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Idiopatic fibrosing alveolitis in a newborn

N.Kh. Gabitova, I.N. Cherezova, K.A. Cherezova

Kazan State Medical University, Kazan, Russia

IpencrasiieH KIMHAYECKHIA CIy4aii PeaKoro sl HOBOPOXKIEHHBIX JeTell 3a00JieBaHusi — MIMONATHYECKOro (hrOpo3Mpyouero
aJIbBE0JINTA, PA3BUBILIETOCS aHTEHATAIbHO. 3200J1eBaHHe Y IOHOMIEHHOTO PedeHKa, POXKIEHHOIO ONEePATHBHBIM MyTeM, HAYAIOCH
€ KJIMHAYECKUX MPOSIBICHUil TPAH3UTOPHOTO TAXUIHOI. JIJisi AMHAMHYECKOr0 KOHTPOJIS OBPEKIEHHs JIeTrOYHOi TKAHH HCIOJIb30-
BaJIaCh peHTreHorpadusi Opranos rpyaHoi Kierkn. Beuay orcyrersusi cienupuyecKux KIMHMYECKMX CHMIITOMOB HHTEPCTHINAIb-
HOTO TMOPaKeHHs JIeTKUX 3200/1eBaHie PACIEHHBAJIOCH KAK TeYyeHHe BPOXKIEHHOil mHeBMOHMHU. B JleueHnn 60JIbHONO ObLIN HCIOJIb-
30BaHbI AHTHOAKTEPUAJILHAS M MOCHHAPOMHAst Tepamusi. HecMoTps Ha jiedenue, JpIXaTe/bHasA HeJ0CTATOYHOCTh MPOrpeccupoBaa,
9T NPUBEJIO K JIETAJIBHOMY HCXOY.

Karouesvie crosa: HoeopodicoenHblil pebeHoK, uHmepcmuyuanvhble 3a001e8aHus 1eeKux, UOUONAmu1ecKui Quopo3upyrowuil anbeeo-
Aum, ObIXamenbHas HedoCMAamoYHOCb.
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The article describes a clinical case of idiopathic fibrosing alveolitis — a rare antenatal disease of a newborn. The disease began with
the clinical manifestations of transient tachypnea in a full-term child born in the operative way. Chest X-ray was used for dynamic
control of lung tissue damage. Due to the absence of specific clinical symptoms of interstitial lung damage, the disease was considered
as a course of congenital pneumonia. The researchers used antibacterial and symptomatic therapy. Despite treatment, the respira-

