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1 TOCYJAPCTBEHHAA OBPA3OBATEJIbHASA OPTAHU3ALINA

BbICLIEIO NMPO®ECCUOHATIbHOIO OBPA30BAHUS « JOHELIKMU
HALMOHATIbHbBIN MEONLIMHCKUNA YHUBEPCUTET UMEHU M.FTOPbKOIMO»

2 PECITYBIIMKAHCKASI IETCKAS KITMHWYECKAST 5OJTbHULIA M3 [HP

CNYYAU BPOXXOEHHOW ANbBEONAPHO-KANUNNAPHOM
OUCMNA3UU NNEFKUX Y HOBOPOXXOEHHOIO
(KnMMHUYecKnn cnyyamn)

PE®EPAT. lNpoaHanuanpoBaHa nctopus 6onesHn manbuvka, poamsllerocsi ot | 6epeMeHHOCTM B
cpoke rectaummn 39 Hegenb ¢ Maccon Tena 3 000,0 r, oueHkon no wkane Anrap — 8-9 Gannos.
MpeHaTanbHO MO AaHHBIM YyNbTPa3BYKOBOrO MCCNEeNOBaHWS BbISBIIEH 3XOrE€HHbIM (DOKYC B NEBOM
xenypouke. MNpu poxaeHun coctosiHe pebGeHka yaOBNeTBOPUTENbHOE, aHanu3 KpoBwu 6e3 oco-
6eHHocTeln. Yepes 3 yaca nocne poxaeHuns pebeHok nepeBedeH B OTAeNeHWe NaTonorum HOBO-
POXOEHHbIX B TSXXENOM COCTOSIHAM 3a CYET CuHApOMa yrHeTeHusi. Ha ¢oHe npoBeaeHUs UHTEH-
CVBHOW Tepanuu naumeHT ymep.

[varHocTnpoBaHHas Ha ayToncum BPOXAEHHas anbBeOoNnspHO-KanuNspHas Aucnnasvs nerknx
SBUMacb NPUYMHON Pas3BUTMSA BLICOKOW NErOYHOW FMNEPTEH3MU C (POPMUPOBAHNEM «IIEFOYHOrO»
cepaua (BblpaxeHHas AunaTtauums npasbiX KaMmep cepaua, rmnepTpodma Muokapaa npaeoro xeny-
A0YKa, HEAOCTATOMHOCTb TPUKYCNMAANBLHOrO knanaHa 3 CT., KapAvomeranusi), NeroMHo-cepaeYHom
HeoCTaTOMHOCTH, NeTanbHOro NCxoaa.

KnuHnyeckoe HabnogeHne npedcraBnsieT MHTepeC ANs HEOHATONOroB, PpeaHNMaTonoros, 4ETCKMX

Kapanonoros, Kapanoxmpyproes 1 negnaTtpoB B CBA3U C PeOKOCTbo AaHHOIo 3aboneBaHusl, TpyAaHO-
CTblO ero I'IpVI)KVISHeHHOIZ OWarHOCTUKN M HeJoCTaTOYHOM MH(bOpMMpOBaHHOCTbIO Bpaqeﬁ OTHOCU-

TenbHO peakunx (opdaHHbix) 6onesHen.

KnioueBble cnoBa: anbBeonspHo-KanunnapHas amcnnasuns nerkux, HOBOpO)K,lJ,eHHbIﬁ.

MsuorooOpasue MpUYMH pa3BUTUS pe-
CIIUPATOPHOTO JTUCTPECC-CUHAPOMA y HOBO-
POXKIACHHBIX B PAHHEM HEOHATaJIbHOM HEPHUOIE
BKJTIOYAET 3a00JIEBaHUSI CEPIICUHO-COCYINCTOH,
KOCTHOM, MBIIIIEYHON CHCTEM, HapyIIeHUsT 00-
MeHa, MH(EKIMOHHBIE TIOPAKEHUS 1, KOHEUHO,
OpoHXOJIETOUHY 0 Iuciiazuio. Kpome Toro,
cpemut (akTOpOB IPOJIOHTMPOBAHHOM KHCIIO-
POI03aBUCHMOCTH HOBOPOXKIEHHBIX paccMmar-
pHBaeTCs M BCE BO3pacTaroIasi Ipyria MHOTO-
00pa3HOI JIErOYHON MHTEPCTULMATIBHOM Maro-
JIOTHH, BKJTIOYAOIas HapyILlIeHHe pocTa U pas-
BUTHS JIETKUX, BPOXKICHHBINA ASDULUT U JHC-
GbyHKIWST OeNKOB CypdakTaHTa, aTbBEOJSIPHO-
KalMUIAPHYIO JUCIUIa3UI0 JIETKUX, CHHIPOM
«MO3T—JIETKUEe—IIIMTOBU/IHAS JKeJe3ay, JIerod-
HBbI MHTEPCTULMAIIBHBIN IIMKOreHe3 U ap. B
NPEUMYILECTBEHHOM OOJNBIIMHCTBE BCE OHH
COMPOBOXKIAIOTCSl PA3BUTHEM CHHApPOMA Jie-
TOYHOM TUIEepTeH3un. B HacTodiee Bpemst 1o-

