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NEPBbIN OMNbIT UCMNOJIb30BAHNSA BO3EHTAHA B KOMIMJIEKCHOM JIEYEHUWU CEPAEYHON
HEAOCTATOYHOCTU Y PEBEHKA C AHEBPU3MOW BEHbI FAJIEHA

TpyHuHa U. l/I.1’2, LLapbikuH A. C.1’2, N, M. VI.S, JlaBpoBa T. P.1, Ocmaros M. M.

MpryrHamMm NporpeccupyoLLEi CepPAEHHON HEAOCTaTOYHOCTH B NEPUOLE HOBOPOX-
[IEHHOCTN MOTYT SIBASTLCS HE TOJbKO PAL, BPOXAEHHbIX MOPOKOB CepaLa v HapyLue-
HWIA pUTMa CepALA, HO U 3KCTpakapAnanbHble 3abonesaus. K nogo6HsIM HO30/10-
rMSM OTHOCSATCS apTePUO-BEHO3HbIE ManbdOpMaLmMy COCYAO0B FONOBHOMO MO3ra,
B TOM 4MCe aHeBpM3ma BeHbl [anexa. B aHeBpramaTnyieckn pacLunpeHHbIX Cocy-
[iax rofloBHOrO MO3ra MOXET LYHTUpoBaThCs [0 80% KpoBK, BbiBpackiBatoLLeics
13 NIEBOrO Xenyaoyka, Kotopas B MOCNEACTBME YCTPEMISeTCH 4Yepe3 npasble
OTAeNbl cepaua B Marnblil Kpyr KpOBOOBPALLEHMS 1 NMPUBOAMT K Pa3BUTUIO CEPAeY-
HOW HELOCTATOYHOCTU 1 NIerO4HOI rnnepTeH3nn. CoBpeMeHHas MeaykameHTo3Has
Tepanusa no3sBonsieT 3PPEeKTUBHO NEYNTb NErOYHYI0 MMNEPTEH3MIO, KOMMEHCUPO-
BaTb NPU3HaKV CePAEYHON HeLOCTAaTOYHOCTH 1 CTaBUIM3NPOoBaTh COCTOSIHME Mna-
[leHua nepep, HeMpOXVPYpPruyeckiM BMeLLaTeNbCTBOM. [peacTaBneHHbl B cTaTbe
KIIMHUYECKNI MPUMED SBASIETCS APKVMM TOMY A0Ka3aTeNlbCTBOM.
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KnioueBble cnoBa: aHeBpr3Ma BeHbl [aneHa, HOBOPOXAEHHbIE, CepaeyHas Hefo-
CTaTO4YHOCTb.
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FIRST EXPERIENCE OF BOSENTAN IN COMPLEX MANAGEMENT OF A CHILD WITH VENA GALENI

ANEURYSM

Trunina I.1."%, Sharykin A.S."?, Livshits M. 1.%, Lavrova T.R.", Osmanov I.M."

During postnatal period, the causes of progressing heart failure are not only the
inborn defects or cardiac rhythm disorders, but extracardiac diseases as well.
Among such pathologies are the arterial-venous malformations of the brain vessels,
including vena Galeni aneurysm. Inside the aneurysmatic sacks of the brain vessels,
up to 80% of blood ejected from the left ventricle could be shunted, which leads then
through the right chambers and causes heart failure and pulmonary hypertension.
Recent drug treatment makes it to effectively treat pulmonary hypertension,
compensate the signs of heart failure and stabilize the condition of a newborn before
surgery. The case presented, is a bright evidence of this.

AneBpusma BeHH [aneHa (ABI') — penkast BpoxxneH-
Hasi apTepuoOBEHO3Hass Maib(popManusi TOJTOBHOTO
MO3ra, XapaKTepUu3yIoIlasics NIyHTUPOBAHUEM KPOBU
Ha YPOBHE MOBTOBBIX COCYIOB U OOJIBIIUM BEHO3HBIM
BO3BpaTOM K IMpaBoMy cepally. B pe3ynbsraTte Bo3HMKAeT
cepaeuHast HegoctatouHOCcTh (CH) ¢ BeicOkMM cepred-
HBIM BEIOpOcoM U jierouHas runepTteHs3us (JIIN). Tak kak
Yy HOBOPOXK/ICHHBIX €I[e UMEETCSI BRICOKOE COTIPOTUBIIE-
HHUE JIETOYHBIX COCYIOB, KOTOPOE MOXET YCYTyOJsITh
Harpy3Ky Ha MpaBbie OTIEbI CEP/Ila, 32a00JIeBaHNE TTPO-
TeKaeT HamboJiee TSIXKeJO, C Pa3BUTHEM KPUTUIECKOTO
COCTOSTHUSI UMEHHO B 3TOT Tiepuoj. [lepBoodepenHoit
3amayell B BEJEHUU TaKWX NETEW SIBIISIETCSl CTaOMIM3a-
WS TeMOAMHAMUKHU M JIEYEHUE XU3HEyTpoXKalomei
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CH, a 3ateM ycTpaHeHHE caMOM apTepHOBEHO3HOM
manbhopmauuu [1].

