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K3A0P0BOMY MATEPHHCTBY W AETCTBY

YcnewHoe poaopaspelleHue naLueHTKU ¢

HeonepnpoBaHHbIM eANMHCTBEHHbLIM XeJyaAO4YKOM
cepaua

KapenkuHa E.B. , UpTiora O.b., Manukos K.H., TatapuHoBa T.H., CtenaHoBbix E.[].,
Axkyb6oB A.B., baytnH A.E., 3asepckas U.E., Monceesa O.M.




BrBY «HMULL um B.A. Anmasosa» M3 PE TTepuHaTanbHbIU LEHTp
01/2011 - 12/2017

18598 nauueHTOK 8445 (45,4 %) 1 naumeHTka ¢
poaopaspelleHo C Pa3fIUYHLIMU HeonepuposaHHbIM EXC
| 3a6onesaHuamu CCC

EQMHCTBEHHBIN XXenyaodek cepala — rpynna BpoXaeHHbIX
MOPOKOB cepALa, XapakTepPM3YHLLIMXCA OTCYTCTBUEM ABYX
HOpMalibHO chOpPMUPOBaHHbIX YKENnyao4koB cepaLla.

Normal heart Double inlet left ventricle

AnNMaeMunonorus:
Right « EXC BcTpeyvaetca y 5 aeten
atrium 1n3 100000 poamsLumnxcs
Position KUBbIMWA.
gt * 1.25% ot BCcex BIC.
reversed « CpeaHsa npoaosmHKUTENbHOCTb
) XXM3HW BOMbHbIX C
HeonepupoBaHHbiM EXC
Position of
A ventricles COCTaBIMNAEeT BCero 6,7 roga
Left Both atriums reversed

connected
to left ventricle

ventricle ventricle

Jacobs ML, Mayer JE Jr. Congenital Heart Surgery Nomenclature and Database Project: single ventricle. Ann Thorac Surg. 2000; 69 (4 Suppl): S197-S204



Anammnesis morbi

O6cnenosaHue

B KXLU r.Kues

OTka3 B

onepaTUBHOM Focnutanusaumsa
neveHuu N N2 A 8 TTLl Ha cpoke 30 2,
(7 ner) T Hen

27/09/2017

* dnusoauveckas cnabocTtb
e TTepebou 8 pabote cepaua
e Hesbicokas TEH

1990 2015 man 2017
1 6epemeHHOCTD 2 6epemeHHOCTb

BTTC c poxaeHus:
* 3xKkamepHoe cepaLe,

- TTpepbisaHUue Ha
*  eAUHCTBEHHbIV c %KF; 12 Hemens ';\OHCY”*’TGUV"' B
KesyAouek, P A ockee (np.
° Tpchno3MuMﬂ GOprI no KGpAMOJ'IOl'M‘-IeCKMM nerKOHorOB A.B.)

nokasaHuam (Kpbim)



Ilpu moCcTymjieHuM:

» OJIBIIIIKA HMHCIMPATOPHOTO XapakTepa NOpu (U3HMYECKOM Harpys3Ke
(moabeM Ha 3 3Tax), B MOJOKECHUH JIEKA CIIUT C HU3KUM H3T0JIOBHEM;

» 00111251 CJTA00CTD

» peJIKHE MPUCTYHLI cepaleonenus 0e3 cpsa3u ¢ ®H, kpaTKoBpeMEHHEIE,
KYITUPYIOTCA CaAMOCTOSTEIBHO

»3a OEpPEMEHHOCTD +5,5 Kr

ﬂ HATHO3 NOCTVIIJICHUS .

_BIIC: TpexkamepHOe cepAle, €AWHCTBEHHBIM JICBBIM KEITYI0YEK.

