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Tetpaga ®anno (T®) — HanbinbLU NOWMPEHa LiaHOTUYHA BpokeHa Baaa cepus (BBC), ska 3ycTpivaetbes y 10—-15% sunagkis. Tetpaga danno i3 BifCyTHICTIO
KnanaHa nerexesoi aprepii (JJA) — ue Han6inbL pigKiCHWA BapiaHT KnacuyHoi T®, WO 3yCTPivaeTbCA i3 4acTOTOK 2%. KNiHiYHO Us Baja nposiBNfAeTbCs
1liaHO30M Pi3HOro CTyNeHs Ta pecnipaToOpHUMM pO3nafamu, L0 BapitoloTb Bif HE3HAYHOI 40 BUPA3HOI AnUXanbHOI HegocTaTHOCTI. ExokapaiorpadpivHo TO i3
BifICYTHICTIO KnanaHa J1A xapakTepu3yeTbCs MaCUBHOI0 aHEBPU3MATUYHOK Aunatauieto rinok JIA. CTynkn KnanaHa noBHICTHO BiACYTHI 200 MalOTb HepiBHi Kpai
Ta PYAUMEHTAPHY KnanaHHY TKaHWHY.

KniHiyHui Bunapok. HageaeHo KniHiyHuin Bunagok T i3 BiACYTHICTIO KnanaHa JIA, fika He mana KIiHiYHWX nposiBiB 3 60KY CepLeBO-CYANHHOI CUCTEMN, Y
NOEAHAHHI i3 PiAKICHNM reHeTUYHUM cuHgpomom LUmiga—®pakkapo. QutuHa 6yna ckepoBaHa Ha 0OCTEXEHHS Y 3B'3KY i3 HASABHICTIO MHOXMWHHUX Baf
PO3BUTKY, TaKIX SK aTpesis aHyca Ta aHomanii panaHr nanbLis BEpXHix KiHUiBOK. Bagy cepus 6yno BUSBNEHO BMNAAKOBO. [luxanbHa HeJOCTaTHICTb novana
HapocTaTi 3 4acoMm. Lle wocTtuit KniHiyHnii Bunagok T i3 igcyTHicTio knanay J1A 3a 20 pokis, wo cnoctepirasca y JIOOKIT «OXMATONT».

BucHoBkn. Oco6NMBICTIO AAHOTO KMiHIYHOrO BUMaAKy € MOEAHAHHSA PiKICHOr0 BapiaHTy aHaTomii BBC — T® 3 BifcyTHicTio knanaa J1A (aHeBpu3ma npasoi
TifIKK nereHeBoi apTepii Ta areHesis NiBoi) 3 reHeTUYHOI NaTonorielo — cuHapomom LLmiga—®pakkapo. BigcyTHicTb KniHi4HMX nposisis BBC Bigpasy nicns
HApPOKEHHS NOACHIOETHCA CEPeSHIM CTYNEeHeM CTEHO3Y Ta HasBHICTIO NiBO-NPABOrO LUYHTA, AKWIA 6YB CAPUYMHEHWIA NiABULLEHUM ONOPOM NEreHeBNX CYAuH.
HasBHICTb BIfKPUTOI apTepianbHOi NPOTOKM, YOro 3a3BK4aii He CMOCTEPIraeTbCsA, € MOraHWM MPOrHOCTUYHUM MapkepoM. O6CTPYKLIS AWXanbHUX LLNAXiB
nunatoBaHumu rinkamu J1A HapocTana, 3yMOB/oBaia OCHOBHI KNiHiYHi NPOsBK JaHOi NaTonorii, Wo cTano npuyuHOK CMepTi nauieHTa.

[locniKeHHs BUKOHaHI BigMOBIAHO O npuHuunie lenbciHcbkoi [Jeknapauii. MpoTokon AOCHIMKEHHS yXBaneHWid JToKanbHUM eTUYHUM KOMITETOM YCiX
3a3Ha4eHnx y po6oTi ycTaHoB. Ha npoBeAeHHs LOCAiImKeHb 6Y0 OTPUMAHO iHPOPMOBAHY 3rofly 6aTbKiB LUTUH.

ABTOpPU 3a7BNAKOTH NPO BiACYTHICTb KOHMIKTY iHTEPECIB.

Knto4oBi cnosa: fiTn, HOBOHApPOMKEHUI, fliarHOCTMKa, TeTpafa Panno, BiACYTHICTb KNanaHa nereHesoi apTepii, BpoAKeHa Baja cepus.
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Tetrallogy of Fallot (ToF) is the most common cyanotic congenital heart defect (CHD), which occurs in 10-15% of cases. ToF with absent pulmonary valve (PV)
is the rarest form of classic ToF, which encounters 2 % frequency rate. Clinically, this defect manifests in varying degrees of severity of cyanosis and respira-
tory disorders ranging from minor to severe respiratory failure. Echocardiographically, ToF with absent PV valve is characterized by massive aneurysmal dila-
tion of the pulmonary arteries. Cusps of the valve are completely absent or have uneven edges and rudimentary valve tissue.

Case report. The rare clinical case of ToF with absent pulmonary valve combined with Schmidt—Fricaro genetic syndrome is discussed in this article. Heart
defect was discovered accidentally, as the child did not have any cardiac symptoms but presented with the following congenital anomalies: rectal atresia and
upper extremity finger anomalies. Respiratory failure began to develop and increase over time. This is the sixth clinical case of tatrallofy of Fallot with absent
pulmonary valve observed in a twenty-year period at the Lviv Regional Children's Clinical Hospital «OHMATDYT».

