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OeHue BpOXAEeHHON anbBeoNnsipHO-KanuNNspHoOW AMCNNa3nn Nerkux y HoBopoxaeHHoro pedbeHka. CapaToBCKUI Hay4HO-
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OnucbIBaeTCs KIMHUYECKUIA Criyyan poxaeHus pebeHka ¢ anbBeONAPHO-KanNUNNAPHON AUCnnasnen nerknx, sie-
NSLWeNcs peakon NPUYNHOM PasBUTUS NErOYHOM MMNEePTEH3UN Y HOBOPOXAEHHbIX. [JaHHaa natonornsa npeacrasns-
€T 0CcoObIli MHTEPEC C KIMMHUYECKON TOYKM 3PEHUs, MOCKOMbKY PeaKo BCTPEYaEeTCs B NMpaKTUMKE Bpava-HeoHaTornora
W npeHatarnbHas AMarHocTka AaHHOro 3abofeBaHUsi 0MeHb 3aTpyaHUTENbHA. ABTOPbI CTaTbW COYNU HEOOXOAMMbBIM
OCBETUTb MPUYUHBI Pa3BUTUSA, KITMHUYECKYIO KapTUHY, METOAbI ANArHOCTUKM anbBeONAPHO-KanunsapHoOn gucnnasmm
nerkux.

KntoueBble cnoBa: neroyHas MNepTeH3nsa, BPOXAEHHbIE NOPOKK PA3BUTUA NETKKX, anbBEONAPHO-KaNnUNnaApHas gucnnasua, HOBOpO)K,D,eHHbII7I.

Gavrilova ES, Borisova AA, Bykova EV, Pozgalyova NV, Panina OS, ChernenkovYuV. Clinical case of the course of
congenital alveolar-capillary dysplasia of the lungs at a newborn. Saratov Journal of Medical Scientific Research 2016;
12 (2): 162-164.

The article describes a clinical case of a child with an alveolar-capillary dysplasia of the lungs — a rare cause of
pulmonary hypertension at a newborn. This pathology is of particular interest from a clinical point of view as it rarely
occurs in the clinical practice of a neonatologist. It should be noted that the prenatal diagnosis of this disease is of
significant difficulty. The authors found it necessary to highlight the cause of development, the clinical presentation and
the methods of diagnostics of alveolar-capillary dysplasia of the lungs.
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CvHOpPOM NErovyHOW rmMnepTeH3unm — 3TO OCTPOe
naToriormyeckoe COCTOSIHUE paHHEro HeoHaTarlbHOro
nepuoga, oOyCrNOBMEHHOE COXPaHSIOLWENCs BbICOKOM
PE3NCTEHTHOCTLIO COCYAUCTOrO pycna ferkux U nposie-
nawLeecs BblpakeHHoW runokcemmen [1].

OTBeTCTBEHHbIN aBTOp — [aBpunosa EkatepuHa CepreesHa
Ten. +7-937-026-73-85
E-mail: cat9105@mail.ru

[laHHOe naTonorn4eckoe COCTosiHNE 3aHMMaeT OOHO
13 BeOyLMX MeCT B CTPYKTYpe CMEPTHOCTU U UHBaNu-
avsauun geten B nepuog HOBOPOXOEHHOCTU, NMO3TOMY
3HaHMe 0CobeHHOCTEN KIMMHUYECKOrO TeYeHUs U Tepa-
numn 3TOro 3aboneBaHnsa YpesBbiHaiHO BaXKHO.

OCHOBHbIM KOMMOHEHTOM raToreHesa SABMSETCH
¢dopMmnpoBaHME MOPOYHOIO Kpyra: C OLHOW CTOPOHBbI,
(PYHKUMOHUPOBaHME  peTanbHbIX  BHYTpUCEPAEYHbIX
KOMMYHUKaUniA (OTKPbITOE OBaribHOE OKHO, OTKPbITbINM
apTepuanbHbIii MPOTOK), a C APYron — BbICOKas pe-
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3UCTEHTHOCTb COCYAWCTOrO pycrna C BO3HUKHOBEHUEM
NpaBO-NeBOro LWYyHTUPOBaHNS KPOBW, MPUBOASALLETO K M-
NMOKCEMUM U aumao3y, YCyryonsiowmx yxe MMeroLLycs
NEroYHYH0 rMNepTeHsmio.

