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CLINICAL CASE OF PULMONARY ALVEOLAR PROTEINOSIS
IN A CHILD WITH PRIMARY IMMUNODEFICIENCY
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JleroyHblin anbBeONApHbLIN NpoTenHos (J1AMN) — peakoe 3abosieBaHMe NErknx, Xxapakrepuayoleecs AMC@yYHKUMEN anb-
BEOJIAPHbIX MakpodaroB 1 HAKOMJIEHWEM B asbBeoJsiax cypdakTaHTa. B knMHMyeckom HabnoaeHN NpoaeMOHCTPUPOBaH
penkuii cnyyain JIAM y pebeHka paHHero Bo3pacTa, NoATBEePXAeHHbIN MHCTPYMEHTaNbHbIMU 1 MOPdOIOrMyeckuMmn MeTo-
[amMu nccnenoBaHus.
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Pulmonary alveolar proteinosis is a rare lung disease characterized by dysfunction of alveolar macrophages and accu-
mulation of surfactant in the alveoli. In the given clinical observation, a rare case of pulmonary alveolar proteinosis in a young
child was demonstrated, confirmed by instrumental and morphological methods of research.
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3AMETKHU U3 NPAKTUKHU

NOTES FROM PRACTICE

ABT - aHTubakTepuanbHasa Tepanus
BBWI - BHYTPUBEHHbIN UMMYHOrN06YynnH
OH - gbixaTenbHass HEAOCTAaTOYHOCTb

KT - koMmnbloTepHas Tomorpadus
JIAT — NeroyHbIn anbBeOoNSIPHbI NPOTENHO3
CPB - C-peakTuBHbIN 6enok

eroyHbii anbBeonsipHblii npoteuHos (JIAM) —

andody3Hoe MHTepcTUuumanbHoe 3aboneBaHue

JIErkux, CB3aHHOEe C HaKoMJiIieHneM B aJibBeo-
nax 6esIKOBO-JIMMUAHOIO BEeLLEeCTBa, YTO NPUBOAUT K
ANCPYHKLUN anbBeoNsapHbIX Makpodaros n passu-
TUIO NpOorpeccupyilollen abixaTtesibHOW HepQoCcTaTou-
HocTu. Bnepsbie JIAMN onucan B 1958 r. S. H. Rosen
c coaBTt. [1]. Mo aaHHbIM NUTEpaTypbl, €ro pacnpo-
CTpPaHEeHHOCTb B pa3HbIX CTpaHax konebnercs ot 3,7
A0 40 cnyvyaeB Ha 1 MJIH HaceieHus.

KnuHunyeckme nposeneHuns JIAIM nonmmMmopdHbl, 4em
0ObACHSAETCA TPYAHOCTb €ro amarHocTuku [2]. MoryTt
OTMeyYaTbCHd Nuxopanka, noteps Beca, YTOMASEMOCTb,
Kawenb, oppiwka. Mpn dwmnamkanbHOM 06cNefoBaHUN
BbISIBNSAOTCS YTOJILLEHNE KOHLEBbLIX danaHr nanabues no
TNy «6apabaHHbIX nanoyvek», KPenuTUPYOLNE XpuUbl,
necatypauus [3].

OCHOBHbIM PEHTFEHONIOrMYEeCKUM METOOO0M AMArHO-
ctukn JIAI asngeTca KOMNbloTepHas Tomorpaduvs opra-
HoB rpygHon knetkn (KT), rae otmeyatoTcsa guddysHble
3aTeMHEHUS MO TUMY «MaTOBOr0 CTekna», PETUKYNAPHbIE
M3MEHEHUS N YNJNIOTHEHNE NMapeHXxMMbl [4]. BpOHXOCKO-
nus ¢ nccnepoBaHneM 6POHX0aNbBEONSIPHOMO laBaxa —
«30/10TOV cTaHaapT» amarHocTuku JIAT. o gaHHbIM un-
TOJIOFMYECKOro UCCneaoBaHns ONpeaensioTcs KPyrHble
neHncTble Makpodaru, cogepxalime 303UHOGUNbHBbIE
rpaHysbl U BHEKNETOUHbIM FNOBYNAPHbLIA TManMHOBLIA Ma-
Tepwan [1].

MprBoanM KNMHUYeckoe HabnaeHne naumeHTa . c
BEPUOULMPOBAHHBLIM AMArHO30M aJIbBEOJIIPHOMO JIeroy-
HOro NPOTEMHO3a B KOMBUMHALMKN C NEPBUYHBIM UMMYHO-
nednumTom.