Conclusions. The main feature of this clinical case is the combination of a rare anatomy of congenital heart disease — Tetrallogy of Fallot with absent pul-
monary valve (aneurysm of the right pulmonary artery and agenesia of the left) with a Schmid-Frakkaro genetic syndrome. Clinical manifestations of congen-
ital heart disease were absent immediately after birth, due to the moderate stenosis and the presence of a left-to-right shunt, which was caused by increased
resistance of the pulmonary arteries. The open ductus arteriosus was present in this case, which is a bad prognostic marker, and is usually absent. Progressive
airway obstruction by the dilated pulmonary arteries determined the main clinical symptoms in this case and was a cause of death in this patient.

The research was carried out in accordance with the principles of the Helsinki Declaration. The study protocol was approved by the Local Ethics Committee of
all participating institutions. The informed consent of the child's parents was obtained from the studies.

No conflict of interest was declared by the authors.
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Tetpana ®anno (TO) — Hanbonee pacnpOCTPaHEHHLIA LMAHOTUYECKMIA BPOXAEHHBIA nopok cepaua (BIIC), koTopbin BeTpeyaetcs B 10-15% cnyyaes.
Tetpaga ®anno ¢ 0TCYTCTBUEM KnanaHa siero4Hoi aptepun (JTA) — ato Hanbonee peakuii BapuaHT Knaccu4eckon Td, KOTOPbIN BCTPEYAETCA € 4ACTOTON 2%.
KnuHn4eckn aToT Hefl0CTAaTOK NPOABASETCA LNAHO30M Pa3nnYHOIA CTEMEHN 11 PECMUPATOPHBIMI PACCTPOMCTBAMU, KOTOPbIE BapbUPYIOT OT HE3HAYNTENbHON 10
BbIPOXKEHHON AbIXaTeNlbHON HEeLOCTaTOMHOCTU. IxoKapauorpadpuyHo T ¢ oTcyTcTBMEM KnanaHa JIA xapakTepuayetcsi MacCUBHOW aHeBPU3MAaTUHeCKON
aunataumeii seteeit JTA. CTBOPKM KnanaHa nofHOCTbIO OTCYTCTBYIOT UM UMEIOT HEPOBHbIE KPas U PYAUMEHTAPHYHO KNanaHHyK TKaHb.

Knunnyeckuin cny4aih. lpeAcTasneH KauHW4eckwii cnydaih T® ¢ oTcyTcTBMeM knanaHa JIA B KOMOWHAUMM C PEAKMM TEHETUYECKWM CUHAPOMOM
LLImnaa—®pakkapo, KOTOPbIA He UMEST KIIMHUYECKUX NPOSBEHNA CO CTOPOHbI CepLeYHO-COCYANCTON cucTeMbl. Pe6eHOK 6blil HanpasneH Ha 06cnefoBaHue
B CBAA3M C HANMYMEM MHOXXECTBEHHbIX MOPOKOB PA3BUTUSA, TAKMUX KAK aTpe3ns aHyca U aHoManuu chanaur nanbLes BepXHUX KOHeYHoCTel. Mopok cepaua 6bin
06Hapy)XeH cnyyaitHo. [bixatenbHas HeA0CTaTOMHOCTb Havana HapacTaTb CO BpeMeHeM. JTO LIECTON KNNHUYeCKNiA ciyyail TO ¢ oTcyTcTBMeM KnanaHa J1A,
HabntopasLuniics 3a 20 net B JIOOKE «OXMATOET».
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KAIHIYHMI BUTTAAOK

BbiBofbl. 0CO6EHHOCTBI0 JAHHOTO KNMHUYECKOrO Ciyyas ABAAETCS CO4eTaHMe PeAKoro BapnaHTa aHatomumn BINC — T® ¢ oTcyTcTBMEM KnanaHa JT1A aptepun
(aHeBpn3ma npasoil BeTBYM JTA 1 areHe3us NeBoit) ¢ reHeTU4ecKom natonornein — cuugpomom LLimuaa—®pakkapo. OTCYTCTBUE KIMHUYECKNX NposiBnieHnin BI1C
Cpasy nocine poXAeHUs 0OBLACHAETCS CPeAHEN CTENeHbI0 CTEH03a 11 HAIMYUEM NIEBO-MPABOTO LUYHTA, KOTOPBIA 6GbiN BbI3BAH MOBbILIEHHbLIM CONPOTUBIEHNEM
NeroYHbIX COCYHOB. Hanmume OTKPBLITOrO apTepuanbHOro MpoToka, 4ero 06bIYHO He HAbMoAaeTcsi, SABASETCA MAOXUM MPOrHOCTUYECKUM MapKepoM.
06CTpYKUMS AbIXaTeNbHbIX NyTei AUnaTMpoBaHHbIMK BeTBAMM JTA HapacTana, npefonpeaensna 0CHOBHbIE KNUHUYECKMEe NPOSBAEHUS AAHHOW NaToNornn 1

cTana npuyYMHOM CMepTH NaumeHTa.

NccnenoBanie 6b110 BbIMOMHEHO B COOTBETCTBIN C NPUHLMNAMI XeNbCUHKCKOI [eknapawuu. MpoTokon nccnesoBaHins Obin 0806peH JToKanbHbIM 3THYECKUM
KOMMTETOM BCEX Y4acTBYIOLLMX Y4PEXAeHMiA. Ha npoBeaeHe nccneaoBaHnii 610 nony4eHo MHAOPMUPOBAHHOE COrnacue poauTenei pebeHka.

ABTOpbI 3a8BNSIOT 06 OTCYTCTBUM KOHCHNIMKTA MHTEPECOB.