B HacTosiLLee BpemMsA NPUHATO BbIAENATL NEPBUYHYIO
N BTOPUYHYHO NEroYHyto runeprteHsmto. K ogHom us npu-
YUH BO3HMKHOBEHMWSI BTOPUYHOWM NETOYMHON TMNEPTEH3UN
OTHOCHATCS MOPOKM Pa3BUTUS NETKNX.

AnbBeonapHo-kanunnsapHas gucnnasus (AKO) — He-
4YacTo BCTpeYaoLWniics Nopok pa3BuTms nerkmx. B mvpe
n3BecTHo Bcero okono 200 criyyaes gucnnasvm nerod-
HOW TKaHW, NO3TOMY MaToreHes, KNMHUYeckas KapTuHa,
MeToabl 06crnefoBaHNs U NeYeHna LaHHOW MaTonorum
Yy HOBOPOXOEHHbIX — OAWMH U3 BaXKHEMLLMX BOMPOCOB Y
HEOHAaTONOroB 1 AETCKMX PeaHUMaTONoroB, Ha KOTOpPbIN
noka AaH ManoucyepnbiBaoLLMi OTBET [2].

Mo npegcTaBneHHOMY BPOXAEHHOMY NMOPOKY pa3Bu-
TUSA UMEEeTCH A0CTaTO4HO CBEeAEHUI B 3apyOexHbIX nuTe-
paTypHbIX NCToYHMKaX. [pegnonaraeTcs, YTO NPUYNHON
OMcnnasnmn nerovyHon TKaHu SBNaTCd: hopMMpoBaHue
NaTonornyeckn WU3MEHEHHbIX Kanunnapos, aHoMalb-
HOe CTPOEHME 1 pacrnosioXeHne anbBeor, YBenMYeHne
KONnM4ecTBa COEOVHUTENbHOTKAHHBIX KOMMOHEHTOB B
neroyHom napeHxume. Bcriegcrteue aToro cpasy nocne
poxaeHus pebeHka 1 NepBoro Bgoxa NpouUCXoauT Hapy-
WweHve anddy3nm ra3oB B NErovHOM TKaHW; TMNokcemust
cnocoOcTByeT HapacTaHuio auuaosa, YTo NPUBOAUT K
peakTMBHOMY CMa3my aHOMarbHO PasBUTbIX Kanumnng-
poB, TeM CaMbiM MOBbLILIAETCA OABMEHNE B JEFOYHON
apTepun u, Kak CneacTeue, BO3HWKAET NerovHasa runep-
TEH3Ws1, yBENNYMBAETCS PUCK Pa3BUTUS MHEBMOTOPAKCA.

[narHocTuka [ucnnasvMnm NeroyHon TKaHW OYeHb
3aTpygHuTenbHa: nposoautcs obcrnegoBaHWe HOBO-
POXOEHHOro MO MPUHATBIM CTaHAapTaMm, BKIHOYaLMM
peHTreHorpadunto nerkmx. 30MoTbiM Xe CTaHO4apPTOM
ONarHoCTUKM JaHHOWM NaTonorny ABnseTcs B HACTOALWMNIA
MOMEHT TONBbKO MPWXKU3HEHHAast BUONCKs Nerkoro.

MHorve 3apybexHble aBTOpbl mpeanaralT MpoBO-
ONTb reHeTnyeckoe obcreoBaHWE YIEHOB CEMbU, a
TaKkKe COCTaBMeHWe reHeanornyeckoro Apesa CeMbi C
Lenblo HanTu y npelecTByOLWMX MNOKONEHUA cryyaun
POXAEHUS AETEN CO CXOOHOW KITMHUYECKOW KapTUHON (B
10% cnyyaeB OTMeYEeH CeMEeNHbIN XxapakTep AaHHON na-
TONOrMM C NPeanonOXnTeNbHbIM ayTOCOMHO-PELIECCHB-
HbIM TUNOM HacnegoBaHus) [3].