[MpuBogMM Hallle KIMHUYECKOE HAOTIONCHIE.

IMammenTtka Cocdus ., B Bo3pacre 10 qHeit rocnmra-
Jm3upoBaHa B otaeieHue peannmanuu JAI'Kb um. Bami-
ngeBoit 3. A. I3 anamHe3a u3BecTHO, 4To ABI 3a1momo3-
peHa BHYTpuUyTpoOHO Ha 30-31 Hemesle GepeMEHHOCTH.
[1o permeHNIO IPEHATATEHOTO KOHCIIIMYMa PEKOMEHIO0-
BaHO pOAOpa3pelIcHre M OKa3aHWe XUPYPTHICCKOU
TIOMOII HOBOPOXXICHHOMY B OTHOM M3 (emepaabHBIX
neHTpoB. JleBouka pommiack Ha 39 Hemelrle 6epeMeHHO-
ctu ¢ BecoM 39101, ummHoI 53 ¢M, olleHKoI o Amrap 8/8
6aytoB. [1pu mmpoBeneHNN IEPBUYHOTO ITOCTHATAIIBHOTO
VIIBTPa3BYKOBOTO WCCJICMOBAHNS B POOUIBHOM IOME
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Puc. 1. MarHutHO-pe3oHaHCHas Tomorpadus ronoBHOro Mo3ra B COCYAMCTOM
pexume. CaruttanbHblii cpes.

BBISIBJICHBI TIPM3HAKM MHOXECTBEHHOM COCYIHMCTOM
Majb(opMaluy rogoBHoro mo3ra ¢ ABI, nuHeitHo# cKo-
pocThIo KpoBOTOKA 110 50 cM/CeK, MUCIIa3ueii MO30JIHC-
Toro Tema. B mmHaMmKe HaAOMIOZANIOCH 3HAYUTEIBHOE
YCHIJIEHVE CKOPOCTHBIX ITOKa3aTesiei IT0 BEHO3HBIM COCY-
IaM (TeMOIMHAMHWYECKH 3HA4YMMOE), INYHTUPYIOIINE
IIOTOKY 10 TiepenHeit Mo3roBoii apTepuu (IIMA) u cpen-
Heir Mo3sroBoit aprepuu (CMA), pacimmpeHHe BEHBI
Tanena ¢ MMHEHOI CKOPOCTHIO KPOBOTOKA 110 90 cM/ceK,
oyaroBble M3McHeHHUs B Taimamyce. C TIEPBBEIX CYTOK
KW3HA OTMEUYAJINCh 3IM30IbI JAOWIBHOCTU caTypalluim
(Sa0286—90%), COTIPOBOXIAIONINECST TTPEXOIIIINMA
HapyIIeHUSIMA MUKPOLUPKYIISIIIUK, ITaTOJOTHIECKOM
ITyJIbCAIIE B IIPOSKIINU IPEMHBIX BeH. B KOHIIE TIepBhIX
CYTOK XM3HHM OTMEUYCHO HapacTaHWEe pacCTPOUCTB KPOBO-
obpamenust, turmotoHus (cpemaee A — 29 MM pr.cT.)
n taxukapausg 10 200/MUH, 9TO TTOTpeOOBAIO IIPOBEIC-
Husa pecrimparopHoil mmommepxkku (NCPAP) B Teuenue
mocienyomnx 44 yacoB. Hauara Tepanuss TUTOKCHHOM
B no3e 0,01 MT/KT/CyT. ¥ CIIMPOHOJIAKTOHOM 2 MT/KT/CYT.
C OTHOCHUTEJIbHOM cTabmim3anueil reMogHaMuKu. [1pu
MIPOBENCHNN MOHMTOPWHTA alb(da-3JIeKTpodHIedano-
IrpaMMBI Ha 1-2 CYTKM XW3HHW TUIIAYHOM SIICTITHYC-
CKOI aKTUBHOCTHU HE 3apETUCTPUPOBAHO.

Ha 8 cyTkm Xu3HM peOCHKY BBITIOJTHEHA MarHUTHO-
pe3oHaHCHasI ToMoTpadust TOJIOBHOTO MO3Ta, 10 pPe3yiIb-
TaTaM KOTOPOl OTMEYEeHO pacIIMpeHUe BHYTPEHHEH
conHoit aprepun, CMA, [IMA, 6a3muisgpHoit 1 3agHeit
MO3T0BOIi apTepun (puc. 1).

B obnactu orBepcTuii MoHpo, B MpocBeTax 0OBOISI-
el LMCTepHBI M OOKOBBIX XEIYIOYKOB, a TaKXe
10 TIOBEPXHOCTH MO3Ta OIPEIACISIOTCS MHOXECTBECHHBIC
pacImMpeHHbIC U U3BUTHIC COCYIBI C BEICOKOCKOPOCTHRIM
motokoM (puc. 2). Bena lamena pacmmpena 17x11 mw,
MpSIMOI CHHYC paciuupeH A0 16x15 MM, CTOK CHUHYCOB
Pe3Ko pacIIipeH 10 23 MM, TIOIIepeYHbIe CUHYCHI PaCIIIi-
peHBl 10 11 MM, CUTMOBHMIHBIC CHHYCHl pPACIIMPCHBI
0 8 MM.

