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EkcTpakappianbHi apTepioBeHO3Hi Manbopmallii BBaXaKTbCA HAaA3BMYANHO PIAKICHOK MPUYMHOK BAXKOi CepueBoi HeAOCTaTHOCTI y nepiogi
HOBOHAPOLKEHOCTI. IHTpakpaHianbHa apTepioBeHO3Ha ManbopMaLlif, acoLiioBaHa 3 aHeBPU3MOK BeNuKOi BeHW laneHa (ABI), € Hali4acTilwow i3 Takux
ManbopmaLiii Ta 3yMoBIeHa NOPYLUEHHAM PO3BUTKY eMOPiOHANbHOM0 NonepeaHnka — MefianbHoK npo3eHeledaniyHoro BeHoto MapKoBCbkoro. HasBHICTb
Liei BPOMKEHOI NaTonorii CyTTEBO YCKNAAHIOE AiarHOCTUYHNIA NOLUYK, OCKINbKI KNiHiYHI MPOSBN BNACTUBI TiflbKK CEPLEBIl HEJOCTATHOCTI.

Marepianu i meToau. Y cTatTi HaBefeHO KniHiYHWiA BUNagok ABIy HOBOHAPOMKEHOI iBYMHKN, rOCNiTaNni30BaHoi y BiAAiNeHHs peaHimalii HOBOHaPOMKEHNX
KHIM JTOP «JTOAKIT OXMATOWT» 3 03HaKkamu BMpasHOi cepLeBoi HeA0CTaTHOCTI Y CivHi 2019 poky. Ha TpeTio go6y nicns HapomKeHHs y AUTUHY 3'SBUBCS
LiaHo3 (catypauis Oz cTaHoBUNa 50%) Ta 6yno 3anifo3peHo BPOKEHY Bady Cepus.

PesynbTatu. Mpn ornagi y BiAAINeHH peadimauii HOBOHAPOKEHNX Y LiBYNHKM BU3HAYanmcs: LiaHo3 (catypauis 50%), 3agniuka (4actota auxanHs 50-60 ya./xs),
Taxikapgis (4actota cepuesnx ckopoyeHb 140-160 ya./xB) Ta 3Ha4He BUOYXaHHA | NyNbCaLif LNAHNX BEH, BENUKE TiM'A4KO PO3MipoM 3X3 CM BU3Ha4anoch Ha
piBHI KICTOK 4epena, ayckynbrayis TiM'Aa4yka He npoBoaunaca. Ha cTerHoBux apTepifx BU3Ha4anacs fobpa nynbcauis, 36inblieHa nediHka (+4 cm) npu
nanbnauii. Mpw ayckynsrawii cepus BUCNYXOBYBABCS NaHCUCTONIYHUIA LLYM MO NIBOMY HDKHbOMY Kpato rpyAHUHN 4/6 3a LwKanoto JlesiHe.

PeHTreHonoriyHo Bi3yanisogaHo kapgiomeranito (KTI>80%) i3 nocuneHum nereHeBWM pUCYHKOM Ta renatomeranitio. Mlig 4ac exokapaiorpadivyHoro
06CTEXEHHS Yy AUTUHM 6Yyno AiarHOCTOBAHO PO3LWIMPEHi Mpasi Kamepu cepus i3 TPWUKycnifanbHOK HELOCTATHICTIO, BiAKPUTUM OBalbHUM BiKHOM Ta
ANNaToBaHO 6e3iMeHHOI0 BEHOH. [Ticns BUKIKOYEHHS AiarHo3y KpUTUYHOI Bagn cepus 6yno npoBeAeHO HeMpoCcOHOrpadivyHe 06CTEXEHHS Ta NOCTaBEHO
JiarHo3 «ApTepioBeHO3Ha ManbhopmaLis — aHeBpu3Ma BeHu laneHa», akuin 6yno nigTBepaXKeHo 3a [LONOMOrow KoMn'toTepHoi TomMorpadii.

BucHoBKM. AHeBpM3Ma BeHM [aneHn € Ha3BMYaNHO PiAKICHOK NaTonorieto, NpoTe BUOYXaHHSA i Nynbcauif WWAHUX BEH NpU OFNAAI Ta HASBHICTb BAXKOI
CepLeBO-CyANHHOI HeJOCTATHOCTI Y HOBOHAPOKEHUX 32 BiACYTHOCTI BPOAXKEHOI Baan cepus 3060B'A3YH0Tb ANTAYNX KapAioNnorie 3anifo3puTii Ta BUKNOYUTH
HasABHICTb apTepioBEHO3HOI ManbopMaLlii CyanH rofoBHOTO MO3KY. EHo0BackynsapHe nikyBaHHs ABI BBaXaeTbCA HaMbiNbLL e(DEKTUBHUM, HE3BAXKAKOYM HA
BUCOKY nicnaonepauiitHy neTanbHicTb.

[locnimxeHHs BUKOHaHI BiANOBIAHO A0 NpuHUMNIB MenbciHcbkoi [eknapauii. MpoTokon AOCNIMKeHHs yxBaneuuii JlokanbHum etnyHum komitetom (JEK)
YCTaHOBU. Ha npoBeieHHs AOCTiMKeHb 6YN0 0TPUMAHO NOIHGOPMOBAHY 3rofy 6aTbKis AiTei (a60 iXHiX OniKyHiB).

ABTOpPM 329BNIAOTH NPO BIACYTHICTb KOHMAIKTY iHTEPECiB.

KntoyoBi cnoBa: HOBOHAapOAKeHi, CepLieBa HeJOCTaTHICTb, apTepioBEHO3Ha ManbopmaLis BeHu faneHa.

Vein of Galen aneurysm as an extracardiac cause
of severe heart failure in the neonatal period
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Extracardiac arteriovenous malformations are considered to be an extremely rare cause of severe heart failure in the neonatal period.

Intracranial arteriovenous malformation associated with the large-vein aneurysm of Galen (VGA) is the most common pathology among these malformations,
due to impaired development of the embryonic precursor — Markovskiy's medial prosenecephalic vein. Presence of this congenital pathology significantly
complicates the diagnostic search, since clinical manifestations are characteristic only for heart failure.