OkoHuaTenbHasa TakTka Be4eHWst NaUMeHTOB C arnb-
BEONSAPHO-KANUNNAPHON Aucnnasven He BblpaboTaHa
HW B ogHOW cTpaHe mupa. B HacToswee Bpems AKL aB-
nsietcsa 3abonesaHmeM ¢ HeGNaronpUsiTHLIM MPOrHO30M,
TPeOyHOLLMM 3HAUYMTENbHBIX PACX0A0B HA MeAULMHCKOE
obCcnyxuBaHve U He MMEeKLUM HUKaKoro cneumduye-
CKOro neyeHunsi. EQUHCTBEHHBIM METOAOM NEYEHNS MOX-
HO cyMTaTb TpaHcMnaHTaumo nerkux. Mo gaHHbIM odum-
UnanbHOW CTaTUCTUKW, MUPOBOW MeOULMHE W3BECTHbI
[Ba cry4yas nepecajku Nerkvx, Ho HET CBEAEHUI MO UC-
X04y W oTAaneHHOMY KaTamMHe3y OaHHbIX KITUHUYECKUX
cnyyaes [4]. B HacTosiwee Bpems y geten ¢ AK[l B kom-
MMAEKCHY Tepanuio BKIKOYEHbI crnedyoLwmne meponpus-
TUS: pecnupaTtopHas noaaepxka, koppekums metabonu-
YECKMX HapyLUEeHWA, KynMpoBaHUE KITMHWKN CepaevHOMn
HEeoCTaTOMHOCTK, 3KCTpakoprnopaneHasd MeMbpaHHas
okcureHauusa. Kak tepanus «off lable» paccmatpuBaet-
Csl MpUMeHeHne uHransauum okengom asota NO, xoTs, K
coXarneHuto, CerogHs ero npumeHeHne B P odwmuymans-
Ho He paspelleHo. Okcua a3oTa AeNCTBYET Ha ryaHunaT-
uMKnasy rnagkoMbILLIEeYHbIX KIETOK, BCreacTBUE 4ero
npoucxoguT aktmeauusa ulfM® n 3atem Basogunaraums
NeroYHbIX COCyA0B C yBenuyeHnem nepdyaunu rasos [5].
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Taknum 0bpa3oM, HeOOX0aUMbI paHHSAS AnarHoCTUKa
BPOXAEHHON NEroyHon natonorun u paspabotka npa-
BUNbHOW TaKTUKW BEAEHUSI OeTel C anbBeOonsipHO-Ka-
NUNNSIPHON AMcnnasnen.

OnucaHue KiiuHu4yeckozo cny4asi. bepemerHasa T.
noctynuna B Y3 «[lMepuHaTtanbHbivi ueHTp» . CapaTtoBa
npu cpoke rectaumm 40 Hepenb. bepeMeHHOCTL — BTO-
pasi, U3 aHaMHe3a M3BECTHO, YTO XEHLLMHA 3a TpW roga
00 AaHHoW GepemeHHOCTM Obina npoornepupoBaHa Mo
noesody Tybepkyrnesa nerkux. Pogbl BTOpble, CPOYHbIE,
B rOfIOBHOM npeasiexxaHun, nepsbii nepuog 8 yacos 40
MUHYT, BTOpor nepuoa 35 MuHyT. OKononnogHble Boabl
ceeTnble. OueHka no wkane Anrap 8-9 6annos, aHTpo-
NOMETPUYECKNE [aHHble HOBOPOXAEHHOro pebeHka:
pocT 52 cm, macca Tena 3500 r, OKpy>XHOCTb rornosbl 36
CM, OKpPY>XHOCTb rpyan 34 cm. NMocne npoBeneHus nep-
BUYHbIX pPeaHVMaLMOHHbIX MepOonpuUATUA NepeBeaeH
B AeTckoe oTaeneHune. Yepes 3 yaca nocne poxaeHus
BCNEACTBME BHE3aMHO BO3HUKLLETO yXYALUEHNSA COCTONA-
HWUS 3a CYET NOSABMEHNS AbIXaTernbHOW HEAOCTaTOYHOCTM
1 HEBPOJIOMMYECKOM CMMMTOMAaTUKN pebeHok Obin nepe-
BELeH B OTAENEHNE peaHnmaumm n MHTEHCMBHOWN Tepa-
N HOBOPOXXOEHHbIX.