K 10 cyrkam xu3HM y peOeHKa ITpU3HAKN HEIOCTa-
TOYHOCTH KPOBOOOpaIeHNS BO3pocau 1o 2A-b crerreHn,

dyakamonanpHbI Kirace 111 mo Ross, 9To mmoTpedoBaio
JICYCHUSI B YCIOBUSAX PCAaHMMAIIMOHHOTO OTHCJICHMS:
KPEIMTUPYIOIINE XPUIIBI Hal BCEMH IIOJSIMU JICTKUX,
OIbIIIKA 68/MWH, TMIIEPKAITHUS — pC0262 MM PT.CT.
B KaIWUIIPHOM KpOBH, Temaromeraaus + 5 cm, Al
65/35 MM pPT.CT. 6€3 MHOTPOIHOM HoAmepXKU. B Kammi-
JIIPHOI KPOBY YMEPEHHOE CHIXKEeHUE caTypaLuu 10 92%.
PeHTreHOMOrMYeCKM — MPU3HAKY TUTICPBOJIEMUT MaJIOTO
Kpyra KpoBOOOpaIlleHNsI, MePeTpy3KH IPaBLIX OTIEIOB
cepalia, KaparuoMeTallns, KapANOTOPaKaIbHBIN MHICKC —
80% (puc. 3).

Teparmst CH momonHeHa dypoceMuaoM M3 pacueTa
2 mr/kr/cyr. Ha OKI — cuHycoBast TaxuKapous, TIpH-
3HaKW Teperpy3ku npasoro npeacepaus (ITIT), mpaBoro
xkenynouka (I12K), HapyIeHMe IpOIIeCcCOB PEITOISIpHU3a-
U MHAOKapaa XeJIymodKoB: ST-cerMeHT HIKe M30JIH-
HUHN BO BCEX TPYIHBIX OTBeICHUSX (puC. 4).

[Mo manabM 3x0Kapamorpadun (OxoKI') BEIABICHO,
YTO Yepe3 MEPCUCTHUPYIOIIME (peTambHbIe KOMMYHUKA-
mud (OTKPBITHIA apTepUabHBIN IIPOTOK 4 MM, OTKPEITOE
oBaibHOE OKHO (O0O0) 3,8 MM) UMeeTCsT TIepeKPECTHHIN
copoc, momoctu 1K (mmpurounsrit otoen 12K — 22 mm)
u I1I1 (mo 29 MM 1ipu JIeBoM Tipeacepan — 18 MM) auia-
THPOBAHBI, CpedHEe HaBJICHHWE B JICTOYHON apTepuu
(cpdJIA) — 78 MM pr.cT. Peructpupyercss HemocTaTod-
HOCTh MUTPAJIBHOTO M TPUKYCITMAAIBHOTO KJIaIllaHOB 2
CTCTICH!, CHIDKCHME (DpaKIIMM BBIOpOCA JIEBOTO KEIIy-
nmouka (PB JIXK) mo 50% (puc. 5).

O1eHKa cocTOsTHUS pebeHKa 1o 1mKaie Bicétre score
[2] manma 12 6amioB, B CBSI3W C YeM NPUHSITO pelleHUe
0 TepareBTUYECKOM JICUCHUM C OTIOXEHHBIM HEUPOXU-
pyprudaecKuM BMernaTeTbecTBOM. C 11enbio cHuskeHusT JIT
Tepamusl ObUIa JOTOJHEeHa crimeHadmwioM. OmHaKo
Ha (oHe mpumeMa maHHoOro Iiperapara JII' mpomokana
TIPOTpeccCupoBaTh, COPOC KPOBH Ha YPOBHE MEXIIPEI-
CEepIHOTO COOOIICHUS MPUOOpesl OTYCTIMBEINM IIPaBO-
JIeBBIN XapakTep, Hapocin IpusHaku CH. IlosBumiachk
O,-3aBrcHMOCTB: 0e3 MoxavM KHUCIOpPoAa B KallMUIsIp-
Holt ipobe pH 7,37, pC0258 MM PT.CT., p0243 mm Hg,
Sa0, — 68%. YuuThiBasi MPOTPECCUPYIOIIYI0 HEI0CTa-
TOYHOCTHb KPOBOOOpaIleHNs W BHICOKYIO JII, KoHCmImy-
MOM OBIJIO TIPUHSTO pelIeHre 00 OTMeHEe CHiAcHadmIIa
¥ Ha3HAYCHWU OO03¢HTaHA.

