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JlnarHocTrka v ornucaHue pefKIX BPOXK IEHHBIX aHOMAJMii ceplilia — JOBONIbHO CIOXKHAs 3aayda 1Jisl Bpaya yjlbTpa-
3BYKOBOIl IMarHoctuku. Hanbonblive TpyAHOCTH BO3HUKAIOT B JIeUeOHBIX YUPEXKIEHUSIX, HE UMEIOILIUX Clielnannu3aiuu
10 MeANaTPUN I Kapauoxupypruu. Penkoii dopmoit Bpoxk IEHHBIX ITOPOKOB Cepliia sIBIsIeTCs TPyIina aHOMaIi, 00b-
eIMHEHHO 0003HAaUYaeMbIX KaK «€IMHCTBEHHbI Xemynodeky. Tskénble reMoguHaMUUecKue HapyllieHus U Hebnaromnpu-
SITHOE TeueHue 3a001eBaHMsI CHUXKAIOT BOSMOXKHOCTh OOHAPYKEHM ST 9TOr0 MOpoKa B TTOAPOCTKOBOM HJIM 3PEJIOM BO3pacTe.
EnuHCTBEHHBIN XenyaoueKk Kak riaBHas XxapakTepHasi uepTa aHOMaluUu MOXKET BCTpedaThCsl MPU pasiuuyHbIX (opmax
natonornu. Hambornee yacto K CMHAPOMY €IMHCTBEHHOrO XKeJIyIoYKa OTHOCSIT CMHAPOM TMIIOIUIa3UM JIEBBIX OTHEN0B
cepalla, aTpe3nto TPEXCTBOPUYATOro KjianaHa v eNUHCTBEHHbII XelyaoueK ¢ NBOMHBIM MPUTOKOM. biaronpusitHee Bcero
MPOTEKAIOT Cly4yau, KOraa eqWHCTBEHHBIN XKeTylIodyeK SIBISIeTCS aHaTOMUYECKM JIEBBIM B COYETAHUMU C Pa3melbHBIMU
U TOTHOLIEHHBIMU aTPUOBEHTPUKYISIPHBIMU KjlamaHaMU, MPU OTCYTCTBUU CYLLIECTBEHHBIX CTEHO30B MarucTpajbHbIX
apTepuil 1 UX HOPMAJIbHOM pacrojoXeHWW. Takoil BapuaHT eIWHCTBEHHOrO Xelyqouyka C JBOMHBIM MPUTOKOM M3~
BecTeH Kak «cepaie Holmes’ay. Dxokapauorpaduueckasl TMarHOCTUKA IMO3BOJISIET JeTalM3MPOBaTh aHATOMUYECKUE U
GbyHKIMOHATBHBIE HAPYLIEHWSsI, TIPUCYTCTBYIOLINE B KaXKJIOM OTAEIbHOM ciydae. JletanbHOe BBISIBIIEHHE MAarHOCTHYec-
KUX MPU3HAKOB MO3BOJISIET KOHKPETU3UPOBATh AUArHO3 U U30eKaTh MPOTUBOPEUNiA B TPAKTOBKE MOMYyYaeMbliX TaHHbBIX.
ITpuBonMM KJIMHUYECKUI Clydail onHoil 13 Hanbonee penkux GopM naHHOM maTomoruu. OcobeHHOCTHIO OITYChIBAEMOro
ciy4yasi, IOMUMO €ro PeAKOCTH, SIBIISIETCS IIUTEIbHOe KOMIIEHCUPOBAHHOE TeueHue Mopoka. OTCYTCTBUE SIBHBIX IMpPU-
3HAKOB CeplIeYHOIl HEeIOCTATOYHOCTH B NaHHOM Clydyae MOXKeT ObITh CleqCcTBUeM psiga (haKTOpoB, TAKUX KaK Halnvue
OajaHca MEXIY JErOYHBIM U CUCTEMHBIM KPOBOTOKOM, OTCYTCTBUE MPOrPECCUBHBIX U3MEHEHUIT B COCyJaX Majoro Kpyra
KPOBOOOpALIeH S, TTOTHOLEHHOCTb aTPUOBEHTPUKY/ISIPHBIX KJIallaHOB, OTCYTCTBME CTEHO30B M M3MEHEHU 1 KiIallaHOB Ma-
TUCTPAJIbHBIX apTepuii, aHATOMUYECKU JIEBbII XKeIyq0ueK C TOCTATOYHOI COKPATUMOCTbIO.

KioueBblie ciioBa: eMMHCTBEHHBI JKelTyIoueK, TMarHocThKa, 3Xokapauorpadusi, BpoK 1EHHbIE ITOPOKHU CepIIia.