OO1uii apTepuanbHbIN CTBOJI. YMEPEHHBIN CTEHO3 U HEJOCTATOUHOCTh
knanana OAC. Beipaxennas MH u TH. Breicokas nerounas
runepreH3usi(78 mm pr.cT.). XCH IIa/Il ®K (NYHA). Jdedumur maccel
Tella. Xp. peuyauBUpYIOIIas J1aOuaibHas TepreThUeckas HH@., BHE
oooctp. OAT'A. MuBanup II rp. bepemennocts 30 2/7 Henenb



OO01muu ocmotp (27.09.2017):

Kapauonor:
Obuiee cocTosiHue yoosrnetTBoputenosHoe. Bec 47,5 kr; Poct 163 cm; UMT 17.86

Otekn He onpepenatotcs. Catypauus B nokoe 98%. MNynbc/MCC: 70 ya.\muH
putMndHbIn. ALl 102/70 mm pT. cT. ToHbI cepaua: pUTMUYHbIE, KMALLUNHHBINY
HenpepbIBHbIM CUCTOMO-ANACTONIMYECKUIN LLYM Hag BCEW NOBEPXHOCTLIO cepaua. Y/ B
1 MUH. 16; OblXxaHMe BE3UKYNAPHOE, NPOBOAUTCH BO BCe OTAESbl; XpMNoB HeT. KUBOT
YBENMYEH 3a cHeT bepeMeHHOon MmaTku, 6/6; NeyeHb He yBennYeHa; Kpan NevYeHu
YyMEepEHHOU NfoTHOCTU; CMMNTOM NOKOoSfla4YnBaHUsA NO NOSICHULE OTpulaTenbHbIN

Akyuwiep-ruHekonor: XXanob Het. LleBeneHne nnoaa owywaet xopowo. MaTka
yBenuyeHa cootseTcTBeHHO 30 HEOQENBbHOMY CPOKY, B HOpMaribHOM TOHYCeE.
OkornonnoaHble BoAbl Lernbl. BblaeneHns n3 nonosbiX NyTEN YMEPEHHbIE CIIM3UCTLIE.
[MocneaHne menses 27/02/2017 Cpok bepeMeHHOCTM NO JaTe MECHAYHbIX:

30 Hegenb 2 aHA, cpok rno nepsomy Y3W: 30 Hegenb 1 gHen MNOP 19.09.2016

No aaHHbIM beTomeTpuu ot 27.09.2017 B NONOCTU MaTKuU OOUH Nfo4 B rOfIOBHOM
npegnexaHnn. Pasamepbl nnoga cooTBETCTBYET 26 5/7 Hepenb. [Npegnonaraemasa macca
nnoga 1022 rpamm. OkosnonnogHble BoAdbl B ymepeHHoM konudvectee. A 11,7 CM.
[MnaueHTa pacnonaraeTcsi No 3agHen CTEHKE.

[Mo gaHHbIM JONNEPOMETPUN: HAPYLLEHME NNOAOBO NiaueHaTopHOro KpoBoToka | 6 CT.
C3PIT Il cT.




Pe3yJibTaTbl MHCTPYMEHTAJBHOI0 00C/ICI0BAHUA :

IXOKI: BTTC EXC, arynpuTOuHbIN, TpaHCNO3UUMA (Manbno3muma)
MarucTpanbHeIx aptepuun cepaua. PCOANA 70 mm pt cT. Jloumpyetca 2 knanaHa.
MH 2 ct TH 1 cT 6e3 cteHo3oB. CybToTanbHeiv OMXKTT. OMTITT (5-6 mm).
NeroyHas aptepusa:cTeon pacwmpeH Ao 58 mm, npaeas seteb J1A 36 mm TTH 2-3cT.
AopTa pacnonoxeHa knepeau ot J1A: Bocx 22, Ayra 13 mm AH O. NNTT 62 &B 55%

SKI: CuHycoebIn putm ¢ YCC 70 ya B MUH, HapylleHUe MexnpeacepaHoM
NPOBOAUMOCTU, 3NU30A YCKOPEHHOr O Y3510BOro putma B AB anccoumaumen.