C 1 Mec. xXKU3HM peOCHOK Havall IOJIyJYaTh 003¢HTaH
(TpaKJ'II/Ip®, Actelion Pharmaceuticals, IlIBeitmapus)
B 03¢ 2 MI/KT/CYT. ¢ OBICTPHIM YJIyUIICHUEM ITOKAa3aTe-
Jieit Ta3000MeHa (MaHHBbIe TIPEeNCTaBlIeHBl B Tabnuie 1)
n KImHW4IecKoro cocrossHmsa. Ha BKI — oruernmBas
TIOJIOXKUTEIbHAST TUHAMUKA B BHUIC YMEHBIICHUS CTE-
neHn Teperpy3ku I1I1 m yaydimeHwe pernmoiasipu3aliy
mmokapaa JIZK, 9To MoxXeT oTpaxkaTh YCUIICHIE KOPOHAp-
HOTO KPOBOTOKA.

Ha 2-¢ cytku mpueMa 603eHTaHa BBITOJTHEHO DX0KIT,
Mo JaHHBIM Koroporo pasmepsl IIIl cokpaTunucek
1o 24 mm, a IT2K — mo 19 MM, cOpoc uepe3 MeXXIIpencep-
HOe coOo0IIeHre Tpruoopen JIeBo-TIpaBhlii xapakTep, @B
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Puc. 6 (A, B). 3Oxokapamorpamma, npoekumsi Yetoipex kamep. A. Jo Tepanum
603eHTaHOM: aunataums nonoctu MM, MX, BeiIbyxaHue MexnpeacepaHol nepero-
poaKM B CTOPOHY nesoro npeacepams. B. Ha dowHe Tepanum 603eHTaHoM: fomu-  PUC. 7. Oxokapanorpavma B npoeKuMM KOPOTKOM OCM 0pTasiibHOrO Kraraa.
HaHTHOCTb JIK, neBoro npeacepavs. [uacTonnyeckoe AaBieHVe B IErO4YHOM apTepumn cocTaBnsieT 31 MM pT.CT.

117



Poccuiickuin kapayonorudeckuin xypHan N2 1 (141) | 2017

Tabnuua 1

JAnHamuka oCHOBHbIX Nnokasatenen Copum [i

Mokazatenn [o Tepanuu TpaanumnoHHas
Tepanusa CH

YCC (ya./MuH) 200 148

Sa0, (%) 86-90 92

YacToTa AblxaTeNbHbIX ABUXEHWIA (B MUH) 80 64
[enaTtomeranus (cm) +2,5 +4

Al Mm pT.CT. (Cp.) (29) 74/38 (cp. 50)
Paamep nputoka MX (Mm) 19 20

[Jasnenue B MX (MM pT.CT.) 40 100

cpJ1A (MM pT.CT.) 78

Paamep MMM (Mm) 25 29

|‘I,¢..-3 I III __‘_,..-3 :

\ )\
1-F1 4

A B

Puc. 8 (A, B). Cxema kpoBooOpalleH1s rosoBHOro mMo3ra B Hopme (A) 1 npu
aHeBpM3MaTnyeckon TpaHchopmaummn BeHol fanera (B). B — vactb aptepuass-
HOW KPOBM, MUHYSI FONIOBHOM MO3T, MOCTYNAeT Yepe3 aHoMaslbHble KOMMYHWKaLmm
B BEPXHIOIO MOMYI0 BEHY, CO3/1aBast 0ObLEMHYIO Neperpysky npasblx OTAEN0B Cepa-
Lia; B AMacTONy BO3HMKAET PETPOrpagHbIi MOTOK KPOBK B HCXOAALWEN aopTe. 1 —
HUCXOASLAs aopTa, 2 — BeHa [aneHa, 3 — BepxHss nonas BeHa; 6enble cTpenkm —
apTepuanbHas KpoBb, YePHble — BEHO3HAS KPOBb, CEPble — CMELLAHHAs KPOBb.

JIK — 73%, pacuetHoe mgasienue B I12K 1o HemocraTou-
HOCTH Ha TPUKYCHUIAIBHOM KJIallaHe 55 MM PT.CT., THa-
CTOJIMYECKOE MaBlieHWEe B JierouHoi aptepuu (HJIA)
31 MM pr.cT. (puc. 6, 7).

Yepes 1 Mec. oT Havaja mpueMa IIperapara IpoBe-
IIEHO 00CcIemoBaHNe, IO pe3yJiBTaTaM KOTOPOTO MoKa3a-
ter ACT u AJIT Haxooumich B Tipeneiiax pedepeHCHBIX
snauenuit (ACT — 26 En/n, AJIT — 15 En/n). Ilo gaH-
HBIM OX0KI coxpaHsieTcs yBeTMdeHNE TIPaBhIX IMOJIOCTEI
cepmua: ITIT — 20 MM, TAPSE — 12,4 mm, AT/ET=0,34.
OngHako 3HAYUTENbHO cHM3WIOCHL cpIJIA — 1o 28 MM
PT.CT. OTKPBITHII apTepHUabHBIN IPOTOK 3aKPBUICS, pa3-
mep OO0 — 2,5 MM, cOpOC U3 JIEBOTO TIPeCcePaNs B TIpa-
Boe. ®B JIXK — 67%. [leBouka IepeBefieHa Ha IpHEM
0o3eHTaHA B 03¢ 4 MTI/KI/CyT. YUUTHIBas CTaOMJIBHYIO
remMonnHaMuKy, KomrreHcaumio CH, pebeHoK rocrmra-
JIM3UPOBAaH B HEHPOXUPYPTHUYECCKOE OTHCICHHUE, TIE
BBIIIOJTHEHA OIIepallvs: SHIOBACKYJISIpHAST YacTUYHAS

