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AHnomauisa: anv8eoNApHO-KaniiapHa OUCNNA3is — ye PIOKICHe 8P00diCeHe 3aX80PIOBAHHS 1€2eHb, U0
Xapakmepu3yemvcsi AHOMANTbHUM PO3BUMKOM Ab8eO I KaninApis, AKi ix omouyioms. Yepes nopyuienus
6 OY008I KaninApis i ix HenpasuibHe PO3MAULYBAHHS NO BIOHOULEHHIO 00 Ab8EO]l, Y 1e2eHAX GUHUKAIOMb
npoobnemu 3 2a3000MIiHOM, U0 YHEMONCTIUBTIOE e(heKmugHe HacuieHHs Kposi kucHem. Lle 3axeopiosanns
NPOsBIAEMbCA BIICE 3 NEPULUX 200UH ADO OHIB HCUMM S OUMUHU. Y HOBOHAPOOICEHUX CNOCEPi2AEMbCs
8adicKa OUXANbHA HeOOCMAMHICMb, AKA He Ni00AEMbCA NIKYEAHHIO CMAHOAPMHUMU Memooamu,
Makumu K nooaia KUCHIO abo WmMy4Ha 8eHMUNAYIA Jle2eHb | OLbuicms dimeu 3 Yyum 0iacHO30M
He 00Jicu8aroms 00 00HO20 Micays Oe3 mpancnianmayii necets. JliacHocmuKka 301UCHIOEMbCS 3d
00noMO02010 DIONCIT leceHe80i MKAHUHU MA 2iCMON02IYHO20 00CTIONHCEHHS, WO 00380JIAE NiOmeepoumu
HASIBHICb CIPYKMYPHUX AHOMATTU Y 1e2eHesill MKAHUHI a00 Nic/isl UKOHAHHS 2eHeMUYH020 AHANIZY
Ha nowyk mymayii eeny FOXF1. Jlikysanus ybo2eo 3ax60p1o6anus Hapasi oomedicene i 30edinbiio2o
NoasA2a€ 8 NIOMpUMYB8AbHIL mepanii. COUHUM PAOUKATbHUM MeMOOOM NIKYBAHHS € MPAHCNIAHMAYIs
necensb. Y Oauiti cmammi po32nA0aemubcs  UNAOOK  AlbBEONAPHO-KANINAPHOI Oucnaasii iezeHs
HOBOHApoOcenoo. Hasedeno pesyrbmamu nocmepmuo2o Mopg@onoiuno2o 00CioHcenHs 1e2eHesoi
mxaHunu. Cmamms 6y0e KOpUCHo 0as.1iKapie 6y0b-aKoi cneyiaibHoCmi, 015 C80EUACHOI 0iacHOCTMUKU
3axX60PI0BAHHS A HAOAHHS BUCOKOCNEYIANi308AHOT O0NOMO2U.

KurouoBi cioBa: criiika jereneBa rineprensis HoBoHapomkeHux, reH FOXF1, ansBeonspHo-
KaIJispHa JUCIUIa3is, aJbBEeOJSIPHO-KaIIsIpHAa MEMOpaHa, THEBMOIIATIS.

Beryn JMCTPECOM HOBOHAPO/DKEHUX uyepe3 pedpakrep-
AJNBBEONSPHO-KAMIISIpHA ~ JUCIIIA3is  Jie-  Hy TIMOKCEMII0 Ta TSKKY JICTCHEBY TiEepPTEH3IIO.
reHb — II€ PIJKICHE BPOKEHE 3aXBOPIOBAaHHSI  AHATOMIYHA OCHOBA XBOPOOHW — aHOMAJIbHUH PO3-
JIeTeHb, IO XapaKTEPH3YEThCS PECIiPATOPHUM  BUTOK MAPEHXIMU JIETEHb, [0 XapaKTEPU3Y€EThCS
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3MEHIICHOI0 KUIBKICTIO allbBEOJI, MOTOBUICHHIM
iX CTIHOK Ta aJbBEOJIIPHOTO IHTEPCTHIIIIO, aHO-
MaJbHUM PO3TAllyBaHHSIM JIET€HEBUX KaIlIsIpiB
Ol anbBeoNl Ta MaJO KUIBKICTIO KamuIspiB.
CaMe CyKyTHICTh TaKHX 3MIH IPU3BOAUTS JIO TO-
pYILIEHHs ra3000MiHy Ta JIET€HEBOi TinepTeH3ii
[1]. Takox meski MOCHITHUKK 3a3HAYAIOTh, IO
iCHye 3B’A30K MDX JIETEHEBUMH apTepisiMU Ta
CHCTEMHHMH CyIWHAMH, IO B CBOIO YEPry JIO-
JIaTKOBO TIOTIPIIY€e OKCUTEHALlII0 KpoBi [2].