PHILIPS TIS0.5 MI1.2
X5-1/Adult




Pe3yubTarbl 00C1€10BAHUSA :
CytouHbi moHutop IKI™ ot 20.06.17:cuHycoBbin putm ¢ YCC 59-75-131 ya/muH,

OXK3 290/cyT, 3000 en Hagxen IC/cyT, KOPOTKME NPOBEXKKM CYyrnpaBEHTPUKYNAPHON

TaxnKapann.

CyTouHbIU moHuTop IKIC ot 28.09.17: (6uconpornon 1,25 mr/cyT) - CUHYCOBbIN
putm ¢ YUCC 67-77-102 ya/MnH, ann3ogbl yCTONYMBOIO YCKOPEHHOIO pUTMa
(napokcmambl Taxukapaum ¢ y3kmmm QRS (QRS=110-117 mcek): 6onee BepoAaTHO, AB
y3r10BOro 0MaroBoro (CTBONOBOro?) MOHOMOPMHOIo puTMa obLen AnNUTENbHOCTbIO
00:07:29, c HCXK 75-79-142 (cpeaHss 79) ya/MuH U3 3x y4aCTKOB, B HOYHbIE Yachl.
KenynoukoBag akcTpacuctonua 5 rp no Ryan (OXX3 400/cyT, napHble X3 - 15/cyT),
nay3bl 3a c4yeT AB bnokagbl Il ctenenu |l Tvna ¢ nposeaennem 4:1, 5:1
(cybToTanbHasa?) ¢ 3amewarowinm AB y3nosbim/cTBonoBbiM putMoM (oT 1350 go 1405
MCEK — 4 3a CYyTKW)

KoHcynbrauua apurmonora or 06.10.17 : yuntbiBas HebonbLuyto YCC

3amMeularnwumnx puTMmoB, B HA3Ha4YeHUA aHTmapMTMquCKOVI Tepannn He Hy>XOaeTCA,

rnokasaHo HabnioaeHne B JMHaMUKeE.



Pe3yabrarbl 00C/1€10BAHUSA :
CyTouHbIA MoHuTtop K[ ot 05.10.17: peructpupyetca omnbpunnaumns-tpenetaHve

npeacepann anntensHocTbio 9420MuH ¢ YCC 82-139-151 yao/mMuH 13 28 yyacTtkom o
24 B ocTarnibHOE BpeMs - cuHycoBbIn putMm ¢ HCC 64-82-119 yo/muH, B BevepHee n
HOYHOE BpPeEMS - YCTOMYMBbIE 3MNN304bl YCKOPEHHOro y3510B80ro putma ¢ AB
auccoumnaunen; xenygodkoBasi akctpacmuctonusa 5 rpag no Ryan - OXX3 200/cyr,

napHble K3 5/cyT, annson XXT n3 4 komnnekcos, TpaH3uTopHaa AB 6nokaga 1 cr,

KoHcynbraumnsa apurtmonora ot 06.10.17 : AAT (cotanon)

IAxoKIC ot 09.10.17 - KOO 328 mn, KCO 174 mn, YO 54 mn ®B CumMmncoH 45 %,

KMHeTukKa anddysHaa runoknHesna (oTpuy, gMHamMmka B Buae cHmxeHus eB

eWUHCTBEHHOrO »enyago4yka)

NT- proBNP,
nr/mn

601.40 984.90 0.00-125.00



Koncuianym 09.10.17 :

1.YuuntbiBasg oTpuuaTesibHylO AMHaMUKy B Buae  MNOABIIeHUN
HagXXenyao4uKoBbIX HapyLeHUN puTMa, HapactaHua ypoBHA NTproBNP
(984 nr/mn), cHuxeHna PB EXC nokazaHo pJocpouHoe
poaoopa3spelleHne B N1aHOBOM nopsake.