Knioyesble cnoBa: 1eTy, HOBOPOXAEHHbINA, AMArHOCTUKA, TeTpaaa danno, 0TCYTCTBUE KnanaHa fero4Hoii apTepuu, BPOXXAEHHbIA NOPOK cepaua.

Beryn

TeTpaﬂ;a ®Dajno (TD) — HalbiIBII OIIKPE-
Ha I[iaHOTUYHA BPOJ/KEHA Bajga CepId
(BBC), sxa syctpivaerbest y 10—15% Bumakis.
Terpana MaJuio i3 BificyTHICTIO KJIanaHa JiereHeBoi
aprepii (JIA) — me HaitOULIBIN PiAKICHUI BapiaHT
kiacuarol T, 1110 3yCTPIiYaeThCs i3 YaCTOTOIO 2%.
KuiHiuHO 111 Bajia TPOSIBISETLCS 1IaHO30M, KU
Mozke OyTH HesHauHUM abo BiCYTHIM, peciipaTtop-
Hi CUMIITOMU BapiioioTh BiJi BUPA3HOI AUXATHHOL
[T Bajia XapakTepu3y€eThCsl MAaCMBHOIO aHEeBPU3Ma-
TUYHOW auiataiieto riok JIA. CTyskn kianaHa
MOBHICTIO BifcyTHI ab0 MalOTh HepiBHI Kpai Ta
pyanMenTapHy kiamanny Ttkanwny. [loman 75%
HOBOHAPO/IKEHUX 13 BAXKUMU YCKJIAJHEHHSIMUI
3 GOKY AMXaJIbHOI CUCTEMU TIOMHUPAIOTH (Ge3 orepa-
TUBHOTO JIIKYyBaHHS y rpysiHoMYy Bitli. [licasionepa-
IiliHa JIeTaJIbHICTh 3YMOBJIEHA YCKJIQHEHHIMU
3 60Ky JIMXaybHOI cucteMu Ta cTaHoBUTH 20—40%.

Kniniuanii BUnagox

3 1010r0BOTO OYIMHKY Y BiIIiIeHHST peaHima-
1ii HOBOHAPOJ/KEHUX TlepeBe/leHa HiBUYMHKA i3
niarao3oMm: «/ledopmartig ByniHuX pakoBUH, MaK-
POIJIOCisi, aHOMaJIis PO3BUTKY MaJbI[iB Ha 000X
KHUCTSAX, aTpe3id aHyca, peKTO-BariHajJbHa

Hopwuilsdy». JliBunnka Hapoaunaca Bij I11 BaritHOCTI,
I mostoris 3 macoio 2900 r, 3pocToM 52 ¢M, OKPYsKHi-
CTIO TPYTHOI KJTITKK 33 CM Ta TOJIOBU — 32 CM Yy Tep-
mini recramii 38 Twknis. Ilepebir BaritHocti Oe3
ocobsmBocreit. OtiHka 3a mkasow Amrap 7/8 6ais.

Yepes Tpu roguHM TiCad TIepeBeIeHHS Y Biili-
JIEHHS CTaH AUTUHU 3HAYHO MOTIPITUBCS: HAPOCIa
IUXaTbHA HENOCTATHICTb, 3aAMINIKA, CTOTHYYE
JIUXaHHd, 3 IBUJINCS TIHUCTI BUJIJIEHHS 3 POTa,
3pUTyBaHHS, 3HWKEHHS caryparii. ¥ 3B'SA3Ky 3
UM JUTHHA OyJia Tiepese/ieHa Ha [ITYYHY BEeHTH-
ssiito agerens (IIIBJI) Ta manaromxkeno iHdy3sio
AJIBIIPOCTaHy, aHTUOIOTHKA, CEYOTIHHUX TIperapa-
TiB Ta 1HDY3IMHO-KOPUTYBAJIBHY TEPAIIiIo.

3 aHaMHe3Y BiIoMO, 110 TepIia IUTUHA B POIU-
Hi Hapoauiacs 370POBOIO, a JIpyra BariTHICTH
3aBMepia. JKiHOUY KOHCyJsIbTaIlifo MaTu BiABiLY-
BaJIa 3Ti/IHO 3 TIPOTOKOJIOM, Ha 00Ky mepebyBasa
3 12-to TwskHst BaritHOCTI. [Tepebir gaHoi BariTHO-
cri 6yB 6e3 ocobiuBocteil. HaBkosommiani Boau
yucTi, paKTOpU PU3NKY, TaKi sIK TATiHHS, B)KUBaH-
HSI aJIKOTOJII0 YW IIKIAJIMBOCTI Ha PoOOTi, MaTH
3anepeuye. Anamisu Ha RW, anTutina 1o renatu-
Ty, TORCH indexmiit Ta BIJI seraTusHi.

IIpu orasmi: quTuHa MJsiBa, TOTpebyE Moadi
kucHio (SpO2 — 90-92%). Hlkipui moxkpusu 6ri-
JI0-pOsKeBi, BHU3HAuaBCA MepiopajbHUN IiaHO3,

Puc.1. AHOManisa po3BUTKY MepLunMx nanbliB HAa 060X KUCTAX
(mopaTtkoBa (panaHra)

94

Pue. 2. PenTreHorpadis rpyaHoi Knitku
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cam30Bi  000JIOHKKM BoJjiori. Benuke TiM'stuko
0,5x0,5 cM Ha piBHI KiCTOK Yeperia, IIBU KOAlToOBa-
Hi, BU3Havamacs aedopmallis BYNTHUX PaKOBUH,
aAHOMaJIisl PO3BUTKY MEPIINX MajbI[iB Ha 000X
kuctsax (puc. 1). Disiosoriuni pedrekcu BUKIIH-
KaJncs, M's1I30BUI TOHYC 3HUKEHWH, OYHI CUMIITO-
MU oropeakiiii 36epexeni. [JuxaHHs CIIOHTaHHE.
AyCKyJIbTaTUBHO [MXAHHSI MPOBOIUIOCS 3 000X
CTOPiH, MO JIBOMY Kpaio TPYIHUHU BU3HAYABCH
cuctosivauil mrym 4,/6. [lpu manpmnanii BusHavas-
¢ M'AKUI JKUBIT, IIe4iHKa BHUCTyNajJa Ha 3 CM
3-11ij1 Kpato pebepHOi IyTH, MEPUCTATBTHKA MJISIBA,
CEeYOIIyCK BiJIbHUI.

