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Tetpaga ®anno (TO) — HaikbinbLL NOLIMpPeHa LiaHoTM4Ha BpoKeHa Baaa cepus (BBC), ska 3yctpivaetbes y 10-15% sunagkis. Tetpaga ®anno i3 BigcyTHICTIO
KnanaHa nerexesoi aptepii (JJA) — ue HaibinbL PifKiCHUIA BapiaHT Knacu4yHoi TO, Lo 3ycTpivyaeTbes i3 4acToTor 2%. KNiHiYHO U Baga nposiBNseTbCA
LliaHO30M Pi3HOr0 CTYMeHs Ta PecnipaTopHUMKM po3nagamu, L0 BapiOK0Th Bif HE3HAYHOI A0 BUPA3HOI AUXaNnbHOI HeAocTaTHOCTI. Exokapaiorpadivo TO i3
BIZICYTHICTIO Knanaxa JTA xapakTepu3yeTbCa MaCMBHOI aHEBPU3MATU4HOIO Aunatadieto rinok JTA. CTymnKn KnanaHa noBHICTHO BiCYTHI 60 MatoTb HepiBHI Kpai
Ta PyANMEHTAPHY KNnanaHHy TKaHUHY.

KniniynuiA BUnapok. HasefeHo KNiHivHWA BUNagok TO i3 BiACYTHICTIO knanaHa J1A, sika He Mana KniHiYHUX NposBiB 3 6OKY CepLeBO-CYANHHOI CUCTEMN, Y
NOEAHAHHI i3 PiAKICHAM reHeTU4HUM cuHapomom Lmiga—®pakkapo. OutuHa 6yna ckepoBaHa Ha OOCTEXEHHS Y 3B'A3KY i3 HAABHICTIO MHOXWHHUX Baj
PO3BUTKY, TaKUX SK aTpesis aHyca Ta aHomanii hanaHr nanbliiB BEPXHiX KiHUiBOK. Bagy cepus 6yno BuABMEHO BMNAAKOBO. [luxanbHa HeA0CTaTHICTb noyana
HapocTaTu 3 4acoMm. Lle wocTuit KniHivyHniA Bunagok T i3 BigcyTHicTio knanaHy J1A 3a 20 pokis, wo cnoctepirasca y JIOOKIT «OXMATIONUT».

BucHoBkn. OCOBNMBICTIO JAHOMO KNIHIYHOrO BUNAAKY € NOEAHAHHA piaKicHOro BapiaHTy aHatomii BBC — T® 3 BiacyTHicTio knanaHa J1A (aHeBpuama npasoi
rinKu nereHeBoi apTepii Ta areHesis Nisoi) 3 reHeTUYHOK natonorietlo — cuHapomom LLmiga—®pakkapo. BigcyTHicTb kniHivHMX npossis BBC sigpasy nicns
HAPOIKEHHS NOSICHIOETHCA CEPEHIM CTYMEHEM CTEHO3Y Ta HASABHICTIO NiBO-NPABOro LyHTA, AKWUIA 6YB CNPUYMHEHNA NiLBULLEHUM ONOPOM NEreHeBUX CyAMNH.
HasBHicTb BigKpMTOi apTepianbHOi NPOTOKM, YOrO 3a3BWYail He CMOCTEPIraeTbCs, € MOraHUM MPOTHOCTUYHUM MapkepoM. O6CTPyKUis AuXanbHUX Lnsxis
AunatoBaHumu rinkamu J1A HapocTana, 3yMOBSIOBana OCHOBHI KMiHIYHI NPOSBM AaHOi NaToNOrii, WO CTano NPUYMHOK CMepTi nauieHTa.

JlocnixeHHs BMKOHaHI BIfNOBIAHO A0 npuHUMNiB lenbciHcbkoi [eknapadii. MpoTokon AOCNIMKEHHS yxBaneHUn JIOKanbHUM eTU4HUM KOMITETOM YCiX
3a3Ha4eHunX y po6oTi ycTaHoB. Ha npoBefeHHs JOCNiMKeHb 6YN0 0TPUMaHO IH)OPMOBaHY 3rofly 6aTbKiB AUTUHM.

ABTOPM 329BNIAKOTH NPO BiACYTHICTb KOHMAIKTY IHTEPECIB.

KnioyoBi cnosa: T, HOBOHAPOKeHNIA, AiarHocTuKa, Tetpaga ®anno, BiACYTHICTb KnanaHa nereHeBoi 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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Tetpaga ®anno (T®) — Hanbonee pacnpoCTPaHEHHbIA LMAHOTUYECKWUA BPOXAEHHbIA nopok cepaua (BIC), koTopblii BeTpeyaetcs B 10-15% cnyyaes.
TeTpaga ®anno ¢ 0TCYTCTBMEM KnanaHa neroyYHoin aptepum (J1A) — 310 Haubonee peakuii BapnaHT Knaccuyeckoin T®, KOTOpbIA BCTPEYAeTCes ¢ 4acToToi 2%.
KnuHn4ecku aToT HeA0CTaToK NPOABNAETCA LMAHO30M PasNNYHON CTENEHU U PECNNPATOPHbIMU PACCTPONCTBAMM, KOTOPbIE BAPbUPYIOT OT HE3HAYUTENbHON 40
BbIPOKEHHON [bIXaTefIbHON HEA0CTATOMHOCTU. 3XxokapanorpadpuyHo T ¢ oTcyTCTBMEM KnanaHa JIA XxapakTepusyetcsi MacCUBHOI aHeBPU3MATUYeCcKON
punataumeit BeTeeil JTA. CTBOPKM KnanaHa NoMHOCTLIO OTCYTCTBYKOT WM UMELOT HEPOBHBIE KPasi U PYAUMEHTAPHYI0 KNanaHHYH TKaHb.