CONGENITAL HEART ANOMALY «SINGLE VENTRICLE»: STRUCTURAL AND FUNCTIONAL DIAGNOSIS IN
EVERYDAY PRACTICE

D.N. Samigullina, N.A. Tsibulkin
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Diagnosis and description of rare congenital heart anomalies are great challenges for the ultrasonographer. The
biggest difficulties arise in hospitals, which do not have specialization in pediatrics or cardiac surgery. A rare form of
congenital heart defects is a group of anomalies, unitedly defined as «single ventricle». Severe hemodynamic disturbances
and unfavorable course of the disease reduce the possibility to detect this defect in adolescence or adulthood. Single ventricle,
as the anomaly main feature, can occur in different forms of pathology. The most commonly single ventricle syndrome
includes left heart hypoplasia, tricuspid atresia, and double inlet single ventricle syndromes. The most favorable course have
cases when a single ventricle anatomically is left ventricle along with separate and properly formed atrioventricular valves, in
the absence of main arteries significant stenosis and their normal location. This variant of a double inlet single ventricle is
known as the «<Holmes heart». Echocardiographic diagnosis allows to detail the anatomical and functional defects that are
present in each case. Detailed identification of diagnostic features allows to specify the diagnosis and avoid inconsistencies
in the obtained data interpretation. We present a clinical case of one of the most rare forms of these disease. The described
case feature, in addition to its rarity, is long compensated course of defect. The lack of obvious signs of heart failure in
this case may be due to a number of factors, such as a balance between the pulmonary and systemic circulation, absence of
progressive changes in the pulmonary circulation blood vessels, atrioventricular valves functional adequacy, the absence of
stenosis and valves changes of the main arteries, anatomically left ventricle with sufficient contractility.

Keywords: single ventricle, diagnostics, echocardiography, congenital heart defects.

Bpauy yabTpa3ByKoBOW HTMAarHOCTUKHM TIPUXO-
IUATCSI CTAIKMBATBLCSI B CBOEW MpPaKTUKE C PEIKUMU
dopMaMu BPOXKIEHHBIX IIOPOKOB cepmama. Pemka
Cpeny B3pOCIbIX TTAIIMEeHTOB TaKasl BpOXK NEHHAST aHO-
Majusl, KaK «eIUHCTBEHHBIN Xemymouek» (Em2K).
Heb6naronpusitTHoe TeueHue 3aboneBaHMSI CHUXKAET
BEPOSITHOCTH TOTO, YTO PEOEHOK MOKMBET IO TIOMI-
POCTKOBOI'O WJIM B3pOCIOro Bodpacra. HazsaHue aHo-
MaJluy SIBJISIETCSl OMUCATEIbHBIM M HE OTpa’kaeT B
TIOTHOM Mepe aHATOMMYECKOro M (PyHKITMOHAJIBHOTO

Anpec st neperncku: d0129@yandex.ru

COCTOSTHMSI CepAlla B Ka>KIOM KOHKPETHOM CIIydae.
DTO MPUBOAMT K HEOMHO3HAYHOCTM B TPAaKTOBKE
TMAHHBIX, TIPOTUBOPEUNSIX B KJacCcuUKAIUU U 00b-
eNMHEHNIO B paMKaX ONHOro JAMarHo3a COCTOSTHUIA,
pPa3IMYHBIX 10 MaToreHeTn4eckoi cytu [7, 12].

OcHoBHBIe MOPGODYHKITMOHATBHBIC TTPU3HAKH
En2K, mocTymHble BBISIBICHUIO TIPU PSITOBOM 5XO0-
KapauocKonuu, cienyromue [1, 3, 8]:

- HaJIU4ue ONHOW COKPATUTETbHONH Kamephbl
(KeymouKa), OCYIIECTBISIIONIe [UPKYISAIHUIO IO
000MM Kpyram KpoBooOpallleHusI;

- Yyacroe HaJuuue pyIMMEHTApHON WJIU TUIO-
MJ1a3MPOBAaHHOM KaMepbl BTOPOrO JKeynouKa, coo0-

295



Kimnnyeckue Ha0 0 1eHUs

LIAOLIENCSl ¢ OCHOBHBIM XKeMyIT0YKOM;

- Ipencepavs MOTYT MMETh PasIn4YHYyI CTPYK-
TYpY, HEPENKO B COYETAaHUU C NedeKTOM MeXIIpel-
cepnHoil neperoponku (JIMIIIT);

-  (YHKIIMOHWPYIOIINIA  SKETymO4eK MOXKET
WMETh COeNMHEHNE C OMHUM WJIM C OOOMMU TIpe.-
CepausIMU;

- aTPUOBEHTPUKYJISIPHOE COSTMHEHNE OCYIIIEeCT-
BJISIETCSI Uepe3 OBa Pa3NelbHbIX WM OOUH OOLIMIA
KJIaTaH;

- (YHKIIMOHWPYIOIINIA  SKETYmO4eK MOXKET
WMETh ONVH WU JBa MyTU OTTOKA;

- BO3MOXHa aTpe3usi Wil OOCTPYKLMSI ONHOrO
W3 TIyTel OTTOKA;

- BOBMOXKHO aHOMaJIbHOE PaCIIONOXEHe Maruc-
TPaJIbHBIX apTepUii;

- COCTOSIHME apTeprajibHOro IPOTOKA 3aBUCHUT
OT 0COOEHHOCTEN reMOTMHAMUKU.

MHoroobpa3ue CTPYKTYpHBIX OTKJIOHEHUU 3a-
TPYIHSIET OMHO3HAYHYIO XapaKTepUCTUKY TaHHOTO
nopoka. Hanbonee yacro k En2K orHOCIT cMHIpOM
TUMOIJIa3UU JIEBbIX OTAENIOB CepIla, aTPe3nto TPEX-
cTBOpUaroro kianaHa, En2K ¢ mBoitHbIM TIpUTOKOM
(En 2K IIT).