JaHi napaxaiHiYHUX 00CTEKEHb: Ha PEHTTEHO-
rpami Bigyasi3yBasacs KapioMeramis, TiHb cepIlsd
YACTKOBO 3aTiHSIE€ JIiBY IJIEBPAJIbHY TOPOKHUHY
3 AaHEBPU3MATUYHO PO3MTUPEHUMU TIEHTPATbHIMI
JIETEHEBUMH apTePisiIMU i3 HOPMaJIbHOIO Tepude-
puunolo BackyJsspusaitieio KTT 60% (puc. 2).

ITiz yac yabTpasByKOBOIo 00CTEKEHHS BHY TPIlII-
HiX Opra”iB Ta Ha HelipocoHorpadii marosorii e
BUsBJIeHO. Exokapaiorpadiyno iarHOCTOBAaHO
BBC: T® (puc. 3) i3 BiacyTHicTO Kiianana JIA, ane-
BpU3MOIO 1paBoi riyiku JIA — 2,5 M, JriBa rijika He
BigyasizyBasacst (puc. 4). lnorazisg kimpig JIA
(miametp JIA 0,4 cm), cTEHO3 Ta HEIOCTATHICTD KJIa-
mana JIA 2,5+ i3 rpagierrom trcky 50 MM pT. CT.,
nexcrparosuilist aoptu 50%, nedeKT MiKILTyHOU-
KoBOi nieperopojiku — 4 MM, BAIT — 2 mm, BOB —
4 mm. CropotimBicTh Miokapza 1o6pa, @B — 68%.

» v

Puc.3. Exokappiorpacpis. [JoBra napactepHanbHa Bicb. [ledekT
MiKLUTYHOYKOBOI NEperopoaku, nepexpecHuin KpoBoTiK. AopTa-
BEpLUHMLSA

Ha xowmm'torepniit Tomorpadii Bi3yasizoBaHO
rinomiasito ta creno3 croOypa JIA (puc. 5).
[TpaBa riska fiaMmeTpoM 70 5 MM, 3 HEUiTKUM TIPOC-
BiToM. [lucranbHilie po3TamoBaHa aHEeBpU3Ma
npaBoi rizku JIA poamipom 10 23x31 MM, Ha TIpO-
MizKKy 710 26 Mm. CriocTepiraeTbcs areHesist JiBoi
rinku JIA. Buznauaerbcst 1eKCcTparno3uilis aopTu.
JledexT MIKIIITYHOUKOBOI TIEPETOPOJIKU HA PiBHI
6a3aIbHUX CErMEHTIB /10 8 MM. Y cerMeHTi 3 Hu3-
Xi7THOTO BiJITIJTy TPYZHOI QOPTH B JIiBY JIETEHIO Bi/I-
XOIUTH TOIATKOBA CY/AIMHA, iaMeTPOM JI0 6 MM,
31 3BUBUCTUM XOJ/IOM B NPOKCUMAJIbHOMY Bizi/tiJii
Ta HEPIBHOMIPHUM PO3MIUPEHHSIM 10 7 MM. be3i-
MeHHA BeHa JiaMeTpoM 4 MM TIPOXOJIUTbH T[T

Pue. 4. Exokapaiorpadis. KopoTka napactepHanbHa Bicb. Knanan
nereHeBoi apTepii, aHeBpU3MaTW4He PO3LUMPEHHS MPaBOi TiNKK
nereHesoi apTepii (A). MOTiK HeAOCTATHOCTI Ta CTEHO3Y Ha KflanaHi
nereHesoi aptepii (B). CynpacTepHanbHa no3uuis — HWU3XigHa
aopTa, apTepianbHa NPOTOKA Ta aHEBPU3MATUYHO PO3LIMPeHa
npaBa HixXka nereHesoi apTepii (C)
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nyroto aoptu. Busnauaetbes rineprpodis CTIHKA
IIPABOTO MIJIYHOUKA — TOBIIMHOIO /10 6 MM. [IHeB-
MaTu3allisl jereHb cTpokara. Komrpecis mpaBoro
KOpeHs aHeBpU3MOIo TpaBoi riiku JIA. BucHoBok:
«Bpomxena Bama cepist — Terpaga Daso, ane-
BpU3Ma IPaBOI TIJIKYU JiereHeBOI apTepii. AreHesis
JiBOI, nedeKT MIKIITYHOUKOBOI TE€PETOPOJIKH.
JliBoOiuHa cekBecTpallisi JiereHi (CuUCcTeMHe apTe-
piambHe KpoBomoctadanHs). Komrpecis mpaBoro
KOpeHsS aHeBPU3MOIO IPaBOl TIIKU JieTeHeBOI
aprepii, MAaKCUMAaJIbHO MTPOMIKHOTO OPOHXa».