2.YuntbiBas BbiCOkuMe pucku TIO HayaTtb npodumnaktuky T30 HMI
(6emunapuH 3500 EQ1 n/k 1 p /cyT), NpoaormKutb B NocnepogoBom
nepuoae B ctTaHOAapTHOM NpodnnakTu4ecKkou 403npoBKe.

3.MopaBneHue nakrauumn, nondoop AAT B nocrneponoBom nepuoae



Ponopa3spemenune 10.10.2017:

KecapeBo ceuyeHne B HMKHEM CerMeHTe MaTKu nofd anuaypanbHOW aHecTesneun,
nanapotomus no MNdpaHHEHLWTUIO

[1pOoaOMKNUTENBHOCTb-S6MUHYT
CpO4YHOCTb- NiaHoBagd
CpokK bepeMeHHOCTN Ha MOMEHT onepaunn-32 Hea

3a rornoskKy, 6e3 3aTpyaHeHWI n3BneyYeHa XnBon HeaoHOLEHbIN ManbinK Maccon 1270
g), annHon 37 cM B yOOBNETBOPUTENBLHOM COCTOSIHUK, NO WKane Anrap 6/8 6bannos.
owaa kpoonoTeps coctasuna 500 mn.

MTMCTONOIMMYECKOE UCCITIEQOBAHUE MOCIIEOQOB PE3YJILTAT

Mopdo-thyHKUMOHaNLHOE COCTosIHME nocriega: cybkomMneHcupoBaHHas
XPOHNYECKaa HEAOCTATOYHOCTb NMaUEHTbl C OCTPbIMU HAPYLLUEHUSMUA
KpoBoObpaLLleHUs

HJOEKLIMOHHbIE U3MEHEHUA: MPOAYKTUBHbLIA BUNMNY3UT

MPOIMMHO3

Puck anga marepu no aHOOMETPUTY: HET
Puck ons pebeHka:

MO F’MMNOKCUN BbICOKUN

no aganTaunm BbICOKUN

no BYW manbin
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JInarHo3 BbINMCKH 3aKjJ09MTENbHbIN (17.10.2017):

OcHoBHoOWM: Poabl |, npexaeBpeMeHHble B 32 1/7 Hegenb. C3PI1 Il cT. HapylweHne
No4oBO-N1aLeHTapHOro KpoBoToka I-1l cteneHn ot 09.10.17 r. BINC: eAMHCTBEHHbIN
xenynodek cepgua, asynputoyHbin. CybTotaneHbinn MXKI, OAMIIM. TpaHcno3unansa
(Manbno3nuuns) marucTpanbHbIX apTepun cepaua. MntpanbHasi He4OCTaTOYHOCTL |l CT.
TpukycnupanbHas HegocTaTovHOCTL || cTeneHn. Beicokast nerovHas rmnepteH3uns. XCH
Il d.kn. MapokcuamanbHaga popma dmnbpunnaumm npeacepann, BHe napokcusma.
Innsoabl AB y3nosoro putma ¢ aeneHnamu AB auccouunaumn. Napokcmamel
MOHOMOpPdHON Taxukapanm ¢ y3kumm QRS (AB y3nosoun?). TpaHauTtopHasa AB 6nokaaa 2
cT 2 Tuna. MOC (-). XpoHu4eckas peunansmpytolas nabuanbHas repnetnyeckas
nHpekuus, BHe obocTtpenmnsa. OATA. Jlanapotomusa no MNdaHHeHw TN, KecapeBo
cevyeHne B HXKHEM CErMeHTe MaTKN. XUpypruvyeckasi ctepunmsauus.

PekomMeHpgauum:

« KoHTponb ALl, HCC 2 p B AeHb C BegeHneM gHEBHUKA

« Cotanon 40 Mr*2 p B AeHb

« OXO-KI, XM 3KI yepes 1-3 mec ¢ nocrieayroLwemn KoHCcyneraunen kapgmonora

* [1pn BO30OHOBMNEHMN NapokcnamoB DI - KOHcynbTauns apuTMmorora ansi peleHns
BOMpoca O AanbHEWNLLEN TakTUKN BeAEHUS ( KOHCepBaTUBHOE?/ onepaTtuBHoe- PYUA
cybcTpaTta aputTMumn?)