CHHIPOM THIIOIIA3MM JIEBBIX OT/IEJIOB cepaua uMe-
€T CIEIYIOUIYI0 3XOKapauorpaduiyecKkyio KapTUHY.
DyHKIMOHUPYIOIINH XeTyIoueK, sIBISIONIics aHa-
TOMUYECKHU TPaBbIM, COEOUHSIETCS C MpPaBbIM Ipel-
cepanreM W JIErogHoil aprepueii. OH MOXET WMeEThb
COSIMHEHNE C TUIOIUIa3MPOBAHHBIM JIEBBIM JKEITy-
noukoM (JI2K), yacTo coueraercs ¢ rumnoriasueil Boc-
XOISIIIEN YacT! aopThl, a TaKKe aTpe3neil MUTpab-
HOro M aopTajibHOro KJianmaHoB. Kak mpaBuio, ecTb
JMIIII. HeiicTByrommii mpasblii xenymouek (IT2K)
MOXeT ObITh YBEIMYEH, a JIETOYHAsT apTepus pacIiu-
peHa. [Ipu aTpe3uu aopTajbHOrO KjanaHa KpOBb B
CHUCTEMHBII KPOBOTOK IMOCTYIAeT 4Yepe3 apTepraib
HBII MTPOTOK. BhIpaskeHHOCTh OTIETbHBIX ATEMEHTOB
TMOPOKa U TSIKECTb €ro TEUEHUsI MOTYT BapbUpPOBATb.
C y4yérom pa3nuuHoii creneHu runoriasuu JI2K vyac-
TOTY JaHHOI aHOMAaJIMM OLEHWBAIOT KakK 2,3 ciydast
Ha 10 ThIC. HOBOPOX IEHHBIX [6].

ATpe3usi TPEXCTBOPYATOro KJamaHa oObIYHO CO-
yeraercss ¢ runorwiasuein [12K, obcrpykmumeit ero
BBIHOCSIILIETO TpaKTa WM CTEHO30M JIETOYHON ap-
Tepuu. PYHKIMOHUPYIOLUIAM 3KETyI04KOM ObIBaeT
JIEBBIT, UMEFOIINI COeNMHEHME C JIEBBIM TTPeICcepIn-
eM U a0OpToii, a TaKxKe C ruroriasupoaHHbIM [12K.
Ilpencepnust 00buHO coenuHstoTcsl yepe3 JIMIIII.
I1pn Hapymenun orroka u3 [12K KpoBb mocTymaer B
MaJiblii Kpyr KpoBooOpallleH!sT Yepe3 apTeprualbHbIi
nporoK. JlaHHBII MOPOK BCTPEYAETCS C 4acCTOTOM
1 crygait Ha 10 TBIC. HOBOPOX NEHHBIX, COCTABIISISI OT
1,4 mo 2,9% Bcex BpOxKIEHHBIX MOPOKOB cepama [11].

Jlns obenx BbIIIEHAa3BaHHBIX AaHOMAJIWI Xapak-
TepHO coenuHeHne En2K ¢ omHuM mpemcepmmem,
YyTo cyuTapr auddepeHInaIbHO-IUarHOCTUYec-
KMM Tpu3HakoM. HapyiieHue pacrionoxkeHus Ma-
TUCTPAJIbHBIX apTepHii, 4acTO BCTpedarolieecs Mmpu
000oMX MopoKax, He BCe CIeLIMaluCThl COrJIaCHbI 000
3HAYaTh TEPMUHOM «TPAaHCIIO3ULISI».

EnuHcTBeHHDIIT KeJy09eK ¢ JABOMHBIM MPHTOKOM
(En2KIT) — penkasi BpoxkaéHHasi aHOMaIusl, IIpU
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koropoii B En2K Bmamaror oba mpencepnus, 4TO OT-
aundaer e€ or npyrux BapuaHToB En2K. Hepenko
En2K coenuHéH ¢ pyiuMeHTapHOI MOI0CThIO BTOPO-
I'0 >KeJTyq0uKa U MOXeT ObITh aHATOMUYECKH JIEBBIM
(65-80%), mpaBbiM (5-20%) uam HeorpenenéHHOI
mopdonoruu (10-15%). Anaromuuecku I12K nmeer
BBIpaXKEHHYIO TpabeKyasspHOCTb MMOKapna, a pac-
MOJOXKEHNE PYyTUMEHTAPHON TOJIOCTH CIiepenud W
CIIpaBa yKa3bIBAeT, YTO XKEIYI0UeK SBIISIETCS JeBbIM
(COOTBETCTBEHHO, TIPU PACIONOKEHUU PyIUMeEHTap-
HOI TOJIOCTM C3aqy W CJIeBa KeTyIodeK SIBISIEeTCS
mpaBbiM). PynrMeHTapHas OIOCTh HE COeNNHSIETCS
C TIpencepausiMU, HO Yepe3 He€ MOXKET UATH OTTOK B
OIHY M3 MaTUCTpaJbHbIX apTepuii. Obe apTepun Mo-
TYT OTXOOUTh OT KeTyAouyKa, MPU 3TOM BO3MOXHO
HapylleHUe UX pacroloXeHUs WKW Halu4yne oble-
To IyTH OTTOKA B BUne truncus arteriosus [10].

