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lNpedcmasrneHo onucaHue KIUHUYeCcKoeo criy4Yasi pedKko2o 8pOXOeHHO20 Nopoka cepdua — mpexkamepHoe cepouye.
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Combined congenital heart disease —

cor triloculare syndrome (single ventricle)
with mitral valve atresia, atrial septal defect
and pulmonary hypertension (case report)

It is presented the description of clinical case of rare congenital heart disease — cor triloculare syndrome (single ventricle).
Key words: congenital heart disease, cor triloculare.

BpoxaeHHble nopoku cepaua (BMNC) no yactote 3aHumatoT BTo- A0 8%. JleTanbHOCTb cpeamn aeten nepBoro roga xusHu ¢ BI1C
poe MecCTO Mnocrne NOPOKOB LieHTparnbHOM HepBHOW cuctemsl. Mo gocturaet 30-90%.
[AaHHbIM pa3HbiX aBTOPOB, YacToTa BPOXAEHHbIX MOPOKOB cepaLa Ha cerogHsi He cyllecTByeT eauHon knaccudumkaumm BIIC. Mo
N KPYMHbIX COCYLAOB Cpean HOBOPOXAEHHbIX cocTaenseT ot 0,2  mHeHuio npod. A.C. WapbikuHa (2007), aTo 0ObsACHsIETCA TeM,
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YTO CYLLEeCTBYET OFPOMHOE KONMUYECTBO BapvaHTOB NMOPOKOB M UX
coYeTaHui, OT MOCTaBMNEHHbIX UCCNEAOBATENSMUN 3a4a4 MEHSIOTCS
MPUHLWMBI, KOTOpPbIE KNagyTcsl B OCHOBY kKnaccudukauuu. B knac-
cndukaumm, paspabotaHHon NHCTUTYTOM cepaeqHO-COCYaMCTOm
xupyprum um. A.H. bakynesa AMH CCCP (bBypakosckuin B.U., VBa-
Huukmi A.B., 1992), npusogutca 6onee 30 BINC ¢ aHomanuen
OTXOXAEHWUSI MarucTpasbHbIX COCY0B, KOTOpblE pacnpeaeneHbl
B NepBYI0 o4epeb C y4eTOM aHaTOMUYECKNX OCOBEHHOCTE, a 3a-
TEM 1 reMoguHamMmyeckux pacctporncts. Cpean Hux Yacto (6onee
50%) anarHocTupytoTcs KoMGuHUposaHHble BIC.

B Halleln npakTke Mbl CTOMKHYMNUCH C PeOKUM CIly4aeM KOM-
©uHupoBaHHoro BI1C: TpexkamepHoe cepgue (CMHAPOM eOuHOro
Xenyaoyka) ¢ atpesven MUTpanbHOro KranaHa, BTOpUYHbI AedekT
MeXnpeacepaHoV Neperopoak U BbICOKOW NEroYHoW runepTeH-
3uen.

PebeHok Kpuctuna I, pogunace 06.01.10. Bec npu poxgeHun
2030, pocT — 46 cMm, OKpyHOCTb ronoebl — 30 cM. [pynna kpoBswu
matepn — (Il), peberHka — (Il). Haxogmnacb Ha cTtauMoHapHOM
neyeHun B getckom otaeneHun PKB Ne 3, IPKE ¢ 13.01.10 no
09.04.10.

MepuHamanbHbIl aHaMHe3: [JleBoyka poaunach B poanIibHOM
oTaeneHumn 4-n ropogckon 6oneHMUb! . KazaHn. Matb ot pebeHka
oTkasanacb. PebeHok ot V 6epemeHHocTw. MNpegbiaywme bepe-
MEHHOCTU 3aKkaH4MBanucb pogamu (2), MeguumMHCKum aboptom
1 BblkablLem Ha cpoke 15-16 Heagenb. B cBA3u ¢ 6epeMeHHOCTbI0
Ha y4yeTe B KEHCKOW KOHCyNnbTaluuu He COCTosNa, coumarnbHbIv
aHaMHe3 OTAroLleH: KypeHue, ankoronuamM. Jkcnpecc-TecT Ha
BWY — oTpuuaTteneH.