1 cyT. Tepanuu 1 mec. Tepanuun 2 mec. Tepanuu 603eHTaHOM,

603eHTaHOM 603eHTaHOM 1 Mec. nocne okko3num
apdepeHTHbIX COCYn0B

135 140 130

96 94 96

52 44 48

+3 +2,5 +1

85/PS 100/60 90/60

19 12 13

55 55 50

43 28 26

23 20 22

OKKJTIO3Us1 addepeHTHOTo cocyna MajbdopMaliuiyd BeHbI
Tamena mukpocrmpainsimu. IlocieornepallnOHHEIN TTEPHOT
TIpoTeKaJ INIAgKo, Yepe3 2 THS peOCHOK BBIITCAH JOMOIA.
B MexXTocTUTaIbHBIN TIEPUOI IIPOIOJIKEH IIpHeM 003¢H-
TaHa, TUTOKCHMHA W BEPOIIIIMPOHA B BO3PACTHBIX IO3M-
poBKax. 3a 2-i1 Mec. XKM3HM IprUOaBKa MacChl Tejla COCTa-
Buna 450 1, 3a 3-i1 mec. 800 . Uepe3 1 Mec. mocJe BBITION-
HCHHOTO BMeEIIIaTeJIbCTBa, B BO3pacTe 3-X MeC. XU3HMU,
BBITIOJITHCHO KOHTPOJIbHOE KapaUOJIOTHYECKOEe 00CIeno-
BaHue. Bec pebeHka coctaBun 5,4 Kr, nepUIIAT Macchl
10%, Mo KIMHUYECKUM OAaHHBIM OBIIIKA YMEPEHHAas
Ipu Harpys3ke 48 B MUHYTy, LIMaHO3a HET, SaOz98%,
YCC — 130/mmH, cnmabbIii CMCTONMIECKUI IITIyM BIOJb
JIEBOTO Kpasi TpyauHbl, reyeHb + 1 cm, Al — 90/60 Mmm
pT.cT. [To manabeM BxoKI — perpecc HeTZOCTATOYHOCTU
Ha TPUKyCOUOAIBFHOM KiIallaHe 10 1 CTeneHn, CMelIeHHe
TepeaHeil CTBOPKU TPUKYCITUIATBLHOTO KitaraHa 13,4 MM.
Cucrommaeckoe mapinerue B [12K 50 MM pr.cT. (1mpm cuc-
TemMHOM maBieHnu — 90/55 MM pr.ct.). CpenHee maBiie-
Hue B JIA — 26 mMm pr.cT., OO0 2 MM, COpOC KpOBH CIeBa
HarpaBo. Cucronmdeckas M IHACTOJIMUECKasl (yHKIIHS
JIX B mipenenax HOpMBHI.

[To maHHBEIM HelipocoHOTrpady JAaHHBIX 32 TUIPOIIC-
damuro HeT. YUMTHIBAS KIMHUKO-WMHCTPYMEHTAIbHBIC
IaHHBIC, TUTOKCUH OTMEHEH, IIPOAOJIKEH IIpreM 003¢H-
TaHa B TepaleBTUYCCKOI J03¢.