ITix yac koHCyJBTaIlil Xipypra JiarHOCTOBAHO
aTpesilo aHyca Ta PeKTO-BariHaJbHy HOPUILIO.

BucHOBOK reHeTHka: 1pobaHj KiHOYOI cTaTi
Mae BpozkeHi Bagu po3Butky: BBC (T® i3 Bin-
cyTHicTiO Kianany JIA), Bajia po3BUTKY TPaBHOTO
TaKTy — arpesis a"yca, 1epopMoBaHi BYIITHI pako-
BUHU (TlepiaypUKYJISIPHI MIKIPHI BUPOCTH ), I ITUHN
maseib 000X PyK Ma€ 1Mo Tpu (hajanru, MI0CKe
nepeniccs, Mikpornaris. MeHoruoBo mocrasJe-
Ho piarno3: «Cunzgpom lImiga—@Dpakkapos. [us
Bepudikariii giaraosy neobxinane suainenns JJHK,
TeH MicTuThes Ha 22pter—ql1 xpomocowmi, ipoTe
JlaHe JIOCJII/IKEHHST He TPOBOJUJIOCH Y 3B'S3KY 13
BHUCOKOIO BapPTICTIO JIOCIIiJIZKEHHS.

[IutnHa KOHCyJbTOBaHA KapaioXipypramu
TPbOX KUIBCHKUX CIIEITiasli30BAaHUX Kap/IiOIEeHTPIB,
y XipypriuHomy JiKyBaHHI OyJIO BiZIMOBJICHO.
Y mopampimomy yTpuMyBasiach AMXabHa HEO-
CTaTHICTh, uTHHA 3Haxoauaach Ha [IIBJI (emizo-
JINYHO 3aCTOCOBYBajiach BUcokouactoTHa [1IBJT),
[POBOAMJIACH HEOJHOPa30Ba caHalliliHa OGPOHXO-
CKOIIifl, MUTHUHA OTPUMYBaja MeIUKAMEHTO3HY
CUMIITOMAaTUYHY Teparilo. Y 3B'S3Ky 3 HEMOXKJIM-
BICTIO TIPOBE/IEHHST PaJMKAJIbHOI XipypriuHoi
kopekitii BBC, cran murunu crabimizyBaTu He
BJIAJIOCS, 1 Y Billl TPHOX MICSIIIB BOHA ITOMEPJIA.

Ha cexttii (puc. 6) BusiBiieHO BUPa3Hy KOMITPECITO
IIPaBOTO KOpeHs1 aHeBpu3Moio (posmip 23x31 cwm)
npaBoi rimkn JIA.

OO0roBopeHHs

Terpana Mao i3 BiacyTHicTio Kianana JIA —
e Haj3BUYaitHo pinkicaa opma TD, 1o xapak-
TEPU3YETHCA HASIBHICTIO 3aJMINIKOBOI KJIANaHHOI
TKaHUHU YU MOBHOIO 1i BiZICYyTHICTIO Ta, K IIPaBU-
J0, TinmoruiazoBaHuM KisbiieM JIA. BimcyTricTh
TKaHWHM KkjarnaHa JIA 3yMOBJIIOE HWOrO BaKKy
HEZIOCTATHICTD Ta MPU3BOIUTD /10 OOIITUPHOI [THJIa-
Taiii TpoOKCUMabHUX TijoK JIA, 10 cTUCKAIOTh
TpaxeoOpOHXIaIbHE JIEPEBO.

Ak yxe 3aznauvanocs, TD i3 BigcyTHICTIO Ki1a-
nmaHa JIA — 1ie HafbGiIbII PiAKICHUI BapiaHT KJia-
crynoi T, mo 3ycTpivaeThes i3 4acToTo 2%.

Ile mocTwit KriHiYHUI BUTIaZOK y JIbBIBCHKIl 06/1a-
CHIll aursdiit kiiHiuHil jgikapai «OXMAT/IUT»>
3a 20 pokiB.

Ertiosoris i€l Bagu y GibIiocti BUNAAKiB He
BU3HavaeThcsa. Onucani BUNAAKU TOETHAHHS
JIAaHOT BaJu 13 mopyuieHHIMu y 6 Ta 7 XpomMocomi
ta i3 curapomom Jli-/Ixopmxi (25%) [5].

Yacto TO i3 Biacyrnictio kiamana JIA moeu-
HYETBHCSA 13 BIZICYTHICTIO apTepiajibHOI TMPOTOKH,
srepuie 1e Oyso omucano G.C. Emmanoulides
Ta CITBaBT. y Tpalli «AreHesis apTepiaabHOi TIPO-
Tokn y miteir i3 Terpanoro @asnio i3 BiacyTHIM
kiananoMm JIA» [3]. Came BOHU ommcanu maTore-
HETUYHUI 3B'430K MiXK BiICyTHICTIO apTepiajJbHO1
npotoku Ta posmmpenusam JIA Ta BigcyTHiCTIO
il ksarana. HaykoBili BiscTooBasin Teopito, sika
IPYHTYBAJIacsd HA TOMY, 1110 MalixKe ycs KPOB, siKa
norpanssie 1o JIA, He ckupaeTbcs uyepes apre-
piasibHy IIPOTOKY, K 3BHYailHO, a NOBEPTAETHCS
JI0 TIPABOTO NIJIYHOYKA Yepe3 JIel0 CTeHO30BaHe
Kizbite JIA, BigTak IIOCUIIOE AUJIATAIIIO TiJIOK
JIereHEeBUX apTepiil Ta CHPUUYUHSIE TMOPYHIEHHS
posButky kiamnana JIA [3]. I kpoB ckumaeTbes
yepes jieheKT MIKILIYHOUKOBOI TIEPETOPOJKHA Ta
BIIQ/Ia€ Y HU3bKOPE3UCTEHTHUH IJIalleHTapHuii
KpPOBOTIK d4epe3 JiBuil T1uryHOUoK. OmHAK
Taka Teopisl OCTaTOYHO He [I0BeJeHa, OCKIJIbKU
y JeSIKUX BUTAJKAX, Y TOMY YHCJi Y HaBEIEHOMY,
apTepiasbHa TTPOTOKA HasiBHA [4].