Takxe BcTpeuaercss OOCTPYKIMSI WJIW aTpe3usi
ONHOW M3 apTrepuili (KakK IPaBHJIO, JIETOYHON apTe-
pun). C KelTymTouKOoM Ba MPencepansi COeqUHSIOTCS
yepe3 IBa pa3ielbHbIX WM OOWH OOLIWI aTPUOBEH-
TPUKYJISIPHBINA KiamaH. JlaHHass aHOMaJIMsI COCTaB-
JisieT okono 1% BpoXIEHHBIX aHOManui cepaua [S].

Beinensror cienyromrie IMarHoCTUYecKue Mpu-
snaky En 2K JIIT:

- onuH (PyHKIIMOHUPYIOLINH KeTyIoueK;

- HaJln4uue ABYX Mpencepauii;

- CoelMHEeHUe Kelynouka ¢ 00oMMU Tpencep-
IUSIMU.

OcHoBHBIe BapraHThl aHaToMuu En 2K JIIT:

- XeIydo4eK: aHaTOMUYECKU JIEeBbIA, TPaBbIii,
HeonpenenEHHbINI;

- pyIMMeHTapHas KaMepa: Halu4uue Uin OTCyT-
CTBUE;

- aTPUOBEHTPUKYJISIPHOE COeNVMHEHUE: 1Ba pa3-
JEeTbHBIX WM ONWH OOLIMI KJ1amaH.

JlomomHUTETbHBIE  KOMITOHEHTBI
En 2K IIT:

- 00CTpyKIIMS (aTpe3usi) OMHONM M3 MarucTpalb-
HBIX apTepuil;

- TIpencepiusl KakK paslelbHble TOTOCTU C
JMIIIT;

- OTKPBITBIN apTepraIbHbI MPOTOK.

Kimnnyeckasi KapTuHa CKJ1aIbIBa€TCSl U3 ONbILL-
KM, LIMaHO3a, TaXxWKapOWu, CepIeyHOoil HemocTa-
TOYHOCTH, BTOPMYHOI'O 3PUTPOIIMTO3a, TPOMOO-
30B U TpPOMOOSMOOTMYECKUX OCIOKHeHu#. Jlaxke
MHOTFOKPAaTHO OINEePUPOBAHHBIE MALMEHTHl PEIKO
JIOCTUTAIOT 3peoro Bo3pacra. [lpmumHamu cmept
CTAHOBSITCSl TIPOrPECCUPYIOLLasl cepledHasl HeqocTa-
TOYHOCTb, HApYLLIEHUs] pUTMa CepIlla W BHe3ammHasi
cepredHast cMepTh [2].

Bo3MoXHBI BapraHTHI ¢ ITpeobaagaHueM JErod-
HOrO0 WJIW CHUCTEMHOrO KPOBOTOKA. Y BETWYEHHBIN
KPOBOTOK 4epe3 JIEFOUHYIO apTepuio obecriedynBaer
OKCUTE€HAILMI0 KPOBU, HO TIEpErnoTHEHUE MaJloro
Kpyra KpoBooOpalleHus1 Ben&T K HapyleHuto hyHK-
Ui TETKUX W BBIPAXKEHHOW ONBIIIIKE. DTO TaKKe
CHUXKaeT KpoBOCHAOXKeHNe TKaHeil U CIOoCOOCTBYeT
Pa3BUTUIO CEPAEYHON HETOCTATOYHOCTH BCIEACTBHE
Teperpy3Ku Kenymoduka. VisMeHeHnsT B apTepronax
MOBBILLIAIOT JaBlIeHUE B JIETOYHOU apTepuu U Tiepe-
pacnpenensifoT KpOBOTOK B MOJIb3y CMCTEMHOrO pyc-

aHOMaJInu
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Puc. 1. DnekTpokapauorpamma namuenTa H.

Jla, YTO TIPUBOOUT K CHUKEHUIO OKCUTeHALUUU U
L{AaHO3Y.

AHanornyHas KapTuHa pa3BUBAETCS MIPU CTEHO-
3¢ JIETOUHOI apTepuu U mpeobiagaHUU CUCTEMHOro
KpoBoToka. ONTUMalbHOE OTHOLIEHWE JIETOYHOrO
KPOBOTOKA K cUCTeMHOMY cocTaBiser 1,5:2,0 [2].

