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Pe3rome

OHAM W3 TUIIMYHBIX OCIIOKHEHHI TE€YSHUS BPOXKICHHBIX IIOPOKOB Cep/IIia C TUTIEPBOIIEMUEH MAIOTO KpyTa
KpoBooOpatieHus sBiseTcs GopmupoBanue jgerounoit runeprensun (JIIN). CocTosHue reMoTuHAMUKHA MaJIOTO
Kpyra KpoBOOOpAIIEeHHS SBIIACTCS KPUTUIECKH BaYKHBIM JIJIS TAIIMEHTOB C €IMHCTBEHHBIM JKEITYIOYKOM CepIIia
¥ BO MHOTOM OTIPEIeIIsieT BO3MOKHOCTb MPOBECHHS U PE3YITBTAT XUPYPrudecKor KOppeKIny mopoka. B Hacros-
IIeM COOOIIEHNH OIMCHIBACTCS CIIydall pa3BUTHSI CHHAPOMA BEPXHEH 1MOJI0i BEeHBI y peOeHKa IOocie onepaun
I'menna ¢ ximHUKON TpomMO03a BEPXHETO JBYHAIPABICHHOTO KaBO-TTyJIbMOHAILHOTO aHacTOMO3a. Pa3BepHyTas
KIIMHUYECKas KapTHHA, TeMOIMHAMUYeCKas HeCTaOMILHOCTh TTAIINEHTA, a TAKKe HEBO3MOXKHOCTH MCKITIOUEHHS
TUCYHKIIMK aHACTOMO3a TOTPe0OBaIM IOBTOPHOTO OTIEPATHBHOTO BMENIATEIhCTBA. B pe3ynbrare mpoBeneHus
WHTPAOTIEPAIMOHHON PEBU3HHU ITPHU3HAKOB TPOMO03a, TUCPYHKIIMK aHACTOMO3a HE BBISBICHO. JlaHHAs KIMHU-
Yyeckasi cuTyalus Oblila paciieHeHa Kak Kpu3oBoe TeueHue JII, cumynupytomiee KIMHIKY TpomM0O03a BEpPXHETO
JIBYHAIPaBICHHOTO KaBO-ITyJbMOHAJIFHOTO aHACTOMO3a. VICITOIb30BaHMe JIETOYHBIX Ba30JMIIATATOPOB B ITOCIIE-
OTIepaIIOHHOM TIEPHO/IE MTO3BOJIIIIO N30eKaTh peruanBa Kpru3oB JII' 1 crmocoOCcTBOBAIO CTAOMIFHOMY TEUSHHIO
rocieonepanuoHHoro neprona. C yd4eToM JaHHOTO KIMHWYECKOTO OIBITa BKIFOYEHHE MYIBTUCIHPAIBHON
KOMITBIOTEPHOI TOMOTpaduy ¢ KOHTPACTUPOBAHUEM WIIM MarHUTHO-PE30HAHCHOH TOMOTpaduu B COCYIUCTOM
peXHMe B MPOTOKOJ OOCIIEIOBaHUS SBISETCS I11eJIeCO00pa3HBIM IS MTAIMEHTOB, BXOIAIINX B TPYIITYy PUCKa
1o pa3ButHio JII' Tpu BO3HUKHOBEHUH TTOIOOHBIX OCIOKHCHUH.
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Abstract

Objective. Pulmonary hypertension is one of the typical complications of the congenital heart defects with
pulmonary overload circulation. Hemodynamic status of the pulmonary circulation is critically important for the
patients with univentricular heart anatomy and determines opportunities and results of the surgical treatment. Case
report. We present a case report of superior vena cava syndrome feigning a thrombosis of the anastomosis in a
patient after Glenn procedure. Clear clinical picture, hemodynamic instability of the patient and inability to exclude
anastomosis dysfunction were an indication for re-operation. There were no signs of anastomosis dysfunction or
thrombosis. This clinical situation was assessed as a manifestation of pulmonary hypertension (PH) feigning a
thrombosis of the Glenn anastomosis. Applying of pulmonary vasodilation agents gave an opportunity to avoid a
PH crisis and promoted stable postoperative period. Conclusions. In consideration of our clinical experience we
believe that inclusion of computer tomography scan or magnetic resonance imaging into examination protocol is
appropriate for the patients with high risk of PH crisis.
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Beenenne