[JaHHble poabl NpexaeBpeMeHHble, Ha cpoke 35 Hepenb, oTs-
TOLLEHHbIA aKyLepcKMn aHamHe3, 3aepXka BHYTpUyTpoOHOro
pa3BuUTUS MNoAa, paHHee U3nuTue okononnogHbix Bod. OueHka
no Anrap — 7-8 6annos. lNpeaBapuTenbHbIN AXArHO3: CUHAPOM
abixaTtenbHbix pacctponcts | (COP), atenektasbl nerknx. Hepo-
HoLLeHHOCTb | cTeneHn. Puck BHyTpMyTpOBHOIro MHULMPOBaHNS
(BYW). NepurHaTanbHoe nopaXeHue LeHTpanbHoOW HepBHOW cucTe-
Mbl (MMNLUHC), remonuTnyeckas 6onesHe HoBopoxaeHHoro no ABO
cucteme». CocTosiHMe B poadoMe cpegHen TsKecTu, ctabunbHoe,
BbICYLLUMBAETCS CUCTONMUYECKMiA WyM. Monyyana nevyeHue: uHay-
3MOHHYI0 Tepanuio, aHTMbMoTHKoTEpanuio.

W3 4-i1 ropogckon GonbHuLbl pebeHok nepeBefeH B oTaene-
HWe NaTonornM HOBOPOXAEHHbIX AeTckoro otaenerus PKB Ne 3
13.01.10 ¢ gnarHo3om: COP, atenektasbl nerkux. BpoxaeHHbin
nopok cepgua? Metabonuyeckasi kapguonatus. HeqoHOLEeHHOCTb
| ctenenw.

B petckom otgeneHun PKB Ne 3 npoBefeHO KAUHMKO-
nabopatopHoe obcnenoaHve. KnuHnyecknii gnarHos: uepebparns-
Has vwemuns |, MMNUHC. HeoHaTtanbHasa xenTtyxa. HegoHoLweH-
HocTb |. BIMC? MocTtrunokcnyeckas uwemms mumokapga. CoctosiHne
nocne CAP. MNonyymna: BHYTPUBEHHY UHAY3WO, aHTUOUOTUKM
(uedanocnopuHbl, aMUHOIMMKO3UA), B/B UMMYHOrMOOYNNH.

19.01 koHcynbTaumsa xupypra OPKB, anarHos: anudusapHbIn
OCTEOMMENUT NPOKCMMAaIbHOro annduraa nesow NrneYeBomn KocTn?
Abcuecc MAarknx TkaHen NobHO-TeMeHHoM obnacTtu cnpaea. [Npo-
n3BefeHo BCKpbITUe abclecca, HasHauYeHo neveHue.

22.01 B CBSI3U C yxyALUeHNeM obLlero COCTOsIHWUS, HapacTaHu-
€M AbIxaTenbHON HeaoCTaTOMHOCTU Bbi3BaH peaHumartornor APKB
1 pebeHok peaHnmaumoHHon 6puragon nepeseneH B [PKB. KnuHu-
Yeckun amarHo3: BYW (HeyTouHEeHHOW aTnonornm). AnudursapHbii
OCTEOMMENUT NPOKCUMAIIbHOTO anudur3a NeBol NeYeBolt KOCTU.
AbcLecc MArkmx TkaHew NobHo-TemeHHom obnacTu cnpaega. lNMpaeo-
CTOPOHHsIA NnHeBMOoHust, OH lI-1ll ctenenu. LiepebpanbHas nwemus
Il crenenu. MMUHC B dpopme MbILLEYHON TMNOTOHUN. ABCTUHEHT-
HbI cuHapoMm. BIMC? HepgoHoweHHocTb 35 Hepenb.