Knuuuyeckui cnyyail. MNpeactasned KnuHu4eckun cnyvam TO ¢ oTtcytcTBueM KknanaHa JIA B KOMOWHAUMM C PEOKUM TEHETUYECKUM CUHAPOMOM
LImnpga—®pakkapo, KOTOPbIA He UMEN KIMHUYECKUX NPOSBNIEHUI CO CTOPOHbI CEPAEYHO-COCYANCTON cucTeMbl. Pe6eHOK 6bin HanpasneH Ha 06cnesoBaHne
B CBAA3N C HANNYMEM MHOXECTBEHHbIX MOPOKOB PA3BUTISA, TAKIUX KaK aTPe3ns aHyca 1 aHoManuu hananr nanbLeB BEpXHUX KOHeYHOCTeN. [Mopok cepaua 6bin
06HapyXeH cnyvaiHo. [bixaTeNbHas HeOCTaTOYHOCTb HaYana HapacTaTb CO BpeMeHeM. JTO LWIECTOil KNnHUYecKnid cnyvain T® ¢ oTcyTcTBUEM KnanaHa J1A,
HabnoaasLuniics 3a 20 net B JIOOKE «OXMATLET»>.
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KAIHIYHMI BUTTAAOK

BbiBofbl. 0COOEHHOCTbIO JAHHOTO KNUHNYECKOrO Cyyas BNSETCS COMETaHNe PeaKoro BapuaHTa aHatomumn BMGC — Td ¢ otcyTcTBuem knanaHa J1A apTepun
(aHeBpu3ma npasoil BeTBI J1A 1 areHe3ns neBoit) C reHeTU4eckoi natonorveil — cuiapomom Limnpa-®pakkapo. OTcyTCTBUE KMHIYECKMX NposBneHuii BI1C
Ccpasy nocne poxzaeHns 06bACHAETCA CpeAHeil CTEMeHbI0 CTEH03a U HANIMYMEM NIEBO-MPABOTO LUYHTA, KOTOPbIV ObIN BbI3BaH MOBbILLEHHbLIM CONPOTUBIEHUEM
NEroYHbIX COCYAOB. Hanuuue OTKPBITOr0 apTepuanbHOr0 NPOTOKA, 4Yero 06bIY4HO He HABMI0JAeTCs, ABMSETCH MNOXUM MPOTrHOCTUYECKUM MapKepom.
06CTpyKUMA AbIXaTembHbIX NYTeil AUNaTpoBaHHbIMI BETBAMN JIA HapacTana, npefonpefensna 0CHOBHbIE KIMHMYECKUE MPOABEHNS [AHHOIA NaTonoruy n

cTana npu4vMHON CMepTU NawmeHTa.

ViccnesoBaque 6b110 BbINOHEHO B COOTBETCTBUM C MPUHLMNAMI XenbCUHKCKON [leknapauuu. MpoTokon uccnefosanns 6bin 0A06peH JTokanbHbIM 3TUHECKUM
KOMUTETOM BCEX y4aCTBYHOLLMX Y4pexaeHni. Ha npoBefeHne uccneoBaHnil 66110 nony4eHo MHKHOPMUPOBAHHOE COrnacue poauTenei pebeHka.

ABTOpbI 3aBNAIOT 06 OTCYTCTBIN KOHCDINKTA MHTEPECOB.

Knioyesble CNOBA: [16TY, HOBOPOX/EHHBIN, AUarHoCTUKa, TeTpaga danmo, OTCYTCTBUE KnanaHa JIero4HOIl apTepui, BPOXXAEHHbI NOPOK cepaua.

Beryn

erpaga Damno (TD) — HaiibinbI HOMMpe-
THa LiaHoTUYHA BpPOJKeHa Baja cepls
(BBC), sixa sycrpivaerbest y 10—-15% Bumazkis.
Terpama Dasio i3 BiZICYTHICTIO KJIaniaHa JiereHeBoi
aprepii (JIA) — 1e HaiiGiIbII PiAKICHUI BapiaHT
kiacugaoi T, 1110 3ycTpivaeThes i3 4acToTo0 2%.
Kriniuro 1 Baga MpOSBIAETHCS IIaHO30M, SKUN
MosKe OyTH He3HaYHUM abo BiJICYTHIM, peciipartop-
Hi CUMIITOMH BapiloioTh BiJl BUPA3HOI ANXATHHOI
[1g Bayia XxapakTepu3y€eThCs MACBHOO aHEBPU3Ma-
THYHOIO auatariieio rizok JIA. Crynkm kiramana
MOBHICTIO BiJICYyTHI ab0 MalOTh HEpPiBHI Kpal Ta
pyZMMEHTapHy KiananHy Ttkanuny. Ilonam 75%
HOBOHAPO/IPKEHUX 13 BaXKKUMU YCKJIQJHEHHSIMU
3 GOKY JIMXAJIbHOI CUCTEMU MTOMUPAIOTh (€3 orepa-
THUBHOTO JIiKyBaHH: y rpyaHoMy Bimi. [licasionepa-
MMiffHA JIeTAJBHICTD 3yMOBJEHA YCKIAJHEHHAMU
3 OOKY ZIMXaJIbHOI crcTeMu Ta cTaHoBUTh 20—40%.