MacMahon H.E. Bnepiiie BUSBHB «BPOTKECHY
aJIbBEOJIIPHY JUCILIA31I0 JereHby y 1947 pori ta
OTHCaB CTaH, «III0 3ajdydae OOWIBI JIETEHI piB-
HOMipHO a00 JHIlIe YacTKy», OB’ A3aHHM 3 aHO-
MajisMu B iHIUX opraHax [3]. Bumamok, mpo
axuil nosinomMuian Janney C.G. Ta Horo kojieru
B 1981 portii, cTocyBaBcsi JOHOIIEHOTO HOBOHA-
PODKEHOTO, Y sIKOTO uepe3 12 roauH micns Ha-
POIKEHHS PO3BUHYBCSI BOXKKHI pecripaTopHuit
qucTpec cuHapoMm. HesBakaroun Ha HaWkpauie,
JOCTYITHE HA TOW Yac JIIKyBaHHS, PO3BUHYJACH
OpanuKkapjisi Ta TIMOTOHIsI 1 HOBOHAPOIKEHUN
nomep Ha 40-it roquHi xutTa. [TocMepTHE 10-
CJIJKEHHSI JIETEHb MOKa3aj0 «mopyuieHHs (op-
MyBaHHS aJbBEONSIPHUX KAIISAPiBY», aHOMAlb-
HO TIOTOBILIEHY MPOMIKHY TKaHUHY, IO OTOUYYE
albBEOJIM Ta aHOMAJIBHO PO3TAIlIOBaHI BEHU B
OpOHXOCYIMHHMX Mydkax. KomaHaa HayKoBLiB
Ha3Baja JaHi 3MiHH «BPOIKECHOIO aJbBEOJISIP-
HOIO KaIJIAPHOIO JUCIIIa3iero» [4].

YacroTa BUTIA/IKIB 3aXBOPIOBAHHS CTAHOBUTH
MeHie 1 Ha 1 MUTBHOH, TOMY y Cy4acHii JiiTepa-
Typi onucano jmiie nmoHas 100 BunaaxiB ajibBe-
OJISIPHO-KAMUISIPHOT TUCTIA31] JIereHb. 3a NesKu-
MU JaHUMHU B €BPOMENCHKINA MOMyMsALii YacToTa
BUIIAJIKIB KOPETIOEThCS 3 ONMU3bKo 1,8 BUMAAKIB
Ha 100 tuc nacenenns [5]. bauszsko 90% Bu-
najkiB — cnopaanyHi i jume y 10% Bunaakis
MOXIIUBO TPOCIIJIKyBaTH CIMEHHHI Xapakrep
JAHOT MaTOJIOT1] 3 ayTOCOMHO-TOMIHAHTHUM TH-
MIOM yCTIaJKyBaHHS, IO MOB’S3aHO 3 MYTAIlI€0
reny FOXF1 npunaiimMui y 40% narienris. ['en
FOXF1, nokamizoBanuii Ha XxpomocoMmi 16q24,
BiJIirpa€e KJIOYOBY POJIb Y PETYJIAIlii TpaHCKPHII-
1ii Ta pO3BUTKY €MOpIOHAIBHUX TKAaHUH, 30-
KpeMa JIeTeHb 1 IITYHKOBO-KHIIKOBOTO TPAaKTY
(OMIM: 265380). Bin komye TpaHCKPUIILIIHHHIA
¢baxTop, sAxkuii HaNeXUTh 110 cimeiicTa forkhead
box (FOX) 6inkiB, i #ioro myraiii acorifioBasi 3
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ATBBEOJISIPHOIO KaUISIpHOTO nuctuiasiero. [Ipore
JIOCTEMEHHO HEBIJIOMO SIK caMe 11 MyTawii Mpu-
3BOJISITH JI0 aHOMAJIBHOTO PO3BUTKY JIETEHb [6,7].
V nmociigKeHHI TeHETUYHMX 3MiH, IO JIEKATh B
OCHOBI aJIbBEOJISIPHO-KAIIJISAPHOT AMCIUIA3IT Jie-
reab Guo M. Ta CIiBaBTOPH BiMITHIIH, III0 Y BC1X
HIECTH Mali€HTIB 3 aJbBEONSPHOIO KAMIISPHOIO
JUCIUIa3ier0 Oyllo BUSIBIIEHO MATOT€HHI MyTallii,
o BruBayiv Ha reH FOXF 1. 1i renetnuHi 3Mmi-
HU CYNPOBOKYBAIHUCS 3HAYHUMH CTPYKTYPHH-
MH aHOMAJISIMH JIET€Hb, TAKUMH SIK TiIOIIIa3is
aJbBEOJ Ta MOPYILIEHHS JEreHEeBOro KpoBOOOIry
Ha MIKpOCKOMiYHOMY piBHI [8]. YV mepeBaxkHiit
O1IBIIOCTI BUITA/IKiB 3aXBOPIOBaHHS MaHI(PecCTye
y niepiti 24-48 ToMH BiJl HAPOIKEHHS Y BUTIISII
MIPUCKOPEHOTO Ta YTPYAHEHOTO AUXaHHS, TOCH-
HiHHS Ty0 a00 MIKipH, IO MIBUAKO MPU3BOAUTH
JI0 PO3BUTKY MPOTPECYIOUOi NUXabHOI HEIo-
crarHocTi Ta cmepti [9]. [Ipote y diteparypi ic-
HYIOTh TOBIJIOMJICHHSI TIPO HEMOBIIAT, SIKI MaJln
CHUMIITOMH aJIbBEOJIIPHO-KAMIISIPHOT TUCTIIA3ii
JIeTeHb 32 MEXaMH HEOHATAJILHOTO Tepioy, Ha-
BITh Y Billl 7 MICSALIB, KOJH PO3BUTOK CUMIITOMIB
OyB IOCTYMOBHH, MPOTITOM JIEKLIHKOX MICSIIIB,
JI0 TIOSIBH TP13HUX MPOSIBIB JUXaJIbHOI HEOCTaT-
HocTi [10]. Y HemonaBaboMy orsifi 2 1 BUIMaIKy
3axBoproBaHHs Melly L. ta xoneru [11] npurmy-
CTHJIH, 1110 MOPYUIEHHS IIIIBHOCTI KalIApiB Ta
BIJICYTHICTh KOHTAKTy 3 aJIbBCOJSIPHUM EMiTei-
€M MOXYTb OyTH IBOMa OCHOBHUMH (pakTopamu,
SIKi BU3HAYAIOTh KIIIHIYHUNA Tepedir Ta mporHo3
JUIs maiiedTa. Takoxk, HayKOBIl BiMiYajiud BU-
WA TIOTEHIiaN JJI1 BHOKHBAHHS y TIOCTHEOHA-
TaJIbHOMY TI€pi10Jli JJIs TAIli€HTIB 3 MEHIII BUpa-
KEHUMHU MOPGOJIOTIYHUMH 3MiHAMH JIETEHEBOi
TKaHUHU. Tak, y JiTeparypi 3ralyeTbcs BUMATA0K
BIDKUBAHHS MAalll€eHTa HA MEIUKAaMEHTO3HIH Te-
parii mpoTaromM 56 TIKHIB HiCIs HAPOIKEHHS
3 MOpP(}ONOTIYHO MiATBEPIKEHUM iarHO30M
AJIbBEOJISIPHO-KAUISIPHOT ncIuiasii ierens [ 12].