tory failure progressed, resulting in fatal outcome.
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Humonamqecm/lﬁ GUOpPO3UPYIOIINIT  aJIbBEOJIUT
OTHOCUTCSl K TpYINe WHTEePCTULMAJIbHBIX 3a00-
JIEBAHUM JIETKUX, IPU KOTOPBIX MATOJOTMYECKUI IIpO-
LlecC JIOKAJIU3yeTCs B ajibBeoJiax U MepUalibBEOJISIPHOM
MHTEPCTULIMU, C TTOCIEeAYIOIIM pa3BuTheM A1u¢¢y3HOro
¢udpo3za [1, 2]. TepMuH «PUOPO3UPYIOLINIL AJIbBEOIUT
OoTpaxaeT KJIIoueBble MPU3HAKU 00Je3HU — BOCHaJeHUE
1 Gubpo3. DTUOJIOTUSL TaHHOTO 3a00JIeBAaHUSI OCTACTCS
Heus3BecTHOW. Ha mpoTsikeHuu MHOTHX JIeT CYyIIeCTBO-
BaJIM TEOPUU BUPYCHOTO, QyTOUMMYHHOTO, HACJIEICTBEH-
HOTO M TMOJIM3TUOJIOTUYECKOTO €ro MPOUCXOXICHUS,
KOTOpbIE ITOKA HE TOJIYYWIN 10KA3aTeNbCTB |3, 4].
Wnouonatnyeckuii ¢puOpO3UPYIOIINI aIbBEOJIUT —
camMasi yacrasl ¢opMa HHTEepCTULMAIbHBIX 3a00Je-
BaHMI JIETKMX Y B3POCJIbIX U PEAKO BCTPEYACTCH Y JETEH,
MOCKOJIbKY Yy TIOCJAEAHUX Yallle YAaeTcsl YCTaHOBUTb
3TUOJIOrUI0 3aboneBaHMsl. B HacTosiee BpeMst OoJiee
MPUHSATO UCIOJb30BAHUE TEPMUHA <«CHUHAPOM WHTEP-
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CTULIMAJIBHOW O0OJIE3HU JIETKUX JETCKOTO BO3pacTar.
OTUM TEepMUHOM O0O3HAuYalOT 3a00JieBaHUSL Yy OeTeil
B Bo3pacte oT 0 10 2 JieT, MMelole OMHOTUITHbIE K-
HUYECKHe MPOsIBIeHUsI (TUITOKceMust, TUddy3HbIe PEHT-
TFeHOJIOTUYECKUEe W3MEHEHUs, AUCITHO3), B OTCYTCTBUE
YCTaHOBJICHHOM IpUYMHEI [5]. B mocnenHue roabl onu-
caHbl (POPMbI UHTEPCTULIMATBHBIX 3200J1€BaHUIA JIETKUX,
XapakTepHble ISl JIeTeid paHHEro BO3pacTa, KOTOpPbIE
He BCTpedalTcsa y B3pocibix. K Takum 3abojeBaHUSIM
OTHOCSITCSl JIETOYHBI MHTEPCTULIMATIbHBIA TJIMKOT€HO3
U HEWpOIHAOKPUHHASL TUMepIuia3usi y MJaJeHLEeB,
UHTEPCTULIMATbHbIE 3a00JIeBaHUs JIETKUX, CBSI3aHHbIE
¢ gedekrom cuHTe3a cypdakrtaHta [2, 5]. Hccieno-
BaHus, nposeacHHbie B CIIIA n Kanane, nonrBepauiu
BO3MOXHOCTb Pa3BUTUS HWHTEPCTULIMAIbHBIX 3a00-
JIeBaHUI JIETKUX y JeTeid muamiie 2 jeT. B Hacrosiee
BpeMsl MOJIaraloT, 4To 3TU 3a0o0JieBaHUSI MOTYT BCTpe-
yaThcs B J11000M Bo3pacte. Cpenu fereil B 00IbIIMHCTBE
CJly4yaeB OHU CBSI3aHbI C MEPUOJOM HOBOPOXIEHHOCTHU
U TIEPBLIMU TOJAMHU KU3HU [6].

B ocHoBe maroreHe3a wuamomnaThueckoro duopo-
3UPYIOIIETO  aJlbBEOJUTA JIEXKUT Kackaj peakuuid,
XapaKTepu3ywlux BoclajlieHue ¢ (opMupoBaHUeM
UHTEPCTULIMABHOTO Y BHYTPUAJIbBEOJISIDHOTO OTeKa,
JIe30praHM3alue CTPYKTYPHOM OCHOBBI AJIbBEOJI, UHTEP-
CTULIMS, U3MEHEHUEM KOJMYECTBEHHOTO U KauyeCTBEH-
HOro cocTaBa cypdakraHTa. [lecCTpyKTUBHbIE U3MEHEHUS
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MPOMCXOASIT OAHOBPEMEHHO C YCUJIEHHBIM pas3pacra-
HUEM COEAMHUTEIbHON TKAaHM B JIETKUX, YTOJIIEHUEM
aTbBEOJIIPHO-KANMJUISIDHOM MeMOpaHbl U MeXaJlbBO-
JIAPHBIX  TIEPeropoiiok,  obiuTepanueil  ajabBeoJ.
ITpu sTOM npotecc GpudpPO3MPOBaHUS HACTOIHKO UHTEH-
CHBEH, YTO TIO3BOJISIET MPEANoJaraTb ero Beayllylo poJib
B NaToreHe3e 3a00JieBaHMS, a BIMSIHUME Ha HETrO BOCIa-
JINTEJIBHOTO Mpoliecca HecylllecTBeHHbIM [7, 8]. ¥V merteit
pPaHHEro BO3pacTa MpoLecChl AeCTPYKIIMU U HUOPO3npo-
BaHUs TPOUCXOAST B Pa3BUBAIOIIEMCS JIETKOM, UTO TIPU-
JIaeT UM YHUKAJIbHbIE OCOOCHHOCTH [2].