Kiniynuii BUnagox

3 10JI0roBOTO OYIMHKY Y Bi/liJIeHHsT peaHima-
Iii HOBOHAPOKEHUX TIepeBe/leHa TiBUYMHKA i3
niarno3om: «/ledbopmaltisi BynHUX PaKOBUH, MaK-
pOrJIocis, aHOMaJlisi PO3BUTKY MajbliB Ha 000X
KHUCTAX, aTpe3isd aHyca, pPeKTO-BariHaJbHa

Hopuils». [liBunHka Hapoaumnacd Bij 111 BariTHOCTI,
I mostoris 3 macoio 2900 1, 3pocTom 52 cM, OKPYsKHi-
CTIO TPY/IHOI KJIITKU 33 €M Ta TosioBU — 32 CM y Tep-
MiHi recraiii 38 TukHiB. ITepe6ir BaritHoCTi 6€3
ocobmBocteit. Orinka 3a mkanoo Amnrap 7,/8 6ais.

Uepes Tpu rofiMHu 1icid epeBeleHHs Y Bifili-
JIEHHSI CTaH AUTUHU 3HAYHO TOTiPITUBCS: HAPOCTIa
IUXaJTbHAa HENOCTATHICTh, 3a[UINKA, CTOTHYyYE
MUXaHHS, 3'IBUNUCA MIHUCTI BUIIJIEHHS 3 POTa,
3pUTYBaHHS, 3HMKEHHSI carypaiii. Y 3B'SA3Ky 3
UM IuTrHA OyJia repeBeieHa Ha MITYYHY BEHTH-
sgmito gereab (IIBJI) ta Hanmaromkeno iHdysito
aJIBIIPOCTaHy, aHTHOIOTHKA, CCYOTIHHIX Mperapa-
TiB Ta iH(Yy3i1iiHO-KOPUTYBaJIbHY Tepalliio.

3 aHamMHe3y BiJIOMO, IT[0 MTepIla JUTHHA B PO/IU-
Hi Hapoausiacs 3/0pPOBOI0, a JPyTa BariTHICTDb
3aBMepJia. JKiHOUY KOHCYJIbTAIiI0 MaTh BijIBify-
BaJIa 3TiTHO 3 MPOTOKOJIOM, Ha 00Ky mepebyBasia
3 12-ro tmxkus BaritHOCTI. ITepe6ir ganoi BariTHO-
cti 6yB 6e3 ocobnmBocteil. Haskomommiaui Boan
YUCTi, (PaKTOPU PU3UKY, TaKi SK AT HHS, B)JKUBAH-
HSI aJIKOTOJIIO0 YM IIKiAJIUBOCTI Ha poOOTi, MaTh
3anepeuye. Ananisu Ha RW, anturina go renatum-
Ty, TORCH indexmiit ra BIJI nerarusHi.

Ipu orasai: quTrHa MIsiBa, motpedye momadi
kuchio (SpO2 — 90-92%). HlIkiphi nokpusu 6.1i-
0-PO’KeBi, BU3HAYaBCs TeEPiOpaTbHUN I1aHO3,

Puc.1. AHOMania po3BWUTKY MepLuMx nNanbuiB Ha 060X KMCTAX
(monaTkosa hanaHra)
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Puc. 2. PeHTreHorpadyis rpyaHoi KNitku

ISSN 2663-7553 CyuacHa nexgiatpis. Ykpaina 2(106)/2020




Yntante Hac Ha caunTe: http://med-expert.com.ua

cm30Bi  0600HKM BoJori. Beswke TiM'sTuko
0,5x0,5 cM Ha piBHI KiCTOK Yepera, MBU KOAITOBA-
Hi, BU3Hauasacd aedopmarlid BYITHUX PaKOBWH,
AQHOMaJTisi PO3BUTKY TEPIINX MaJbiliB Ha 000X
kucrax (puc. 1). Disionorivni pedexcu BUKIH-
KaJnCs, M'I30BUH TOHYC 3HUKEHUH, O9HI CUMTITO-
mu oropeakiii 30epeskei. /IluxaHHs ClIOHTAHHE.
AyCKyJIbTaTUBHO JMXaHHS MPOBOAMIOCT 3 000X
CTOPiH, TIO JIIBOMY Kpaio TPYAHUHU BU3HAYABCSI
cuctoniunnii mym 4,/6. [lpu nmanpnaiiii BU3Ha4aB-
cAd M'IKWH SKWBIT, TeUiHKa BUCTyNajga Ha 3 CM
3-11ij1 Kpaio pebepHoi IyTH, IePUCTATbTUKA MJISIBA,
CEYOITYCK BiJIbHUM.

JlaHi napakJiHiYHUX 00CTEKEHb: Ha PEHTI€HO-
rpaMi Bi3yasizyBajacsl KapiioMeraisi, TiHb cepiid
YACTKOBO 3aTiHSAE JIBY IJIEBPAJIbHY MOPOXHUHY
3 aHEBPU3MATUYHO PO3NTNPEHNMHU TIEHTPATHHUMHI
JIETEHEBUMU apTePisMu i3 HOPMasibHOIO Tiepude-
puunoio Backyspusaitieio KTI 60% (puc. 2).