Materials and methods. A clinical case of a newborn girl with VGA, who was admitted to the neonatal intensive care unit of the Regional Children's Hospital
with signs of severe heart failure in January 2019. On the third day after birth, the child developed cyanosis (02 saturation was 50%). There fore, congenital
heart disease was suspected.

Results. On examination in the neonatal intensive care unit: cyanosis (50% saturation), dyspnea (respiratory rate 50-60 / min), tachycardia (heart rate 140-160
bpm) and significant swelling and pulsation of the neck veins, large fontanelle 3x3 cm in size, at the level of the bones of the skull, auscultation of the fontanel
was not performed. Pulsation was determined on the femoral arteries, and the liver was enlarged (+4 cm) on palpation. During auscultation — pansystolic
murmur across left lower sternal border 4/6 by Levine scale.

Cardiomegaly (CTI>80%) with enhanced pulmonary pattern and hepatomegaly where revealed on the roentgenogram. During an echocardiographic examina-
tion, the child was diagnosed with dilated right heart chambers with tricuspid insufficiency, patent foramen ovale and a dilated innominate vein. After exclud-
ing the diagnosis of critical heart disease, neurosonography was carried out and a diagnosis was made — arteriovenous malformation — Vein of Galen
aneurysm, which was confirmed on computed tomography.

Conclusions. Aneurysm of the vein of Galen is an extremely rare pathology, however, the swelling and pulsation of the cervical veins during the examination and
the presence of severe cardiovascular insufficiency in newborns in the absence of congenital heart disease requires children's cardiologists to suspect and exclude
arteriovenous malformation of the cerebral vessels. Endovascular treatment of VGA is considered the most effective, despite the high postoperative mortality.
The research was carried out in accordance with the principles of the Helsinki Declaration. The study protocol was approved by the Local Ethics Committee
(LEC) of all institutions.

No conflict of interest was declared by the authors

Key words: newborns, heart failure, arteriovenous malformation, Vein of Galen malformation.

AHeBpu3ma BeHbl MNANeHa Kak 3KCTpakapauanbHas npuyYnHa

TAXeJsioum cepage4yHom HeaoCTaTO4YHOCTU B nepuoae HOBOPOXXAEHHOCTU
AA. Manbckas', 0.b. Kypuna?, J1E. bopoas®

'JTbBOBCKMIA HALMOHANbHbI MEANLNHCKNIA YHUBEPCUTET UMeHN [aHuna fanuukoro, YkpauHa

*KHM J10C «J1bBOBCKas 06nacTHas Aetckas KnuHnyeckas 6onbHnya OXMATOET», YkpanHa

JKCTpakapamanbHble apTepUoBEHO3HbIE Manb(OpMaLNN CHUATAKOTCA YPE3BbIYANHO PeAKOW MPUYUHONA TSKENO CepLeyvHOl HeJ0CTaTOMHOCTM B Nepuofe
HOBOPOXXAEHHOCTW. VIHTpakpaHuanbHas apTepuoBeHO3Has ManbOopmauus, accoLNMpOBaHHas C aHeBPM3MOW 6ONbLUOV BeHbl laneHa (ABI), ssnsercs
Hanbonee 4actoW W3 Takux Manbdopmauuii u 06YCNOBMEHA HapylleHneMm pasBUTUA 3MOPUOHANIBLHOTO MPEALIECTBEHHUKA — MefuanbHom
nposeHeLedanuyHor BeHoil MapkoBckoro. Hanuune 3710 BPOXAEHHOW NATONOTMM CYLIECTBEHHO YCNOXHSET AMArHOCTUYECKWA MOWUCK, MOCKOSbKY
KNMHUYECKNEe NPOSBNEHNS XapaKTEPHbI TOMbKO NS CEPAEYHOI HeJOCTaTOYHOCTH.
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Matepuanbl M metofabl. B cTatbe npeacTaBneH KnuHW4eckuid cnyvai ABI y HOBOPOXAEHHOW AEBOYKM, MOCTYNWBLUEA B OTAENEHWE peaHumaumumn
HoBOpOXAeHHbIX KHIM JTOP JIOOKB «OXMATLET» ¢ npu3Hakamu BbIpaXXeHHON CEpAeYHON HeJoCTaTouHOCTH B siHBape 2019 roga. Ha TpeTbu cyTku nocne
poxaeHus y pebeHka nossuncs LuaHo3 (catypauns 02 coctasnsna 50%), noatomy 6bin 3an0L03peH BPOXKAEHHbIA NOPOK cepaLa.

PesynbTatbl. py 0CMOTPE B OTAENEHNN PeaHUMALNN HOBOPOXKAEHHbIX Y [EBOYKM ONPEAensnnch: UmaHo3 (catypauns 50%), OfbILIKA (4acToTa AblXaHns
50-60 ya/MuH), Taxukapaus (4actota cepaeyHbix cokpatleHnit 140-160 ya/MIUH) 1 3HaYUTENbHOE BbIBYXaHUe 1 NYAbCALMS LEAHbIX BEH, 60MbLIOIA POAHNYOK
pa3mepom 3x3 CM ONpefensncs Ha YpoBHE KOCTEN Yepena, aycKynbTauns pofHNYKa He npoBoAunack. Ha 6eapeHHbIX apTepusx onpeaensanach nynbcaums,
yBeNNYeHa neveHb (+4 cM) npu nanbnayui. Mpu ayckynbTaynin — NaHCUCTONMYECKUIA LLYM MO IEBOMY HIXKHEMY Kpato rpyanHbl 4/6 no wkane J1eBuHa.
PenTreHonornyeckn udyanusuposanbl kapaumomeranus (KTW> 80%) C YCUMEHHbIM JIErOYHBIM PUCYHKOM W renatomeranus. Mpu axokapamorpaduyeckom
o6cnefoBaHni y pebeHka Obinn UarHoCTUPOBaHbl PaCLUMPEHHbIE NPaBble Kamepbl CepaLa ¢ TPUKYCNUAANbHON HELOCTATOMHOCTbIO, OTKPbITHIM 0BaNlbHbIM
OKHOM U AMNATUPOBAHHOI 6e3bIMAHHOI BEHOW. [oCne MCKNOYeHUs LMarHo3a KpUTUYECKOro Nopoka CepAua npoBefeHa HeilpocoHorpadus 1 nocrassieH
[MarHo3 «ApTepunoBeHo3Hasn ManbhopmaLmnsi — aHeBpU3Ma BeHbl faneHa», KOTopblil 6bi1 NOATBEPXAEH C NOMOLLbIO KOMMbIOTEPHOI TOMOrpacum.
BbiBofbl. AHEBPU3Ma BeHbl [aneHa ABNAETCA 4Pe3Bbl4alHO PeAKO NaTosorueil, 0HaKo BbiGyxaHue W NynbCauus LUeAHbIX BEH NPKU OCMOTPE U Hanuuue
TAXKENON CeplevHO-CoCYANCTON HeLOCTaTOYHOCTU Y HOBOPOXKAEHHbIX MPWU OTCYTCTBUAW BPOXAEHHOr0 NOpOKa cepaua 0053bIBAlOT AETCKUX KapAavonoros
3an0/103pUTb W UCKMKYNTL Hanuyne apTepuoBeHO3HOW Manbthopmali COCYA0B rONOBHOrO Mo3ra. JHL0BACKYNApHOe nedeHne ABI cuuTaeTcs Hanbonee
3(DHEKTUBHLIM, HECMOTPS Ha BbICOKYO MOCNE0NEPALNOHHYIO NETabHOCTb.