Wnuonatuyeckuii  ¢uOpO3UPYIOIIMIA  aJIbBEOJUT
MOXET MpOTeKaTh B Tpex (opMax: OCTpoil, MOmOCTPOii
u xpoHuueckoil. Ilpum paHHeM Hayvane 3a0o0JieBaHUS
y IeTeil TeueHue Bcerma OCTpoe, a UCXoJ — HebIaronpu-
aTHbll. DopMupoBaHUe JieroyHoro ¢Gubposa Ccompo-
BOXKIAETCS BEHTWISILIMOHHBIMM, TeMOAMHAMUYECKUMM
M CHUCTEMHBIMU HapylleHUsIMU. B KIMHMUYecKol Kap-
TUHE TIPpU HAMOINATUYECKOM (hUOPO3UPYIOLIEM albBeo-
JIUTe y JeTeli paHHero Bo3pacTa IpeodJamaloT pPecru-
paTopHbIe HapyLIEHUsS] C BTSDKEHUEM YCTYIMUUBBIX MECT
TPYIHOM KJIETKM, OfbIIIKa, IIMaHO3. XapaKTepHbIM
ayCKYJIBTATUBHBIM CHMIITOMOM CIYXWT Auddy3Has Kpe-
MUTALMS B KOHLIE BIOXa, HATTOMMHAIOIIAS «TPECK 1IeJUI0-
(bana», a TMIIMYHBIM PEHTTEHOJOTMUYECKUM MPU3HAKOM
Ha paHHUX 3Tarax pa3BUTHUsI 3a00JIeBaHUST CUNTAIOT CUMII-
TOM «MaTOBOTO CTeKJIa», aHAJOTUYHBIM PEHTTEHOJOTH-
4YecKOil KapTMHE PEeCIUMpaTOpHOro IHUCTPeCC-CUHIPOMa
y HEIOHOIIEHHbIX neTeil. CHUMMTOM «MaTOBOTO CTEKJIa»
CBUAETEJILCTBYET 00 OCTpoii cTaguu 6oje3Hu. I1pu mocte-
MEHHOM pa3BUTUM OOJIE3HM XapaKTepHbl OTCTaBaHUE
neTell B (hM3MYeCKOM pPa3BUTUM U TIOTepsI MaccChl Tea,
«yrutouieHue» rpynHoit kietku [9, 10]. Ilpu npomon-
JKUTEJIbHOCTU BOCHAJIMTEbHOIO mpoliecca 6osee 1 mec
MOSIBIIIIOTCS PEHTIEHOJIOTMUECKUEe WM3MEHEHUST 10 TUIY
«COTOBBIX JierKux» [1, 8]. B mocTymHoii HaM JuTepaType
ONMUCaH JIMIIb EIVWHUYHBIA CIIydail MOAAONATUYECKOTO
(GuOpO3UPYIOIIETO AIbBEOIUTA Y HOBOPOXKAECHHOTrO [11].

[IpuBoarM cOOCTBEHHOE HAOIONCHUE.

Pebenok H., pomuics y XeHIIUHBI, OEPEMEHHOCTh
KOTOPOI1 TpoTeKaia Ha ¢OHE IrecTo3a, MaToJ0rnuecKoit
npubaBKMU MaccChl Tejla, BarMHAJILHOTO KaHAMI03a, XpO-
HUYecKoro nuesoHedpura. Ponbl BTopbie, oriepaTuBHbIE
Ha cpoke 37 Hen OEpeMEHHOCTM IO IOBOJAY HECOCTO-
STEJIbBHOCTU pyOlla Ha MaTke OT MPEeIbIAYIIUX POIOB.
Ponuica manpyuk Maccoil tena 3140 1, mmuHoil 51 cM,
OKPYXXHOCTBIO rojioBbl 34 cMm, rpyau — 33 cM. OueHka
MO 1IKajge ATrap npy poXXAeHWU cocTaBuia 7/8 6aioB.

