKCTpanosuumns aopTel. [pyrix nopokos pas-
BUTUS BbISIBNIEHO He 6bino. lMocne npeHaTanbHOrO KOHCYNbTUPOBAHUSI B YCMOBUSIX MeAMKO-reHeTudekon koHcynbstaumn PBNe1-HLIM cembs
npuHANa pelueHne o npepbiBaHuy 6epemeHHocTH. [pn naTtonoroaHaToMMYeCKOM MCCREAOBaHUM MPeHaTanbHbI ybTPasByKOBOW ANAarHo3 nod-

TBEPXOEH.

KntoueBble cnoBa: cMHOPOM OTCYTCTBUSA KianaHa NerovyHon aptepum | BapmaHT, paclumpeHne CTBona 1 BETBEN NEro4Hon aptTepun, BbICOKUA
AedeKT MexoKenyqo4KoBOV Neperopoakun, AEKCTPano3nLms aopThbl.

The case of ultrasonic diagnostics of congenital heart disease — a syndrome of the lack of a pulmonary artery valve | option in term of pregnancy
23 weeks is presented. By ultrasonic research of heart and the main vessels a substantial pulmonary trunk and arteries distension is revealed,
pulmonary valves are visualized in the form of rudimentary structures, high ventricular septal defect, and dextraposition of aorta were found. Other
developmental anomalies weren’t revealed. After prenatal consultation in the conditions of medical genetic consultations the family made the
decision on pregnancy interruption. By pathoanatomical research the prenatal ultrasonic diagnosis was confirmed.

Keywords: absent pulmonary valve syndrome (I variant), pulmonary trunk and arteries distension, high ventricular septal defect, dextraposition

of aorta.

BBegeHune. CuvHOpoM OTCYTCTBMSA
knanaHa nerovyHon aptepun (COKIA)
BO3HMKAeT B pe3ynbrate aHoManbHOro
pa3suTusa ctopok. Mpu COKIIA cTBOpkM
NEro4Horo KrianaHa oTCyTCTBYIOT, BMECTO
HVX MMEETCH KOMbLO 13 y3rnoBaToOn CTy-
OEHUCTON TKaHW, NpeacTaBnsiioLLen co-
6oV pyauUMEHTapHYI0 KnamnaHHy TKaHb.
NeroyHoe kombLO MOXET OblTb CyXe-
HO, pacLUMPEHO WX TFMMNONasnpoBaHo,
CTBON NEroYyHON apTepum MOXeT ObITb
aHeBpuamaTnyeckm pacmpeH [3]. MNopok
penko M3onmpoBaH, 06bIYHO coveTaeTcs
CO CTEHO30M UH(YHAMBYNSIPHOro oTaena
npaBoro xenygoyka, ¢ gegexkrom MXKI,
npun 3TOM yNbTPa3ByKoBasi KapTUHa Haro-
MuHaeT TeTpagy danno. Takke npu CO-
KNA wmoryT HabnogatbCs OTXOXAEHUe
aopTbl M NEroYHON apTepun 13 NpaBoro
Xenyaoyka 1 o6Lmin aTpMoBEHTPUKYNAP-
HbI KaHan.

PBE Ne1-HLUM PC (A): NABITOBA Htopryc-
TaHa JlazapeBHa — Bpay YNLTPa3BYKOBOM
avarHocTuku [lepuHaTanbHOro LEHTpa, H.C.
AHL, KM CO PAMH, 3AXAPOBA Anek-
caHgpa BsiyecnaBoBHa — Bpay ynbTpa-
3BYKOBOW  AMarHOCTUKM  KnuHuko-gmnarHoc-
Tuyeckoro ueHTpa, FOTOBLEBA Iouus
BacunbeBHa — K.M.H., Bpay akylliep-rmHe-
KOror, Bpay YNsLTPa3BYKOBOW AMArHOCTUKU
ML, H.c. AHL KM CO PAMH, CMOOPOBA
OkcaHa MNaBpunbeBHa — Bpay ynbTpasByKo-
BOW [OWMArHOCTUKN OTAENEHUsi MeEOUKO-TeHe-
Tudeckon koHcynetaumm ML, H.c. AHLL KMI
CO PAMH, KOPAKWUHA Mapusa Hukona-
eBHa — Bpay YNbTPa3BYKOBOW AMArHOCTUKM
KOLl, FTOBOPOBA WUsa6enna MNMpokonbeBHa
— K.M.H., Bpay ynbTpa3ByKOBOW AUArHOCTUKM
KOLU, WUBEOOBA AxHa 3axapoBHa — rfl.
BHELUTAT. AETCKUIA MaTornoroaHaToM, 3aB. OT-
nenenvem KOLL.