O6cyxaeHue

ABI — penkas BpoxaeHHast apTepHMOBEHO3HAsI MaJlb-
(opmarmst, xapakKTe pu3yIoIasics IyHTHPOBAaHNUEM apTe-
pUabHOM KpPOBM B PACHIMPEHHYIO MO3TOBYIO BEHY.
Yacrora ee pactipoctpaHeHus coctapuseT 1:25000 HoBO-
poxneHHBIX [3]. C 19371, Korma BriepBeie Jaeger Jr, et al.
ormcanu ABI, ommyoinkoBaHo HeCKOIBKO 0ojiee 50 ciry-
YaeB, MMATHOCTHMPOBAHHBIX B IIPEHATAJIBLHOM IIEPHOIE,
Kak TpaBmio B cepenure 111 tpumecTpa, ¢ panHeit mocT-
HaTanpHOM MaHMdecTaneit CH m BBICOKMM PHCKOM
JICTAILHOTO WCXOHAa Ha IIEPBOM TOOy XW3HHU [4].
Ho poxXneHWsSI OCHOBHOM ITOTOK KPOBM IIPOXOIMT Yepe3
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IUTALICHTY, MMEIOIIYI0 HU3KOE COCYIHCTOE COIIPOTHUBIIC-
HHE, 9TO He TO3BOJISICT YCTPEMUTHCS OOJIBIIIOMY 00BEMY
KPOBHU B COCYIHI TOJIOBHOTO Mo3ra, 1 CH, kak mpasuio,
He pa3BuBaeTcs. OmHAaKO JaHHAS Malb(hopMaIus 3anaep-
KWBaeT WM HapyllaeT pa3BUTHE HOPMAJIBHOTO WHTpa-
KpaHMAJILHOTO BEHO3HOTO ApeHaxka, MOXKET IPUBOIUTH
K Tumpoledalny MW KPOBOMBIMSHUSAM. Ecim Bce ke
cepllie HauMHAET MCMBbITHIBATh 3HAYUTEIbHYIO OO0BEM-
HYIO IIePeTpy3KYy, BO3MOXHA ACKOMIICHCAIINS CepacTHOM
IEeSITEIBHOCTH M BEPOSITHOCTh IIepHHATAILHOM CMEPTH
cocraBisier Oosnee 25%. B mpenctaBieHHOM KJIMHHUYE-
CKOM HaOJI0IeHUM IIpeHatajabHast auarHoctuka ABI
cocrognack Ha 30-31 Hen. OepeMeHHOCTH; IPU3HAKOB
CH y moma He O0TMeYajaoch, OMHAKO POIOpa3peIIcHIe
MIPOBOAMJIOCH B ycioBusax PemepanrbHOroO IIEHTpa, YIH-
TBIBasl BO3MOXHYIO OITACHOCTH ITaTOJIOTMICCKON Irepe-
CTPOIKM KPOBOOOPAIIIEHHS TIOCIIC POXKICHNS.

B HeoHaTaIbHOM TIEpUOE MOCJIE PE3KOTO MOBBILLIEHUS
mepuepUIECKOr0 COCYAVCTOIO COIPOTUBICHUS ITOTOK
KPOBH YCTPEMJISIETCSI B CTOPOHY MaIb(MOpMAallil BEHBI
Tanmena, BO3HMKAET BHICOKMI BEHO3HBIM BO3BPAT K CEPIILY
1 CH ¢ BBICOKMM CepIcYHBIM BBIOPOCOM (pHC. 8).

ITpu sTom ITK nieperpyxaercsa o6beMOM, a CUHIPOM
HU3Koro BbIOpoca JIZK o0yciioBieH oOKpaablBaHUMEM
CUCTEMHOTO KPOBOTOKA W HEOOCTATOYHOU MOCTaBKOW
KHCJIOpOoJa K opraHaM M TKaHsaM. IlociiemHee sBIeHUE
BBI3BAHO OOJIBIIMM LIYHTHpOBaHUeM KpoBu (mo 80%
BbIOpoca u3 JIXK) B aHeBpu3MaTUUYECKM paCIIMPEHHBIX
cocynmax MaJib(hopMaIlni, COIIPOBOXIAETCSI CHIDKCHIEM
INACTOJIMIECKOTro apTepuraabHoro gaBiaeHus (Al), Kpo-
BOTOKA B IMOYKax U CYOdIHIOKApIMAJbHOU uIlleMUei
muokapaa [5]. s noaaepxaHus aieKBaTHOTO CUCTEM-
Horo AJl HeoOXoauMO najibHElIee TMOBBIIIEHUE Cep-
JIEYHOTO BBIOpOCA, YTO CO3MAeT “TIOPOYHBIN KPYyr”, yCy-
ryossist CH.

Kax mpaBmiio, y TaKux IeTeil He BBISIBIISIIOT KaK¥e-JIn00
BpOXIECHHBIC TTOpoKu ceparia, 1 CH, Kotopast mporekaer
MPEUMYIIECTBEHHO MO MPAaBOXKEIYIOUKOBOMY THITY, TpaK-
TyeTcsT KakK ciiencTBre BeICOKOM JII. D10 monrBepXmaeTcs
CHIDKEHHEM caTypallii KMCIIOpOIa B apTepruaIbHOM KPOBU
BCJICACTBUEC IIIYHTUPOBAHWS BEHO3HON KpOBM CITpaBa
HaJIeBO Ha YpOBHE (peTaTbHBIX KOMMYHUKAIIA. Bce yka-
3aHHBIC CUMITTOMBI HAOJTIONAJIMCH B HAIIIEM CJTydJac.