Crin 3a3Haunty, mo y 80% HOBOHapoOIKe-
HUX 3 JIAHOIO TMATOJIOTI€I0, BU3HAYAOTHCS TAKOXK
CYMyTHI aHOMaJlli CEPIEBO-CYIUHHOT CHCTEMH,
[UTYHKOBO-KHIIIKOBOTO TPAKTy Ta CEYOCTATeBOI
CHUCTEMH, Cepell SKHX HalvacTime 3ycTpiva-
IOThCS: TIMOIUIa3isg JIBOTO HUIYHOYKA B TOEM-
HaHHI 3 TINoMJa3ie€l0 a00 KOapKTalli€lo aopTH Ta
HE3aBepLICHUH MOBOPOT KuIIKiBHHKa [13,14].
Y BUMAgKy 3axXxBOPIOBAHHS Ha aJbBEOJSIPHO-
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KaIuJIApHY JUCIUIA3ii0 JeTeHb, onrcaHoro Lin Y.
Ta CHiBaBTOpaMmH, y JOHOIIEHOTO HOBOHAPOJ-
XKeHoro Oyno BHUSBICHO MHOXXHHHI BPOJDKEHI
BaJI PO3BUTKY, BKJIIOUAIOUYH aTPE3it0 aHATBbHOTO
oTBopy Ta omdanonene. [latomoroanaromiune
JOCTI/DKEHHS. JIeTeHb BHSBHIIO MOPQOIOTivHI
3MiHHU, XapaKTepHI JJIs aJbBEOJSPHO-KAILISP-
HOI aucIuiasii: Timorniasis ajbBeoJ, IIOTOBIIEH-
HS aJIbBEOJIIPHUX TIEPETOPOJIOK, ITOPYIICHHS
MIKPOIMPKYJIALIT Ta BaJd PO3BUTKY JIETEHEBUX
cynuH. MoneKynspHO-TeHEeTUYHE A0CIiIKEHHS
BHBUJIO TTaToreHHy MyTailito B redHi FOXF1, o
MiATBEpAMIIO aiarHos [15].

Takox AOCHiAHUKAMH TOBIJOMIISUIOCH PO
MOJIMBI TIO3aJIETEHEB1 3MIHM Yy BUIVISIII aHO-
Maliid PO3BUTKY BEPXHIX AMXAJbHUX HUIAXIB.
Nagamoto K. 31 cniiBaBTOpamu ipu 10CITiKEHH]
BHITQJKy JWCIUIA3ii JIeTeHb BUSBHB IiATOPTaH-
Huii ctenos [16]. [To3anerenesi 3miHu 3ycTpiva-
to1bes y 50-80% Bunaakis (tabmuug 1). Takum
YUHOM, HEMOBJIA 3 JHUXAJIbHOI HEJOCTATHICTIO
HE3’SCOBAaHOTO TEHEe3y Ta CTPYKTYPHHUMH aHO-
MaJisIMU CE4OCTaTeBOI, HUTYHKOBO-KHUIIIKOBOI,
CEepIIeBO-CYIMHHOI cHCcTeM a0o0 3 AacCIUICHIEIO,
CJIiJl OLIIHUTU HA WMOBIPHICThH aJIbBEOJSIPHO-KA-
MUIAPHOI AUCIUIA31] JIeTeHb.

Ha cyuacHomy eTari naiie€HTH 3 aJIbBEOJISI PHO-
KaIISIpHOIO AMCIIIA3I€I0 JIETEHb MAlOTh HECIIPH-
STIUBUI MPOTHO3 IIOA0 BW)KUBAHHS IMPOTATOM
MEPIIOTO POKY KHUTTA. JlaHe 3aXBOPIOBAaHHS HE
Mae crenuiqHoro JIIKyBaHHS, a J1IarHO3 MOX-
JMBO BCTAaHOBWTH JIUIIC BHUKOHABIIH O10TCIiIO
JIeTeHb 200 MPOBIBIIY T'€HETUYHE TECTYBAHHS HA
BusBieHHs myTauiii reny FOXF1. €nunum me-
TOJIOM JIIKYBaHHS MOKHA BBaXKaTu TpPaHCILIaH-
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Talito JereHb. CTaHIapTHA Teparis BKIIOYAE y
cebe MexaHIYHy BEHTWJISIIIO JIETeHb, JIETEHEB1
Ba30OIUJIATATOPU Ta Y BaxkkuX Bumagkax EKMO,
sKe 3a0e3revye JUIIe TUMYACOBE IMOJIETIICHHS
CHUMIITOMIB IPOTSTOM JEKUIBKOX TOIuH. Y He-
MOBJISIT 3 aTHIIOBUM IEpeOiroM aibBeOJSIPHO-
KamiJIIpHOT JAMCIUIA3ii JIeTeHb BiANOBiAb HA Me-
JUKaMEHTO3HY Tepalito OUIbII CTilKa Ta TpUBa€e
MPOTATOM JIEKUIBKOX MicsmiB. Jlyis THX marien-
TiB, SIKUX BJAJOCh CTa0UTI3yBaTH, OCTaTOUHUM
METOZIOM JIIKYBaHHS € TPAHCIUIAHTallisl JIeTeHb.