JIaraioT, YTO WHTEPCTUIHATBHBIE 3a00IeBaHNs
JIETKUX BCTPEYAIOTCSI B JIFOOOM BO3pacTe, HO
Cpey YCTaHOBJIEHHBIX CIy4acB Ha HEOHATaJIb-
HBII epros npuxoauTes 10 50 % [1].

CuHIpOM JIErOYHOM THUIEPTEH3UH —
OCTpOE MAaTOJIOIMYECKOE COCTOSIHUE PAaHHETO
HEOHATaJIbHOIO0 TMepHuoaa, OOYCIOBICHHOE
COXPAHSIOIIEHCS BBICOKOM  PE3UCTEHTHO-
CTBIO COCYAMCTOrO pycClla JIETKUX U IPOsB-
JIAIOIIEECs BBIPAKEHHOM TUIIOKCeMUeEH [2].

JlaHHO€ TaTOJIOrMYECKOE COCTOSIHUE
3aHMMAEeT OJHO U3 BEAYIIMX MECT B CTPYK-
Type CMEPTHOCTU U MHBAJIUAN3ALUU I€TEH B
MeproJIe HOBOPOXKACHHOCTH [3].

B mnacrosiiiee Bpemsi TpHUHSTO BBIJIE-
JATh NMEPBUYHYI0 M BTOPUYHYIO JIETOYHYIO
runepTeH3uo. K onHON U3 NMpUYUH BO3HHK-
HOBEHUSI BTOPUYHOM JIETOYHOM TUIIEPTEH3UU
OTHOCSTCS] IOPOKH Pa3BUTHS JIETKUX [4].
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AnNbBEONSIPHO-KANWJUIApHAs  JAHCILIA-
sust nerkux (AKJl) — penkas BpokaeHHas
MATOJIOTHS JIETKUX, BXOJAIAs B FPYIITY HH-
TEePCTULIHATBLHBIX OOJNE3HEH JIETKUX AeTed U
XapakTepusyromiasicss HapyueHueM (GopMu-
pOBaHUs aldbBEOJ W JAUCTAIILHOIO OTHENa
pecnimpatoproro Ttpakta. AKJ[ Bkirowaer
pan Mop(hoNOrHYecKUx MPU3HAKOB: HEJO-
CTATOYHOE KOJMYECTBO aJIbBEOJISIPHBIX Ka-
HNUUIAPOB, KOTOPble HE MMEIOT KOHTAKTa C
AIbBEOJISIPHBIM ~ ATIUTEIMEM, YTOJIICHHBIC
abBEOJISIPHBIE TEPEropoOJKH, YMEHbIIECHUE
KOJIMYECTBA aJllbBEOJI, TUIMEPTPOPUS MbI-
[IEYHOW OOOJIOUKH JIETOYHBIX apTEepPHoOI,
AHOMAJILHO PAacCIOJIOXKEHHBIE JIETOYHbIE Be-
HbI, UIYyLIUE BAOJb JIETOUYHBIX apTEPHUOT U
4acTO UMEIONIHE OOIIYyI0 ¢ HUMHU aJIBEHTHU-
IUIO, pacIIUpeHre JIUM(ATUYECKUX COoCy-
JIOB. YKa3aHHbIE THCTOJOTUYECKUE HU3MEHE-
HUSl TPENSTCTBYIOT HOPMalbHOMY TIa3000-
MEHY B JIETKHX, MPHUBOIAT K Pa3BUTHIO
CTOMKO#1 JIEerOUHOMU THUIIepTeH3uH [5].