Ha MOMEHT nepBMYHOrO OCMOTpa B OTAENEHUM pe-
aHUMauuMn COCTOsIHME HOBOPOXOEHHOMO pacLEHEHO Kak
TSDKENoe 3a CYET HapacTaloLLEen ablXxaTenbHOW HeaocTa-
TOYHOCTU N YMEPEHHOWN HEBPONOrMYeCcKon CMMNToMaTm-
Kn. Ha ocMoTp pearmpoBan ymepeHHOW ABUraTeribHOMn
aKTUBHOCTbBIO, HEeNpoJoMKUTENbHbIM nnavyem. KoxHble
MOKPOBbI TeNIble, YNCTbIe, BNeaHO-PO30BbIE, OTMeYarn-
Csl aKpoLMaHo3, nepuopanbHbIi U NepuopouTanbHbIv
LMaHo3; BUOUMbIE CrM3UCTbIE ObINM YUCTbIE, BMAXHbIE,
pPO30BO-LMaHOTUYHbIE. Popma rpyoHON KNETKM LUIUH-
apvdeckasi. Y pebeHka oTMe4yanocb CaMoCTOSITENbHOE
perynspHoe gbixaHve, TaxunHod 4o 70 B MUHYTY, BTSXKe-
HME HWDKHEN anepTypbl FPYAHON KNETKM 1 MexpebepHbIX
NPOMEXYTKOB Ha BbICOTE BOOXa, pasgyBaHME KpblrbeB
Hoca. OGe NOMNOBUHbI FPYOHOW KNETKM CUMMETPUYHO
y4yacTBOBanuM B akTe AblXaHus. AyCKynbTaTUBHO Abl-
XaHue pPaBHOMEPHO MPOBOAMIIOCH MO BCEM JIEFOYHbIM
nonsiM, Obino ocnabneHo, BbICMYLUIMBANUCL eanHWNY-
Hble KpenuTupyoLLmMe 1 NpoBodHble Xpunbl. OueHeH no
wkane Douns Ha 4-5 6annos. OTMevanach MbilevyHas
TMNOTOHUS, CHWXKEHNEe ¢U3NOoNorMYecknx pedrekcos.
BonbLon pogHuyok 2,0x2,0 cMm, He HanpsikeH, Ha ypoB-
He KocTen 4yepena, caruTTanbHbin woB 0,2 cM, KOCTK
yepena yMepeHHON NroTHOCTK. [Masa npy ocmoTpe oT-
KpblBar, peakuusi 3padykoB Ha CBET cummeTpudHas. Mo
ocTalnbHbIM OpraHam 1 CUCTeMaM NaToNorM4eckux npu-
3HaKOB MPU OCMOTPE HE BbISIBIIEHO.

Mpn nepBom KOHTPOME KUCIOTHO-OCHOBHOMO COCTO-
SIHWSA KPOBM OTMEYEH CyOKOMMEHCUPOBAHHbIA pecnupa-
TOPHO-MeTabonnyecknin aumaos, rmrnoKcemmst.

Ha ocHoBaHWKM AaHHbIX 0GBEKTMBHOIO OCMOTPA, BHE-
3aMHOro yXyALEHUss COCTOSIHMSA 3a CYET OblXaTenbHOM
HepocTaTo4HocTH, nokasaTtenenn KOC B OPUTH BbicTas-
neH npeaBapuTenbHbI AnarHos: «BpoxaeHHas nHeB-
MOHUSI? BpoXXOEHHbI NOPOK PasBUTUS NETKUX?».

CrapTtoBas Tepanusa BKMoYana pecrnvpaTtopHyto
nogaepxky B pexvme CPAP uepes HasanbHyl macky
¢ napametpamu: PEEP 6,0 cm Bog.cT., Fi02=30% (no-
kasatenu carypaumn — 93%), MHPY3NOHHYIO Tepanuio
rIOKO30COMEBBLIMY pacTBOpamMun 13 pacdeTa no uauno-
norvyeckon notpebHocTu, aHTMbakTepuanbHylo Tepa-
nuio amnuuunnuHom us pacdetra 100 mr/kr/cyT. B ABYX
BHYTPMBEHHbIX CTPYMHbIX BBEAEHUSIX, NPOMUIAKTUKY
remopparnyeckoro cuHgpoma 1%-HbiM BMKAcOOM K3
pacyeta 0,1 mn/kr/cyT.
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Yepes 3 yaca ¢ MOMeHTa noctynneHus pebeHka B
oTAeneHne peaHUmauum U UHTEHCUBHOW Tepanun co-
CTOSIHME YXYALUMMOCh U3-3a NPOrpeccupyloLlen nerod-
HOM HEeJoCTaTOYHOCTU U HEBPOSIOrMYeckon cuMnToMa-
TUKW (CUHOPOM YrHETEHUS).