KnuHuyeckoe TeueHUe pa3IUUYHBIX ClydyaeB
En2KJIIT MoxeT cyliecTBeHHO pa3inyaThesl U 3aBU-
CUT OT psifa cienyromnx ¢akTopos [9]:

- Mopdonornyeckast mpuHaIIeXXHOCTh GyHKIIU-
OHUPYIOLLIETO XeTya10uKa;

- XapakTep MpeacepaHOo-Keayq04KOBOro Coenu-
HEeHUS;

- (byHKLIMOHATIbHOE COCTOSIHKME aTPUOBEHTPUKY-
JISIPHBIX KJIAlaHOB;

- HaJIMYME CTEHO3a OJHOM M3 MarucTpajbHbIX
apTepuil U HapyllleHue UX PacroioXeHMs;

- BemnuuHa JIMIIIT;

- (GYHKIMOHAJIBHOE COCTOSIHUE apTepUabHOro
MpOTOKa;

- CoKpaTuTenbHast cmocodbHocTh En2K.

bnaronpusiTHee MpoTeKalT ciaydyau, Koraa
En2K sBnsiercss aHaTOMUYECKU JIEBBIM B COYETAHUU
C pa3feNbHbIMU U MOTHOLIEHHBIMU aTPUOBEHTPUKY-
JIIPHBIMU KJIallaHAMU, TIPY OTCYTCTBUM CYILIECTBEH-
HBIX CTEHO30B MAaTUCTPAJbHbIX apTepuili U UX HOp-
MajibHOM pacnonokeHuu. Takoii BapuanT Eq2KJIIT
n3BecTeH Kak «cepaue Holmes’a» [4]. Hebonbiioit
CTE€HO3 JIETOYHOI apTepuu — MO3UTUBHBIN (aKTOp,
OrpaHMYMBAIOLIUI HANlOTHEHUE MaJoro Kpyra Kpo-
BooOpalleHus.

Kmnnyeckuii npumep. [Tamuent H. 16 net, macca
Tena 63Kr, poct 178 cM, mHIeKc Macenl Tea 20 Kr/m?,
IJoaahb rmopepxHoctu tena 1,76 M2 2Kamobbl Ha
00111yI0 c1ab0CTh, OBICTPYIO YTOMJISIEMOCTh IIPU yMe-
PEHHOI Harpyske, OIbIIIKY TIpU MoagbEéMe boee ueM
Ha OIMH 3TaX; HapylleHue IBUXKEHUI PyKU U HOTU
cieBa.

U3 anammesa. Ponuncst B cpok. B mepBble THU
JKU3HU ObLT BbICTaBleH nuarHos: «Cunapom En2K.
HenoctatouHocTh KpoBoobpaimieHusi Il cremeHu.
BeipaxxeHHas nérouyHast runepreHsus. ['unomnasus
JIEBOT'O JIETKOTO».

B 6 ner xoHcynbTupoBaH B HaydyHOM IieHTpe
CepAeuyHO-COCYIUCTON XUpypru uM. bakynepa: mo-

© 20. «KaszaHcKuii MeJ. XK.», No2

Puc. 2. XontepoBckoe MOHUTOPUPOBAHME TEKTPOKAPINO-
rpamMMBbl. [TapHas Xenyno4ykoBast 3KCTpacucTona

POK TMpU3HAH HeornepabeabHbIM, YACTUYHO JIUTUPO-
BaHa J€rouHas aprepus. B mercrse oTcraBas B yM-
CTBEHHOM U (DM3NUYECKOM Pa3BUTHUU, HEOMHOKPATHO
MepeHOCHIT JIEBOCTOPOHHIOO ITHEBMOHUIO.

B 12 ner amarHoCTUpPOBAaHBI JI€BOCTOPOHHSISI
IMHEBMOHUSI, aTeleKTa3 JIeBOro JIErKOro, IbIXaTellb
Hasi HemocTaToyHOCTh II cremeHu. B Tom ke romy
repeHéc ocTpoe HapylieHre MO3TOBOro KpoBoobpaliie-
HUS; C TeX MOp COXPaHSIETCs JIEBOCTOPOHHU I TemMumna-
pe3. [TocTosiHHO MpUHKUMAET KanTOoNpuJl, TUTOKCUH,
CIIMPOHOMAKTOH U cuageHadua. AHTUKOATYISIHTHI
U aHTHUATPEraHThbl He ObLIM Ha3HAYEHHBI.

Obsexmuesno. Koxa GrnenHasi, HeDONbIION KA~
HO3. B mpekapnuaabHOil 0071aCTH «CepaeuHblii Topo»
Ha ypoBHe III-VI pébep. JIpixaHue XKECTKOE, B HUX-
HUX OTHeNax cieBa ocialbieHo, YyacTora AbIXaHUS
20 B MUHYTY, NpUTYILUIEHHE MEPKYTOPHOIO 3ByKa
Hal HUXHUMHU OTIelaMu clieBa. ApTepuajbHOe
napieHue Ha pykax 110/70 MM pT.cT., Ha HOrax —
140/90 MM pt.cT. Ilyabe 85 B MUHYTY, pPUTMUYHBIMA,
YIOBIETBOPUTEIbHOrO HamnonHeHusi. CepaeuHblit
TOITYOK B 5-M MexXpebephe ciieBa OT I'pyIUHbI, TPaHU-
16l cep/lia paclIXpPeHbl BIIpaBo 1 BBepX. TOHBI cepl-
1a sicHble, akieHT 11 ToHa Bo 2-M MexX pebepbe ciieBa,
ycusieHue I ToHa B 4eTBEPTOM TOUKE ayCKYJIbTallUU.
CHUCTONOINACTOTUYECKUII 1IyM C MaKCUMYMOM B
TepBoil TOUKe aycKyabTanuu. 2KuBor 6e3001e3HeH-
HBIH, He yBeinueH. [1acTo3HOCTU 1 OTEKOB HeET.