MacMahon B 1947 . mepBbIM ormHcan
«BPOXKACHHYIO  AJIbBEOJIIPHO-KAMUISIPHYIO
JCIUIa3HMI0» KaK COCTOSIHHE, XapaKTepH3yro-
I1eeCs BOBJICYEHHEM O0OMX JITKUX W OJHON
JIOJI B COYETAHUU C BPOXKICHHOM MaTONOruen
B ipyrux opranax. C Tex nop ObUI0 OmyOamKko-
BaHO Oonee 200 ciydaeB aJIbBEONSPHO-
KalmUIAPHOW JTUCIUIA3UM, OHAKO HCTHHHBIE
dpbl  BCTPEUaeMOCTH JAHHON MAaTOJIOTHH,
CKOpEe BCEro, 3HAYUTEIBHO 3aHKEHBI [6].

bonbummHCTBO CitydaeB 0oJe3HU SIB-
JSIOTCS crnopanuyeckuMu U aumb B 10 %
CIIy4yaeB OTMEYEH CEMEWHBIN XapakTep ma-
TOJIOTUU C TMPEIIOJIaraéMblM ayTOCOMHO-
PELIECCUBHBIM THUIIOM HacClIe0BaHUA [7].

80%  OOMBHBIX  HOBOPOXKJICHHBIX
MMEIOT CONMYTCTBYIOIIME aHOMAJIUU CepJey-
HO-COCYIMCTOM  CHCTEMBI,  KElyJA04YHO-
KHUIIIEYHOTO U YpPOT€HUTAIBHOTO TPAKTOB,
CaMbIMU YacCTO BCTPEYAIOIIMMUCS U3 KOTO-
PBIX SIBJISIOTCSI TUIIOIUIA3Hsl JIEBOTO JKEIy-
JI0YKa B COUYETAaHUM C TUIOIUIa3ued MU KO-
apKTalyenld aopThl U HE3aBEPIICHHBIN MOBO-
poOT KuIilledyHuKa [8]. 3aKOHOMEPHO, YTO Ta-
TOT€HE3, KIMHMYECKas KapTHHA, METOJIbI
oOcieoBaHUSl U JICUYEHUS JAHHOW MaToj0-
TUU Y HOBOPOXKJIECHHBIX MaJI0 U3yUEHBI.

JlnarHoctuka AUCIUIa3UM  JIETOYHOM
TKaHU OYEHb 3aTPyAHUTENbHA: MPOBOAUTCS
o0creoBaHNE HOBOPOXKICHHOTO TIO MPHUHS-
THIM MPOTOKOJIAM, BKJIIOUAIOIUM PEHTTEHO-

rpaduio jerkux. 30J0ThIM K€ CTaHIAPTOM
JUArHOCTUKU JaHHOW MaTOJOTUU SBIISIETCS
Mopdorornueckoe wucciaenoBanue: B 90 %
CIIy4aeB JIMarHo3 CTAaBUTCS Ha ayTOIICUH, B
10 % cnyyaeB — Ha OCHOBAaHHMH HCCIIEJIOBA-
HUSl OMOIICUU JIETKOro. XapaKTepHbIMU TH-
CTOJIOTUYECKUMH TIPU3HAKAMH 3a00JICBaHU
SIBJISIIOTCS: HE3PENIOCTh TKAHM JIETKOTO, 3Ha-
YUTENbHOE CHIKEHHE YHUCIa KamWUIIPOB B
MEXaIbBEOJISIPHBIX MEPETOPOKAX, ITUPOKHE
ME)XallbBEOJIIPHBIE TEPErOpPOAKU, THIep-
Tpo(usi CTEHOK MENKUX BETBEH IErOYHOMN
apTepuu, HapylUIEHUWE BETBIEHUS JETOYHOU
BEHbI, €IMHasl aJBEHTHUIUS y BETOYEK Jie-
TOYHOM apTEPUU M JIETOYHOW BEHBI, JIUM-
docTa3 u3-3a HapYUIEHHOTO JIpeHa)ka JIUM-
(baTHYeCcKUMH COoCyamMu JIETKHX [9].