YuntbiBass HapacTaHue CUMMTOMOB [blXaTenbHON
HeJoCTaTO4YHOCTU, Manbiwa nepesenv Ha VIBJ1 ¢ na-
pameTtpamu: FiO2=0,7; pip=26 cm Bog.cT.; PEEP 5,5
c™m Boa.cT., F set=47 B muH. O6e NoOnoBWHbI rPyAHOM
KNETKN CUMMETPUYHO YYacTBOBanu B aKTe [AblXaHus.
Mpu ayckynbTaumMm Nerknx COXpPaHsiNoChb BbIPaXKEHHOE
ocnabneHve abIxaHus Mo BCEM NEro4YHbIM NossiM, OTMe-
Yanucb KPENUTUPYHOLLME XPUMbl MO BCEM MOMSIM NETKUX.

Mpu caHauum TpaxeobpoHXManbLHOro AepeBa nosny-
YeHO HeobWbHOE KONMMYEeCTBO MYTHOW MOKPOTbI. [Noka-
3atenu catypauum 6binu Ha yposHe 88—-91%.

ApTepuanbHoe OaBrneHve C TEeHOEHUMEW K CHUXe-
HUO (MUHMManNbHOE 3HAYeHWe apTepuanbHOro AaBne-
Hua 49/20 mm pr.cT.). OTMeYeHO HapacTaHue obLiero
unaHosa.

YuuTbiBas yxyglweHne B COCTOsiHUM pebeHka, B Te-
panuio 6bin fo6aBneH BTOPOn aHTUBNOTUK (FeHTaMULMH
B CYTOYHOM [J03€e 4 MI/Kr B OBYX BHYTPUBEHHbIX CTPYyW-
HbIX BBEOEHUSIX).

VHOTponHasi nogaepkka OcyLlecTBNsanack onaMu-
HOM B [03e 5 MKr/Kr/MWH, 3aTeM [o3a gonamuHa Obina
yBenuyeHa 4o 10 MKr/Kr/MyH.

Mpn auHammnyeckom kKoHTpone nokasartenen KOC
BbISIBMANCA CYyOKOMMEHCUPOBAHHbLIA  CMELUaHHbIN
aunpos.

B avHamuke acuMMeTpusi rpyaHON KINETKWU, HEKOTO-
poe BbibyxaHue NeBoi ee MonoBUHBLI. AyCKynbTaTUBHO
COXpaHANOChb BblpaXeHHOe ocnabneHne AblxaHusa ¢
00eunx CTopoH, HO 6oree BbipaXkeHHOe ocriabneHune cne-
Ba, HE3HAYMTENbHOE CMELLEHNE OpPraHOB CPeOCTEHMS
BrMpaBo. bbiNno 3anogo3peHo pasBUTUE HaNpPSXEHHOro
NMHEBMOTOPAKCa CIeBa, BbIMOMIHEHA peHTreHorpadus
OpraHoB rpyaHOW KMeTKX, Ha KOTOPOW BbISIBMEH Hanpsi-
YKEHHbI NTEBOCTOPOHHUI MHEBMOTOPAKC.

BbinonHeHa nyHKUMs NeBov NneBparibHOW MOnocTU
BO BTOPOM Mexpebepbe Mo NeBOW CPeamHHO-KITHYMY-
HOW NuHWKM, 3BakyupoBaHo 70,0 Mn Bo3dyxa, HanaxeHa
aKkTMBHasi acnupaumsi.