ITiz yac yibTpasByKOBOrO 00CTEKEHHST BHY TPIlll-
HIX OpraHiB Ta Ha HelpocoHorpadii marosorii He
BUsABIeHO. ExokapmiorpadiyHo mgiarHOCTOBAHO
BBC: T® (puc. 3) i3 BizicytHicTio kiarana JIA, amne-
Bpu3MoIO TTpaBoi Tiiku JIA — 2,5 cm, JiBa rijika ne
BigyasmizyBanacs (puc. 4). linmorazia kibig JIA
(miametp JIA 0,4 cm), cTEHO3 Ta HEJIOCTATHICTD KJIa-
nana JIA 2,5+ i3 rpagienTom THCKY 50 MM PT. CT.,
nekctparnosuitist aopt 50%, meheKT MiKILTYHOU-
KoBOI 1eperopogiku — 4 MM, BAIT — 2 mm, BOB —
4 mm. Croporsmsictb Miokap/a n106pa, DB — 68%.

Puec.3. Exokapgiorpadpisa. [oBra napacTepHanbHa Bicb. [dedekT
MiXKLLUMTYHOYKOBOI Neperopoaku, nepexpecHuii KpoBoTik. AopTa-
BEPLUHMLSA

Ha xomm'totepHiit Tomorpadii Bi3yasnizoBaHO
rinomasito Ta creHos3 crosbypa JIA (puc. 5).
ITpaBa risika giaMeTpoM 710 5 MM, 3 HEUiTKIM TIPOC-
BiToM. /lucTasnbHile poaTamioBaHa aHeBpU3Ma
npaBoi riiku JIA posmipom g0 23x31 MM, Ha TIpo-
MDKKY 10 26 MM. CriocTepiraeTbes areHesis JiBoi
rizku JIA. BusnavaeTbcst IEKCTPAIIO3UITisl AOPTH.
JledbexT MiKIIIIYyHOUKOBOI TIEPETOPO/IKU HA PiBHI
6a3aJbHUX CETMEHTIB 10 8 MM. ¥ cerMeHTi 3 HU3-
Xi/IHOTO BiJI/1iJly TPY/IHOI 2OPTH B JIiBY JIeTeHIO Biji-
XOJIUTh JOMATKOBA Cy/AWHA, AiaMeTpoOM 10 6 MM,
31 3BUBUCTUM XOJIOM B TTPOKCUMAJBHOMY BIiTisi
Ta HEPIBHOMIPHUM PO3NIMPEHHSAM /10 7 MM. besi-
MeHHa BeHa IiaMeTpoOM 4 MM TIPOXOAMWTH I

4.

1
Puc. 4. Exokapgiorpacis. KopoTka napacTepHasnbHa Bicb. KnanaH
nereHeBoi apTepii, aHeBpU3MaTN4YHE PO3LUMPEHHS MPaBOi TiNKu
nereHesoi apTepii (A). M0TiK He[OCTAaTHOCTI Ta CTEHO3Y Ha KnanaHi
nereHeBoi aptepii (B). CynpacTtepHanbHa no3uuis — HU3XigHA
aopTta, apTepianbHa NPOTOKA Ta aHEBPU3MATUYHO PO3LLMpEHa
npasa Hixka nerexnesoi aptepii (C)
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IyToI0 aopTu. BusHavaeTbed TinmepTpodis CTIHKT
MIPaBOro NITYHOYKA — TOBHIMHOIO 10 6 MM. [THeB-
MaTHu3allis JiereHb cTpokata. Kommpecis mpaBoro
KopeHsi aneBpu3mMolo 1pasoi risiku JIA. BucHoBok:
«Bpomkena Bana cepist — terpana Dasno, aHe-
BpHU3Ma TIPaBoi TIJIKN JIeTeHeBO1 apTepii. Aremesis
JIiBOI, JedeKT MiKIIJIYyHOUYKOBOI IEePErOPOJIKHU.
JliBobiuHa cexBecTpalis jeredi (cucreMmHe apre-
piasibHe KpOBOIIOCTaYaHH:A). KoMIipecist mpaBoro
KOpeHs aHEeBPU3MOIO IPaBOl TIJIKU JereHeBOl
aprepii, MaKCUMaJIbHO IIPOMIKHOIO OPOHXa».

Ilix yac KoHCyJIbTaIlil Xipypra /iarHOCTOBaHO
aTpesio aHyca Ta PeKTO-BariHaJIbHy HOPHITIO.

BuCHOBOK reHeruka: nmpobaH KiHOYOI craTi
Mae Bpokeni Bagu po3BuTky: BBC (T® i3 Biz-
cytHicTio Kiamany JIA), Baja pO3BUTKY TPaBHOTO
TaKTy — aTpesid aHyca, 1e)OpMOBaHi BYIITHI paKo-
BUHU (TlepiaypUKYJISPHI NIKIPHI BUPOCTH), T ATUH
naserb 000X PyK Ma€ 1mo Tpu hbajlaHTH, IIOCKe
mepenicces, Mikporaaris. MDeHOTUITOBO MOCTaBIEe-
no piaraos: «Cunapom [lmiga—Dpakkapos. is
Bepudikarii giarnosy Heobxinane Buainenns [THK,
reH micTuthed Ha 22pter—qll xpomocowmi, poTe
JlaHe JOCJIi/pKeHHsI He MTPOBOJMJIOCh Y 3B'S3KY 13
BHCOKOIO BapTiCTIO JOCTiIKEHHS.