Merta

Po3misiHyTH  KITiHIKO-MOP(]OJIOTiYHI MPOsBU
Ta YCKJIQJHCHHS allbBEOJIIPHO-KAMISPHOT JIHC-
iasii JereHb Ha MPHKIAl aHaji3y KIiHIYHOTO
BUMAJKY JUUIS BYACHOI JIarHOCTHKH Ta HaJaHHS
MEINYHOI JOIIOMOTH.

Marepiaau Ta meToau

JIis BUBYCHHSI BHITQJKy aJbBEOJISIPHO-Ka-
MIIpHOT AKMCIUIA3ii JIereHb OyJ0 BUKOPHCTAHO
pe3yibTaTi J1abOpaToOpHUX Ta 1HCTPYMEHTANb-
HUX METOJIB JIOCJiDKCHHS, 3aIMCH JIIKapiB, 110
OTNIsaNH JTAHOTO MAalli€HTa, sIKi Oynu oTpuMa-
Hi 3 MEIWYHOI KapTH HOBOHAPOMKEHOTo (op-
ma Ne 097/o 3arBepmxena Hakazom MO3 Bix
21.01.2016p. Ne 110). Jlnsa nmpoBeAeHHS MaTOJIO-
TOAHATOMIYHOTO JOCII/HKCHHS, Oyno BimgiOpaHO
IIMAaTOYKU TKaHUH opraHiB3rigHo Haka3y Ne1877
MO3 Vkpainu Big 21.09.2021p. Txanunu ¢ik-
cyBanu B 10% po3uuni dopmaniny, IpOBOAMIN
3a0ip HaWOLIBII 3MIHEHHUX IIJISHOK, 3HEBOIHIO-
BaJIM B CIIUPTAaX, MPOCOUyBajM napadinamu i 3a-
nauBaiy B napadinosi 61oku. [licns npurorysan-
HS 3pi31B HA MIKPOTOMI, IPOBOAMIH (apOyBaHHS
TeMaTOKCHIIIH-€O3MHOM Ta 3a Ban-I'i30HOM.

Taoauus 1. [To3anereHeBi 3MiHH IPY aJIbBEOJISIPHO-KAMUIAPHIN JUCTIIA3ii JIereHb.

Cucrema

Ipuxaagu

ImyHkoBO-
KHIIKOBA

He3zapeprieHnii moBOpoT KUIIKiBHUKA, aTpe3is CTPABOXOAY, TPaxXeo-CTpaBoXiaHa (icTyra,
aHallbHa aTpesis, BIJICYTHICTh J>KOBYHOTO MiXypa, CTEHO3 JBAHAALATHIAIOI KUIIKH,
TUBEPTUKYT MeKKens, apTepioBeHO3Ha Manb(opmallis MeYiHKA, MOBHA BiJICYTHICTh
a00 3MeHIEeHa KIAbKICTh TaHDIIO3HHUX KIITHH CTIHKH TOBCTOI KHIIKH, KiIbLENOIiOHa
MiAIUTYHKOBA 3aJ1034.

Ceuocraresi

JIBoOiunHMii TimpoHedpo3, CTEHO3 MUCTAILHUX BIIIUIB CEYOBOIIB 3 TipoHEedpo30M,
rineprpodist CTIHKM CEYOBOTO MiXypa, KJIAllaH! YPETpPH, IBOPOra MaTka, KpUITOPXi3M

Ceprieso-
CYIIUHHI

CunapoMm rinoriasii JIBUX BiJJUIIB CepIls, JIBOCTYJIKOBUW aOpTAJIbHUUN KJlallaH,
BIZIKpUTa apTepiajbHa NPOTOKA, YOTUPHOXCTYIKOBUHN JiereHeBHH KiamaH, aedekt
MDKIIEpEACEepIHOT MEeperopoky, xaedopmaris MITPaAILHOTO Ta TPHKYCHIJAIEHOTO
KJIallaHiB, peTpoe3odaranbHa MiAKIIOYMYHA apTepis, BIACYTHA MpaBa MyTKOBa apTepist
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3a ngomoMororw 3a0apBiICHHS Te€MaTOKCHIIIH-
€03WHOM BH3HAYWJIM 3arajbHi CTPYKTYpHI 3Mi-
HU Ta 3MiHH, III0 XapaKTepHi caMe I MPOsIBIB
aJIbBEOJISIPHO-KAMUISIPHOT Tuctasii gereds. [Ipu
3actocyBaHHI (papOyBanHs 3a Ban-I'i30HOM, Bu-
ABUIHM JUIHKA PiOposy. DotorpadyBaHHs Mik-
porpenapariB IpOBOAUIN Ha MOP(HOMETPUIHO-
My kxomriekci Olympus imaging CORP Model
NoE- 410DC7:4VD56547931 31 301blICHHIM
40, 100, 200, 400,800. Y gocnipKeHH] 1O0TpUMa-
HO BUMOTU MDKHAPOJHUX HOPM HIOAO 3aXUCTY
MpaB JIFOIMHU Ta €TUYHUX MPUHINIIB Y KIiHIY-
HUX JociimkeHasax 3rigao 3 FDA-1997-D-0508.
bioetnyni BUMOTH, BKJIIOUAIOYH 3a0€3MEUYCHHS
1H(OPMOBaAHOI 3roJM Ta 3aXHCT MpaB MaIliEHTa
Ta 3aKOHHHX TPEJCTaBHUKIB JOTPUMAHO.