OxkoHyaTenbHasi TaKTHKA BEICHUS Ta-
nueHtoB ¢ AKJ[ He paspabGortana. Enun-
CTBEHHBIM METOJIOM JICUEHUS MOXKHO CYH-
TaTh TPaHCIUIAHTAIMIO JerkuX. [lo maHHBIM
opHUIIMATFHON CTaTUCTHKH, MUPOBOW MeEIH-
[IMHE U3BECTHHI JBa CIy4as MEepPecajKu Jier-
KHUX, HO HET CBEJICHUU MO UX UCXOAY U OT-
JaJeHHOMY KatamHe3y [5]. B Hacrosiee
Bpems y aereil ¢ AKJl B KOMIIJIEKCHYIO Te-
panuio BKJIIOYEHBI: pecnupaTopHas MO-
JIEpKKa,  KOpPpeKIHs  MEeTabOIMYeCKHX
HapyILIEHUW, KyNMUPOBAHHE KIWHUKHU Cep-
JEYHON HEAOCTATOYHOCTH, JKCTPAKOPIO-
panbHas MeMmOpaHHas okcureHarus. Kaxk
tepanusi «off lable» paccmarpuBaercs mpu-
MEHEHHE MHTAISLUUU OKCUIOM a3oTa. Okcup
a3oTa JCHCTByeT Ha TyaHWIAT-IUKIA3y
[JIaJJKOMBIIIEYHBIX KJIETOK, BCIEICTBUE YETO
npoucxoauT aktupanus ul’' M® u 3arem Ba-
307MJIaTalisl JIETOYHBIX COCYIOB C YBEJH-
yeHrneM nepdysun ra3os [9].

Takum o0pa3zom, B HacTosfIIee BpeMs
AK]I sBisiercst 3a0oeBaHHEM, TPEOYIOIIMM
paHHEll NMarHOCTUKU, HE WUMEIOIIUM CIelH-
dbuyeckoro Je4YeHHs, C HEOJArompUsITHBIM

IIPOrHO30M.
IIpuBoguM  KJIMHMYECKUH  Cily4au
BPOXIEHHOW  aJbBEOJISIPHO-KAMMIUISIPHOU

AUCILIa3WH JIETKOI'0 Y HOBOPOXKICHHOTIO.

KnuHunyecknn cnyyan

Mamsauk E. pomunicst ot 1 6epemeHHO-
CTH, OTATOLLECHHON 3pO3Uell IIEHKU MaTKH, Lie-
danrusvu B 15 Hen., aHemueill OepeMEHHBIX
JIETKOM cTerneHu ¢ 33 He., KombnuroM, | cpod-
HBIX, HOPMaJIbHBIX POZIOB B CPOKE recTaluu 39

94 Meamko-coumanbHble npobrems cembu, ISSN 1608-876X
Tom 26, Ne 2, 2021



KIMMHUYECKUIA CNYYAW / CASE REPORT

Henmenb. Macca Tenma TpU POXKACHUU  —
3 000,01, orrenka o mkane Anrap — 8-9 Gan-
noB. IlpenaransHo Ha Y3U BBISBIEH 3XOreH-
HBII QOKyC B JIeBoM kemynouke. [Ipu poxme-
HHUU COCTOSIHHE peOeHKa YIOBIECTBOPUTEIBHOE,
aHaym3 KpoBu 0e3 ocobenHocreil. Uepes 3 vaca
MOC/Ie POXKICHUS MANBIMK Havyal MOCTaHbI-
BaTh, OSIBUJICS ITMAHO3, carypanus 96 %.

[TepBbie 12 cyTOK KM3HM HAXOAUJICS Ha
JICYEHUH TI0 MECTY >KUTENILCTBA C JUArHO30M
OCHOBHBIM: BpOXKICHHBIM IOPOK cepaua: Ae-
(eKT MexmnpencepIHOi NMeperopoiKku, JIerod-
Hasl TUMEPTEH3Ms]; MepUHATaIbHOE THIIOKCH-
YECKU-UIIEMUUECKOE TMOPAKEHUE IIeHTpallb-
HOM HEPBHOW CHCTEMBI, OCTPbIN MEPUO, CUH-
npom yraetenus, JJH | ct. HK | cr.; comyr-
CTBYIOIIMM: BHYTPHYTpPOOHasi MH(pEKIHs He-
YTOYHEHHAs, MOpTajibHas TUIEPTEH3Us, HEO-
HaTaJIbHAas KENTyXa.

[IpoBogmioce nedeHue: 1edenum,
KOPTEKCHH, YKpJHUB, LIEPAKCOH, 3JIbKap, WH-
¢y3uonnas rtepanus (5 % riIOKO3a, LUTO-
(baBuH, TIIyTapruH).