[Ipy mepBUYHOM OCMOTpE COCTOsSIHME pedeHKa ObLIO
OLIEHEHO KaK yIOBJIETBOPUTEIbHOE, KPUK ObLT TPOMKUM,
KOXHBbIE TOKPOBbI PO30BBIMU, JbIXaHWE Hal Jer-
KUMU TY3PUJIbHBIM, XPUITOB He OblI0. Yepes 6 4 rmocie
POXIEHUSI COCTOSIHME pebdeHKa YyXYOIIMIOCh 3a CYeT
pPa3BUTHUSI PECTIMPATOPHBIX HapylleHUi, peOeHOK cTajl
MOCTaHbIBaTh, TOSIBUJIOCH YMEPEHHO OcCJabJieHHOe
JbIXaHWe TIPU ayCKYJIbTallMy JIETKUX, XPUIIOB He ObLIO,
4yacToTa AbIXaHUsI cocTaBisiia 10 66 B 1 muH. OTMeua-

JIUCh BMU30AbI LIMaHO3a C MaleHMEeM caTypaluu KHC-
snopona 10 87%, TepMOJaOMIBHOCTh CO CKJIIOHHOCTBIO
K TunotepMuu. s npoBeneHus UCKYCCTBEHHOM BEHTU-
nsauun jerkux (MBJI) peGeHOK ObUT TepeBeleH B OTIe-
JIeHUEe peaHMMalWM C TpelBapuTeTbHBIM TUArHO30M:
TPaH3UTOPHOE TAXUITHOD HOBOPOXKIEHHBIX.

IIpu oGcnenoBaHuM pebeHKAa B KJIMHMYECKOM aHa-
Ju3e nepudepryeckoil KpoBU TMATOJOTMU HE BBISIBIEHO
(remornobun 168 /71, spurpouuntsl 5,1:10'2/1, remaro-
kput 50%, TpomGoLnTh 184-10°/71, neiikouuTsl 13,7-10°/11,
C-peakTuBHbIi 6e10K 3 Mr/i). PeHtreHorpacdusi opraHoB
IPYIHON KJIETKW BBISIBJSIIA HEPABHOMEPHYIO ITHEB-
MaTHU3allMI0 JIETOUYHBIX TOJIell C yYMEPEHHBIM €€ CHU-
JKEHMeM B HWXXHeMeIualbHOW 30HE CrpaBa, C CHUMII-
TOMOM «BO3IYILIHON OpoHxorpacdumn». OuaroBbIX TEHEM
Het. CpefocTeHre U CUHYChI 0e3 ocobeHHocTell (puc. 1).
Ilpu ynbTPa3ByKOBOM UCCIIEAOBAaHUM T€YEHU, TMOYeK
MaTOJOTUYECKUX M3MEHEHUI HEe BBISIBJIECHO. DXOKapau-
orpadpust (OxoKI'), mpoBeneHHast Ha 2-¢ CYTKM XM3HMU,
XapaKTepu30BaJlaCh HaJIUYMEeM OTKPBITOIO OBAJIbHOTO
OKHa, apTepHaJbHbIi MPOTOK 3aKpbIT. [Ipu HeiipocoHo-
rpacduy OOKOBBIE KEIyIOYKM MO3ra ObLIM CUMMETPUY-
HBIMU, COCYIUCTBIE CILIETeHUS 0€3 BUAMMBIX U3MEHEHUI,
MUKPOCTPYKTYpa MO3ra COOTBETCTBOBajla BO3pacTy. bak-
TEPUOJIOTMUECKOE HCCIEAOBaHME CONEPKMMOIO Tpaxeu
MUKpPOdIOpEI HE OOHAPYKUBAJIO.

Ha 2-e cyrku xusHu Ha ¢doHe MBJI coxpaHsuinch
MPUCTYIIBI MafeHus carypaunu 10 60—70%, mosBUINCH
KPEeTMUTUPYIOLIE XPUITbI B HUXKHMX OTHeNax Ha (oHe
0CJ1a0JIEeHHOTO AbIXaHUsI, YTO MOTPEOOBAJIO Y:KECTOUCHUS

Puc. 1. HepaBHOMepHAs TNHeBMATH3AIMs JIETOYHBIX MOJIei
€ YMepeHHbIM ee CHIXKEeHHeM B HHXKHeMeINAIbHOI 30He CIpaBa.
CuMnTOMOM «BO3/1YIIHO# OpoHxorpadum».