Onuc KJIIHIYHOT0 BUNIAIKY

HoBonapompkenuii 4onoBiuoi crati, Tepmi-
HoMm recraiii 31 TkaeHs ta 4 aHi, 6e3 o0TsIKe-
HOro ciMeiiHoro aHamHe3sy. [1in yac nepebiry Ba-
TITHOCTI, MaTH XBOPLJIa HA TOCTPY PeCHipaTopHy
BipycHY iH(DeKIiI0 Ta TOH3WIIT. HemoHomenwmii
XJIOITYUK HApOAMBCA 3 Macow Tima 14851 —
Jy)e Maja Maca Tila mpu Hapo/pkeHHi. OIiiH-
Ka 3a mKanoro Amnrap 6 6anmiB Ha 1 XBuiMHI i
7 GaniB HA 5 XBUIIUHI, 110 MOXJIMBO PO3IIHHUTH,
gk Jerka acikcis npu HapomkeHsi. Crifn 3a-
3HaYUTH, O B 31 TWXKIEHb JEreHeBa TKaHUHA
(a came anpBeononuTH Il mopsaKy) HE CUHTE3Y-
10Th Cyp(aKkTaHT y JOCTATHIN KUIBKOCTI, 11O 111€
OinbIie OOTSKY€E CTaH AUTHHU. XUOHE popmy-
BaHHS JIETEHEBOI TKAHWHU HE Ja€ MOXJIHMBOCTI
OoTpuUMaTu eeKT BiJ] €K30r€HHOTO BBEICHHS OC-
TaHHBOr0. CTaH TUTUHU MPOTPECUBHO MOTIPIIY-
BaBCA 32 PaXyHOK HAPOCTAHHS SIBHII JUXaTbHOL
HEIOCTAaTHOCTI, sika Oyia pedpakTepHa 10 Hpu-
3Ha4eHoi tepamii. s crabimizamii KIIHIYHOTO
CTaHy IWTHUHU 3 O3HAKAMH TOCTPOI AUXAJIBbHOI
HEJOCTATHOCT1 OyJI0 TPOBEIEHO KOMIUIEKC He-
BIIKJIQJIHUX pPEaHIMAIliHHUX 3aXO0JliB, 30KpeMa
IHIIIOBAHO TPOBEACHHS INTYYHOI BEHTHIIAIT
neredr (IIIBJI) y pexumi migBuimeHoi (pak-
uii pauxyBanoro kucHioo (FiO: mgo 80%). Ta-
KW MiIX1A J03BOJUB 3a0€3MEYUTH MiJATPUMKY
OKCHTEHAIlil B YMOBax BHMPa)KE€HOi TiIMOKCEMIi.
OnnoyacHo mpoBoawiacs iH(y3iiiHa Tepamis i3
3aCTOCYBaHHSIM 5% pO3UMHY TJIFOKO3HM Ta 130-
TOHIYHOTO po3umHy Harpito xjopuny (0,9%), 3
METOI0 KOpEKLi BOAHO-EJIEKTPOIITHOrO OanaH-
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Cy Ta 3arno0iraHHs po3BUTKY rinoBosiemii. JIabo-
paTopHi JOCIHIJKEHHS CBIAYMIIN MPO HASIBHICTH
TSDKKOT TIIMTOKCeMiT — mapIiaTbHUI THCK KUCHIO B
aprepianbHiii kposi (Pa0O:) cranoBuB 45 MM pT.
CT., 10 3HAYHO HMKY€ HOPMATHUBHUX MOKa3HU-
KiB. [IOKa3HUKH KUCIIOTHO-TYKHOTO CTaHy BKa-
3yBaJId Ha PO3BUTOK META0OJIYHOIO anuao3y:
pH aprepianbpHOi KpoBi — 7,25; Ha/UIUIIIOK OCHOB
(base excess, BE) — minyc 8 mmons/n. Bka3zani
MOPYIICHHS! CBIAYWIN TPO JIEKOMIICHCAIIII0 Me-
Ta0OJIYHOT0 KOMIIOHEHTA TOMEOCTa3y, UMOBIPHO
BHACI/I0K Tinonepdy3ii TKaHUH 1 HAKOIHMYEHHS
KHCIIUX METaOomiTIB. [HCTpyMeHTaNbHI MeTOIH
JI1arHOCTUKH BKJIIOUaNn exokapaiorpadito (Exo-
KT') Ta mpunixkoBy ynabTpacoHOrpadito JIereHb.
3a pesynbraramu ExoKI™ Oynu BusiBIeH1 03HaKU
MiBUIICHOTO THUCKY B JIETEHEBid aprepii, 110
CBIYUTH PO PO3BHUTOK JIETEHEBOI rinepTeH3ii —
10 MPHU3BOIUTH 10 TsOKKOI Timokcii. dani YV3]]
JIETeHb TPOJEMOHCTPYBAIM 3HM)KEHHS aepartii
napeHximMu 13 (opMyBaHHSIM 30H KOHCOJAalii,
110 € XapaKTEPHUM JJIsl TbBEOJIIPHOTO 3aIIOBHE-
HHS €KCyJaToM a00 KIITHHHUMU eJIeMeHTaMu. Y
nepii TOAWHU JKUTTS Y TAIieHTa PO3BUHYIIACH
nuxanbHa HenocTatHicTh I ctynens ta BiH OyB
TOCIITaNi30BaHUIl /0 BIJAUIEHHS 1HTEHCUBHOL
Teparnii HOBOHapO/KEeHUX. JliarHOCTHKA Ta JiKY-
BaHHS MOBHICTIO BIIIOBiJIajiM JIFOYMUM Haka3zam
Ta nporokonaaM MO3 VYkpainu. Uepes Bupaxeny
TIMOKCiI0, CTaH JUTHHU MPOTPECUBHO MOTipIIy-
BaBCS, MPHUEIHATNCH O3HAKH IOJIIOPTaHHOI He-
JIOCTaTHOCTI Ta HAOpsIKy TOJIOBHOTO MO3Ky. Ha
4 oGy *KUTTS TUTHHA TTOMepIa.