B Bo3pacre 14 cyTok ObLT mepeBeneH B
OTJICJICHUE TATOJIOTHMH HOBOPOXIIEHHBIX. [Ipn
MOCTYIUIEHUH cocTosiHMe Tspkeroe. [losa mo-
TyQIeKCUu, MBIIMIEYHass TUTIOTOHMS, yrHETe-
HHE pPe(IeKcOoB CMMHAIBHOTO aBTOMATH3Ma,
CHIDKEHUE PEQIIEKCOB OpPAIIbHOTO aBTOMATH3-
Ma, KOKa CYOMKTepUYHAsI, cepasi, MTOIKOKHBIN
J)KAPOBOM CJIOM MCTOHYEH, B JIETKUX — ITyd-
pUIBHOE JIbIXaHUE, TOHBI Cepllia SCHBbIC, CH-
CTOJIMYECKHUH 1IyM B | TOUKe, )KMBOT MSTKHUH,
nededb +2 cm. YCC — 180 B 1 mun., U/ —
80 B 1 muH., Sa0, — 91-95 %,.

[Ipu oOcnemoBaHMM B KPOBH OBLIH
BBISIBJICHBI YMEPEHHBIN JIEMKOLUMTO3, TUIIep-
omnupyouHemusi: 244 (3a c4eT HEMPSMOTO —
233) MkMonb/1, B tuHamuke dyepe3 10 mHei
— 85 (3a cuer Hempsimoro — 80) MKMOJIB/I.
CPb - 15 wmr/n, ummyHorpamma: Ig A —
0,04 r1/m, Ig M - 0,54 r/n, Ig G - 10,7 1/n.
OO0mwmit aHaM3 MOYH, KOTpOrpaMMa: B Tpe-
JieNiax HOPMBI, TIOCEB Kalla, Hoca, 3eBa, Oak.
MOCEBBI — OTPHUIIATEIIbHEIE.

Pentrenorpadgust  opraHoB  rpymaHOM
KJIETKH: JIETOYHbIe MO 0e3 MHQHUIBTPATUB-
HbIX TeHell. KOpHM JIETKUX MaloCTPYKTYpPHBI.
Jlerounslii pUCYHOK NETIUCTOM CTPYKTYPHI,
HECKOJIbKO YCWJIEH M Je(OpMHUpPOBaH B HIK-
HUX oT/enax. TeHb cep/ia HECKOIbKO paciin-
pena (KTO — 54). Tens cpenocrenus 6e3 oco-
6ennocreil. CHHYCBI CBOOOIHBI.

Hetipoconorpadusi:  CTpyKTypsl TO-
JIOBHOTO MO3ra Iu(QepeHIIMPOBAHbI, CUM-
METPUYHBI, 0€3 AXO-NPU3HAKOB IOBPEXKIe-
HUW W MATOJOTMYECKUX BKIIOYEHHH. B co-
CYyIMCTOM CIUIETEHUU CJIEBA AHAXOICHHOE
BKJIIOUCHHUE AUAMETPOM J0 2,5 MM.

Oxokapauorpadusi: BhIpAKCHHAS TU-
JmaTanus NpaBbIX KaMep cepiua, HelocTa-
TOYHOCTh TPUKYCIHMAAJIBHOIO KjanaHa 3 CT.,
JaBJieHWe B  JITOYHOW  apTepum  —
74 MM PT. CT., TePEKT MEKIPEACEPIHON TIe-
PEropoAKHU, OTKPBITHIA apTepUAIBHBINA IIPO-
TOK — COpPOC KPOBH B a0PTYy.

V31 mouek, BUIIOYKOBOH KEJIE3bI:
HOpMa.

VY3U opranosB xuBota. [leyeHs: cTBOI
MOPTaJIbHOM BEHBI AHAMETPOM A0 3,4 MM.
IIpaBasg u 7neBas BETBU NOPTAJIbHOW BEHBI
paciupensl: mpaBas g0 21 mM, JeBas 10
16 mm. OT 51€BOi1 BETBH MOPTAJILHOM BEHBI K
HIWKHEN TI0JIOM BEHE MPOCIEKUBACTCA
(GYHKIIMOHUPYIOIIUK  apaHIMEeB  MPOTOK,
nuamerpom ot 1,8 MM 10 5,2 mm. B pexxume
LK npu 6ecniokoiicTBe peOeHKa perucTpH-
pyeTcst 0OpaTHBIA MOTOK KPOBH W3 HUKHEH
IIOJIOM BEHBI B JIEBYIO BETBb ITOPTAJIILHOU Be-
HbI ¢ coxpaHeHHbIM W-00pa3HbIM marTep-
HOM KpOBOTOKAa IIPH CHEKTPAJILHOM JoMILIe-
porpa¢uu. CoOcTBEeHHbIE BEHBI MEYCHU HE
pacimupeHnsl, cOpoc KpoBH B MOPTAIbHYIO
BEHY aJeKBaTHBIA. JKemuHslil My3bIpb, MOJ-
JKEITyJOYHas JKeJe3a, CeJIe3eHKa: HopMa.