lccnepoBanue 661110 BbINOSHEHO B COOTBETCTBUN C MPUHLMNAaMK XenbCUHKCKOM [eknapauuu. MpoToKon nccneaoBaHns 6b11 0406peH JI0KanbHbIM 3TU4ECKIM

KomuteTom (J19K) y4pexaenns. Ha npoBeaeHne nccneaoBanuin 66110 NonyyeHo MHKHOPMUPOBAHHOE cornacue poanTeneid feTei (Man ux onekyHoB).

ABTOpbI 3a7BNIAKOT 06 OTCYTCTBUAN KOH(IINKTA UHTEPECOB.

KnioueBbie cnoBa: HOBOPOXKEHHbIE, CEPAeYHas HEJ0CTaTOYHOCTb, apTEPUOBEHO3HAA ManbOpMaLMa BeHbl faneHa.

Bceryn

KCTpaKapIiaabHi apTepioBeHO3HI Mabdop-

Maillii BBaXKAIOThCS HA3BUYAIHO PiAKICHOTO
TIPUYMHOIO BaXKKOI CepIeBOi HEZIOCTATHOCTI y TIepio-
Il HOBOHApOIKeHOoCTi. [HTpakpaHiabHa apTepioBe-
HO3HA MasTb(opMallist, acolliiioBaHa i3 aHEBPU3MOIO
Beskoi Bern lasena (ABI), 3ycrpivaeTbes Haliua-
CTille Ta 3yMOBJIEHA TOPYIIEHHAM PO3BUTKY
eMOPIOHAIBHOTO TIOTIEPETHUKA — MEIATbHOIO TIPO-
3ereriedaniunoo BeHoro Mapkoscbkoro [9].

HagswicTp 11i€l BpOKEHOI TTATOOTIi CyTTEBO
YCKJIQJIHIOE JIIaTHOCTUYHUM TTONIYK, OCKIJTbKY KJTi-
HiYHI TPOSTBU MIPUTAMaHHI TiITBKK CePIEBill Hemo-
cratHocTi. Hepizko /71 BCTaHOBJIECHHS TPUYMHU
CepIieBOl HEIOCTATHOCTI HOBOHAPO/IZKEHUM ITPOBO-
JATh Oararo HemoTpiOHMX HapakJiHiYHUX oOcTe-
JKeHb, BKJIIOYAIOYN KaTeTepu3allilo Kamep ceplis,
sgKa € He TIJIbKU 3aliBoIo, a i1 BiITepPMiHOBY€E BCTa-
HOBJIEHHS BiPHOTO J[iaTHO3Y.

[Ipu ABT cepiieBa HeZoCTaTHICT BUHUKAE 3a-
3BUYAll POTATOM TIEPIINX /IBOX TYIKHIB Y Mepioi
HOBOHAPOJKEHOCTI, ajie MOKe He OyTH SKOIHUX
KJIIHIYHUX O3HAK MPOTSTOM MEPIIOTO POKY KUTTS,
a 3pifika — i IOBIHUH yac. Y fiTei TPyIHOTO BIKY,
SIK TIPABUJIO, PO3BUBAETHCS Tiiporiedaltisi, MATIOKU
Bi/ICTAIOTH y (DI3NUHOMY PO3BUTKY, MAIOTh KJIiHIUHI
o3Haku rigporedanii 3/6e3 cyaoM, a y CTapIinx
JiTeil MOJKYTh JiarHOCTYBaTU CybOapaxHOifaibHi
KPOBOBUJIVIBH, 3 GOJISIMHU TOJIOBU Ta cyaomMamu [3].

3a MaHUMU JHTepaTypH, JIeTalIbHICTh y iTel
i3 ABT' cranoButh 37% Ticiisi eHOBACKYJISIPHOTO
BTPy4YaHHsI y HOBOHapoO/[uKeHuX, Ta 6,5% i 3,2%
y JiTelt TPYZIHOTO Ta JIOIIKIJIBHOTO BiKY BiZIOBIHO [8].

Kiiniyauii BUnaziox

HaBoaumo kiiHiuHe criocTepeskeHHsS HOBOHA-
poskenoi aiBumuku 3 ABI, rocmnitanizoBanoi
y BifiiienHs: peadimaitii HoBoHapopkenux KHII
«OXMAT/NT» 3 o3HakamMu BHUPa3HOi CePIEBOI
HezpocTatHocTi y ciuni 2019 poky. /liBunHka Hapo-
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JIWJIACS Bijl TepIIUX TePMiHOBUX (Di3ioIOTiaHNX
nmosoriB. Ha 32-my Ttwkmi BariTHOCTI y Martepi
JIIarHOCTOBAHO Ti€JOHEPPUT, MIKIJIIUBI 3BUUKHU
MaTu 3arepevye, Ha HasgBHICTb iHdeKIii He oOcTe-
skyBastacd. OTinKa 3a 1Kajgoo Anrap CTaHOBUJIA
7 6amiB Ha 1-i1 xBusuni ta 8 Ha 5-if xBUIMHI Bij-
nosizno. Ha Tperio mo0y miciasi HapoIKeHHS
y auTuHu 3'sBuUBCs Miano3 (carypatrisi O2 cra-
nosuia 50%). Dysio 3anio3peHo BpoKeHy
BaJly cepIid.