[IutnHa KOHCyJbTOBaHAa Kap/ioxipypramu
TPbOX KHUIBChKUX CIIEI[iali30BAaHUX KapAiOIeHTPiB,
y XipypriuHomy JiKyBaHHiI OyJ0O BiJMOBJIEHO.
Y nopasbuioMy yTpUMYyBaJach JAUXaJbHA HEIO-
CTaTHICTD, AUTUHA 3Haxoauaach Ha [1IBJI (emizo-
IUYHO 3aCTOCOBYBasach Bucokodactotna [1IBJT),
IPOBOAMJIACH HEOAHOPa30Ba CaHalliiiHa OpPOHXO-
CKOTIisl, IUTWHA OTPUMYBaJa MEIUKAMEHTO3HY
CUMTITOMATUYHY Tepariio. ¥ 3B'SI3Ky 3 HEMOXKJIH-
BiCTIO MPOBeJleHHS paJuKaJIbHOl XipypriyHoi
kopekitii BBC, cran gutunu crabimisyBatu He
B/IAJIOCH, 1 Y Billi TPHOX MiCAIIiB BOHA TTOMeEpJIa.

Ha cexitii (puc. 6) BUgBieHO BUPa3Hy KOMIIPECItO
TpaBOTO KOpeHs aHeBpu3Moio (posMip 23x31 cm)
npaBoi riiku JIA.

OO6roBopenHs

Terpana @Dasnno i3 BigcyTHicTio Kiaanana JIA —
1€ Haa3BUYaiiHo pigkicHa dopma TD, mo xapak-
TEPU3YETHCS HAABHICTIO 3AJUIIKOBOI KJIATTAHHOI
TKaAHWHM Y1 MMOBHOIO ii BiZICYTHICTIO Ta, SIK IIPaBHU-
Jjio, rinonnazoBaHuM KiibileM JIA. BigcyTHicTb
TKaHUHU Kiamada JIA 3yMOBIIOE HOTO BaxKKy
HEJIOCTATHICTH Ta IPU3BOAUTD JI0 OOMIUPHOI [[HJIa-
Tamii MpoKCUMaJbHUX TioK JIA, 10 cTHCKaoTh
TpaxeoOpoHXianibHe IEPEBO.

Ax yxxe 3aznavanocs, T i3 BigcyTHiCTIO K1a-
naxa JIA — 11e HalOLIbII piAKiCHMIT BapiaHT KJia-
cuunoi T, 1o 3ycTpivaeThes i3 4acToToo 2%.

Ile moctuii KaiHiYHUN BUNIAAOK y JIbBIBCBKiil 06/1a-
CHIlt putauiit kminivnii gikapai «OXMATIAUTs>
3a 20 poxkiB.

Eriosoria miei Bagu y OGilbIIoOCTi BUNAAKIB He
BuzHavaeTbcsd. OmnucaHi BUMAAKU TOEIHAHHS
JIaHO1 B/ i3 TIOpyTeHHAMU y 6 Ta 7 XpoMOcoMi
ta i3 cungpomom Jli-Ixxopmxi (25%) [5].

Yacto T i3 Biscyrrictio kiamana JIA moej-
HYETHCS i3 BIICYTHICTIO apTepiajbHOI ITPOTOKU,
Brepiie 1e Oysno omucano G.C. Emmanoulides
Ta CIIBaBT. Y Tpalli «AreHesis apTepiajabHOI MPo-
Tokn y miteit i3 Terpamoro Dasio i3 BigcyTHIM
kiaranom JIA» [3]. Came BoHUM omnucanu marore-
HETUYHUN 3B'sI30K MiXK BIZICYTHICTIO apTepiajbHOI
MpoTOKK Ta posmuperHsM JIA ta BijgcyTHIiCTIO
ii kmanaHa. HaykoBui BiJICTOIOBAIM TEOPilo, siKa
TPyHTYBAJacsi Ha TOMY, IO Mali’Ke ycd KPOB, SKa
norpamnsie o JIA, He cKuJaeThcs yepe3 apre-
piaJbHy TIPOTOKY, K 3BUYAWHO, a TTOBEPTAETHCS
JI0 TIPABOTO TIJIYHOUYKA 4Yepes3 JIeN0 CTeHO30BaHe
Kisbie JIA, BiTak IMOCHIIIOE AWIATAINIO TiJIOK
JIETEHEBUX apTepili Ta CHPUUUHSAE MOPYIIEHHS
po3BuTKy kianana JIA [3]. Ils kpoB ckupaerbest
yepe3 feeKT MIKIIITYHOYKOBOI TIEPETOPOJIKU Ta
BTAZIA€ Y HU3bKOPE3UCTEHTHUH TIaIleHTapHUN
KPOBOTiK 4yepe3 JiiBUil 1iyHouok. OjHak
Taka TEOpis OCTATOYHO He JOBE/E€HA, OCKIJIbKU
y JIeKUX BUTAJKAX, Y TOMY YHCJIi Y HaBEJICHOMY,
aprepiajsibHa TPOTOKA HasiBHA [4].