[InanupoBanock mpoBenenne KT u
MPT cepana, anruorpaduu, 30HIUPOBAHHE
MOJIOCTEN cepala.

Cocrosinne pebeHka ocTaBalioch 0e3
cymecTBeHHOW auHamuku. Ha ¢one BHe-
3aIIHOTO YXYAIIEHUS! COCTOSIHUSI, COIPOBOXK-
JIABIIETOCS] OJBIIIKON C BTSDKEHUEM MEXKpe-
Oepuii, TIIyXHX TOHOB CepJIa, apUTMUIHOM
CepACYHON NEeATETbHOCThIO, HECTaOMIbHON
FeMOJMHAMHUKON C apTEepUAJIbHOW THIIOTEH-
3uei u Opamukapaueit, mpu HedPHEKTUBHO-
CTH PEaHUMAIMOHHBIX MEPONPUATUH OOIb-
HOH yMep B BO3pacTe 2 MECSAIIEB.

Ha BCKpbITUM BBIBIIEHO BEHO3HOE
NIOJJTHOKPOBHUE BHYTPEHHUX OpraHOB C CH-
HIOIIHBIM OTTEHKOM CIIM3HUCTBIX M CEPO3HBIX
obomnouek. [Ipu uccnenoBanum cepaua ycra-
HOBJIEHO, 4YTO OHO HMEET  OKpyIJIo-
TPEyroibHyl0 (opMy, YBEIMUYEHO 3a CYET
IIPaBbIX OTIEJIOB, pazMepaMu 7 X 5 X 4 cM,
Maccor 55 r. PacnonokeHue cocynoB B OCHO-
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BaHHUM cep/iia 0ObIYHOE, TUAMETP JIETOYHOTO
ctBona — 1,2 cm, aopter — 0,7 cM, oBanbHOE
OKHO OTKPBITO, nuamMeTpoM 1,3 cM, 6oTayioB
nporok auamerpoM 0,2 cm. IlpaBeie kamepsl
cep/ilia pe3Ko paclIUpeHbl, MOJOCTh MPABOTO
npeacepans yepes peacepaHo-
JKEIIYJOYKOBOE OTBEPCTUE COCIUHSIETCS C
IPaBBIM JKEITYI0YKOM, 00BEM KOTOPOTO OKOJIO
14 mn, mpaBbIil TIpenCepaHO-KETYI0UKOBBIN
KJIallaH COCTOUT U3 TPEX CTBOPOK, COETMHEH-
HBIX CYXO)KUJIbHBIMH HUTSIMH C COCOUYKOBBIMU
MblIamu, ero nepumerp — 4,8 cm. Jleroe
npeacepane qyepes IPEACEPIHO-
JKEITyII0YKOBOE OTBEPCTHUE COEAMHSAETCS C Jie-
BBIM JKEITYJIOYKOM, 00bEM KOTOPOro OKOJIO 3
MJI, JIEBBIN MpPECEepAHO-KETYTOUKOBBIN KJla-
MaH COCTOUT U3 JIBYX CTBOPOK, COEAMHEHHBIX
CYXOXKWIBHBIMA HUTSIMH C COCOYKOBBIMHU
MBIIIAMH, ero Tiepumetp — 2,6 cm. Kianan-
HbII W TIPUCTEHOYHBIM 3HIOKAPJA TOHKHH,
IJIaIKKi, OJIEeCTSAIINIA, TONIUHA CTEHKU Tpa-
Boro xenmyngouka — 0,6 cMm, TonmuMHA CTEHKH
aeBoro skenynouka — 0,2 cMm, MHOKapa yme-
PEHHOTO  KpPOBEHAIOJIHEHUS, KpacHOBAaTo-
KOPUYHEBBIN, TYCKJIBIN, 3JTACTUYHBIM.