Jlerounas runeprensus (JII') otHocuTed k maroso-
THUYECKUM COCTOSHHSM, OCTIOKHSIOIIAM TeUCHUE Psa
BpoxIeHHBIX TOpokoB (BIIC) cepaia ¢ n30bITOUHBIM
JIETOYHBIM KPOBOTOKOM. K JaHHBIM MOpOKaM OTHO-
csaTeda kak npocteie BIIC ¢ mryHTHpOBaHMEM KPOBHU
cieBa HampaBo (IePEeKThl CEPACUHBIX MEPETOPOJIOK,
OTKPBITBIM apTepUaNIbHBIN NMPOTOK U JIPyToe), Tak
U cioxHbIe (TodaHas GopMa aTPHOBEHTPHUKYISIPHO-
ro KaHaya, OOIIUN apTepHUaNIbHBIN CTBOJ U JIPYroe)
[1]. Ocoboe 3HaueHHE COCTOSIHHE TeMOTMHAMUKHU
MaJIOTO Kpyra KpoBOOOpAILICHUSI UMEET IS MalreH-
TOB C €IMHCTBEHHBIM kenymoukoMm cepama (EXKC).
C y4eToM aHaTOMHUYECKUX OCOOCHHOCTEH BBIITOJTHCHUE
paaMKaJIbHOTO BMEIIATeNbCTBA Y JIaHHOW KaTeropuu
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MalMeHTOB HE MPEACTABISIETCS BO3MOXKHBIM, BCJIE-
CTBHE YEro OCHOBHBIM METOAOM XHPYPTrHUYECKOTrO
JIeYCHUsI SIBISETCS MPOBEIACHUE MeMOANHAMHUYECKOM
KOppEKIUHU nopoka. /laHHas Xxupypruueckas KOH-
HETIHs SBISETCS STATHON U BKIFOYACT BBIIIOJHEHNE
BEPXHETO JBYHAIIPAaBICHHOIO KaBO-IYJIbMOHAIBHOTO
anactomo3a ([IKIIA, Glenn procedure) [2, 3] ¢ mocie-
nytomeit onepanueid @onrena (Fontan operation) [4, 5]
y HalMEHTOB, OTBEYAIOUINX PSIy AUATHOCTHUECKUX
kputepueB. Cpeau UCHONb3YeMbIX KPHUTEPUEB OTMe-
YaloTCs JOCTaTOYHAS CTETICHb PA3BUTHUS U OTCYTCTBHE
nedopMalmii JIETOYHBIX apTepuil, a TakkKe ypOBEHb
JABJICHHS B JIETOYHOW apTepHH, JIETOYHOE COCYIUCTOE
comnporusieHue. Takum 006pa3om, XapakTep JIErOYHOTo
KPOBOTOKa OKa3bIBAET MPSIMOE BIIMSIHUE Ha TaNTbHEHIIee
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xupypruueckoe jgedenue. Cpean 6onbHbix ¢ EXKC BbI-
JEJISI0T MOATPYIITY TAIMEHTOB C HEOOCTPYKTUBHBIM Jie-
TOYHBIM KPOBOTOKOM. {7151 JaHHOM MOATPYTIIIbI IEPBBIM
9TaroM HEOOXOJMMO OTPaHUYHTh JIETOUYHBIH KPOBOTOK
C LIEJIBIO NIPETYNIPEXASHHSI pA3BUTHS JIETOYHOM rumnep-
TEH3UH, YTO JIOCTUTAeTCs BBHINOJIHEHUEM CY)KHBaHUS
neroyHoro ctBosia (pulmonary artery banding, PAB)
[6]. B manmpHelimieM manueHTaMm, COOTBETCTBYIOLIUM
OOIICTPUHATHIM TUATHOCTHYECKAM KPUTEPUSM, MPO-
BOJIATCS BBILIEONMCAHHBIE 3TAMbl TEMOJMHAMUYECKON
KOPPEKIHH.

B HacTosimem cooOIeHrH MbI IPEeICTaBIISIEM CITy-
yait BemnonHenus JKIIA y namuenta ¢ EXXKC, ocnox-
HUBIIETOCS Pa3BUTHEM KJIMHUKH TPOMOO3a BEepXHEU
niosioii BeHsl (BIIB).