M. Rabinovitch Ta iHmi HaykoBIi onucyoTh
BPOJIKEHY CJIaOKICTh JIereHeBUX apTepiii, mpoTe
riCTOJIOTIYHI JaHi 1[bOTO HE MiATBEPKYIOTH [7].
[lesaxi aBTOpm BBaskaloTh, IO OMHCAHI 3MiHHT
€ HACJIJKOM IIOCHJIEHOTO CTPecy, MOAIOHOTO 10
3MiH, 1110 Bi/I0YBAIOTHCSI TIPU apTepiaibHiii JereHe-
Biil apTepiomnarii, oHaK TaKnX 3MiH He GYJI0 3Haii-
JIeHO y TiepuepUIHUX JIereHEBUX apTepisiX.

Y Tomy BUTIAZIKY, KOJIU MiXKIITYHOYKOBA TIepe-
TOpOJZIKa € IHTAaKTHOIO, YPa’KAETbCS HE TITbKU
MpaBHil IIJIYHOYOK, 11 MOKe OyTH TaKOXK Iarore-
HETUYHUM MeXaHi3MOM (pOpMYBaHHS aTpe3ii Tpu-
KYCITiIaJIbHOTO KJIalana, y MOeAHaHHi i3 BifiCy THI-
cTio Kianada JIA 3 THTaKTHOIO MiZKIIITYHOUKOBOIO
neperopozkoio [10].

Kuinigno y autuam Moke OyTH BUpPaKeHUI
1[iaHO3 JI0 TOTO Yacy, MOKU He 3MEHIITUTHCS Mepu-
(hepuuHUl OMip JETeHEeBUX CYAWH, MICJAS IHOTO
BUPA3HICTh 111aHO3Y 3aJeKUTD BiJl CTYIIeHS CTEHO-
3y kmianana JIA. [lupmie xisnbie JIA nmpusBoauthb
/IO MEHTIT BUPA3HOTO CTEHO3Y, BiZITAaK BHYTPITITHHO-
CepLeBHil IIyHT MOKe Oy THU JIIBO-IIPABUM Ta CIIPH-
YUHATU MiHIMaabHUil miaHo3. [lamienTu 3 Oiabil
BUPA3HOIO TIMOTIA3IEI0 KBTI MAIOTh CXOXKY KJTi-
HIiKY i3 AiThMU 3i 3BU4aiiHo0 TO.
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Puc.6. AHespn3ma npasoi rinku nereHeBoi apTepii Ha Cekwii

CepiieBa HeJOCTATHICTh BUHWKAE SK HACTIIOK
BEJIMKOTO JiBO-TIpaBoro IryHTa. Ile cripusie posiiu-
PEHHIO JIBOTO TepeJicep/is, SKUi Pa3oM i3 JiujiaToBa-
HUMU JIETEHEBUMU apTePisiMU TPU3BOIUTH 10 PUSUKY
PO3BUTKY OOCTPYKITii [UXaTbHUX TLIsIXiB. HasBHiCTH
BUPA3HOI TPUKYCITTATBLHOI HEJIOCTATHOCTI Ti/IBUIITYE
PHU3UK PO3BUTKY CEPIeBOI HEZIOCTATHOCTI.

Kuiniuni posgsu TO i3 BifACyTHICTIO KiaraHa
JIA 3'aBasroThCs Bifpasy Micss HAPOMKEHHS. Ix
MO’KHA PO3MAIJUTU Ha JIBI OCHOBHI TPYNU: i3 BaXK-

KMMK PecIipaTOpHUMU MPoOJeMaMu, JIiKYBaHHSI
SJKUX He /1a€ e(deKTy IMPOTITOM IIepPIIOTO POKY
SKUTTSL, TA Ti, IO MAIOTh BasKKi AMXAJIbHI TIOPYIIEH-
HS BiJ[pa3y MicJs HAPOKEHHS.