C 22.01 no 04.03.10 Haxoaunachk Ha neYyeHun n obcnegoBaHuUn
B OoTAeNneHun peaHumaumm HoBopoxaeHHbIx OPKB, koHcynbTu-
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poBaHa XMpPyprom, KapAvuoXMpyprom, KapAuonorom, NposeaeHo
nocucTeMHoe ynbsTpa3BykoBoe obcrnenoBaHue. Ha ocHoBaHum pe-
3yneTaToB 00cnenoBaHusa 6bin noctaeneH anarHos: BIMC: CuHgpom
edvHoro xenygoyka. fmnonnasvsa neBoro xenygouka, aTpesus
MUTpanbHoro knanaHa. [lecdekt MexnpeacepaHon neperopoaku
BTOPWYHBIIA. [1IBO/HOE OTXOXAEHWE COCYAOB OT NPAaBOTO XenyaoyKa.
Bbicokasi neroyHas runepTeHaunsi. HegoctatouHoCTb kpoBooGpalLie-
Hus Il B ctenenn BYU (HegudbdepeHumpoBaHHas). O4aroBas HEB-
MOHMS Ha (hOHe aTenekTasoB NEerkvx, TSHXKeron cTeneHun, ocTpoe
TedeHune, OH Il cteneHn. SHTEPOKONUT. APTPUTbLI SIEBOTO NIEYEBOrO
1 TazobenpeHHoro cyctaBoB. [ucnnasuvs nesoro TasobeapeHHoro
cyctaBa. KatapanbHblii KOHBIOHKTUBMT. LiepebpanbHas nwemus i
ctenenn. CUHAPOM NMPamMnaHON HeAOCTaTOMHOCTU. AHEMUS CMe-
LLIAHHOW 3TMOMOMMM TAXenomn cteneHn. HegoHolueHHoCTs | cTene-
HW. MNocTHaTanbHasa runotpodus Il cteneHun.

PekomMeHA0OBaHO: OCMOTP ¥ KOHCYNbTaUms kapavorora u kap-
avoxupypra APKB vepes mecsu. 04.02.10 noctynuna 8 OH PKB
Ne 3 B BospacTe 1 mecsua 28 aHen. lNMpogomkeHa Tepanusi, Ha3Ha-
yeHHas B [JPKB (MHY3nOHHas Tepanusl, QUrOKCUH, BEPOLLMUPOH,
kanoteH). C 04.02 no 12.02 vHdy3noHHasa n aHTubakTepumarnb-
Hasi Tepanusi NPOBOAMIIUCE Yepes3 KaTeTep NeBOo SPEMHON BEHb,
¢ 12.02 no 17.02 — yepe3 nepudepunyeckn JocTyn.

14.02.10 — cocTosiHME C OTpULATENbHOM AMHAaMUKON: (ebpunb-
Hasa Temnepartypa, BblpakeHHoe 6ecnokoncTBeo, ogplka, AH I, cHu-
XeHue catypauun 0o 76%, B kpoBu nenkoumnTo3 go 36,9 r/n, cosur
nenkodpopmynbl (M — 18%, ¢ — 64%), TOKCUreHHas 3epHUCTOCTb
HewTpocunos, CPB — 30 mr/n. Ha peHTreHorpamme — npaso-
CTOPOHHSS THEBMOHUS. HasHayeH B/B cynbnepaued, MIMMYyHOro-
OynuH. C 17.02.10 — knuHUKo-nabopaTopHO-NHCTPYMEHTanNbHasa
nonoXxuTenbHas AMHaMUKa: CHU3UNach akTMBHOCTb B KPOBU, Ha
peHTreHorpaMMe YMeHbLUNAUCb UHAUNLTPATUBHBIE U OTEYHO-
3aCTONHbIe M3MeHeHWs1 B NpaBoM rerkoM. MNoceB KpoBM Ha cTe-
PUNBbHOCTb POCTa MUKPOIOPbI HE BbISIBUN.