ODHUM M3 YacThIX ocJIoKHeHW ripu ABIT aBigercsa
JIT, koTopast HOCUT rUITepBoJIeMrIecKuit xapakrep. @op-
MaJIBHO, TTOBBIIIICHNE TaBICHUS B IIPABBIX OTAEJIAaX Cepalla
JIOJKHO TIPUBOIUTH K POCTY JABJICHUS B BEpXHEU OO
BeHE W 3aTPYOHSTH IITYHTHUPOBAHME KPOBU B 0OJIACTH
BeHHl [ameHa. OgHako MBI HAOIIOOAIM OOPATHYIO 3aBH-
cumocTh: Tipu noBeimeHnn JJIA CH ycunmBanace, T.e.
ObLIa CBsI3aHA HE TOJIBKO C BEIMUMHONM 00BEMHOI mepe-
rpy3ku I1K, HO u mpemnsitctBueM JJjis1 BBIOpOca KpPOBHU
13 Hero. MOXHO TIPenNoioXKUTh, YTO B HAIleM CIIydae
nmenack JII' coueTaHHOTO reHe3a — KaK BCJICACTBHUC
TUIIEPBOJICMHH, TaK M IepcucTupoBanmusa JII' HOBopoxX-
IEHHBIX. DTO IMMOATBePXKIaeTcs TeM (DaKTOM, UTO IHJIaTa-

IUs JITOYHBIX COCYIOB ITOA Bo3melicTBMeM boseHTaHa
HE COIIPOBOXIAIACH TAKMM YCUJICHNEM IIIYHTA HAa YPOBHE
BeHHBI [ajeHa, KOTOpoe MPUBOMIIIO OBl K MaJbHEHIICH
neperpyske 12K, a Hao60poT, pasrpyxaia ero.

B neuenun ABI' paHee ucIojib30Bajii TPaHCKpPaHU-
aJIbHYIO SMOOJIM3AIIAI0 COCYI0B, IMMUTAIOIINX aHECBPU3MY,
pasMelrecHre 0a/UIOHAa B aHEBpHU3MeE, MUKPOXUPYPIHIe-
ckoe ynanenne ABI 1 orrepanny, HampaBIeHHBIC Ha KOP-
pexKLuIo JTUKBOpooOpaieHus [6, 7]. OgHAKO BbICOKas
JIeTaTbHOCT, JocTHraBias 90%, nmpusena K pa3paboTKe
SHIOBACKYJISIPHOM 5MOOIM3alINI, KOTOpas B HACTOSIIIEE
BpeMsI CTajla OCHOBHBIM BMeIIaTeJbcTBOM. [1o maHHBIM
Yan J [8], BHIITOJTHUBIIMM MeTa-aHAJW3 TaKUX BMeIa-
TeabCTB, K 20151 umenuch coobliueHus o 667 mpouemy-
pax, B ToM uucie B 44% cilydaeB y HOBOPOXIECHHBIX,
a B 41% — B Bo3pacte 2 Mec. — 2 jeT. OnTuMalbHbIM
BO3pPAaCTOM 3JHAOBACKYJISPHBIX IMPOLIEAYpP CUYMTAIOT
56 Mec., T.K. paHHIE BMEIIATEIbCTBA COMPSIKEHBI C BBICO-
KM PUCKOM JIETAJIBHOTO rcxona. 1o aTuM Xe IpudnHaM
aBTOPHI CKJIOHSTIOTCSI K YaCTUYHOMY 3aKPBITUIO Majlb-
dopmanmu, a He MOJTHOMY €€ YCTPaHCHUIO TIPU TIepBUI-
HOM BMeIaTenbeTBe [9].

Ha cpokm Xumpyprurdeckoro BMEIIATEIbCTBA BIUSICT
TaKKe OICHKA PHCKOB KaXXIOT0 WHANBUAYAIBEHOTO MAllv-
eHta 10 mKaie Bicétre score [2]. JaHHas IIKaja IIpem-
Ha3Ha4YeHa IIJIST OTIpee/ICHIS TAKTUKY JICUCHNST HOBOPOK-
nmeHHBIX ¢ ABI' m ocHoBaHa Ha olleHKe (QYHKINH
cepnia, JeTKUX, IIEHTpaJIbHOM HEPBHOM CHUCTEME, TTIOUYEK
u 1ieyeHn. Ilpu omenke <8 6ammoB u3 21 BO3MOXHBIX
IpOrHo3 aTajlbHBINA 1 3MO0IM3aLMsI He moKa3aHa. [1pu
OLICHKE OT 8 mo 12 0aIoB peKOMEHOYeTCS HEOTIOKHAS
aMbomm3anusg Manbdopmanun. [1pu oneHke >12 6amioB
PEKOMEHIYETCS MEIMKAMEHTO3HAsI TepaIvsl U CTaOMITH-
3aus TeMOAWHAMHUKW. Y HaIlero ITalleHTa OIIeHKa
o mKkaje Bicétre score Obla paBHa 12 6auTaM 1 OCHOB-
HOe BHHMaHHE OBLIO YACICHO TEepaneBTUUCCKOM
TIOMOIIIH.