BunukHeHHs 11iaHO3Y TOSCHIOETLCA BHCOKOIO
PE3UCTEeHTHICTIO JiereHeBUX cyauH. llianos, sk
MIPaBUJIO, HE TIOCUJIIOETHCS, K Y BUMAJIKY 13 KJla-
cuunoo T®. fAx TiabKM omip JiereHeBUX CYIMH
3HIUJKYETHCS, 11aHO3 CTA€ MEHII BHUPA3HUM,
OCKIJIBKU TTOCUJTIOETHCSA JIiBO-TIPABUH IIYHT.
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IIpu orysanmi BU3HAYAETHCA I11iaHO3 CEPEHBOTO
CTYIIEHsI, y JJAaHOMY BHIIAJAKY ioro He Oyso. Bupas-
HUM TIaH03 TIOSACHIOETHCA IBOMA TPIUNHAMU: BUCO-
KOIO KOHIIEHTPAIIIEI0 FeMOTIO0IHY Ta BUCOKUM OTI0-
poM JiereHeBuX cyiuH. CTEHO3 IOMIHYE Y TTaIliEHTIB
3 BUPaA3HOIO TIiTOTIJIA3i€10 JIETEHEBOTO KiJTbIIA.
3acTiiiHa cepieBa HEIOCTATHICTb TPOSIB-
JIIETBCS TaXiKap/i€lo, TaxilmHoe, rernatoMeraieio
Ta KapiloMeTaji€io i3 TMOCUJIEHUM JIeTeHEBUM
KPOBOOGITOM, 1[0 TPOSIBJISIETHCS IHCJsI TOTO, SIK
3HUIKYETBCS OTIip JIeTeHEBUX CY/INH.
[ITy™m mpu maniit Bagi — CUCTOJIO-TIaCTOMIYHUH,
HaifKpalie BUCIYXOBYEThcst B auisHili JIA. Bin
€ ’KOPCTKUM Ta TTPOBOJIUTHCS HAJT YCIETO ITISTHKOIO
JiereHb. Bu3HavaeThCst KOPOTKA TMay3a MisK CUCTO-
JIYHUM Ta JA1aCTOJIYHUMU KOMIIOHEHTaMH, IO
JIOTIOMAara€ BiIPI3HUTH HOTO Bifl XapaKTepPHOTO
CHCTOJIO-/IIaCTOJIIYHOTO UIYMY BIJIKPUTOI apre-
plajibHOI TPOTOKMU.
Ha EKI Busnauaetncs rinmeptpodiss mpaBoro
MIJIYHOUKA TA BIIXUJIEHHS eJIeKTPUYHOI Bici cepIid
BIIPaBO, 10 NnpuTamManHo kjiaacuuHiil TA. Iakoan
MOJKe BU3HAYATHUCA TillepTpodis mpaBoro mepen-
cepld.
Busnavanpnum g giarmoctuxkun € MPT,
SKa JI03BOJISIE OIIIHUTH PO3MIp JieTeHeBUX apTepiii,
cuMeTpilo aeparii JiereHb, BTOPUHHOI 110
0OCTpyKIlii, HAMOBHEHICTh JIETEHb TOBITPSIM.
Takox MOKHA BU3HAUUTH 00'€M JiereHb [2].
Ha penTrenorpami Bidyasi3ytoTbcs aHEBpU3Ma-
TUYHO PO3IINPEHi MeHTPaTbHI JeTeHeBi apTepii i3
HOPMaJIbHOIO TIepu(epUIHO0 BaCKYJISIPU3AIIIETO.
BusnauaeTtbcs kapaiomeraistisi, 1110 BUHUKA€E BHa-
CJTIZIOK PO3TIUPEHHS TTPABOTO MITYHOYKA.
ExokapziorpacdiuHo /iarHOCTYIOTbCS O3HAKHU
T®D: nederT MiKIITYHOUKOBOI TTEPETOPOJIKH, JIEK-
CTparo3ullisi aopTU Ta rineprpodis MpaBoOro
nuryHouka. Ileperopojika 3milieHa jgonepeiay, Ha
BiZMiHY BiZ iH(MYHAUOYISAPHOI YaCTUHU TTPABOTO
miayHoyka. Jlerenese Kisiblle TiloIJla3oBaHe,
cTysiku kiaanaHa JIA He BU3HauaOTHCS.
CroBOyp JIA Ta mpokcuMasbHI TIpaBi Ta JIiBi
JiereHeBi apTepii ANIaToOBaHi MPOTOPIIHO /10 CTY-
renst HefocratHocTi kinanana JIA. Ipasuit mury-
HOYOK TeK 3HAUHO PO3IMHUpeHni. BigyamiszyeTncs
MapaJioKcaJIbHUN PyX MiXKIIIYHOYKOBOI IIepero-
POIKH.
BusnavaioTp 4oTHpPHU KJIOUOBI eXOKap/iorpa-
¢diuni oznakm T i3 BincyTHicTo k1anana JIA [9]:
e BincyTHiNt kmaman JIA, nucriazig kiamana
ab0 HasiBHI PyJAMMEHTApHI CTPYKTYPU KJia-
MAaHHOTO anapary;

® TIOEHAHHSA CTEHO3Y Ta HEJOCTATHOCTI Jiere-
HEBOT'O KiJIbI;

e 3HaYHe aHeBPU3MATHUHE PO3ITUPEHHS Jiere-
HEBUX apTepili;

o MiBUIIEHWH THCK ¥ JIA.

Jonmiepexokapaiorpadis JeMOHCTPYE TypOy-
JIEHTHICTh Yepe3 BHUXIJHUU TpaKT IPaBOTO
MITyHOYKA. 3BOPOTHUH TOTiK yepe3 JIA Bizyasrisy-
€Tbecsl 7I00Ope, ajie aprepiajbHa MPOTOKA HasBHA
pizko. IIoTik yepes MiXKIIJIYHOUKOBY IIEPETOPOJIKY
He € TYypOYJIEHTHUM, OCKIJIbKY Je(EeKT € BEJTUKNM,
HEPEeCTPUKTUBHUM Ta, SIK IIPABUJIO, IIEPEXPECHUM.

Ycknagnents 3 60Ky JiereHeBoi maroJiorii Haii-
JacTile € TPUIUHOIO cMepTi marienTis i3 TA 6e3
kuarana JIA. Haityacrinie po3BuBaerbest emdise-
Ma, aTeJIeKTas; HeOe3meKy /st AUTHHI CTAaHOBJISTD
BipycHi iH(deKIIii, 0cOOIMBO PeCITipaTOPHO-CUHITH-
TiaJIbHUH Bipyc.