CvHOpOM OTCYTCTBMS KrnanaHa nerou-
HoW apTepumn BcTpedaetcs peako — 0,2%
ot Bcex BIMC y x1BOpOXOEHHbIX.

BblgensioT ABa OCHOBHbIX NpeHararnb-
HbIX BapuaHTa 3Toro nopoka cepgua. |
BapvaHT COKIJA, Hanbonee yacTto BCTpe-
YaloLLMINCS, XapaKTepuayeTcs OTCYTCTBU-
€M KranaHa, BbIPaXeHHbIM paclumnpe-
HVEM Fero4yHoro CTBoOfa U ero BETBEN B
coyeTaHum ¢ BbicokuM gedrektom MXKT1 n
CMeLLeHNEeM KOPHSi aopThl, a Takke are-
He3neln apTepuanbHOro npoToka. JToT
BapvaHT COKIJIA paHee paccmaTtpusanu
Kak BapuaHT TeTpagbl ®anno. OcHos-
HbIM ANarHOCTUYECKNM KpUTEPUEM STOTO
BapuaHta BIIC sBnsercsa pacwmpeHue
NEero4YHoOM apTepun B Cpe3e Yepes Tpu Co-
CyAa 1 BbIXOOHOW TPaKT MpaBOro Xeny-
[04Ka, B peXMME LIBETOBOIO AOMNMMepoB-
CKOro KapTUPOBaHWS - Yepes BbIHOCALLUIA
TpaKT npasoro xenygoyka. Mpu atom B
CUCTOMNY PErMcTpupyeTcs aHTerpagHbii
NMOTOK KPOBM, @ B ANacTony onpeaenseT-
CS1 BblpaXXE€HHbIi pEeBEPCHbI NMOTOK Yepes
U3MEHEHHOE KnanaHHoe KonbLo [2].

Mpwu 1l BapnaHte COKIJIA, 6onee pen-
KOM, HabnopalTca MeHbluasi CTeneHb
BbIP&XXEHHOCTW PaCLUMPEHNS FIErO4HOMN
apTepuu, MHTaKTHas MeXCoKenynoykoBas
neperopogka v yHKUMOHMPYIOLWMNIA ap-
TepuanbHbIA NPOTOK.

COKNA  Heobxogmmo  anddpepen-
umposaTtb OT TeTpaabl Panno, cTeHosa
neroyHon aptepun. MNpn anddepeHumn-
pOBKE y4MTbIBAIOTCA 3xorpaduyeckune
ocobeHHocTu faHHoro BIC: kopeHb aop-
Tbl HE pacCLUMPEH, NeroyHasa apTepus He
rMnonnasvpoBaHa, a 3HauuTenbHO pac-
LUMPpEHa C paBHOMEPHbLIM pacLLUMPEHNEM
ee BETBEW; OCHOBHbIM KpUTEpMEM SABMS-
eTca OTCYyTCTBME BU3yanu3auun [ABUXe-
HWIA CTBOPOK KranaHa [2].

Prck XxpoOMOCOMHBbIX AieheKTOB 1 cove-
TaHHbIX aHomanun npu COKIJIA 3aBucut
ot ero BapuaHTa. Npwu | BapnaHTe nopoka
PYCK XPOMOCOMHbIX aHOManumn JocTaTou-
HO BbicokuI. B 20-25% obHapyxvBaeTcs
Mukpogeneumsa 22q11, onncaHsl cnyyam
Tpucommmn 13 n 18, Tpunnoungmm. Yacrto-
Ta COYETaHHbIX CepAeYHbIX aHoManumn
24%, akcTpakapauanbHbix — 42%. lMpu
Il BapraHTe XpOMOCOMHbIE 1 3KCTpaKkap-
AvarnbHble aHoManuu pPerucTpupyroTcs
pegko [2].

MporHo3 ansi nnoga v HOBOPOXAEHHO-
ro 3aBUCUT OT CTEMNEHN HEAOCTATOYHOCTHU
KrnanaHa v cTeneHun neperpysku npaBoro
xenygouka. Pegkoe BbisiBneHne nopoka,
no-BMOMMOMY, CBSI3aHO C TeM, 4TO npwu
knaccudeckon gpopme atoro BIMNC npowuc-
xoouT rmbenb nnoaa ewe B | Tpumectpe
©6epeMeHHOCTH B CBS3W C MPOrpeccupyto-
Len npaBOXernyaoyYkoBOW HeOocTaTou-
HocTblo [1]. Puck nostopeHus COKIJIA
KpanHe HU3KUI, HO ONmncaHbI Criy4am nos-
TOpPEHMS NopoKa B ogHon cembe [2].