HecmoTpss Ha npoBoguMMoe IeyYeHue, COCTOsIHUE
pebeHKka yxyawmnocb A0 KpawHe Tsxenoro. Mo gax-
HbIM KMCNOTHO-OCHOBHOIO COCTOSHUS 3adMKCMPOBaH
[EKOMMEHCUPOBaHHbIA CMELUaHHbIA aumago3 ¢ npenmy-
LLIECTBEHHbIM HapacTaHneM MeTabormM4yeckoro Komrmo-
HeHTa. C uenbio Koppekuun B Tepanuio 6bin gobasneH
4%-HbIli pacTBOp HaTpus ruapokapboHaTa M3 pacuyeta
(BE-5) xM Tena/3).

PebeHok nepectan pearnpoBaTb Ha ocmoTp. Kox-
Hbl€ NMOKPOBbI 6riegHO-LNAaHOTUYHBIE.

Mpopomkanace WBJ1 B 3agaHHOM paHee pexuMme,
[OblXaHue nNpoBoAUNoCh C 06enx CTOPOH, COXPaHAIOCh
ero bonee BblpaxeHHoe ocnabneHne crneea, BbICyLIN-
Banacb obunbHasi KpenuTtaumsa no Bcem nomnsm. AKTUB-
HbIV NNEeBpanbHbIA ApeHax cnesa PyHKLUNMOHMPOBar.

MNEJUATPHUSA

Mpu ayckynsTaumyn cepgua TOHbI TNyxuve, C TEH-
aeHumen k bpagnaputmun. B Tepanuio 6bin gobaeneH
aZpeHanvH B BMAe HenpepbiBHOW MHpy3um B gose 0,2
MKI/Kr/MUH. Ha doHe npoBOAMMOWN MHTEHCUBHOW Tepa-
nMn NpomsoLLIa OCTaHOBKA CEPAEYHON AEATENBHOCTU.

B TeueHne 30 MMHYT NMPOBOAMIIUCL peaHMMAaLMOH-
Hble MeponpusATMA B NonHoMm obbeme, 6e3 addekTa,
Oblna KoHcTaTupoBaHa Guonoruyeckast cMepTb pebeH-
Ka. MNMpooomKUTENBHOCTL XM3HU cocTaBuna 22 yaca 45
MUHYT.

Ha natonoroaHatomuyeckoe BCKpbITME Obin Hanpae-
FIEH CO creayroLmnm ANarHo3oM:

OCHOBHOI: BPOXOEHHbIN MOPOK Pa3BUTUS NETKKX.

OcnoXHeHue: HanpsKEHHbIN NEBOCTOPOHHUIA MHEB-
MOTOpakc.

ConytcTyowuin: LepebpanbHas uwemusa 3-n cTe-
neHu.

OcnoxHeHue: nonuopraHHas  HegoCTaTOYHOCTb
(OCCH, OH, OrH). CoctosiHne nocne VBJ1 n cepaey-
HO-NEro4HON peaHrMaL 1, OpeHNPOBaHUS NEBOW MneB-
panbHOW NOMoCTH.

PesynbraTbl  MMCTOMOMMYECKOro  UCCrenoBaHuUs:
BPOXAEHHBIN NOPOK Pa3BUTUS NETKNX; allbBEONSIPHO-Ka-
NUNRspHas gucnnasns Nero4yHon TkaHu.

3akntoyeHue. BeposTHee Bcero, No Mepe Hakonne-
HUS KITMHUYECKOTO OMnbiTa M pe3yrnbTaToB Hay4YHbIX UC-
cnepoBaHui ByaeT co3naH bonee CoBePLUEHHbIN NPOTO-
KOI UIK anropuTM No BeAEHUI0 NauWEeHTOB C NEroyYHoM
r’MNepTeH3nein, COOTBETCTBYIOLWMIN BCeM TpeboBaHuAM
JoKasaTenbHOW MeauLMHbI, KOTOPbI NO3BOMNUT NpeaoT-
BpaTUTb OCINOXHEHUS AaHHOrO 3aboneBaHus 1 yny4LmT
ncxoabl NeYEeHUs KPUTUHECKUX COCTOSIHUIA Y HOBOPOXK-
OEeHHbIX.

ABTOpcCKMI BKNnag: HanucaHne ctatb — E.C. lNa.-
punoBa, A.A. bopucoga, E.B. BeikoBa, H. B. No3sranéaa;
yTBepxaeHue pykonmcu — O. C. MNMaHuHa, KO.B. YepHeh-
KOB.
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