Onucanue KJIMHUYECKOTO CIIy4asi

BonbHas A. moctynuna B Bo3pacte 4 MecsIeB ¢ Au-
arHo3om: ENMMHCTBEHHBIN ABYNPUTOYHBIN JKEITyTOUEK
cepAla ¢ NPaBUILHBIM PACTIONIOKEHUEM MaruCTpalib-
HBIX COCYJOB, BTOPHYHBIN Ae()EKT MEXNIpencepaHou
neperopoaku (JAMIIIT). Pebenok nepenec onepauuio
0 CY)XKMBaHUIO JISTOYHOTO CTBOJIA B Bo3pacte 1,5 me-
csaueB. [Ipu mocTymieHun y manueHTKH Ha (oHe
aKpoIMaHo3a OTMeueHa BhICOKas carypanus (10 95 %)
0 AaHHBIM MYTbCOKCUMETPHH, YTO HE TI03BOJISIIO MC-
KITFOYUTH U30BITOYHBIN XapaKTep JIETOYHOTO KPOBOTOKA.
[To maHHBIM TpaHCTOpaKadbHOU 3XOKapauorpaduu
OTIpeNesICsS CAMHCTBEHHBIA IBYIPUTOYHBINA KeEIy-
JIOYEK Cepla ¢ HEAOCTaTOYHOCTHIO aTPHOBEHTPHUKY-
JISIPHBIX KJIAIMaHoB 10 | cTeneHu, yaoBIeTBOPUTENBHOM
COKPaTUMOCTBIO €IMHCTBEHHOTO JKeIyldouka 0e3 Jio-
KaJbHbIX Hapyienuit, JIMIIII manoro nuamerpa, rpa-
JUECHT aBJICHUSI Ha CY>KUBaro1el TecbMe — 85-90 mm
pt. cT. [lo JaHHBIM MYIBTHCIMPATBLHON KOMITBIOTEPHOH
tomorpaduu (MCKT) BeIsIBIEHO HOpMalIbHOE BIaje-
HUE MOJBIX U JIETOYHBIX BEH, OTCYTCTBHE OTKPBITOTO
aprepuanbHoro nporoka (OAII). J{ns pemenus Bompo-
ca 0 JabHeHIIel TaKTHKE ONIEPaTHBHOTO JICYEHUSI ITPO-
BeZIleHa aHTHOKapauorpadus ¢ mpsiMoil MaHOMETpHUEH.
[lo maHHBIM MCCIeOBaHUs BETBH JIETOYHOH apTepuH
0e3 MPHU3HAKOB CTEHO3UPOBaHUS WK JehopMaruii,
JaBJICHHE B JICTOYHOW apTEePUH JUCTANbHEE CYKUBAIO-
el TecbMbl coctaBmiio 2/11 (cpennee — 14), npok-
cumanbHee — 85/5 (cpennee — 39), cucTonn4ecKuit
TCPaauCHT NaBieHUsI — 64 MM PT. CT., IETOYHOE COCYIU-
CTOE€ CONPOTUBIIEHUE — 2 eqUHULBI Byna, pacueTHbIi
JIETOYHO-apTepHaIbHBINA HHAEKC — 198,2 MM/M2.

C y4eToM NoTy4eHHbIX AUArHOCTHYECKUX JaHHBIX
MPUHSATO PElIeHrnEe O BO3MOKHOCTHU MPOBEICHUS Clie-
JYIOLIETO dTara XUPyprudeckoil KOPpeKIUH MOpoKa.
BrinonHeHo co3naHue BEepXHEro ABYyHAIPaBICHHOTO
KaBO-IIYJIbMOHAILHOTO aHACTOMO3a, JIUTHPOBAHUE
JIETOYHOTO CTBOJIA, OTKPBITAsl aTPUOCENTOCTOMMS.