JlocnipkeHHda BUKOHAHI BiJIIIOBIJIHO /10 MPUH-
nnmiB ['embcincbkoi [lexnapartii. [Iporokos moc-
JIUKeHHS yxBasieHu JIOKaJIbHUM eTUIHUM KOMi-
tetom (JIEK) Bcix 3a3nauenux y po6oTi yCTaHOB.
Ha mpoBemenHst pociikeHb OyJI0 OTPUMAaHO
noirndopmMoBany 3roy 6aTbKiB AUTHHU.

IIpu ormsigi y BiazisieHHi peaHiMallii HOBOHA-
PO/UKeHNX y MIBYNHKKA BU3HAYAJIUCI: IiaHO3
(carypariis 50%), saaumika (YacTtoTa JAMXaHHS
50-60 ym./xB), Taxikapiis (4actoTa cepieBUX
ckopouerb 140—-160 yu./xB), 3HaYHe BUOYXaHHsI
Ta IyJbcallid MUUHUX BEH; BeJHUKe TiM'S4KO
po3mipom 3X3 cM BU3HAYajJ0Ch Ha PiBHI KiCTOK
yepera, ayCKyJabTalligd TiM's4Ka He MPOBOJINJIACS.
Ha crernoBux aprepisix BUsHauasacst 106pa 1myJib-
camis. ITampnyBanmacs 30ijbiieHa medinka +4 cMm.
IIpu ayckysibTallii cepiisi BUCJyXOBYBaBCS TTAHCU-
CTOJIIYHUH TITYM TIO JIIBOMY HIKHBOMY KPato TPY/i-
HUHU 4/6 32 mikanowo JleBiHe.

PentrenosiorivHo BU3HAYEHO KaplioMerasiio
i3 KTI>80% i3 nocuieHnM JiereHeBUM PUCYHKOM
ta rernaromeraiio (puc. 1).

Y 3B'43Ky 13 [iJ03pOI0 HAa BPOJKEHY Baly
cepist AUTHHA OyJia OTJISTHYTa KapAioJoroM, mpo-
Be/lEHO TpaHCTOpaKajbHe exoKapaiorpadiune
00CTeKEeHHs, MM Yac siKoro OyJIo Bi3yasizoBaHO
3HAYHO PO3IIMPEHi MpaBi Kamepu ceplid: MpaBuit
HNITYHOUOK Ta Tepe/cep/s, BiXWUJEHHS MixX-
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Puc.1. PentreHorpadpia rpygHoi knitku. Kapaiomeranis,
renatomeranis

Puc.2. Exokapaiorpadis. lMapacTepHanbHa no3uis, ooBra Bicb.
CTpinka BKasye Ha 3Ha4HO PO3LUMPEHUI NPABUIA LLTYHOHOK

Pne.3. Ex0Kapniorpa(tJiﬂ HoTupukamepHa nosuyig: 1 — po3swu-
peHe npase nepeacepasn, 2 — pPO3LWNPEHNIA NPaBKii WAYHOYOK
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Puc.4. Exokapaiorpadis. MapacTtepHanbHa No3uLis, KOpoTKa BiCb:
1 — po3swmpeHe npase nepeacepas, 2 — pPO3LLMPEHNIA NPaBui
LUTYHOYOK, 3 — fereHesa apTepisi

Puc. 5. HoTpukamepHa nosuuis. HegocTtatHiCTb TpMKycnigansHo-
ro knanaHa 1,5+ i3 AP perypritauii 75 mm pT. CT. Ta TUCKOM Y npa-
BOMY LUMYHO4KY 85 MM pT. CT.

IILTYHOYKOBOI TI€PErOPOAKHU B GiK JIBOTO ILIyHOY-
Ka, 110 CBIYUJIO IIPO IMiJIBUILEHUI TUCK y IIPaBUX
Kamepax cepiig (puc. 2—4). PeectpyBaniach Hemo-
CTaTHICTh TPUKYCIIiIaJIbHOTO KJanaHa 1,5+ i3 rpa-
JIEHTOM TUCKY PETYPTiTaIlii 75 MM PT. CT. Ta THCKOM
y TIPABOMY IIJIYHOUKY 83 MM PT. CT. Bi/IIIOBI/IHO, 1110
CBiUMJIO TIPO BUCOKY JIer€HEBY TillePTEH3iI0
(puc. 5). Takox OyJi0 BisyasmizoBaHo aedeKT Mik-
nepesicepHoi meperopoaku 6 mm (puc. 6).

I3 cynpacTtepHasbHOl 1MO3UIlTI Bi3yaai30BaHO
A0PTYy Ta PO3IIUPEHY BEPXHIO TOPOXKHUCTY BEHY
(puc.7).

[Ipwm Bigyasizallii 3HAUHO PO3MTUPEHUX TTPABUX
KaMmep cepIist y HOBOHAPOKEHUX HEOOXiTHO mepe-
JIyCiM BUKJIIOUMTHU TaKi BPOJKEHI Balll Ceplisl SK:
KOapKTaIlisg aOpTH, TOTATbHUI Ta YaCTKOBUU aHO-
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MaJIBHUH IpeHaX JieTeHeBUX BEH Y IIpaBe Iepesi-
cepisd, CTEHO3 Ta aTpesiio JiereHeBoi apTepii, sAKi
OyJI BUKJIIOYEH] TIPU IIPOBEIEHHI TPAHCTOPAKa/Ib-
HOI exokapiorpadii.

[IpuurHM 3HAYHO PO3IMUPEHUX ITPABUX KaMep
cepisi Ta CTPIMKOTO HApOCTaHHS HHUPKOBOI
He/l0CTaTHOCTI (3pocTaB  PpiBeHb KpeaTHHiHYy
(153 mmousb/m), cevoBuum (16,7 mMmoab/n) Ta
neuinkoBux mpo6 (AJIAT — 629,8 Ou/n, ACAT —
440,5 MMOJIb/J1)) He OyJid BCTAHOBJIEH.