Fig. 1. Uneven pneumatic pulmonary fields with a moderate
decrease in the lower medial area on the right. Symptom “air
bronchography”.

POCCUVICKWI BECTHUK NMEPUHATOJIOM N U MEANATPUM, 2019; 64:(5)

ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2019; 64:(5)




napametpoB MBJI. B nocnenyoiiue 4 AHs XXU3HA COCTO-
sSIHUE pebeHKa OCTaBaIOCh TSXKEJbIM U HECTaOWUJIbHbIM;
BBICOKAsI 3aBUCMMOCTb OT KMCJOpOJa, HapacTaHue IMpu-
3HAKOB JIbIXaTeJIbHOM HEAOCTATOUHOCTH, YXYAIICHUE
PEHTIeHOJIOTUYECKO KapTUHBI CO 3HAYUTEIbHBIM CHU-
JKEHHEM TTHEeBMAaTH3alluu JIETOUYHbIX MOJeil, CUMITOMOM
«BO3IYLIHON OpoHxorpauu» (puc. 2) mnorpedoBaiu
SHIOTpaxeaJbHOro BBeAeHUs cypdakTraHTa. [loBblieHre
ypoBHs1 C-peakTuBHOro Oenka ao 13,2 mr/a, Jelkoru-
To3a — 14,8:10° ¢ HaNMMYMEM TOKCHUYECKON 3€PHUCTOCTH
U HeltpodmiesoMm 10 84% K 5-My OHIO XKU3HU OIpee-
JIUIM HEeOOXOAMMOCTb Ha3HAYeHMSI aHTUOAKTepuaabHOU
¥ MMMYHO3aMECTUTEIbHON Teparuu | TIPOAOIKEHUS
WBIJI. IIpu nosropHoit DxoKI' B Bo3pacre 5 CyT XU3HU
BBISIBJIEHBI KOCBEHHbIE TPU3HAKHY JIETOYHOI TMIIEPTeH3UM:
yMEpeHHOe TpeBaMpOBaHKME TIPaBbIX OTAEJIOB Cepala
HaJ JIeBbIMU 0€3 YTOJILEHUsI CTEHOK, YMEpEeHHasi peryp-
TUTALMSl Ha TPUKYCMUAaIbHOM KiamaHe. CKOpPOCTHBIE
MOTOKY U TPaJe€HThI 1aBJIeHUsT ObUIM B Mpeneiax HOpMBI.

B cBsI3M ¢ BBICOKMM PHUCKOM BHYTPUYTPOOHOIO
WHOUIIMPOBAHUS 110 aHAMHECTUYECKUM TaHHBIM, MPO-
rpeccupoBaHUEM BOCIATUTEIbHBIX U3BMEHEHUI B TeMO-
rpaMMe peOeHKYy ObLI BBICTaBI€H KJIMHUYECKUI Oaua-
THO3: BHYTPUYTPOOHast MH(DEKIMUS HESICHOM 3TUOJOTHH,
BHYTPUYTPOOHasi TTHEBMOHMSI, IbIXaTelbHasi HeIOCTa-
TouHocTh Il cremeHu, mnepcuctupylomas JaeroyHas
runepreH3uss. B tedeHune 12 cyT peGEHOK IMOCTOSIHHO
Haxoauics Ha VIBJI, mojgyyua MHTEHCUBHYIO TEpamuio
C UCIMOJb30BaHMEM Ba30AMUJIATaTOPOB, WHOTPOITHOM
MOAAEPXKKM M aHTMOAKTepUaJbHBIX  IpernaparosB.
HecMotps Ha nedyeHue, cocTosiHUe pedeHKa 0CTaBaIoCh
KpaliHe TspkenbiM. HapacTama mbixaTtefibHasi HeaocCTa-
TOYHOCTb, COXPAHSUIMCh 3MM30/bl NecaTypalud Kuc-
Jlopoja, ocliabJeHHOe IbIXaHue B OTCYTCTBUE XPUIIOB
B JIETKUX, CKYIHOE CepO3HOe OTAeaseMOoe TpY CaHalluKu
SHIOTpaxealbHOU TpyOKu. B nnHaMuKe peHTreHOJIOTH -
4yecKoil KapTuHbI B Bo3pacTe 10 gHeil Xu3HU Ha (oHe
3HAUUTEJbHOTO CHUXKEHMSI MTHEeBMATHU3alMU JIETOUHBIX
mojel M BO3AyIIHOK OpoHxorpauy MNOSBUINCH
YYacTKM TPOCBETJEHUST B BEPXHUX JETOUYHBIX IMOJISIX
¢ 0beux cTopoH (puc. 3).