I[Ipn uHTpaomepalMOHHOM KOHTpOJIE AABJIEHUE
B KaBO-IYJIbMOHAJILHOM TpakTe cocTaBuiio 11 MM pT.
CT., catypauus — 86—89 %. B TeueHne nepBbIxX CyTOK
MocJje Oomepanuy OTMeYaeTcsl MPOTPECCUBHOE CHHU-
JkeHue carypauuu 10 60 %, 3aBUCHMOCTb caTypalun
OT apTepHajbHOTO JABJICHUS, YTO MOTPEOOBAIO MPO-
JIOJDKEHUS UICKYCCTBEHHOM BEHTHJISALIUM JIETKUX C BBI-
COKHM COZIEp’KaHHEM KHCJIOPOA BO B/IbIXaeMON CMECH,
Ha3HAuY€HHEM OKCHJa a30Ta, Celalliy, Nmapaanu3aluu
NanyeHTa ¢ MooKUTeNbHBIM 3 dexrom. 1o nanHbIM
TpaHCTOpaKaJIbHOHM dXOKapAuoTpaduu MPU3HAKOB
Tpom603a, JTUCHYHKIIUH KaBO-MYJIbMOHAIbHOTO
aHAaCcTOMO3a He BBISABIEHO. C yuyeToM KIMHUYECKUX
JIAaHHBIX CKJIAJbIBA€TCS BIEUATICHUE O HEIO0CTaTO4-
HOCTH 00BEMHOTO KPOBOTOKA 10 aHACTOMO3Y, IPHUHSTO
pelIeHne O CO3AaHMM JOMOIHUTENBHOTO MCTOUYHUKA
JIETOYHOTI0 KpoBOTOKa. B Xozme moBTOpHOrO XHpyp-
TMYECKOr0 BMEIIaTeIbCTBA BHIIIOJIHEHO yJdalleHUe
JIUTaTypsl C JIETOYHOTO CTBOJA, MOCIEAHUNH OTKPBIT,
KPOBOTOK IT0 HEMY OTPaHUY€H CYKUBAOIIEH TECbMOH,
IIPU 3TOM caTypauus coctaBmwia 85-87 %, naBieHue
B KaBO-ITyJIbMOHAJIBHOM TpakTe — 14—15 mm pt. cT. Ue-
pe3 7 yacoB mocIie MOBTOPHOM onepanuu pedeHOK ObLT
9KCTYOMpOBaH Ha (hoHE CTAOMIBHON reMOANHAMUKH 0€3
MHOTPOITHON MOJAEPKKH IpH caTypaunn 90-92 %.

1o naHHBIM KOHTPOJIBHO SXOKapaAuorpaduu orpe-
JIeTISIETCsl TaMUHAPHBIN TOTOK 110 KaBO-ITYJIbMOHATIBHOMY
aHaCTOMO3Y CO CKOpOCThIO 0,6 M/C, TPOCBET JIETOYHOTO
CTBOJIa Cy’KE€H JI0 3 MM, T'PaJMEHT JaBJIEHHS Ha CYKH-
Barolell TecbMe (MuKoBbId/cpenuuil) — 116/70 Mmm
pT. CT.