M. Rabinovitch ta inmi HaykoBIli omucyioTh
BPOJKEHY CJIa0KICTh JIET€HEBUX apTepiii, mpoTe
TiCTOJIOTIYHI JlaHI 1ThOTO HE MiATBEPKYIOTH [7].
[esdki aBTOpM BBa)kaioTb, IO OIMMUCAHI 3MiHU
€ HACJIZKOM IIOCHJIEHOIO CTpecy, IOAIOHOTO [0
3MiH, 1110 BiZIOYBAIOTHCST TIPU apTePiabHiil JTereHe-
Bill apTepionarii, oJfHaK TaKUX 3MiH He OyJIO 3HA¥i-
JIeHO y nepudepruyHuX JiereHeBUX apTepisx.

Y Tomy BUNA/KY, KOJIU MiKILJIYHOYKOBA I1epe-
ropojika € IHTaKTHOIO, yPa)kKa€TbCs HE TITbKU
[paByil MTYHOUYOK, 11e MOKe OYTH TaKOXK TaTore-
HETUYHUM MeXaHi3MOM (hOpPMYBaHHS aTpesii Tpu-
KYCHIJIaJIbHOTO KJIAllaHa, y TIO€/{HaHH] 13 BiCyTHi-
cTio Kyanana JIA 3 iIHTaKTHOIO MI’KIIIJTYHOYKOBOIO
neperopo;jikoio [10].

Kuiniuno y muruHu MOKe OyTH BUpPasKeHWUI
1[iaHO3 /10 TOTO Yacy, OKU He 3MEHIIUTbCS Mepu-
(bepuunHUil OMip JiereHEBUX CY/MH, TICJS 1BOTO
BUPA3HICTH 1[IaHO3Y 3aJI€KUTh BiJl CTYTIEHS CTEHO-
3y kianana JIA. [upmie kinbie JIA npusBoauTh
JI0 MEHIIl BUPA3HOTO CTEHO3Y, Bi/ITAaK BHYTPillIHbO-
CepIeBUil IIYHT MOsKe Oy TH JIiIBO-IIPAaBUM Ta CIIPH-
YUHATH MiHIMaIbHUN 1iano3. TlaienTy 3 Gibi
BUPA3HOIO TIOTIA31€10 KibIg MAKOTh CXOKY KJIi-
HiKYy i3 fiTbMU 3i 3BHuaitHo TO.
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Puc.6. AHeBpr3Ma Npaeoi rifikK 1IereHeBoi apTepii Ha cekwii

CepiieBa HeNOCTATHICTHh BUHUKAE SK HACHTIJIOK
BEJIMKOTO JIiBO-1TpaBoro miyHTa. [le cnpuse posiim-
PEHHIO JIIBOTO TIepe/icep/is, SKUI Pa3oM i3 AniaToBa-
HUMMU JIETEHEBUMU APTEPISIMU TIPU3BOIUTD /IO PUSHKY
PO3BUTKY OOCTPYKIIii AuXaibHuX nuisixis. HassHicTh
BUPA3HOI TPUKYCITIIATbHOI HEZIOCTATHOCTI TI/ABUIILYE
PU3MK PO3BUTKY CEPIIEBOI HEZIOCTATHOCTI.

Kuiniuni nposisu TO i3 BijcyTHICTIO KianaHa
JIA 3'9BISAIOTLCS BiZpasy Iicis HAPOIKeHHS. 1x
MOKHA PO3JIJUTH HA JIBI OCHOBHI I'PYIN: i3 BaX-

KUMHU PeCIipaTOpHUMU TIpodjieMaMu, JIiKyBaHHS
IKUX He Ja€ e(eKTy MPOTITOM TepIIoro POKY
SKATTSI, T Ti, 1[0 MAIOTh BaXKKi IMXAJTbHI TTOPYIIIEH-
H4 BiJ[pa3y MicJis HAPOJPKEHHSI.