VY Xo#l mpoBeaeHHS MaTOJI0r0aHATOMIYHOTO
JOCIIPKEHHS BUSBIIEHO, 11O JIET€HI HE BUIIOB-
HIOIOTH TUJIEBpPaIbHI MOPOKHUHU, BOHH MO3aid-
Hi 32 paxyHOK 4YepryBaHHS YEpBOHO-CIpHX Ta
pokeBUX JAiUSHOK. Ha 3pi3i cipo-poxeBoro Ko-
JTBOPY, a MPH CTHCKAHHI BUAUIIETHCS HE3HAYHA
KUTBKICTBh MIHSABOI PiIMHU, IO CBITYUTH TIPO PO3-
BUTOK HaOpsKy jereHb (Mop(oyIoTiyHUI eKBi-
BAJICHT CEPIICBO-IMNXaJIbHOI HEAOCTAaTHOCTI 3a
KHUTTA 3 PO3BUTKOM HEOCTAaTHHOI B CBOIO YEPry
OKCHUTCHAIIll TKAaHWH BHYTPIIIHIX opraHiB). Jlys
BHUBYCHHSI CTPYKTYPHHUX 3MiH MpemapariB opra-
HiB, OTPUMaHUX IPU ayTOINCii, BUKOPUCTOBYBA-
Jock cTa”jpaptHe (apOyBaHHS MiKpomnpenapa-
TiB TeMaTOKCHITiIH-€03uHOM (Man.l, Man.2) Ta 3a
Ban-T'i30H0M (Man.3).
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Maumonok 1. Mikponpemnapar nereb X40
TreMaTOKCHUITIH-€03UH

Maumonok 2. Mikponpemnapar yereab X100
reMaTOKCHIIIH-€03UH

[Tpr MiKpOCKOIIYHOMY JOCIIJKEHH]1 BHUSIB-
JI€HO 3MEHILIEHY KUIbKICTh ajbBEOJ, IPOCBIT
aJIbBEOJI TIEPEBAKHO PI3KO PO3LIMPEHHIA, BOHH
MICTATh 3JIYIICHI aJbBEOJIOIMTH, 3 JUISTHKAMHU
oprasizariii ekcyaary, KM BUCTEJISIE X MPOCBIT
(1) MixanpBeoJIApHI TEPETHHKH PIi3KO IOTOB-
1IEHI, 32 PaXyHOK 30UIbIIEHHS KIIBKOCTI ME3€H-
XiMH, 0€3 HasBHUX KOJIATCHOBHX BOJIOKOH (2).
Crinku cynun aemio (idpo3oBaHi Ta rinepTpo-
¢oBaHi 3 BOrHUIIEBOIO MpOJidepartiero KIiTHH
iaTiMu (3). Crinka OpoHXiB Ta OpoHXion cdop-
MOBaHa IPaBUWJIbHO 3 100pe AudepeHIiioBaHUM
OpOHXIaJIbHUM EIITENIEM, SKUH MICISIMH 31Ty-
menuii (4). Boraumesi kpoBoBunusu (5). Jle-
TCHEBI apTepiONIM Ta JIETEHEB1 BEHH 3 CITUIBHOIO
aZBEHTHIIIEIO (6).

Came uepe3 CTPYKTypHI HMOpYLIEHHS B Oy-
JIOBI aJIbBEOJI Ta KamuIsApiB 1 iX HENpaBUIIbHE

Maumonok 3. Mikponpenapar neress X200
Ban-T'i3on

po3TalllyBaHHS IO BiJHOIIEHHIO 10 0a3zambHOI
MeMOpaHU aJIbBEOJIOIUTIB, Y JICTEHAX BUHUKAE
HOPYIICHHSI Ta3000MiHY, IO YHEMOXJIUBIIOE
e(eKTUBHE HACUYEHHS KpPOBI KHUCHEM. Takox,
OyJ0 BHABIEHO BIJKPUTY apTrepiajibHy IMpOTO-
Ky Ta oBaJibHE BikHO. Ilics HapomKeHHs, KOIU
JTUTHUHA TIOYMHAE TUXATH, TOTpeda y peTanpbHuX
KOMYHIKaIlisIX 3HUKA€E, 1 BOHM MalOTh (hi310510Ti4-
HO 3aKPUTHUCH: BIIKPUTE OBajJbHE BIKHO 10 18
MICSLIIB Ta BIJIKpUTA apTepiaibHa IPOTOKa Mpo-
TSTOM TEPIIOTO THKHS.

V mariedTa Tako)X MaJia MicIi€ I1aToJI0r1sT HU-
POK, a came J1BOOIYHA Mi€TOEKTa3is HUPOK, IO
4acTO 3yCTPIYAETHCS IPU AJIbBEOJISIPHO-KATLIISP-
HI{ qucriasii JereHsb.