B nanbreiimem HaOm0nan0Ch CTaOMIIBHOE TEUCHUE
paHHEro MOCIEeONePaMOHHOIO MepHosa, YMEpEeHHas
OTEYHOCTb BEPXHEH MOJIOBUHBI TEJIa C MOIOKHUTEIbHOMN
JuHaMHuKoM. OIHaKo Ha 5-€ CyTKH 10Cie NEPBUYHOTIO
BMeEILIATEICTBAa OTMEYEHA pe3Kas Aecarypanus 10 62 %
Ha QoHe TaxumHod 1o 65 B munyty. [Ipn obcnenona-
HHUM: ayCKYJbTAaTHBHO AbIXaHHE MPOBOIUTCA C 00enx
CTOPOH I10 BCEM JIETOYHBIM MOJISIM; CHHYCOBBIH PUTM
C 4acToToU cepaeuHbix cokpamieHuid 120-130 B mu-
HYTY, apTepuaibHoe naBieHue 79/38 MM pT. CT.
C TeHAeHUIMEeH K runepreHsuu. Ilo 1aHHBIM 3XOKap-
nuorpaduu Tok kposu B BI1B Ha npoTskeHuu u B 00-
JIaCTH aHAaCTOMO3a C MPaBoH JieroyHoit aprepuu (JIA)
HE OmpeaeNseTcsl, BU3yaJllu3upOBaH CUCTOIMYECKUI
TOK Ha JIerouHoM cTBojie U Ooudypkauuu JIA. Kpome
TOTr0, OOBEKTHUBHO ONpEeIsieTCs MOSBICHHE YETKOTO
I depeHINPOBAHHOTO IMAHO3a BEPXHEH MTOJIOBHHBI
tena. C yuyeToM MMEIOIMXCS JAaHHBIX 3arofo3peH
ocTpslii Tpom603 BIIB, mpunsito pemenue o peBu-
3UM aHAaCTOMO3a B DKCTpPEHHOM mnopsiake. [IpuHnmas
BO BHMMaHHE SIPKYIO KIMHUYECKYIO KapTHHY, a TAKKe
reMOJMHAMUYECKYI0 HEeCTaOMIBbHOCTD MAllUeHTKH,
OT NPOBEJCHUS JAOMOJHUTEIbHBIX AUMATHOCTUYECKUX
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MEPOIPUATUI pEeLInIn BO3AepkKaThea. B ycnoBusx
HCKYCCTBEHHOTO KPOBOOOPAIICHHUS BCKPBITA TIEPEIHSS
IIOJIyOKPY>KHOCTb KaBO-I1yJIbMOHAJIBHOI'O aHACTOMO34,
1oToK KpoBH U3 BIIB oTueTnuBslil, NpU3HAKOB TPOM-
0032 HeT, IpU PEBHU3UH JICTOYHBIX apTEPHH JTaHHBIX
3a TPOMO03 TaKKe He Moy4eHo. [Jist npeynpeskaeH s
CYKECHHsI KaBO-I1yJIbMOHAJIBbHOI'O aHACTOMO3a BBIIIOJIHE-
Ha IJIaCTHKa MepeHel MoIyoKpyKHOCTH aHacTOMO3a
3araroi U3 KceHomnepukapaa. TunmyHoe okoH4YaHue
OlepaTUBHOTO BMemIarenseTBa. C yuyeToM KIMHUYe-
CKUX U MHCTPYMEHTAJbHBIX JaHHBIX, PE3yJIbTAaTOB
HMHTPAOTePaOHHON PeBU3UH (OTCYTCTBHE IPU3HAKOB
Tpom003a) HacTosIIas KJIMHUYECKas CUTyalus Oblia
pacuenena kak kpusooe tedeHue JII' ¢ pazButuem
cuaapoma BIIB, cumynupyromero KIMHUKY TpoM0O03a,
BKJIIOYasi JaHHbIE 3XoKapauorpadguu. B cBszu ¢ aTum
K Tepanuu nobasneHbl JoHatopsl NO (okcuz azora),
MoCJIe HKCTyOan — cuiiaeHa(uI B COOTBETCTBYIO-
e fo3e. B manpHeieM oTMeyanock cTaOMIIbHOE
TE€YECHHE MOCIEOINEPALMOHHOIO IEPUOoa ¢ IoKas3are-
nsimu catypanuu 6omee 80 %o.

3akiIo4eHne

Jleroynasi runepreHs3us SABIAETCSA OOHUM U3 Ti-
JKEJIBIX OCJIOHEHHMM Te4eHUs BPOKJIEHHBIX MOPO-
KOB CepAla ¢ W30BITOYHBIM JIETOUHBIM KPOBOTOKOM,
a kpu3bl JII' — oqHOM M3 MpUYMH HEOIAronpUs THBIX
HUCXOAO0B B IOCIIEONEpallMOHHOM nepuoge. Peskoe
MOBBILIEHNE JaBieHus B JIA compoBoxkaaercs naje-
HUEM caTypaluy, [IMaHO30M, THITOTOHUEH U IPyTUMHU
KJIMHUYECKUMU TMposaBieHusAMH. ONHAKO y MalueH-
TOB IIOCJIE CO3JaHUsA BEPXHETO JABYHAIIPABJIEHHOIO
KaBO-IIyJIbMOHAJILHOIO aHacTtoMmo3a kpus JII' moxer
MaHH(EeCTUPOBATh KIMHUKOH cunapoma BIIB. Jlannoe
00CTOSATENBCTBO HEOOXOJUMO YUHMTHIBATH B paMKax
mpoBeaeHus U PepeHIraIbHOM JUarHOCTUKY, a TaK-
e 1eNeco00pa3sHo BKIIOYUTh MYJIbTHCIIHPATbHYIO
KOMIIBIOTEPHYIO TOMOTPapHIO ¢ KOHTPACTUPOBAHUEM
WM MarHUTHO-PE30HAHCHYIO TOMOTpaduio B coCyIu-
CTOM pEXHUME B MPOTOKOJ 00CIeI0BaHUs allueHTOB,
BXOJSILKX B IPYIILY pucka 1o pazsuruto JII' npu Bos-
HUKHOBEHHUH MOAOOHBIX OCIIOKHEHUH.
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