Mpw HabnogeHWn pebeHka B KMUHKKe COCTOsIHUE Aarnee ocTaBa-
110Cb TSDKENbIM 3a CHET KapANOPECMPaTOPHON HEAOCTATOYHOCTM:
HK 1IB, OH I-Il, BucuepanbHbix gucdyHKUMIA. KoxHble NOKpOBbI
6nepHble, ¢ cepoBaTbiM OTTeHKOM. OTMevanach BblpaXeHHast
KMcrnopogosaBucMocTb. MocTosiHHas okcureHoTepanus yepes
HocoBble kaHtonu. CaTtypaums B npegenax 72-84%, Y — 30-62,
YCC — 138-162, Al — 90/50 mm pT. cT. 3a 2 Hegenu npubaeka
B Bece 75,0 r. Kopmutca yepes 3oHg no 30,0-35,0 mn cmecbto
«npeHAH», ycBauBaeT. XK1BOT MArkun, ctyn exegHeBHo. [nypes
afekBaTHbli. LieHTpanbHbIn kaTeTep yHKUNOHUPYET.

09.04.10 cocTtosiHme pebeHka BHe3anHO pPe3ko yXyALIUmoch,
ycununach ofbliika, obLiee 6ecrokocTBO, 0TMEYanoch CHUXEHNe
nokasarenen catypauuu kucnopog oo 40%, nagexHue A1, nossu-
nock B3dyTUE KULLIEYHUKA, yeununcs obwmid umaHos, nosBunmcb
HapyLLueHusi puTMa aplxaHus u cepgua. Tepanusi ycuneHa 3a cyet
noaKnioYeHUs fonamvHa, BBOAWICS NPO3EpUH, pecrnvpaTopHas
noafepXka ¢ yBenmyeHnem KOHLeHTpaLUmmn Kucrnopoaa.

B cBsiau ¢ HapacTaHmem 6paavkapauu B/B BBeAeH 0,01%-Hbin
pactBop agpeHanuHa — 1,0. BbidaBaHa Gpuraga peaHumaumm
OPKB. B cBsian ¢ ocTaHOBKOM cepAua B/B NOBTOPHO BBEAEH p-p
afpeHanuHa n atponuHa, Tepanus — 6e3 apdekta. AnnapatHas
MBI 1 BHyTpUCcepaeyHoe BBeAeHME agpeHanuHa npmM3HaHbl Helle-
necoobpasHbiMy BBUAY HEMPeAoTBPaTMMOCTM NeTaribHOro ucxoaa
npu gaHHom BI1C. B 14.30 pebeHok aKk3uTUpoBarn npu aBrneHnsx
Nero4yHo-cepaeyHo HeJoCTaTOYHOCTH.

OwnarHos npu HanpaeneHun Ha BekpbiThe: BIC:

CuHApOM eanHOro Xenyaoyka. [unonnasus neBoro xenyanoyka,
aTpesns MUTparbHOro KnanaHa, AedekT MexnpeacepaHoi nepero-
pPOAKV BTOPUYHbIN. [IBOMHOE OTXOXAEHWE MarucTparnbHbIX COCY0B
OT NpaBoro Xenygoyka. Boicokas nerovyHas runepteHauns. HK 1l B
cragun. Otek mosra? BYW (HeyTouHeHHON aTMonorum). Oyarosas
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NMHEBMOHMS Ha DOHe aTenekTasoB nerkunx, octpoe Teyenune, AH
IIl cteneHn. QHTEepoOKONUT. APTPUTLI NIEBOTO NIIeY4EBOro 1 Tasobe-
ApeHHbIX cycTaBoB [ucnnasus nesoro TazobegpeHHoro cycraea.
KaTtapanbHbii KOHbIOHKTUBUT. LiepebpanbHas nwemus |l ctenexu.
CvHApPOM NUpamMugHoW HeJoCTaTOYHOCTU. AHEMUS CMELLAHHOMN
3TUONOrMK TSHXKENON cTeneHn. HegoHolweHHOCTb | cTeneru. MNocT-
HaTanbHasa runotpodus Il ctenexun.