BunukHeHHS 1[iaHO3Y IOSICHIOETHCS BHUCOKOIO
PE3UCTEHTHICTIO JereHeBux cyauH. llianos, gk
MPaBUJIO, HEe MTOCUJIOETHCS, IK Yy BUTAJKY i3 KJla-
cuunoto T@. Kk TisbKU Omip JiereHeBUX CyAUH
3HUXKYETHCS, I1aHO3 CTA€E MEHII BUPA3HUM,
OCKIJIbKM TTOCUJIIOETDCS JIIBO-IIPABUI HIYHT.
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[Ipu oryigai BU3HAYAETHCS 111aHO3 CEPEHBOTO
CTYIIEHsl, Y JaHOMY BHIIAJKy iioro He GyJo. Bupas-
HU 111aH03 MTOACHIOETHCS IBOMA IPUUUHAMU: BUCO-
KOO KOHIIEHTPAIIEI0 TeMOTI00IHY Ta BUCOKUM OTIO-
poMm JrereHeBUX cyinH. CTeHO3 IOMIHY€E Y TAIliEHTIB
3 BUPA3HOIO TITNOIJIA3IEI0 JIETEHEBOTO KiJIbIIA.
3acTifiHa ceplieBa HEAOCTATHICTb IIPOSIB-
JISETHCA TaxXiKap/i€lo, TaXillHOe, rernaToMeraiieio
Ta KapiJloMerayii€io i3 TMOCUJEHUM JeTeHEeBUM
KPOBOOOIrOM, IO MPOSBJISETHCS IMCAS TOTO, SK
3HUKYETHCS OITip JIETEHEBUX CY/IMH.
[[Tym ripu paniit Baji — CUCTOJIO-/11aCTOJIYHNH,
HaliKkpale BUCJIYXOBYEThcsT B aisini JIA. Bin
€ JKOPCTKUM Ta MPOBOJIUTHCA HAJ[ YCIEIO T1TSTHKOIO
Jieredb. BuaHavaeTbest KOPOTKa I1ay3a Misk CUCTO-
JIYHUM Ta JlacTOJIYHUMHN KOMIIOHEHTaMU, IO
JI0oTIOMarae BIiJIPISHUTH HOTO Biji XapaKTePHOTO
CHUCTOJIO-/IIACTOJIIYHOTO TIYMY BiJIKPUTOI apTe-
piaibHOI IPOTOKH.
Ha EKT Busnauaerbcst rineptpodisi mpaBoro
NJIYHOYKA Ta Bi/IXUJIEHHS eJIEKTPUYHOI Bici cepiid
BIIPaBoO, 10 nputamManuo kiaacuuHiit TO. [nkosm
MO’Ke BU3HAUaTHCs TinepTtpodis MpaBoro mnepes-
ceps.
Busnavanpuum g giarmoctuku € MPT,
sIKa JI03BOJISIE OI[IHUTU PO3MIp JieTeHeBUX apTepil,
CUMeTpil0 aepailii JiereHb, BTOPUHHOI IO
0OCTPYKIil, HAIOBHEHICTb JiereHb IIOBITPSIM.
Takok MOKHA BU3HAUNTH 00'€M JiereHb |2].
Ha penTtrenorpami BidyasisyoTbcs aHeBpU3Ma-
TUYHO PO3IIMPEHI IeHTPaJIbHI JereHeBl apTepii i3
HOPMAJIBHOIO TTepU(MEePUYHOI0 BACKYJISPUSAIIEIO.
Busnauaernbca kapaioMmerasis, 10 BUHUKAE BHa-
CJIJIOK PO3NIMPEHHS IIPABOTO IIIJIYHOUKA.
Exokapmiorpadgiuao miarHOCTYIOThCS O3HAKHU
T®D: nedekt MiKIILTYHOUKOBOI MEPETOPOIKH, K-
CTpaIlo3uIliss aopTu Ta Trineprpodis IpaBoro
nrynouka. [leperopozka 3miriena jgomepeny, Ha
BiaMiHY Big iHGYHAMOYISAPHOI YACTUHU [IPABOIO
muyHouka. JlereHese Kijiblle TilloIJIa30BaHe,
CTyJIKM Kyanana JIA He BU3HAYAOTHCS.
CroBOyp JIA Ta mpokcuMasbHI mpaBi Ta JiBi
JieTeHeBi apTepii ANIaTOBaHI MPOMOPITIIHO /10 CTY-
neHsd HejoctaTHOCTI KiamaHa JIA. Tlpasuii mry-
HOYOK TeX 3Ha4HO poslnupeHuil. Bisyanizyerbces
MapaJloKCAJIbHUN PyX MIKIIJIYHOYKOBOI Iepero-
POIKH.
BusnavaioTh 4oTHpHU KJIOUOBI eXOKapiorpa-
iuni oznaku TO i3 BigcyTHicTio kianana JIA [9]:
e BijicyTHil kianan JIA, aucnnazis kmamnaHa
ab0 HasIBHI PyAMMEHTApPHI CTPYKTYPH KJjia-
MAHHOTO arapary;

® [IO€/HAHHSI CTEHO3Y Ta HEeJOCTATHOCTI Jiere-
HEBOTO KiJbIlg;

® 3HAUHE AaHEBPU3MATUYHE PO3IIUPEHHS JieTe-
HEBUX apTepiii;

o [mijiBUIleHNi TUCK y JIA.

Jonmnepexokapaiorpadist geMoHcTpye Typoy-
JICHTHICTh Yepe3 BUXIJIHWUN TpPakT TIPaBOTO
NLITYHOYKA. 3BOPOTHUM NOTiK yepe3 JIA Bigyasmizy-
€Thcst 00pe, ajie apTepiajibHa MPOTOKA HasiBHA
pinko. [ToTik yepe3 MiZKIIIJIYHOYKOBY 11€PETOPOJIKY
He € TypOYJIEHTHUM, OCKLJIBKU 1e(DEKT € BEJTMKUM,
HEPECTPUKTUBHUM Ta, K MPABUJIO, TIEPEXPECHUM.

YVceknaaHeHHs 3 00Ky JIereHeBOl TaToJIoTil Haii-
JacTile € npuIrHOt0 cMepTi narienTis i3 TA Ge3
knarana JIA. Haityacrinie po3BuBaeThbest eMdize-
Ma, aTejieKTas; HeGeseKy s AUTUHU CTAHOBJISATh
BipycHi iH(EeKIIii, 0c00JIMBO PecIipaTOPHO-CUHIIM-
TiaTbHUH BipycC.