Iannvie anekmpokapouozpaguu. CUHYycOBasl Ta-
XMKapausl, 4acToTa CepaeuHbIX cokpalneHuii 110 B
MUHYTY. DJeKTpuuyecKasi OChb ceplilla OTKJOHEeHa
yMmepeHHo BrpaBo. [Ipu3Haku S-tumna rumnepTpodun
12K u runeprpodun JI2K, mpusHaku TumnepTpo-
dum mpasoro npencepausi. Koco-Bocxomsimuii monsb-
ém cermenta ST B orseneHusx I, aVL, V-V ; koco-
HUCXoHsIas nenpeccusi cermeHTa S7 B OTBENEHUSIX
111, aVF (puc. 1).

Xonmeposckoe MoHUmMoOpuUpoganue 31eKmpokap-
duozpammosl. OCHOBHOM PUTM: CUHYCOBasi TaxMKap-
IUSI CO CpeIHEeN YacTOTOl CepaeYHbIX COKpalleHU
127 B MUHYTY [MakKcHMMaJbHasl 4yacToTa CepuedHbIX
cokpaleHuii 159 B MuHyty (B 16:24), MUHMMAaJIb-
Hasg — 48 B munyty (8 04:10)]. Beigsneno 40 xemy-
IIOYKOBBIX 3KCTpacucTal (puc. 2), B TOM YMCIIe ONU-
HOYHbIE U TIapHble, a TaKXe BMNU30Ibl OUTeMUHUU
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Puc. 3. XontepoBckoe MOHUTOPUPOBAHME AMEKTPOKAPINIO-
rpaMMbl. 2KenynoukoBasi SKCTPacUCTONMUS, aJUIOPUTMUS
110 TUTTY OUTeMUHUN

CHILOREN HOSPITAL #1  wdmin

MO 80,6
SonoScape 2

Puc. 5. Dxokapauorpacdus. [TapacrepHanbHass MO3UIINAS
10 JUIMHHOW OCH, TIPaBOe M JIeBOe TPeicepausi, MeXIIpe/-
cepaHasi Teperoponka, MUTPaIbHbBIN KJIalaH, eqnHCTBEeH-
HBII XKeTyno4yeK

(puc. 3). I'pamamus mo Lown-Wolf 4a. BeiseieHo
Tak>Ke 2 HaIKelylouKoBble aKcTpacuctonbl. Cer-
meHT ST 6e3 muHaMuku. OTMedeHa TpaH3UTOpHAS
(2 MUH) aTpUOBEHTpUKY/IsIpHAas Onokana | crerneHu B
HOoYHOe BpeMst. L{upKaaHbIii MHOIEKC MoBbIIeH: 182%.

PesynbraThl 3xokapnuorpacduy TIpencTaBIeHbBI
Ha puc. 4-6.

Huamerp aopThl 29 MM, JIeBOro Mmpeacepuusi —
29 mMm. 2Kenymouek: KOHEUHBIN THUaACTOIMIECKUI
pa3mep 61 MM, KOHEUHBIN CUCTOMMYECKUN pa3Mep
42 MM, dpakmus Beiopoca 50%, dpakiimst yKopode-
HUS 26%, ynapHbIil 006eM 81 MJI, MUHYTHBIN 00BEM
6,9 n1/MuUH, TONMHA CTeHOK 8-10 MM, OTHOCUTEI b
Hasg TonmuHa creHku 0,27, macca Muokapna 271 r,
WHIEKC Macchl Muokapaa 154 r/m?2

AopTaNbHbIM KJalaH: TPU CTBOPKHU, PAaCKpbI-
Tie 20 MM, MaKCMMaJibHasi CKOPOCTb KpPOBOTOKa
(Vmax) 1,28 M/c, MakCUMaJIbHBII I'PaTUEHT HaBie-
Hus 30 MM pT.CT., HE3HAUMUTEIbHAST PErypruTarus.

MurtpanbHblii KJanaH: CTBOPKU He U3MEHEHbI,
nporuBodasza, Vmax 0,66 M/c, He3HAUUTENbHAS pe-
TYpruTaus.

TpéxcTBOpuaThlii Ki1amaH: CTBOPKU He U3MeHe-
HbI, Vmax 0,5 M/c, MaKCUMaJIbHBIA TpaIleHT TaBie-
HUS TPUKYCMUAATbHON peryprutanuu 10 MM pT.cT.,
He3HauYuTebHasl perypruTanusi.
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CHILDREN HOSPITAL #1  wdain 0.4 808
287301 /2015 11

SonoScape

101742 mm ®

Puc. 4. Dxokapmuorpadus. IlapacrepHanbHas O3UIIUS
10 KOPOTKOI OCH, JIEBOE U MPAaBOE MPENCEPIMS, MEXITPEN-
cepIHasl TieperopoaKa, aopra, JErouHasi apTepust

Puc. 6. Dxokapauorpadus. AnukanbHas mosunus. Jlepoe
W TpaBoe Mpencepans, eMUHCTBEHHBI XKelyno4eK, aTpuo-
BEHTPUKYJISIPHbIE KJIallaHbl

Jlérounast aprepusi: Vmax 0,97 m/c. ITorok ue-
pe3 MeXIpencepaHyIO MeperopoaKy cripaBa HajeBo,
nuamerp 4 mMm. Pacuérroe Qp/Qs: 1,1/1,0. KpoBorok
B OPIOIIHOI YaCTU aOpThl MaTUCTPaIbHbBINA.