3 MEeTOIO MPOIOBKEHHS /[IarHOCTUYHOTO TTOTITY -
Ky auTwHi OyJI0 TpOBeieHo HelpocoHorpadio
(puc.8), Ha 4gKiil BUSIBJIEHO HASIBHICTb apTepioBe-
HO3HO1 MaJbdopMallii — aneBpu3Mu BeHn [ajena,
sgka i Oysa TPUYMHOIO CEPIEBOi HEIO0CTATHOCTI
y IUTUHMU.

VY Bimi ABOX THIKHIB AUTHHI OYJIO IIPOBEIEHO
KOMII'fI0TepHy ToMOTpadiio 3 B/B KOHTPaCTyBaH-
HSIM, Ha sKiii OyJjo miarBepaskeHo osHaku ABT
3 PO3BUHYTUMHU KOJIATEPAISIMH Ta MOITUPEHUME
JIypaJlbHUMU CUHYCaMU, BEHTPUKYJIOMETATIET0, SIK
HaCJTiIOK BeHO3HOI1 TimepTensii (puc. 9).

JlutrHa OyJia KOHCYJIbTOBaHa HEHpPOXipyprom,
SKUH PEKOMEH/YBaB IMPOIOBKEHHS MeJINKaMeH-
TO3HOTO JIIKYBaHHS CepIeBO-CYINHHOI HeI0CTaT-
HOCTI Ta cTabiaizalio cTaHy i3 JIaHOBUM €H/I0Ba-
CKYJISIPHUM BTPYYaHHSIM Y Billi 5—6 MicsIIIiB.

HesBaskatoun Ha BCi TpoBeieHi 3aX011, TUTUHA
roMepJIa y Billi TPhOX MICAIB y 3B'I3KY 13 BUpa3-
HOIO CepIleBO-CYyITMHHOIO HEOCTATHICTIO.

ITix yac posTuHy OYJIO HiATBEPAKEHO apTepio-
BEHO3HY MaJIb(hOPMAIIiI0 CYJIUH TOJIOBHOTO MO3KY:
ABT 3 MHOXXUHHUME apTepiOBEHO3HUMHU TIYHTA-
mu (I tun 3a knacudikarieio G. Yasargil). Kapuio-
Meramist: maca cepirst 60 T (N — 21 1), rimeprpodis
MIPaBUX BIJIJIB CEPIld, HEIOCTATHICTh TPUCTYJI-
KOBOTO KJIAIIAHa, JiereHeBa TinepTensis. XpoHiuHe
3arajibHe BEHO3HE TTOBHOKPIB'S: «MyCKaTHUW»
$hibpo3 TmeuiHKM, IiaHOTUYHA iHAYpallisi HUPOK
i cesesinkM, aHacapka, HAOPSIK CTPOME Ta I'OJIOB-
HOTO MO3KY, BOTHUITEBi KDOBOBUJINBH Ta TTAPCHXi-
MaTo3Ha AucTpodid BHYTPIITHIX OpraHiB. 3JUBHA
ceposHa OGpoHxonHeBMOHIg (6ak. mociB. Ned —
Pseudomonas aureginosa), npaBoOiYHUI JIOKaJIb-
HUIl THITHO-()IOPUHOZHUI TJIEBPUT, TIPABOOIYHUI
ITHEBMOTOPAKC.

Pe3yabTaTi JOCI?KEHHS Ta iX 00rOBOPEHHS

Anespusma Benn l'asiena — 11e apTepioBeHO3HNT
HIYHT y cybapaxHOigaJIbHOMY IIPOCTOPI Ta y XOPOi-
JanbHii miymni. Steinheil Brepime onmcas 1o maro-
Jgioriio y 1895 porti. Y 1949 p. Boldrey ta Miller oru-
caJii MHOXKMHHI apTepioBEHO3HI KoJiarepasi, Mo
NpeHyBancs y po3mmpeny BeHy lanena. ¥ 1989 p.
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Raybound mocmignB aHatoMiio MmepcrCTyIOUOTO
eMGpiosiorivHOro norepeaHuka Benu lameHa —
cepenHHy TIpo3eHtiedatiuyny BeHy MapKOBCHKOTO.
Lasjaunias ksacudikyBaB aneBpuaMy Benu [asieHa
Ha /B aHaToMiuHi (opMu — MypaibHy (IIpsiMa
(ictyna o mposentiedaniyHoi BeHn MapKOBCHKO-
Tr0) Ta XOpoifaibHy (MHOKMHHI XOPOiIa/IbHI apTepil,
110 BIA/IAI0Th Y IPOMIXKHY CITKY TIepe/l TUM, K Jipe-
HYBATHCS 710 BEJIMKOTO BEHO3HOTO MilllKa) — i BCTa-
HOBUB, 1110 /IpyTa (hopMa 3yCTPIiYa€ThCs YacTille.

Y crarti HaBeneHo KIIIHIYHUN BUIIQJIOK aHe-
BpuU3MU BeHM lasieHa y HOBOHAPO/KEHOI JiBYMH-
KU 13 BaJKKOIO CEPIEeBO-CYJMHHOIO HEJIOCTATHICTIO,
0 KJTIHIYHO MaHidecTyBajga y paHHbOMY HEOHa-
TaJbHOMY TIepio/li. Y HOBOHAPOKEHOI OyJI0 [iar-
HOCTOBAHO XOPOINaJbHUNA THUI MaJb(opMallii,
SKUU KiacudikyeThbes gk | tum 3a kmacudikallieio
Lasjaunias ta I tun 3a kracudikariero Yasargil [7].
Koriniuni o3Hakm BaxKKoi ceprieBO-CyMHHOI HE/l0-
CTATHOCTI CIHOCTEpiTalucs Bifipa3y Iicas Hapo-
JUKEHHS, M0 TAaKOXK BKa3y€ Ha HECIPUSITIUBUIN
TTOAAJTBITNN TTPOTHO3.