Hns carxenus JIA ipy IIMTebHON Tepanuy MOTYT
HCITOJIb30BaThCS TIepopaibHBle (POPMBI TIpemapaToB —
AHTaTOHMCTOB SHIOTEINHOBBIX PEIIEITOPOB (DO3CHTaH),
WHTHOUTOPOB ¢ochonmacTepaspl-5 (cuageHaAQWI),
MHTUOMTOPOB aHTHOTEH3WHIIPEBpaIIaioniero hepMeHTa,
HaIlpUMep, KanTOIpui, OJOKATOPHl KaJbIIMEBBIX KaHa-
noB (audenunmH). Cpeay BHYTPMBEHHBIX (DOPM BO3-
MOXHO MpuMMeHeHue mpoctarjaHauHoB El (aampocra-
W), MaTHUSI cyiabdaTta, MHTHONTOPOB (ochumamacre-
passl-3 (MmwIpnHOH). KpoMe TOro, ommcaHo yCHeITHOe
npuMeHeHne okcuma a3ota (NO) — rasza, KOTOpPHIi
IO0ABJISIOT B OBIXaTEIBHYIO CMECh IPU PECIMPATOPHOMN
noamepkke. Bce mmepeuncieHABIC TTepopalbHEIC IIpera-
paThl, KpoMe 0O3¢HTaHa, OTHOCSITCS K IIpemaparam off
label y neteii, a NO He 3aperucTprupoBaH KaK MEIUIINH-
CKMi1 Ta3 Ha TeppuTopum Poccuiickoit @emepamnum.

YuuTeBas peKOMEHIOBAaHHBIC CPOKM HEHPOXUPYPIH-
YeCKOTO BMEIIATeIbCTBA, B JaHHOM KIIMHUTIECKOM Ha0JTIO-
IeHNN TpeOOoBajach MPOJIOHTUPOBAHHAS MEOMKAMEHTO3-
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Has Tepanus JIT. [1peacrasisier uHTepec PakT OTCYTCTBUS
a¢dekra oT Tepanmuu cuiameHaguiIoM. DTO MOXKET OBITh
00BsICHEHO IBYMS (paKTOpamMu: HECOBEPIICHCTBOM ep-
MEHTHOI CHCTeMBI HOBOPOXKICHHOTO, Ha KOTOPYIO JOJ-
KEH JIeCTBOBATh IIpeIapar, 1 mapagoKCcaaTbHBIM YBeTmIe-
HHEM MO3TOBOTO KPOBOTOKA C HOMOJHHUTEILHON IIepe-
rpy3Koii mpaBoro cepaia [10]. B ¢cBsi3m ¢ aTiM Teparmmst
cuiaeHaduioM Oblia 3aMeHeHa 603¢HTaHOM.

Bbozenran (Tpakinup) — TIepopadbHBIN IIperapar
IIBOMHOTO OCHCTBUS, HECEJICKTUBHEIN aHTarOHUCT 3HIIO-
TEJIMHOBBIX pellenTopoB Thma A m B. DHmotemmu 1 —
MOIIHBIN Ba30KOHCTPUKTOP, TIPH CBSI3BIBAHUM C PEIICTI-
TopaMu TUITa A M B, pacIojoXeHHBIMH B 3HIOTCINU
¥ KJIeTKaX TJIagKoi MYCKYIaTyphl COCYOOB, MHIYLIMPYET
¢$ndpo3, KIETOYHYIO Hpoamdepanno, TUIEPTPODUIO
W peMOoIeIUpOBaHME MHOKapma. Psam mcciemoBaHMIA
IMOKa3aJi, YTO Y HOBOPOXIECHHBIX ¢ mepBuIHOM JII
KOJIMYECTBO SHIOTeIWHA-1 yBenmdeHo. B HacTosmee
BpeMsI 003¢HTaH — EAWHCTBCHHBIN IIperapart, 3aperu-
CTpUPOBaHHBINM B Poccuyt 1 pa3pelieHHBIIN IS JICUCHMST
JIT y nereii. Ero apgekTuBHOCT, U 6€30MaCHOCTb MpU
HCITOIB30BAaHNN Y HOBOPOXICHHBIX IETEH, MOKa3aHBI
B ucciegoBanuu FUTURE 4 [11].

B mpencraBreHHOM HAOMIOMEHUM, KIMHUICCKUI
3¢ deKT ObIT TOCTUTHYT B TeUcHME 24 4acoB OT Hadaja
mpreMa 603¢HTaHa, ¥ OBUT CBI3aH MMEHHO CO CHIDKCHUEM
IIaBJICHMS B JIETOYHBIX COCYIaX, YTO ITOATBEPXKIAIOCH JaH-
HBIMH MHCTPYMEHTAIbLHOTO 00cinenoBaHms. [Tommmo pas-
rpy3ku I12K, oTmedeHO ymydmieHme IeprdepruIecKoro
KPOBOOOPAIIICHNSI, YMEHBIIICHE CUMIITOMOB TIEPETPY3KHU
muokapma Ha OKI. Takmm o6Gpa3oM, 003eHTaH MOXKET
OBITh 3 (PeKTUBEH HE TOJBKO TPU TEPBUYHBIX (popmax
JIT, HO U coveTarolMXCs ¢ OOJBIION OOBLEMHOI TIEpeErpy3-
KOM TpaBbIX OTHENOB cepaua. [lo HammM JKaHHBIM 3TO
TepBoe HAOIIOACHNE TTOTOOHOTO poa.
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