Matepuanbl u metoabl. BepemeH-
Hast 30 nert, HacTosilan 6epeMeHHOCTb
TpeTbs, HaACTynuna Ccamonpou3BOSbHO,
pofoBs — 2, AeTu 30opoBbl. bpak Hepoac-
TBEHHBIN. YKeHLWwuHa 1 ee cynpyr coma-
TUYECKN 300POBbI, MPOMECCUOHANBHBLIX
BpegHocTelr He umetoT. Oba cynpyra
KypsaT. BepemeHHoCcTb NnpoTekana 6e3 oc-
NOXHEHUN.

YnbTpasBykoBOE UCCRefoBaHWE Mpo-
BOOMMNOCb B KabwHeTe ynbsTpasByKOBOW
OVarHOCTUKN MeOMUKO-TEHETUYECKON KOH-
cynbTauum 1 B KabuHeTe npeHaTanbHON
auarHoctuku otgenexdna Y3, Ha ava-
FHOCTUYECKOWN YNbTPa3BYKOBOW CHUCTEME
Toshiba Aplio SSA-660 n GE Voluson ES8.

PesynbraTtbl. [lpy ynbTpa3BykoBOM
nccrneaoBaHnn B MaTke BU3yanuampo-



Puc.1. Cpes 4yepes Tpu cocyga: 3Ha4uTeNbHOE pacluMpeHue cTeona

n Beteen J1A

Puc.3. PeTporpagHbiii AnacTonuyeckunii KPOBOTOK B JNIErOYHOW apTe-

pun

el
AARNIREYS

Puc.5. Makponpenapat: pacwupeHnue 1A, pyaumeHTap-
Hasi TKaHb B BUAE Banvka, 3aMmellatollas knanaxbl JIA

Barcs OAWH XuBoW nnopd, deTtomeTpu-
Yyeckume nokasaTenM COOTBETCTBOBaNM
23 HepensMm rectauumn, YTo COOTBETCTBO-
Barno oxugaemomy cpoky. [pu ocmoTpe
4-KkamepHOro cpesa cepaua nnoga BbisiB-
NEeHO He3HaunTenbHoe npeBanupoBaHve
npaeblx oTgenoB. [pu ocmMoTpe cpesa
yepe3 Tpu cocyaa M BbIXOAHbIE Tpak-
Tbl XENyLOYKOB OMNpeaensiniocb 3Hayu-

" Yakutsk MGK

Puc.2. YetbipexkamepHblin cpes cepaua: Bolcokuin aedbekt MXKT

Puc.4. 3HaunTenbHoe paclumperne ctBona u Beteen J1A, Ha ypoBHe

(hMBPO3HOro KoMbL@ — 3XOreHHasi CTPYKTypa (pPyaAMMeEHTapHas TKaHb)

TenbHOE pacluupeHve cTBona
N BETBEW JEroyYHOM apTepumn:
LMpuHa cTBona 8 MM, BETBM
LWwmpwHoi 7 Mm (puc.1), cmelle-
HMe KOpHS aopTbl Bnpaso, 6e3
pacLUMpeHns, BbICOKUA OedeKT
MEXOKenyA04KOBOM nepero-
poakv WwupuHon 4 mm (puc.2).
B pexume UOK wyHT uyepes
OMXKI yeTknii, Takke onpene-
Nnsnca petporpagHbii guacto-
JNINYECKNA KPOBOTOK B NIErOYHON
aptepun (puc.3). KnanaHbl ne-
rOYHOW apTepun He onpegens-
nncb, Ha ypoBHe MBPO3HOro
KonbLa BM3yanuaunpoBanacb
HEeNoABWXHAsA SXOreHHas CTPyK-
Typa (pyaumeHTapHas TkaHb) (puc.4). No
ocTanbHbIM OpraHam ¥ cuctemam aHo-
Manuin BbisSiBNeHO He 6bino. C cemben
nposeneHa becefa B yCnoBusix MeuKo-
reHeTU4ecKkon KoHcynetaumm. bepewmen-
HocTb Obina npepsBaHa. MNpu natonoroa-
HaTOMMYEeCKOM MccrnegoBaHumn abopTtyca
npeHaTanbHbIA yNsTPa3ByKoOBOW AMarHo3
6bIn noaTBEPXKAEH (puc. 5).
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