B Bospacte 13 cyr Ha (oHEe MOpPOrpecCUpOBAHUS
peCrnMpaTopHO-MeTab0IMUYECKOro alum03a, HapacTaHus
JbIXaTeJbHOW HENOCTAaTOYHOCTU Yy pebeHKa pa3BUIICS
reMopparuyeckuii  CUHAPOM B BHUAE KEIyIOYHOTO
M JIETOYHOTO KPOBOTEUEHMS, KOTOPBIN ObLT KYIMPOBaH
BBeJCHMEM I'eMOoCcTaTUuecKuX IpernaparoB. Ha 14-it neHb
JKM3HM KOHCTaTMPOBaH JeTalbHblil ucxon. Ilpu mato-
JIOTOAHATOMUYECKOM MCCJIeTOBAaHUM OPTaHOB JbIXaHUS
o0OHapyXeHbl HE3HAUUTETbHOE YMEHBIIEHUE JIETKUX
(mMacca 62 T), CHWXKEHUE BO3IYILIHOCTM M TOTAJIbHOE
MOBBIIIEHUE WX IJIOTHOCTU. [IpU TUCTOJOTUYECKOM
HUCCIeI0BAaHUN OoOHapy:KeHbI nepuOpOHXUATbHBINA
Gubpo3, peskoe yrojlleHue U (pubpo3upoBaHuUe
MeXXaJTbBEOJSIPHBIX MEPETOPOAOK, MO BCEM TMOJSIM CIy-
LLIEHHBIE aJIbBEOJIOLIMTHI ¥ PA3BUTUE OUYArOBOTO MMHEBMO-

KJIMHUYECKUE CJ1YHAU

Puc. 2. 3naunTesibHOE CHYDKEHHE NMHEBMATH3AIMH JIETOYHBIX
MoJIeid.
Fig. 2. Significant reduction in the lung fields.

Puc. 3. Bo3nymHass OpoHXOrpaMMa M YY4acTKH MPOCBETIEHHUS
B BEPXHHUX JIETOYHbIX MOJISIX C 00eHX CTOPOH.

Fig. 3. Aerial bronchogram and areas of enlightenment in the up-
per lung fields on both sides.

¢udpo3a. [laTonoroaHaToMUYeCKU 1MarHo3: ¢Gpuopo3u-
pyloluii anbBeosut. OTeK ToJIOBHOTO MO3Ta.
[IpuBeneHHbII ciayyaili CBUOETEIBCTBYET O BO3-
MOXHOCTU BO3HUKHOBEHMSI WHTEPCTULHUAIBbHBIX 3a00-
JIEBAHUI JIETKUX Jlake BO BHYTPUYTPOOHOM IE€pUOJIE.
CrenyeT OTMETUTb, UYTO TIPU3HAKOB, CIELUGbUUECKUX
IUUISI UHTEPCTULIMATIbHBIX 3a00J€BaHUIl JIETKUX y AeTei
rnepvojia HOBOPOXIEHHOCTH, BBISIBUTb HE YAAeTCs.
B xnuMHuueckoll KapTUHE MOPaXeHUs JIerKUX y HOBO-
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POXIEHHBIX IIpeo0JiagaloT AbIXaTeJIbHbIE PacCTPOii-
CTBa, XapaKTepHbIe IJIsI psiga APYruX HEMH(GEeKIMOHHBIX
MOBPEXICHUN JIETOYHOM TKaHW, TaKMX, KaK ajbBeO-
JIO-KanWJUJIIpHasl AUCIUIa3us, KHUCTO3HO-aJeHOMAaTo-
3Hasi TpaHchopMalus JIETKMX, PeCIUpPaTOPHBIM IMC-
TPEeCC-CUHAPOM  HEIOHOLICHHBLIX  HOBOPOXIEHHBIX,
CUHIPOM aclupanuu, OpOHXOJerouyHas AUCILIa3us
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