3a IaHUMU JIiTepaTypH, MeXaHi3M BUHUKHEHHS
CEepIIeBO-CYJAMHHOI HEJIOCTATHOCTI Yy aiTedt i3 ABT
MOSICHIOETHCST  THUM, 1[0 BHYTPIITHBOYTPOOHO
CYAMHHUIL OIip y 1epebpabHUX apTePiOBEHO3HUX
MasTb(OPMAITisIX € HU3BKUM, 1[0 3yMOBJIEHO HU3b-
KOI0O PE3UCTEHTHICTIO MaTKOBO-TJIAIlEHTapPHOTO
KPOBOOOITY, TOMY CepIEeBO-CYJAMHHA HEI0CTAT-
HICTb He PO3BUBAETHCS Y MPEHATATLHOMY TIEPiOJi.
[MocTHaranpHO, TMicjag BUKJIIOYEHHS HU3BKOPE3H-
CTEHTHOTO TIAIIEHTAPHOTO KPOBOOOITY, 301/bIIy-
€THCST CUCTEMHUI OITP, TTOKPAIIYETHCS KPOBOTIK
yepes 1epedpasibHi apTepioBeHo3HI (hicTyin, THM
CaMHUM CHPUYMHSAIOYN CUHAPOM <«OOKpajaHHs»
CUCTEMHOTO KPOBOTOKY, 110 TPU3BOIUTH JI0 BUHUK-
HEHHS CepIIeBO-CY/IUHHOI HEJI0CTATHOCTI 3 BUCO-
KUM CepIIeBUM BUKHUIOM [5].

Bin poamipy dicTysr 3aeskarh KiJIbKiCTb KPOBI,
1[0 IIYHTYETHCA B Hiil, a TAKOK TEPMiHU PO3BUTKY
Ta BaXKiCTh mepebiry cepueBo-CyAMHHOI Hexo-
crataocti [5]. CepiieBo-cy/iMHHA HEIOCTATHICTD
PO3BUBAETHCS Y 3B'SI3KY 13 MepeHABAHTAKEHHIM
00'€eMOM KPOBI ITpaBUX BiLIJIIB cepiist. Y 3B'sI3KY 3
HU3bKUM IepedpaibHUM CYAUHHUM OIIOPOM, Gijib-
ITICTH CEPIIEBOTO BUKWU/LY i3 JTIBOTO MIITYHOUKA CKe-
POBYETHCS JI0 TOJIOBHU.

Ii mexaHi3Mu TPU3BOASATH O 3HUKEHOTO
CHCTEMHOTO KPOBOTOKY, BWPA3HOTO allHU/I03y,
MIOTEHIIIHO /10 ITOJIIOPraHHoi i1lieMii Ta epCUucTyo-
Y0i JIeTeHeBOi TiNepTeH3sii y HOBOHAPOKEHOTO [2].

HewmogigTa, SKi MatoTh KJIiHIYHI TTPOSIBU cepiie-
BO-CY/IMHHOI HEJIOCTATHOCTI Bipa3dy IicJsl Hapo-
JUKEHHST, TOBUHHI OyTH OOCTEKEHI IUTSINM Kap-
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Pue.6. Exokappiorpadpis. CybkocTanbHa no3uuis. BTOpuHHMIA
nedekT mMixnepeacepaHoi neperopoaku 6 Mm

Puc.7. CynpacTepHanbHa noauuid. lyra aoptn: A — gunaroBaHa
6e3imeHHa BeHa (1); B — 306paXkeHH$ i3 KONbOPOBMM LOMNMNEPOM

Puc.8. HenpocoHorpaduisa. ApTepioBeHO3Ha Manbdopmalis —
aHeBpu3ma BeHu laneHa

ISSN 2663-7553 Modern pediatrics. Ukraine 5(101)/2019

Puc. 9. Komn'totepHa Tomorpacdpia — anriorpacis

JIIOJIOTOM 3 METOI0 BUSBJIEHHS BPOKEHOI BaAM
cepirst. KimiHiuHO iarHOCTYETHCS 1iaH03, CUCTOJIY-
HUIT 1IyM Ta Bi3yasi3yeTbcsl 3HauHE BUOYXaHHS
Ta myJabcallig muitHuX BeH. [{iano3 3a3Buuail BKa-
3y€ Ha MIEPCUCTYIOUY JIETEHEBY TillepPTEeH3iI0 3 03HA-
KaM¥ TPaBO-JIiBOTO TIYHTA Ha PiBHI apTepiasbHOl
mpoToKH [2]. AK mpaBuiio, MOCTIMHMIA IITyM MOXKe
BUCJIYyXOBYBaTUCS HaJl TiM'SIUKOM, IIpoTe Jikapi
3pifika TPOBOAATH AyCKYJAbTAII0 TiM'S4Ka, gK 1
y IaHOMY BUIIQJIKY.

Ha pentrenorpadii opraniB rpyaHOl KJIITKH
JIaTHOCTYEThCA TOIMUPEHUN CUJIyeT ceplis 3a
paxyHok mnpaBux Horo BigminiB. Ha esekTpo-
KapaiorpaMi BU3HAUAIOThCS O3HAKHW TimepTpodii
MpaBUX BiJUIJTIB ceplis Ta ineMiuHi 3minuy [1].

Exokapmiorpadiuno, gk mpaBuiio, Bi3yami3y-
€THCA CTPYKTYPHO 37I0POBE CepIie 3 PO3MIMPEHUM
MpaBUM NITYHOUYKOM Ta TPABUM TEPENCEPIIM
i3 HU3BKOIO CKOPOTJIWBOIO 3ATHICTIO MiOKapja,
O3HAaKaMH CYIPACUCTEMHOTO TUCKY B IIPAaBOMY
HIJIYHOUKY Ta JiereHeBiil aprepii, mpaBo-JiBuil
NTYHT Yepe3 BIIKPUTY apTepiajbHy TPOTOKY.
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[ HemoensizABr |
JaHi 06’€KTUBHOIrO
:> Llkana BiceTtpa
¢ < 8 — nikyBaHHS He NokasaHe

Ta napakiHiyHoro
06CTEeXEHHS
* 8-12 — ypreHTtHa embonizauis
* > 12 embonizaujs y BiLj 5 micsuis

i3 NPOAOBXEHHAM

1. KapgionoriyHi
MeAMKaMEHTO3HOr O NiKyBaHHS

2. HenpoxipypridHi

3. HeBponoriyri

Ta EXOEl 03Haku

4. TpombounTn
\NpoTpoMBiHOBWUIA Yac
5. CeyoBuHa\KpeaTuHiH

Puc. 10. Anroputm HagaHHa gornomoru gitam 3 ABI

HartomicTp JIiBUi HIJIYHOUOK CKOPOYYETHCS 0Ope
i He € po3mupenuM. TakoK BUBHAYAETHCS IUIATA-
Iis1 Ly aopT Ta 6e3iMeHHol BeHu [1].