MNpoTokon natonoroaHaTomMuyeckoro BckpbiTua Ne 18 ot
10.04.2010 r.

3-MeCsiUHbIV HeAOHOLWEHHbIN pebeHok Becom 2030 r 1 pocTom
46 cM, rMNoCTeHNYECKOro TENOCMNOXEHMUS, MOHKEHHOTO NMUTaHUSI.
KoxHble NOKpOBbI U BUAMMbIE CNN3UCTble 060MnoYkn 6negHo-
CUHIOLWHbIE. Msirkue TKaHu ronoBbl 1 KOCTW Yepena 6e3 nsmeHeHui.
Msirkme 060M0YKM rONOBHOMO MO3ra OTEYHbI.

MneBpanbHble NonocTy cBoboAHbI, Nerkue cnerka nogxarsbl
K MO3BOHOYHMKY, BeC npasoro nerkoro 80 r, neBoro nerkoro — 64 r;
1eroyHasi TkaHb MIOTHOBATON KOHCUCTEHLUMW, HA pa3pe3e TEMHO-
KpacHoro uBeTa (Bblpe3aHHble KyCOYKM Nerkux TOHYT B BOAE).

Cepaue (Bec 36 r) — OTMeYeHO yBenuyeHne nNpaBoro >eny-
Aouka (TonwmHa ero cteHku 0,6 cm, TonwmMHa MUoKapaa neBoro
xenynodka — 0,2 cm), gedekT mexnpeacepaHon neperopoaku
(0,2 x 0,3 c™m), NONMHOCTLIO OTCYTCTBYET MEXKENyA04KOBas nepe-
ropogka (TpexkamepHoe cepgue); BbiSIBNEHO NONHOe 3apalleHune
MWUTPanbLHOro OTBEPCTUS U aTpe3usi KnanaHoB Nero4Hon apTepum
CO CTEHO30M ee ycTbs (MepumeTp nerovHon aptepum — 2,0 cm).
BbisiBneHo He3apalleHne apTepuanbHOro NpoToka.

MeyeHb (Bec 126 r) yBennyeHa, NOBEPXHOCTb rnagkasi, Ha pas-
pe3e KpacHO-KOPUYHEBOW OKPacku ¢ cepoBaTtbiMu yyacTkamu. Ce-
neseHka (Bec 20 r) yBenuyeHa, kancyna rrnagkasi, nynbna TeMHo-
KpacHoro ugeta. lNMoykn (Bec 22 r) — kancyna rnagkas, nopepx-
HOCTb flonbyaTasi, rpaHuLa Mexay CrosiMu CoxpaHeHa.

HapnoueyHrku, nomkenyaoyHas xenesa, XenyaoqHo-KULLIEYHbINA
TPaKT 1 BUIIOYKOBast Xenesa 6e3 BUANMbIX U3MEHEHUIA.

McTonoruyeckoe uccregoBaHue

JNerkme — BblpaXKeHHOE MOMTHOKPOBUE MEXarbBeOonsipHbIX Nnepe-
ropoAoK, oYarn aternekTasoB U reMopparnyecknx MHGapKToB, ap-
TEPUOCKMEPO3 B BETBAX NErOYHON apTepun.

Cepaue — WHTEePCTUUMAnbHBIN OTek 1 ovarn dparMeHTauum
MbILLEYHbIX BOMOKOH, 9HAOKApA NPaBoro Xerynodka pesko yTor-
LLIEH U CKMNEepo3npoBaH, YTO CBUAETENLCTBYET O (onbpoanacrose.

IleroyHas apTepusi — BbIpaXeHHOe yTornuieHne u pubpos MHTK-
Mbl.

[onoBHoOW MO3r — runepemms 1 cTasbl B cocyaax, nepuBacky-
NSAPHbIN OTEK.