3akmroueHne: «BpokIEHHBIM MOPOK cepilia,
TpéxkaMmepHoe cepnue, En2K ¢ nByms nyrsamu npu-
TOKa W AByMs IytsiMmu orToka; JIMIIII B cpemHeit
TpPEeTH, YBEIMYEHME IPaBOro Ipencepausi, HebOMb
1I0e CHUKEHME COKPAaTUTEIbHOM CITOCOOHOCTH MU-
okapaa En2Ko.

Penmeenoepacpus opeanos epyonoii kaemku. JIé-
TOYHBIN PUCYHOK 3HAYMTEIBbHO oboraiéH, medop-
mupoBaH. [Ipu3HaKy TUIOMIA3UU JIEBOTO JIETKO-
ro. B mopcanbHBIX OTHenax T'UITOMJIa3upPOBAaHHOIO
JIEBOTO JIETKOrO Ha BCEM TPOTSIKEHUM OOLIMpHAs
cybruieBpasibHasl 30Ha CHUXKEHUs BO3MYLIHOCTU Jié-
FOYHOM TKaHW, MpaBblil KOpeHb OeCCTPYKTYpPHBIN,
pacuupeHue Iyr aopThl.

Jlabopamopuvie dannvie: NeAKoUUATH  7,6x10°/1,
SpUTPOLUTEI 5,97x10%/11, remornobud 181 1/, TpoMm-
Gountel  166x10°/m, TemaToKpuT 54%, TIIFOKO3a
85 wr/m1, xamectepuH 3,32 MMOIB/JI, KpeaTUHUH
59 MKMOQIb/JI, MOUeBMHA 1,97 MMOIb/JI, acapraTaMu-
HorpaHcdepaza 22 EJl/n, anannHamuHoTpaHcdepas3a
24,8 Ell/n, obuuii 6emok 76,5 r/11, CBIBOPOTOUHOE Ke-
s1e30 20 MKMOIb/J1, ¢eppuTH 29 Hr/a, TpaHCheppuH
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325 mr/m1, C-peakK TUBHBII 0€JIOK OTPUIIATEIbHbIIA.

OxonuamenvHblii duaznos: «Bpoxk IEHHBIN TTOPOK
cepnua: En2K ¢ aByms myTssMu TIpUTOKA W IBYMS
IyTsiMU OoTTOKa, BropmuHblii JIMIIII. HesnaunTenb
Hasl aopTajibHasi HeMOCTaTOYHOCTb, MUTpaJIbHAS 1
TPUKYCITUIAbHAsI HEIOCTaTOYHOCTh, YMEPEHHOE
yBeIMYeHUe TMpaBoro mpencepausi. [urneprpodust
muokapama En2K. CocrosiHue mocie 4acTMYHOrO
nurupoBaHus aérouHoit aprepuun (2005 r.). XpoHu-
yeckasi cepievyHasi HemoctaTouHocTh Ila cremenu,
dyHKIMoHANBHBINM Kiacc III. 'mmomnasus ixeBoro
JIETKOro, nbIXaTelbHasi HelocTaTOYHOCTD | cTeneHu.
BTopuuHBIIT 3pUTPOIIATO3Y.

Pexomendosana mopnepxuBaroias —Teparnusi:
KanTonpwi 6 MT/CyT, CHUPOHOTAKTOH 25 MT/CyT,
nurokcuH 0,25 mr/cyt, cunnenadun 60 mr/cyT.

Oocyxaenne. B nannom cnyyae En2KJIIT npu-
CYTCTBYIOT OBa mpenacepaust ¢ Hebonbium JIMIIIT
B CpenHell TpeTu, pasneibHble M (DyHKIIMOHATBHO
MOMHOLIEHHbIE aTPUOBEHTPUKYJISIPHbIE KJamnaHbl,
MarucrpajibHble aprepun 0e3 MpU3HAKOB TPaHCIIO-
3UIUN W OOCTPYKIIMY ¢ HOPMaJIbHBIMU KJIallaHAMU,
pPyIMMEHTapHOI KaMephl HeT.

YacTuuHOe JIUrMpoBaHUE JIETOYHOM apTepuu
OrpaHUYMIO 00bEM KPOBOTOKA B MaJiOM Kpyre Kpo-
BOOOpalleH!sI, YTO MPENOTBPATUIIO B HajbHeMIeM
€ro 3HaAYMMYIO meperpy3ky. OrpaHu4eHre KPOBOTO-
Ka B MaJIOM Kpyre KpoBooOpallleHM sl TaK>Ke BO3MOXK-
HO 3a CUET TUIOIUIa3MU JeBoro Jiérkoro. OTcyTcTBIE
BbIPA’KEHHOr0 LIMaHO3a CBUIETENLCTBYET O JOCTa-
TOYHON OKCHUTEHAIIMM, KOTOpasl, OMHAKO, MOCTUTa-
ercs 3a CUET KOMITEHCAaTOPHOr0 3pUTPOLIUTO3A.