Oo0rosopeHHsn

ATbBEONSIPHO-KANIUJIIPHA ~ JUCIUIA3is  Jie-
TeHb — piAKICHA, mpoTe JeTajabHa (popma Bpoa-
JKEHOTO TOPYIICHHS apXiTEeKTOHIKH JEereHeBOi
MIKPOLIMPKYJISTOPHOI  CITKH, LIO0 3YMOBIIIO€
TSOKKY, pedpakTepHy o0 CTaHIApTHOI Tepa-
mii TIMOKCEMIYHY IUXalbHY HEJOCTATHICTh Y
HOBOHApOKEHUX. HaWOUIbIIO  KIIIHIYHOIO
npoOIeMoI0 € Te, IO allbBEOJIAPHO-KaMiIsIpHa
JUCIUIA31sl 4acTo MIMIKPY€E MiJl peclipaTOpHUMA
JTUCTPEC-CUHAPOM, 3 TUIIOBUMH PEHTIE€HOJIOI Y-
HMMH Ta KIIHIYHHUMHU O3HAKaMHU, 1, BIAIIOBIIHO,
MOX€ 3aJIMIIATUCS HEPO3II3HAHOK y MepIli To-
JIMHU 200 HaBITh JIHI KUTTS, OCOOIUBO y Mepe/-
YaCHO HAPOIKEHUX NITeH. Y TUMOBUX BHUMAAKaX
aTbBEOJISIPHO-KAMIUIApHA JUCIIA3is JIETEHb HE
MIIAETHCS CTAHIAPTHUM METOAAM JIIKyBaHHS,
30KpeMa BUCOKO(paKLiHHIN BeHTUIIALI, 3aCTO-
CYBaHHIO Cyp(aKTaHTy, iHTanslli KUCHEM Yu
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arpecuBHIA 1HQY31HHIH Ta Ba30aKTUBHINA Mij-
Tpumii. Carypaliis KUCHEM 3aJUIIA€ThCS KPH-
TUYHO HU3BKOIO MONPU BUCOKI MOKa3HUKHU FiOz,
a MOKa3HUKHU Ta3000MiHY B apTepianbHil KpOBI
IIBHUJIKO MOT1pIIytoThes. Ll 03Haku, y moeiHaHHI
3 Hee(PeKTUBHICTIO IHTEHCHBHOI Teparlii, MaloTh
CTIIOHYKATH KJIIHIIKCTA 3aIiI03pUTH aTbBEOJISP-
HO-CTIPUISIPHY AUCILIA310 JICTCHB K TIOTECHIIHHY
eTioJIorio pedpakTepHoi rinokcemii. Y HaBeze-
HOMY KJIIHIYHOMY BHUIAJIKy 3aCTOCOBAHO HIMPO-
KU apceHall TepaneBTUYHUX IMIIXOMIB: MITy9IHA
BeHTHIIAMIS JiereHb 13 FiO2 no 80%, iudys3iiina
MiATPUMKA, KOPEKIIisl KUCIOTHO-ITY>KHOTO CTaHy.
IIpote, sik 1 B OUIBIIOCTI OMUCAHUX Y JITEPATYPi
BUIAJIKiB, €(DEKTHBHICTh IIUX METOAIB Oyna 00-
MEXEHOIO.

Otpumani  pe3yabraTh  MOP(OIOTIYHOTO
JOCTI/DKCHHSI JITEHEBOi TKAaHWHH TIOBHICTIO
BIIMOB11aI0Th MOP(QOJIOTIYHOMY OMHUCY MIKpO-
npenapariB 1HIMX AociaiaHukiB. [Ipu ambBeo-
JSIPHO- KaNuIApHIi AUCIUIA3ii JereHb CrocTepi-
raloThCs XapakTepHi MOPGOJIOTIYHI 3MiHH, SKi
BKJTIOYAIOTh:

® AHOMai aJlbBEOJSIPHO-KANUISIPHOT CTPYK-
TYpH: KallJIsIpU JIETeHb HETPaBUWJIBHO PO3-
TallloBaHl BIIHOCHO 0a3albHOT MeMOpaHHU
aNbBEOJIOINTIB, 3 PI3KUM 3MEHIICHHSIM
KUJIBKOCTI ajbBeosl Ta KamumsipiB. Yepes
1[e KamiJIIpy 4acTo PO3MIIICHI JaJieko BiJl
QJIBBEOJSIPHUX CTIHOK, IO YCKJIaJHIOE
e(eKTUBHUI ra3000MiH.

[ToroBuieHHS M1KaJTbBEOISIPHIX
NEPEeTHHOK: Yepe3 HaIMIpHY KiJIbKICTbh
ME3eHXIMaJIbHUX KJITHH, IO Y CBOIO
Yepry 3HWKY€E PYHKI[IOHATBHICTH JIETEHb.
[ToToBIIEHHSI CTIHOK CyIOMH: 3a PaxXyHOK
BOTHHINEBOI Tineprpodii Ta ¢didpo3y
Menii (po3pOCTaHHSI CHOMYYHOI TKaHWHU
y cepedHiii OOOJOHIII CyIWH), a 1HTHMa
(BHyTpilIHS OOOJOHKA CyIUH) 1HOAI Mae
BOTHUILEBY mpoiidepanito wiituH. lLle
MOX€ JJOAATKOBO IMOTIpIIyBaTH KPOBOOOIr
Ta ra3000MiH y JIETCHSIX.

3MiHH y OpOHXIaJIbHOMY emiTemdii: Xxo4a
OpoHxH (QOPMYIOTBCS HOPMAJBHO, Y
JeSKUX BUMAIKaX eMiTeid Moxe OyTu
YaCcTKOBO 3NIYIICHUH, IO € PEaKIli€ero
Ha TMOpPYIIEHHA auxaidbHOI (QyHKIIT Ta
TiMOKCiIO.