Brimeonucanapie  MOpQOIOTHIECKUE
U3MEHEHHUS COOTBETCTBYIOT «JIETOYHOMY»
CepJIly MPU OTCYTCTBUU MAaKPOCKOIMMYECKUX
MPOSIBIICHUI BPOXKICHHBIX TTIOPOKOB €T0 pas-
BuTHUs. [Ipu BHEmIHEM OCMOTpe IPYrux op-
TaHOB W CHUCTEM BHJMMBIC MaKpOCKOIHYE-
CKH€ U3MEHEHUS HE BBISIBIICHBI.

OCHOBHBIE MUKPOCKOIUYECKHE H3MEHe-
HUS OBUIM YCTAHOBJIEHBI TIPH KCCIICIOBAHUN
TKaHU JIETKUX: BO MHOTHX Y4acTKaX B MEKaJlb-
BEOJISIPHBIX MIEPETOPOKAX PE3KO CHUYKEHO KO-
JIMYECTBO KAIMWUIAPOB BIUIOTH J0 UX MOJHOTO
orcyrcTBus (puc. 1 a), COXpaHEeHHbIE KarnyuIs-
pBl 3aIlyCTEBIIME, MECTaMH OTMEYaeTcsi HX
MEJIKOOYaroBasi THIepIuiasys U MOJIHOKPOBHE,
Ha OONBIIOM TMPOTSHKCHUH OMPENEINSIOTCS
MEJIKHE apTepryd U apTepPHONIbI B TOJIIE Me-
YKaJIbBEOJSIPHBIX TEPErOpOJIOK BAAIU OT Tep-
MHUHAJIBHBIX OpoHxuon (puc. 10), ux cTeHKH
YTOJIILIEHBI 32 CUET TUNEPTPOPHU MEJTU C PeE3-
KAM CY)XEHHEM MpPOCBETa BIUIOTH O MOJHON
obmureparmu (puc. 1B, 1). Bokpyr mHorux
COCYIOB — KOHIIGHTPHUYECKOE pa3pacTaHue
IUIOTHOM BOJIOKHUCTOM COEIUHMTEIBHOM TKa-
HHU (TIeprBa3asIbHBIA cKiiepo3) (puc. 1 1), oTMe-
yaeTcsl YTOJNIIEHHE CTEHOK HEKOTOpPBIX BEH,
BCTPEUAIOTCS COCY/Ibl C MMOPOYHBIM Pa3BUTUEM
CTEHOK B BHJIE BEHOIOJOOHBIX apTepuid (pHC.

1 e), urekcudopmHbIX CTPYKTYp (puc. 1x) u
HAIMYMEM €IUHOM aJIBEHTULIMHA Y HEKOTOPBIX
apTepuil U BeH, BBISBIICHA TMIIOILIA3Us MapeH-
XHMMBI B BUJIE YMEHBIICHUS YHCIIa aJbBEO MPU
paariapHOM CYeTe OT TePMUHATLHON OPOHXHO-
JI61 710 TUIEBpPHI (puc. 1 3), yTomIeHne MexKab-
BEOJIPHBIX TIEPETOPOJIOK 32 CUET C1ab0 BhIpa-
YKEHHOTO CKJIEpO3a.

BrisiBieHHbIE W3MEHEHUs SBISAIOTCA
MOpP(HOJOTHUECKUMU TIPU3HAKAMHU  AJIbBEO-
JSPHO-KANWJUIAPHON nuctazun — auddys-
HOT'O HApyILIECHUs PAa3BUTHS JIETKUX. TaKxke
KOHCTATUPOBAHBI YYAaCTKMU JUCTCJICKTAa3a H
0CTpoii 3M(H3eMBbI, B IPOCBETE MHOTHX aJIb-
BEOJI PACIOJIaraloTCsl OYaroBble CKOIUJICHHS
remocuaepodaroB u Makpogaros.

Takum oOpa3om, BpoKJIeHHas allbBEO-
JIIpHO-KAITWJIJIApHasA JUCITIIa3ud JICTKUX
SBUJIACh MPUYMHOW Pa3BUTHSA BBICOKOM Jie-
TOYHOM TUNEpTEeH3uH ¢ (popMUpOBaHUEM
«JIETOYHOTO» cepua (BbIpaKeHHAs Juiara-
usl MpaBbIX Kamep cepAla, TUnepTpodus
MHOKap/a MpaBoOro 3JKEIyJouykKa, HeJoCTa-
TOYHOCTh TPUKYCHUAAIBHOTO KJianaHa 3 cT.,
KapAHOMeranus), JeroYHO-CepIeYHON Hel0-
CTaTO4YHOCTH, JICTAJIBHOI'O UCXOA4a.