Kenynouek nmeer Mopdonorno u KoHbUrypa-
muro JIZK. Ero pa3mepsl yBeandeHbl, HO CTEHKHA He
yTonieHbl. Hanmuuue ymepeHHOI Teperpy3ku U co-
MyTCTBYIOLLIE rUIepTpodun MOATBepKIaeT JaHHbIe
anekTpokapauorpaduu. CoKpaTMMOCTb KelymouKa
HEe3HAUYUTEIbHO CHIKeHa (dpakmus Bbiopoca 50%).
OTcyTcTBUE MPU3HAKOB HapYLIEHUST TTPOBONUMOCTHU
CBUIETEITLCTBYET O CTPYKTYPHOI 1 (PyHKITMOHAIBHOI
COXPaHHOCTH TIPOBOISIIIEH CHCTEMBI. DKTOMMYEcKast
aKTHUBHOCTb KOIMUYECTBEHHO HEBEJTMKA, HO MMEET Bbl-
cokyto Tpaganuio mo Lown-Wolf. TonepaHTHOCTh K
bu3MUecKoii Harpy3ke CHUXKeHa, HO JOCTaTOuHa ISt
MOBCENIHEBHOI ObITOBOI aKTUBHOCTH.

Onenka En2K mo HopmatuBam JI2K B maHHOM
ciydae JormycTruMa, Tak Kak OH uMeeT MopGhoioruio
JieBoro. ['eoMerprueckasi MoIelb COOTBETCTBYET 9K C-
IMEHTPUYECKOil TumepTpodmm, Macca MHMoKapia
En2K yBenuueHa 3a Cuér paCIIMpeHUST €ro IOIoc-
TU. YuutbiBas pabory En2K Ha oba kpyra KpoBo-
obpalleHusI, CYIeCTBYIOIINM YPOBeHb I epTpodun
MPEeICTaBISIETCS TPOMOPIMOHATBHBIM U (ByHKIINO-
HaJbHO HEOOXONMMBIM, JTaHHbIE XO0Kapauorpabuun
U avekTpokapauorpaduu cornacytorcs. OTHoLIe-
HUE JErOYHOr0 KPOBOTOKA K CUCTEMHOMY B I11€JIOM
COOTBETCTBYET KJIMHUYECKON KapTUHE.

Bo3MOXXHO TOMOTHUTETBHOE OrpaHUYeHNe OKCH-
TeHAaIlUW 3a CUET CHVIKEHWs BO3MYIIHOCTH 0a3ajib-
HBIX OTIEIOB JIeBOro JErkoro. OTCyTCTBUE SIBHBIX
MPU3HAKOB CEPIEYHON HEeTOCTaTOUHOCTU CBUIETETh
CTBYeT 00 YIOBJIETBOPUTEILHOM KOMIIEHCALIUKM I10-
poka. DTO MOXKeT ObITh CIeACTBUEM psiga haKTOpOB,

TaKMX KakK Hajiuuue 06ajaHca MeXIy JIETOUHBIM U
CHCTEMHBIM KPOBOTOKOM, OTCYTCTBHUE ITPOTPECCUB-
HBIX M3MEHEHWI B cocygax Majoro Kpyra KpoBO-
obpallleHusi, TOTHOLEHHOCTb AaTPUOBEHTPUKYISIP-
HBIX KJIAMIAHOB, OTCYTCTBME CTEHO30B M M3MEHEHMI
KJIalTaHOB MarvCTPaJIbHBIX apTepuii, aHaATOMUYECKH
JI2K ¢ mocTaTouHO# COKpPaTHMOCTBIO.

JIONTOCPOYHBIN TTPOTHO3, TTO-BUIMMOMY, Oymer
OMPENeTATHCS KOMITEHCATOPHBIMU BO3MOXKHOCTSIMU
muokapna En2K, Bo3aMOXHBIM pa3BUTHEM TpPOMOO-
TUYECKUX U TpPoMOOSMOOTMUECKUX SIU3000B, a
TaKKe CTEleHbI0 IMPOrpecCupoBaHUS HapylleHUi
puT™Ma cepaua.

3akmoyenne. Bpoxxn€HHbIE aHOMAIWK Cepalla
¢ En2K penko BcTpeualoTcsl B JIEUEOHBIX yUpexK-
IeHusiX obiiero npoduisi, HO UX YIbTPa3ByKOBasl
OUarHocThKa obreryaercs TPy MCIOIb30BAHUN
CHACTEMHOro monxorna. BeIsiBieHrWe OCHOBHBIX MpH-
3HAKOB M BAPMAHTOB AHATOMHUM MMO3BOJSIET yTOYHUTH
XapakTep ITopoKa W WHAWBUIYaJTbHbIe 0COOEHHOCTHU
aHOMaJIMM y Kaxnmoro mamueHTa. [lpuBenéHHBII
KJIMHAYECKUU CIydyail B OMNpeneléHHOW CTeneHu
YHUKAaJIEH, TTOCKOIbKY TeMOHCTPUPYET, YTO maxke
Takas rpybas martonorus, kak En2K, Mmoxer umern
I00poKaYecTBEeHHOE KJIMHUYECKOoe TeUeH .
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