Exoxkapiosioriure 06CTeKeHHST BKIIOYAE OIliH-
Ky (YHKIII ycix kKamep cepilsd, HagBHICTh apTepio-
BEHO3HOTO ITYHTA, BUSHAUEHHS TUCKY Y JieTeHeBil
apTepii (HepsIMUM METO/IOM — OIIIHKOIO IITBU/IKO-
CTi TOTOKY Ha TPUKYCHiJAJbHOMY KJamaHi, Ha
SKOMY BU3HAYAETHCS HENOCTATHICTH), HASABHICTD
IHIITUX BaJI CEPILd, TAKUX SK TOTAJTHHUN Ta YaCTKO-
BUI aHOMAJIBHUI APeHaK JIeTEHEBUX BEeH y TIpaBe
repejicepisi, aTpesis Ta CTeHO3 JiereHeBol apTepii,
KOapKTaIlis aOpTH.

Y manoMmy BUIIQJIKY AyTa aOPTU Bi3yasidyBaJia-
cs1 6Ge3 o3Hak gedopmMaltii Ta BiAKPUTOI apTepiaiib-
HOI TPOTOKH, Y YePeBHI a0PTi BU3HAYABCS TTYJIbCY-
founii KpoBoTiK. I[Ipu orysizi BusHauamacst goopa
IyJIbCallisl Ha CTETHOBUX apTepisiX 3 060X CTOPIH.

TorarpHOMYy aHOMAJBHOMY JAPEHAXKY JieTe-
HEBUX BEH y IpaBe Tepejicep/is IpuTaMaHHi reMo-
MIUHAMIYHO MaJjie JiiBe Tepencepis, KOpOoTKa Bijl-

CTaHb BiJ JIBOTO TIepeicep/is 10 HU3XITHOI aOpTH
3 JI0Broi oci, mo a00pe BisyasisyeTbes i3 mapa-
CTEPHAJIBHOI TO3UIlii, Ta HEMOKJIUBICTh Bi3yasi-
3allil BMAAIHHS YOTUPHOX JIETEHEBUX BEH Yy JIiBE
nepeacepzs, 1Mo OyJ0 BUKJIIOYEHO Y JaHOMY
BUTIA/IKY.

Komm'torepra Tomorpadis Biirpae Bupimmasib-
Hy POJIb y BCTaHOBJIeHHI aiarno3y. [lepebGpasibha
anriorpadis 1a€ MOKIMBICTD ETATHHO Bi3yami3y-
BaTU CYyIUHU, 1[0 € BU3HAYATBHUM TIPU TIJIaHYBaH-
Hi [10JJJIbIIOTO JIiKYBaHHSI.

JlixyBauuss ABT mnepenbauae crabimizarito
3 OOKy cepiieBo-cyinHHOI cucremu. [[poro MozxHa
JIOCATTH 32 PaxXyHOK 3HWKEHHS CUCTEMHOTO Ta
JIETEHEBOTO CYAMHHOTO OIIOPY Ta IOKpalleHHI
CepleBOro BUKHUIY 1 CKOPOTJIUBOI CUCTOJIYHOI
(ynxii ceprd.

Jlo11iIbHO 3aCTOCOBYBAaTH Ba30JAUJIATATOPH,
dK CaMOCTIMHO Tak i B KOMOiHAIli i3 HU3BKOIO
YU CEPEIHBOIO 03010 IHOTPOMHUX IIperaparib.
Mispinon (iuribitop docdomiectrepasu) ta inra-
JISIIHTHT 3aKWUC a30Ty AAI0Th TO3UTUBHUN KJTiHIYU-
HUIl e(eKT JJIsT 3HUKEHHSI JIETEHEBOTO OIOpY.
YV jneskux BUIaAKaX HeoOXiaHa iH(Y3is mpocta-
rinanauay E, mo6 36epertu mpaBo-JIiBHil IIYHT
yepe3 aprepiajibHy IPOTOKY it 3abe3ledeHHs
a/IEKBATHOI CUCTEMHOI IIMPKYJIAIT [5].

3HavHa yBara TOBUHHA MPUIIIATICSI HEBPOJO-
riYHOMY OOCTEKEHHIO, BKJIFOYAIOUM €JIEKTPOEHIIe-
(hamorpadiro, BUMipIoBaHHS OKPY>KHOCTI TOJIOBH Ta
BUABJIEHHSI O3HAK IIJABUIIEHOTO BHYTPIITHbOYE-
permHOTO THUCKY Ta Tifporedarnii. HesBakaioun na
Te, 1[0 OCHOBHOIO JKUTTEBO 3aTPO3JIHBOIO TIPOOJIE-
MOIO € TIPOrpecyioua cepiieBa HejoctatHictb, ABT
MOKe TaKOK OyTH MPUUYMHOIO PO3BUTKY BaKKUX

Tabnuys
Lkana BiceTpa
Ban ®dyHkuis CCC Liepe6panbHa ¢pyHKuis [AunxanbHa pyHKUisA MeyiHkoBa PyHKuis BuginbHa dyHKuig
5 Hopwma Hopwma Hopma - -
4 Oigx::xliﬁ“a' Cy6KniHiYHi, i30nb0BaHi TaxinHoe, BUNM1Bae _
663 NikyBaHHA nopyLUeHHs Ha ExoEl  |nnsweuky monoka/cymiLli
He,qoqarmcm, KOH!Byﬂ.bCII BiAcyTHI, TaxinHoe, He poinae Fenatomeranis sigcyTHs,
3 cTabinisosaHa MPOMIiXHi HEBPONOTiYHi nAsLIeYKy . Hopma
’ . (byHKLis He nopyLleHa
NiKYBaHHAM CYMNTOMM nig 4ac rogyBaHHs
HepocraTHicTb, . [o6pa catypauis, .
2 He BiArykyeTbcs E’g:;ﬁi;; Ha LUTYYHiI BeHTUNALT mI'eHnKaTigI\:ﬁrenlgm,jg(Ha a TpaHauTopHa aHypis
Ha NikyBaHHA y Fi02<25% YHKU Py
. Ho6pa carypauis, Ha . -
1 :eii?lﬂﬂn:; Cynomu LUTYYHIV BeHTURALT MeviHkoBa HegoCTaTHICTh Hec;aglﬁ?;l/;v;ﬂmpes
Fi02>25% Py niky
0 He Bigrykyetbcs [MocTiiHi HeBponoriyHi LLTyyHa BeHTUNALS, QZ?OﬁgfnabJ;. nﬁi";ﬁmg:i ARVDis
Ha NnikyBaHHA CYMNTOMM Jecatypauis ynorpamu, yp
hepmeHTH