* YunTbiBasi HU3KUN PUCK TPOMBOIMBONMYECKNX OCoXHEeHU (CHA2DS2-VASc - 1
6ans), nokasaHU K Ha3Ha4YEeHUI0 aHTUKOArynsaHTHOW Tepannn HeT

* PekomeHgauun no npodunakTukn MHPEKLMOHHOIO 3HAOKapauTa AaHbl.
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TTpeaukTOpLI CepaeYHO-CcOoCYAUCTHIX OCNOXHEHUU
BO Bpema 6epemeHHOCTU U poaos

e ANusoabl apuTMun, oomopokn, TUA B aHamHe3se
 NYHA Il ¢b.kn. n Bbiwe
« ®B CX meHee 40%

NMPEAUKTOPDI PUCKCCO %

0 5

1 27

@ >

Sui et al. Circulation 2002;104:



Knaccugpukauma WHO matepuHckon
NeTanbHOCTU U OCNOXHEeHU

Npukas MuHsgpas PO

oT 03.12.2007 N 736, N

I He onvcaHo neTtanbHbIX UCXO4O0B 1 HET/nerkas 572H
KIMTMHN4YeCKad CMMIMNTOMAaTmnKa TTepequb noKasaHuu

| HebonbLuoi puck MaTepUHCKON CMEPTHOCTY AN UCKyCCTBEHHOTO
MU YMEPEHHbIN PUCK OCITOXKHEHWIA npepeieaHns

6epemeHHOCTU

1 3Ha4YUTENBLHbIN PUCK MATEPUHCKON
rneTanbHOCTU UK OCITOXKHEHUW. TpebyeTc4 BMC + 1
KOHCYNnbTauma akcnepta. B cnyyae OnepupoBaHHbIe
bepeMeHHOCTU HabngeHne «CcuHue» BIC
MYNbTUANCUUNIMHAPHOW KOMaHA0W BCHO

WHO -lil

bepeme

WHO -IV

UpesBbl4aHO BbICOKUI PUCK MaTEPUHCKOW
CMEPTHOCTU UIN TAXKESbIX OCNOXHEHUN.
BepemeHHOCTb NpoTmMBonokasaHa. B cniyyae

dB <30%
XCH 3-4 ®K



3aKJII0OUeHHue

*HecmoTpa Ha nosbIwWweHHLIU pUck passutua CCO npu
OTCYTCTBUMU HapyleHus PpyHKuum EXC naumeHTkn 06bIYHO
nepeHocaT 6epemeHHOCTb XOpoLWo

*bepemeHHocTb HE npotusonokasaHa u BO3MOXHO
NPONOHrUpOBATL NOKA He cTpaaaeT pyHkuma EXC

*TTaumeHTku ¢ XCH NYHA class I-IT umerot xopowwmim
NpOrHos

e lekomneHcauua CH 10%, HapyweHusa putma 3-25%

*YpoBeHb NeTanbHOCTU HUSKUU Npu ycnosumu HabnropeHus u
poaopaspelleHUs B CNeLUanUsUpPOBAHHLIX MeAULIMHCKUX
LieHTpax

*OcmoTp Kapauonora He MmeHee 1 pasa B TpumecTp BO
Bpemsa bepemeHHocTH, BbInonHeHue IXO-KIT u cyr
MmoHutopa 3KI' nnaHoBo He MeHee 3 pa3 3a Bpems
6epemeHHocTu (1 pa3 B kaxaom TpumecTpe)

European Journal of Heart Failure,vol.18,issue 9, p.1096-1105, 23 JUN 2016



Bonpochkl ?