MeyeHb — runepemus B LEHTPanbHbIX BEHax U CuHycouaax,
MernKokanenbHas Xuposasi AUCTpodusi B renaToumTax.

MNaTtonoroaHaToMuM4yeckuin AMarHo3s:

KoMOU1HVpOoBaHHbIN BPOXXAEHHbIV NOPOK cepaLa: TpeXkamepHoe
cepaue (CUHOPOM eaVHOro Xenyao4ka), 3apalleHue MUTPansHoro
knanaHa. Jedekt mexnpeacepaHon neperopogku. JlerouHas ru-
nepTeH3unsi (cMHapom Sn3eHMeHrepa). ATpesns KnanaHoB NieroyHomn
apTepuu 1 mbpoanacTos aHAoKapAa NpaBoro xenyaoyka. Hesa-
palleHue apTepuanbHOro npoTtoka. Atenekratmyeckas U oTe4Ho-
remopparuyeckasi opMbl THEBMONATMK C 04aramu remopparunye-
CKMX MHC(APKTOB B NETKMX, apTEPUONIOCKIIepo3 B BETBSIX JIErO4HON
apTepuu ¢ pa3BUTMEM MMNEPTEH3UK B MarnoM Kpyre KpoBoobpalwe-
Hus. OTek ronosHoro Moara. ObLas runotpodus.

Takum ob6pasomM, HaMU OMUCaH CMOXHbIN KOMOVMHUPOBAHHbIN
BPOXAEHHbIN NOPOK cepaua: TpexkaMmepHoe cepALe (CMHAPOM eau-
HOTO Xenyao4yka — OTCYTCTBME MEXOKeNyO04KOBOW Neperopoakm)
B COYETAHWUU C AedeKTOM MeXNpeacepaHOn Neperopoaku, CTeHO3
1Iero4HoN apTepun, BTOpUYHasi rmnepTpodns paBoro Xernyaoyka)
N CUHOPOMOM JW3eHMeHrepa (nerodHas runepteHsus). Cnegyet
OTMETUTb, YTO aTpe3nm KnanaHoB MU CTEHO3Y NEroYHow apTepun
conyTcTBOBaI BblpaXeHHbIN HPUBPO3 UHTUMBI 3TOrO Cocyaa Ha
BCEM €ro NPOTSHKEHWUM BMOTb A0 MENKMX BeTBEW 1 hnbpoanacTos
3HAoKapaa npasoro xenyaodka. Kpome Toro, uMeno mecrto 3apa-
LLIEHWe NeBOro aTPMOBEHTPUKYISIPHOTO OTBEPCTUS U He3apalleHue
apTepuarnbHOro NpoToka.

Bonpoc o npoucxoxaeHnm ctonb Heobbl4HOrO Nopoka cepaua
y OaHHoro pebeHka OCTaeTCsl OTKPbITbIM, OAHAKO, YYNTbIBAsi CO-
umanbHbI aHaMHE3 XEHLLMHbI, HE UCKITOYaeTCsl, YTO peYb MOXET
natn o BINC B pamkax ankorosnibHon ambpuodeTonatunm. M3aBecTtHo,
YTO 3TaHOs OKa3bIBAET HE TONbKO COMATOreHHOe U raMeToreHHoe
BNUsiHWE, HO Takxe obnagaeT BblpaXeHHbIM 3MBPUOTOKCUYECKUM
AencTBMeM. FABNSISICb XEHLLMHOW M3 rpynnbl COLMAnbHOro prcka,
maTb pebeHka Bo BpeMsi 6epeMeHHOCTH He npoluna obnuraTHoro
yNbTPa3BYKOBOrO MOHWUTOPUWHIA, YTO HE NMO3BOMNUIO YXXe BHYTpUY-
TpobHO AnarHocTMpoBaTb HeonepabenbHbin BINC 1 pelunTs Bonpoc
0 npepbIBaHUN 6epEMEHHOCTY.
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