IIpumimra. Po3paxynok Makcumasbroro 6ana: 5 (cepiiesa) + 5 (epebpanbia) + 5 (auxanbia) + 3 (neuinkosa) +3 (nupkosa) dynkiis = 21.
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1epedpaibHUX YCKJIAIHEHb, TAKUX SIK eHIleharo-
natisi, rigpouedasis, cygioMu Ta BijfCTaBaHHS
y Gi3UYHOMY PO3BUTKY.

OpauM 13 BapiaHTiB BU3HAUEHHS TTOTEHITIHHIX
MOSKJIMBOCTEH JiikyBanHs ziteit i3 ABI € 3actoc-
yBanus mkanu bicetpa [4,7]. 1la mkama cknana-
eTbcst 3 21 Gasa, SIKi HaZAIOTHCS 3a BUPA3HICTh
O3HaK 1 KJIIHIYHUX CUMIITOMIB, XapaKTEePHUX s
TTOPYIIEHHS CePIEBO-CYANHHOI, AUXATbHOI, HEp-
BOBOI, TPaBHOI Ta BUALJIBHOI crcteM (TabJ1.).

Kainiuni Ta maGopaTopHi MOKa3HUKK BUKOPH-
CTOBYIOThCST [7is1 oOuncyiennst 6amis Bicerpa. bas
<8 i3 21 BKazye Ha HECHPUATIUBUN IPOTHO3,
a HEMOBJIST BBAKAETHCSI HECTAOLIbHIIM JIJIsT YPreHT-
Hoi emOotizariii. Bar mizk 8 ta 12 BKasye Ha Te, 1110
embosrizallis Moxke OyTH YCHIIIHOK Yy I[bOTO
xBoporo. bam >12 Bkazye Ha Te, MO HEMOBJII
€ M0OpUM KaHIUIATOM IS JIIKYBaHHS CepIeBO-
JiereHeBoi HemoctaTHOCTi. JIiKyBaHHST HEOOXiIHO
MIPOBOJUTH Y Billi GJU3bKO II'AITU MICSIB, TOKK
nuTHHA Habepe Bary, Ta PU3UKH PO3IIUPEHO]
emOomizarii OyayTh 3HAYHO HIKYUMU. AJITOPUTM
agikyBauHs ABI HaBeneno Ha puc. 10.

HesBaxatoun Ha JsikyBauHs, y O0m3bko 50%
TTAITiENTIB, 32 JAHUMU JTITEPATyPH, TaK i HE BAAETh-
st IocTTH cTabimisalli cepreBo-CyIMHHOI CucTe-
Mu, a Xipypriune mgikyBanHd ABI BBakaeTbcs
ManoedextuBHuM [10].

Ha cborogHi Hemae 3aTBEPIKEHUX ITPOTOKOJIIB
JIIKyBaHHS JJAHOI MATOJIOT11, OCKITHKH He TTPOBO/IN-
JIIch MacinTaOHi KaiHiYHI gocimpkerns. Jlabopa-
TOpHA [iaTHOCTHUKA IOBUHHA (POKYyCyBaTUCS
Ha OIMiHII (yHKII TEIiHKH, CeplieBO-CYyINHHOI
Ta ceyoBuAiNbHOI cucteMu. PiBerb NT pro-BNP
TTOBUHEH BU3HAYATUCS JI7IS OIIIHKY yPAsKEHHS Mio-
Kap/la BHACJIJIOK BUCOKOI JieTeHeBOl TilnepTeHsii
Ta TMOJIOpranHoi imemii [6].

Xipypriune nikyBanusg ABI Bkiiouae Bigkputy
onepaltiio, IpAMUI TPaHCTOPKYISAPHUH TOCTYII 10
jiramii, TpaHcaprepiaibHy emOouizalio uu
BHYTpPIilIHbOBeHHY emboizaiin. CrarucTuka
XipypriyHux BTPy4YaHb BiIKPUTUM JOCTYIIOM
nokasye maitzke 100% meTanbHICTh, TPAHCTOPKY-
JIIPHUH JIOCTYTI TAKOK HE € YCIIIHUM, 4 TPAHCBe-
HO3HUH JIOCTYTI TPU3BOAUTH /10 BAKKIX KOTHITUB-
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BucuoBku

Anespusma Benu lajena — 1ie HaA3BUYAIHO
PIIKICHA TATOJIOTid, HI0 YacTO A1arHOCTYEThCS
nyxe misHo. Jlamwii BUTAZOK EMOHCTPYE
HeoOXiaHicTh BuK/I0YeHHss ABIT mpu Bupasmiit
cepleBiil HemocTaTHOCTI y [iTell 6e3 BPOIKEHOT
BaJIN CEPIIS.

Jlikapi, 10 NPOBOAATL TMPeHATAJIbHY YJbTpa-
3BYKOBY J[IaTHOCTHUKY TIJIO/IA, TA IUTIY1 Kapioa0oTh
HNOBHMHHI OyTH HACTOPOKEHUMU IIOI0 BUSIBJICHHS
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BUICOKY ITiCJISIOTIEPAIiTHY JIeTATbHICTD.
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Bruges will host our 67th -At-mual

BARD (Biliary Atresia and Related Diseases)
BARD will join us on 10" & 11" for their 2nd Congress.

Scientific Meeting in 2020, 8" —
We will be based at the Oud Sint Jan (Old Saint John Site).

‘ - ; 'hii . ;

10® July

2020

Our Headquarters hotel will be the Grand Hotel Casselbergh, a ten minute walk from the Oud Sint Jan and you can book
this hotel via our concierge service (BAPS receives no percentage).

https://congress.baps.org.uk/location/
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