ISSN 2786-6661
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e Boraumesi KpOBOBWJIMBH Ta IHTEp-
CTUIIAJILHUNA HAOPSIK: 10 € PEakIlier Ha
3arajbHY TMOKCIIO Ta IMiIBUILEHE CYTUHHE
HABaHTa)KCHHSI.

Mopdonoriydi 3MiHH NPHU ANTbBEOJISPHO-KA-
MUTSIPHINA TUCIUTa3ii cBiYaTh Mpo Te, MO JeTeHi
HE MOXYTh HOPMajJbHO BHKOHYBaTH (YHKIIiO
ra3o00MiHy, 0 ¥ TPHU3BOIUTH JIO BAXKKOI IH-
XaJIbHOT HETOCTAaTHOCTI 3 EPLINX JHIB )KUTTS.

BucHoBku

AJBbBEONIIPHO-KAMISIipHA ~ JHUCIUIA3IA  Jie-
reHb — TsKKa (paTajibHa MaTojoris, 3aIMIIA€Th-
Cc1 ONHMM 13 HaWCKJIAIHININX I1arHOCTUYHHUX
BHUKJIMKIB y HEOHATOJIOT1i. BilCyTHICTD YiTKHX
paHHIX KpHUTEpiiB Ta CTPOKATICTh KIIHIYHOL
KapTUHH, OOyMOBIIEHA YaCTUM MO€JHAHHSAM 3
IHITUMU BPOJDKEHUMU BaJlaMU, 3HAYHO YCKIIa-
HIOE CBO€YACHY JIarHOCTHKY 3aXBOPIOBAaHHS,
[0 B CBOIO Yepry MPU3BOAUTH 0 (aTaIbHHUX
HACJTiIKIB.

VY mepeayacHO HApOHKEHUX [ITEH albBeo-
JISIPHO-KAITUIIPHA JTACIIIA31s MOXKE 3aTUIIATUCS
HEPO3Mi3HAHOK BIPOJOBXK KITBKOX I10, MacKy-
FOYHCH 1] KJIACHYHY KapTUHY TSDKKOTO pectipa-
TOPHOTO JTUCTPEC-CUHIPOMY, IO CYNPOBOIKY-
€THCS TSDKKOIO TIMOKCEMIEI Ta METaOOIIuHUM
aruao3oM, pedpakreprictio go tepamii (PAC
I Tuny).

Jliss paHHBOTO BHSIBICHHS OCOONUBY IIiH-
HICTh Ma€ TeHETHYHE KOHCYJIBTYBaHHS OaTbKiB,
SKi MalOTh B aHaAMHE31 BUMAJIKU PaHHIX Mepu-
HATAJIGHUX BTPAT 0€3 BCTAHOBJICHOI MPUYMHH.
Hocnimpxennsa mytaniii renHa FOXF1 moxe O0ytu
BUPIIIAILHUM JJIsl TIPOTHO3YBaHHSI PU3UKY Ha-
POIKEHHSI TUTUHU 3 aJIbBEOJISIPHO-KAILISPHOIO
JUCIUIA31€I0 JIETeHb.

PanHe BUSBICHHS O3HaK ajabBEONSPHO-Ka-
HOUIAPHOI AMCIUIA3ii JIereHb y Meplli TOIUHH
KUTTS € KPUTUYHO BKIUBUM JUJISI CBOEYACHO-
TO HAINPaBJICHHS TAIIEHTa JO CIeIialli30BaHUX
IEHTPIB JIUIS TPAHCIUIAHTAIIT JICTEHb.

diHaHCyBaHHA

Jlane mociipKeHHS HE OTPUMAao 30BHIII-
HbOTO (hIHAHCYBaHHS.

Konduiikr inTepecis

Jana myOmikalfisi He BHUKIIMKA€E OyIb-SIKOTO
KOH(IIIKTY MDK aBropamu, He Oyna 1 He Oyze
MpPeIMETOM KOMEPIIIHOT 3aIiKaBIeHOCTI YK BH-
HArOpOJIU B )KOMHIN (opMi.
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Abstract: Alveolar-capillary dysplasia is a rare congenital lung disease characterized by abnormal
development of the alveoli and the capillaries that surround them. Due to abnormalities in the structure
of the capillaries and their incorrect location in relation to the alveoli, problems with gas exchange
arise in the lungs, which makes it impossible to effectively saturate the blood with oxygen. This disease
manifests itself from the first hours or days of a child's life. Newborns have severe respiratory failure,
which is not treatable by standard methods, such as oxygen supply or artificial ventilation of the
lungs, and most children with this diagnosis do not survive to one month without lung transplantation.
Diagnosis is made by lung tissue biopsy and histological examination, which allows to confirm the
presence of structural abnormalities in the lung tissue or after performing genetic analysis to search
for a mutation in the FOXF1 gene. Treatment of this disease is currently limited and mainly consists
of supportive therapy. The only radical treatment is lung transplantation. This article discusses a case
of alveolar-capillary dysplasia of the lungs of a newborn. The results of a postmortem morphological
study of lung tissue are presented. The article will be useful for doctors of any specialty, for timely
diagnosis of the disease and provision of highly specialized care.

Keywords: Pulmonary Hypertension; Capillaries; Newborns; Respiratory Failure; Lung
Transplantation; persistent pulmonary hypertension of newborns; FOXF1 gene; alveolar-capillary
dysplasia; alveolar-capillary membrane; pneumopathy.
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