BuiBoabl

[IpencraBneHHoe KIMHUYECKOE HAOIIO-
JICHUE TIPEICTaBIIICT HECOMHEHHBIN WHTEpec
JUI HEOHATOJIOTOB, PEaHNMATOJIOTOB, JAETCKUX
KapIMOJIOrOB, KApIMOXUPYProB U MEAUATPOB B
CBSIBM C PEAKOCTBIO TAHHOTO 3a00JIeBaHMS,
TPYIHOCTBIO €r0 MPYKU3HEHHON JUArHOCTUKU
¥ HEJIOCTaTOYHON MH(DOPMHUPOBAHHOCTHIO Bpa-
4Yeld OTHOCHTENLHO penkux (opdaHHbIX) 00-
ne3neit. K ximmHudeckum ¢akropam pucka pas-
BUTHS BPOXKIEHHOM JIETOYHOM MATOJIOTUU OT-
HOCSITCS HEJIOHOILIEHHOCTb, HE3PEIOCTh, B TOM
YHCJIE MEXaHU3MOB LEHTPATbHOU PETYIISIINY;
CO CTOpPOHBI OPTaHOB JIBIXaHUS — CIIA00CTh MY-
CKyJaTypbl, HEIOCTaTOYHOCTh JABJICHUS Ha
BIOXE, CHIDKCHHE OOIEH EeMKOCTH JIeTKHX,
YBEJIMUEHUE AHATOMHUYECKOIO MEPTBOIO IMpO-
CTPaHCTBA, MEJICHHOE NIOCTHATAJIbHOE YBEIIHU-
YEHUE caTypaliy KHCJIOpoJAa B MEPHOJE paH-
HEeW aJanTaiyy, MO3JHEE 3aKpPBhITUE aopTallb-
HOro nporoka. IIpu Hammunu jilerouHon rumnep-
TEH3WH, HE COOTBETCTBYIOIIEH JAUArHOCTHPO-
BaHHOMY BpOXJIEHHOMY TIIOPOKY Cepala,
HEOOXOIMMO UCKITIOYHTH BPOXKIICHHBIE TIOPOKU
pasBUTHSA JIETKUX M, B YaCTHOCTH, aJIbBEOJISP-
HO-KaWUTSIPHYIO JUCIUIA3HIO.
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A CASE OF CONGENITAL ALVEOLAR CAPILLARY DYSPLASIA
OF THE LUNGS IN A NEWBORN
(clinical case)

SUMMARY. We analyzed the medical history of a boy born from the first pregnancy at 39 weeks gesta-
tion with a body weight of 3 000,0 g, with an Apgar score of 8-9 points. Prenatal ultrasound revealed an
echogenic focus in the left ventricle. At birth, the child's condition is satisfactory; the blood test is without
features. In 3 hours after birth the child was transferred to the department of pathology of newborns in a
serious condition due to the depression syndrome. Despite the ongoing therapy, the child's condition
progressively worsened. During intensive care, the patient died.

The congenital alveolar-capillary dysplasia of the lungs diagnosed on autopsy was the cause of the
development of high pulmonary hypertension with the formation of a “"pulmonary" heart (pro-
nounced dilation of the right chambers of the heart, right ventricular hypertrophy, tricuspid valve in-
sufficiency of the 3rd stage, cardiomegaly), pulmonary-heart failure, and death.

Clinical risk factors for the development of congenital pulmonary pathology include prematurity,
immaturity, including the mechanisms of central regulation; on the part of the respiratory system —
muscle weakness, insufficient pressure on inspiration, a decrease in total lung capacity, an in-
crease in anatomical dead space, a slow postnatal increase in oxygen saturation in the period of
early adaptation, late closure of the aortic duct. In the presence of pulmonary hypertension that
does not correspond to the diagnosed congenital heart disease, it is necessary to exclude congeni-
tal malformations of the lungs and, in particular, alveolar-capillary dysplasia.

The presented clinical case is the region of interest for neonatologists, resuscitators, pediatric car-
diologists, cardiac surgeons and pediatricians due to the rarity of this disease, the difficulty of its in
vivo diagnosis and the lack of awareness of doctors about rare (orphan) diseases.

Key words: alveolar-capillary dysplasia of the lungs, newborn.
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