HemoBagram, y I9KUX PO3BUBAETHCSI pecCITipa-
TopHUI aruao3 i3 3arpumkoio pCO? mokaszaHa
MexXaHiuHa BeHTUJ A Jeredb. OqHak, SIK TIIbKA
JIUTUHA CTA€E 3aTEKHOIO Bifl BEHTUJIATI i TTO3U-
TUBHUM THUCKOM, BiJIJTyYeHHS BiJl TUXAJIbHOI IIi[T-
TPUMKH MOKe OyTH BKpail mpoOeMaTHudHUM.
3actocyBanus IIIBJI pekoMeHAYETHCS BUKITIOTHO
Ha HU3bKUX TTapaMeTpax.

HemoBnsita y KpUTMYHOMY CTaHi BUMAaraioTh
HEBI/IKJIAIHOI XipyPTivHOil J0TTOMOTH, a Y AiTei i3
HE3HAUYHO BHUPAKEHOI KJIHIKOKW oOllepaTuBHE
BTPYYaHHS BiIKJIAAIOTH HA TI3HITI TEPMiHN.

Xipypriu#a TexHika 3aJeKUTh Bifl 1HAMBILY-
QJIbHOI aHATOMil HAlliEHTA Ta CTYIEHS AWJaTallil
rimox JIA. Xipypriuna KOpeKIlis MoJsITae y BIIN-
BaHHI KOHYITY Bijl IPaBOro MIIyHouKa /10 JIA abo
«BcTaBJIeHHs» kaanaHa JIA [8].

3 MeToI0 yCyHeHHs OpOHXiaJbHOI KOMITpecil
HeoOXi/[He BUCIYEHHs OCHOBHOI, ITPaBOi Ta JIiBOI Jiere-
HEBUX apTepiif, OfHaK 1€ He 3aBXIu e(peKTUBHO,
OCKLJIbKH TTpo0JieMa Moske OyTH Ha piBHi apTepiosn [1].

[Ticasionepaitifina JeTaabHICTh 3aJI€KUTh Bifl
BayKKOCTI 0OCTPYKIIii AnxaabHuX muisxis. [lepemo-
nepariiiina inTyOaiist Ta BEHTHUJISIS € MOTaHNMMU
[IPOTHOCTUYHUM MapKepaMu y Iicjsionepaiiiiio-
MY TIePiofi.

Hemae cremnugiunoro MeamKaMeHTO3HOTO
aikyBanHus TO i3 BiacyTHicTio Kimamana. Kmacwy-
Ha Teparrisi cepIieBol HeAOCTAaTHOCTI, SIK TIPaBUIIO,
He 3a0e311euy€ MO3UTUBHOTO e(hEKTY.

S.B. Yeager Ta criBaBT. pOOJISATH TIPHUITYIIEHHS,
mo T® 3 BigcyrHicTio Kaamana JIA i3 Beankoio
apTepiasibHOI0 MPOTOKOIO IIBUJIIE IPU3Be/e /10
CMEpTi TJI0/1a, OCKITBKA 32 TAKUX YMOB MOPYIITY-
eThest PYHKIList 000X MIIYHOUKIB, 1 TIIBKH TJIO/M i3
PECTPUKTUBHOIO YU BiJICYTHHOIO apTepiabHOIO
MIPOTOKOIO MOKWBAIOTh 0 OCTAaHHIX TePMiHiB
recraitii [10].
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[Tporuos y miteit i3 T 3 BiacyTHiCTIO KJa-
nana JIA 3aiexuTh BiJ CTyeHss 0OCTPYKILii
TpaxeoOPOHXIATBHOTO JlepeBa AUIATOBAHUMU
rinkamu JIA. Jlitn, y SKUX pO3BUBAIOTHCA BasKKi
JIUXaJbHI PO3JaJyd Bifipa3y IicJagd HAPOIKEHHS,
MaloTh BHWCOKWUH PU3WK paHHBOI CMEpTi.
Y HeMOBJIAT, 10 BUMAraloTh XipypriuHOTO JiKYy-
BaHHS Bizpasy Iricisi HapojaKeHHs, HabaraTo
TipIIU# TPOTHO3, HiXK Y TUX, KOMY MPOBEN OTIe-
partito misHime [6].

PiBeHb cMEPTHOCTI y TakuX jiTeil € HabaraTo
BUIIMM, HiX y aiTell 3i 3Buuaitnoio ¢opmoio T,
y 3B'43KY i3 BUCOKUM PU3UKOM PO3BUTKY TillOKCe-
Mii, CepIIeBOI HEAOCTATHOCTI, INXATbHOI HETOCTAT-
HOCTI Ta MOE€HAHHS 1IMX TaTOJIOTIN.

[MamienTy i3 MeHII Ta OiJIbII BUPA3HUM CTEHO-
30M kiamana JIA MaroTh cX0KUI TPOTHO3 i3 MiTh-
Mmu 3 kaacuunoto T, a ot 1iTH i3 MUPOKUM KisTh-
1leM Ta 3HAYHOI0 HEeJ0CTaTHicTIO Kiamana JIA
MafOTbh BUIUHU PU3UK PO3BUTKY BAKKUX YCKJIA[-
HEHb Ta CMepTi. Y MaIi€eHTiB i3 BaiKKOI 06CTPYK-
i€l OPOHXIB CHUMIITOMH TIPOSIBISIOTHCS Iile
y HEOHATAJbHOMY IMepPiofi; SK TiIbKH OPOHXH
301JIBIIYIOTHCS Ta 3MIIHIOIOTHCS, CUMIITOMU
MOXYTb 3MEHNIYBATUCS, OHAK 1l€ BUHUKAE MiCJIs
9-MmicsuHOTO BiKY.
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