HemoBagram, y sSKUX PO3BUBAETHCS pecIiipa-
TopHMIT anuao3 i3 3arpumkoo pCO?, mokasaHa
MeXaHIuHa BEeHTUJIAIid Jeredb. OHAK, IK TiITbKU
JIUTUHA CTA€ 3aJIeKHOIO BiJl BEHTUJIALT T11/1 TTO3U-
TUBHUM THUCKOM, BiJITyYeHHS Bijl AUXAJIbHOL Ti/I-
TPUMKH MOKe OyTH BKpail mpobjeMaTHYHUM.
3acrocyBanns [H1IBJI pekoMeHIyETHCS BUKITIOYHO
Ha HU3BKUX TTapaMeTpax.

HemoBigra y KpUTUYHOMY CTaHi BUMAaraioTh
HEeBIJIKJIAIHOT XipypriyHol I01IOMOTH, a y JliTell i3
HE3HAUHO BUPAKEHOIO KJIHIKOIO OllepaTuBHE
BTPYYaHHS BiJIKJIQ/IaI0Th HA M113Hillll TEPMiHMU.

XipypriyHa TexHiKa 3aJeKUTh BiJl 1HIWUBiLY-
aJIbHOI aHATOMIi TaIliEHTa Ta CTYNeHs AuiaTallii
rizok JIA. XipypriuHa KOpekIlis MoJsATae y BITU-
BaHHI KOH/YiTy Bij 1mpaBoro muiyHouka 10 JIA abo
«BCcTaBJIeHHs» KiaanaHa JIA [8].

3 MeTor yCyHeHHs OpOHXIaJTbHOI KOMIIpecil
HeoOXi/[He BIUCIYeHHsT OCHOBHOI, IIPaBoi Ta JIiBOI Jiere-
HEBUX apTepill, OflHAaK Iie He 3aBXK/N e(EKTUBHO,
OCKiJIbKH TIpobIeMa Mozke Oy TH Ha piBHi apTepios [1].

[Ticngonepariitna JeTaabHICTh 3aJ€KUTh BiJl
BaJKKOCTI OOCTPYKIIiT AnXa bHUX MIIsiXiB. [lepemo-
nepailiiina iHTy0aIlis Ta BEHTHJISISA € TOraHuMI
MPOTHOCTUYHUM MapKepaMu y MicJsionepariiHo-
My Iepio/i.

Hemae crnemnudigyHoro MeamkaMeHTO3HOTO
gikyBanus T i3 BifacyrtHicTio Kiaanana. Kmacuy-
Ha Teparig cepieBoi HeJ0CTaTHOCTI, SIK MPaBUIIO,
He 3a6e31euye MO3UTUBHOTO eeKTy.

S.B. Yeager ta crmiBaBT. poOJISATH TIPUITYIIIEHHS,
mo Td 3 BiacyrnicTio kaanana JIA i3 Bennkoio
apTepiasbHOIO TIPOTOKOK MIBU/IIIE TIPU3BENE /10
CMEPTI TIJI0/Ia, OCKIJIBKY 32 TaKUX YMOB TIOPYIITY-
€Thcst (QYHKIIS 000X MIIYHOUKIB, 1 TIIBKY ILJIOJIM i3
PECTPUKTUBHOIO YU BIJICYyTHHOIO apTepiaTbHOIO
MPOTOKOIO JIOKUBAIOTHh /10 OCTAaHHIX TEPMIiHIB
recrartii [10].
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[Tporuos y aiteit i3 TMD 3 BigcyTHICTIO Kia-
naHa JIA 3ajnexutb Bij cryneHs o6CTpPyKIrii
TpaxeoOPOHXIaJbHOTO JepeBa JAMJIaTOBAHUMMU
rimkamu JIA. Jlit, y SKUX PO3BUBAIOTHCST BAXKKIi
JIMXaJIbHI PO3J1a/ii Bi/ipa3y Iicjsg HAPOJKEHHH,
MalTh BUCOKWW PU3UK PAHHBOI CMepTi.
Y HeMOBIAT, 10 BUMAraOTh XipyprivHOTO JIKY-
BaHHS BiZpasy IicJs HapOJKEeHHs, HabaraTto
TipmIuii TPOrHO3, HiK Y TUX, KOMY ITPOBEJIH OTie-
partiio mizHitre [6].

PiBenb cMepTHOCTI y Takux jiTeil € Habarato
BUIIMM, HIXK Y [iTeil 3i 3Buuaiinoo dhopmoio T,
y 3B'SI3KY 13 BUCOKUM PU3UKOM PO3BUTKY TilTOKCE-
Mii, cepIieBOi HEJIOCTATHOCTI, IUXAJIbHOT HEI0CTaT-
HOCTI Ta HOEIHAHHS IIUX I1aTOJIOTI.

[MarienTy i3 MeHII Ta OiJIbII BUPA3HUM CTEHO-
3oM kanana JIA MaroTh CX0KWI TTPOTHO3 13 TiTh-
mu 3 kjaacuanoio TM, a oT 1iTH i3 MUPOKUM KiJib-
IeM Ta 3HA4YHOI0 HeAOCTaTHICTIO kjaamaHa JIA
MalOTh BUIIUHI PU3UK PO3BUTKY BAXKKUX YCKJIAJ-
HEHb Ta CMePTi. Y MaIli€HTIB i3 BaXKKOIO 00CTPYK-
1icl0 OpPOHXIB CHUMITOMHU IPOSBJISAIOTHCS IIIe
y HEOHATAJLHOMY MEPiofi; SK TiJbKM OPOHXM
301TBIIYIOTHCST Ta 3MIMHIOIOTHCS, CHUMIITOMHU
MOKYTb 3MEHIILYBATUC, OJHAK 1€ BUHUKAE i1
9-micsg4uHOTO BiKY.
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