PebeHok oT 3pmopoBoii maTepu 36 net, ot 2-i1 6epe-
MEHHOCTU, 2-X CPOYHbIX poaoB. MNepBbii pebeHoK 300-
poB. CemeiHbIi aHaMHe3 Mo XpPOHUYecknum 3abonesa-
HUSAM He oTarouweH. Macca npu poxaeHun 3200 r, pocT
52 cm, oueHka no wkane Anrap 8/8 6annoB, 0Kononaoa-
Hble BOAbl CBET/IO-3efieHble. B nepBble cyTku npomnso-
L0 YXyALWEHVE COCTOAHUS 3a cyeT asneHun OH, ann-
30[0B AecaTypauun, anHoa. Ha koxe nuua n Tynosuia
C POXAOEHNS OTMeYanacb Mesiko-narnyJsie3Has Cbinb.

B «kpoBu onpepensncsa  runepnemkouuTtosd  ao
30x109/n 6e3 nNanoyKkosa4epHOro casura npy Hopmasb-
HbIX 3HAYEHUSIX NPOKaNbLUNTOHMHOBOIO TeCcTa U YPOBHS
C-peatuBHoro 6enka (CPB). Mo gaHHbIM pPeHTreHoso-
rMYyeckoro wuccriefoBaHUs MNaToNIONMU JIEFKUX HE Bbl-
aBneHo. Ha ¢oHe aHTMbakTepuanbHoi Tepanuu (ABT)
OoTMevanacb HopManmM3auus pecnmpaTtopHoro cratyca
n nabopaTopHbIX MokasaTenen. PebGeHOK BbiNncaH B
YAOBNETBOPUTESIBHOM COCTOSIHUM, B Te4YeHne 6 Mecsaues
Habnopanca ambynatopHo. 3a 9T0 BpeMs oTMevanunchb
XanoObl HA NOCTOSAHHOE MOoKalUMBaHWe Mo yTpam, nio-
xve npubaBku B Macce, NPosiBIEHNS aTONNYECKOro aep-
MarumTa.

B Bo3pacTe 6 MecsiLeB BbINOJIHEHA MOBTOPHaAsA ro-
cnuTanMsauus B ctaunmoHap B CBA3UM C OTKA30M OT efibl,
ONVTENbHBIM CcyO6dhebpunmTeTom, yCUeHneM Kalns,
nosiBNeHNeM oApllky1 Npu nnade, npueme nuwm. Mpu
nposegerHnn KT OpraHoB rpyaHOM KNETKM OTMEYEHO
onddy3Hoe NoBbILLEHWE NMIOTHOCTM NErO4YHOMN TKaHW No
TUMNY MaTOBOrO CTek/a, C BUAMMbIMU NMpocBeTaMmn 6poH-
Xx0B. KT-npm3Haku COOTBETCTBOBaNM WHTEPCTULUMANb-
HbIM M3MEHeHMsM B ferkux. B aHanmaax kpoBu nemko-
umTo3 Ao 36x10%/n, 6nactoumtos oo 10 %. HasHayeHna
KoMOUHMpoBaHHas ABT.

PebeHOoK KOHCYNbTMPOBAH remMaTosIoromM, NpoBeaeHa
3a04Haa KoHcynbTaums cneuuanuctamun Grey HMUL,
Aronv vm. Omutpua Poradesa, BepuduLMpoBaH ana-
rHO3 KOMOMVHMPOBAHHOIO MEPBUYHOIO UMMyHOoOedu-
uMTa, runorammarnobynuHeMnun. OuarHo3 BbICTaBiEH
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Ha OCHOBAHUM HapyLUEHUA B ryMOPanbHOM (CHUXEHnEe
ypoBHs IgG no 0,49 r/n, yBennyeHne KoHueHTpauumn IgM
0o 6,31 r/n) n kneTo4yHom (HMU3Koe KonnmyecTBo B-kneTok
450 kn/mKn, BbICOKME nokasarenu T-kneToyHoro nyna —
10352 k1/MKJ) 3BEHbSAX UMMYHUTETA.

C 3aMeCTUTENbHOWM Lenblo PEKOMEHA0BAHO BBeAE-
HME BHYTPUBEHHOro MMMyHornobynuHa (BBUI) 0,5 r/
Kr exxeHenenbHo. Ha doHe nprema npoTUMBOMUKPOOHbIX
npenapatoB, BeBeaeHus BBUI (Oktaram, lMpuBuoxeH)
B PEKOMEHLOBAHHbLIX [003axX COCTOsIHME CTabunmanpo-
BaHO. PeBGeHOoK BbINMUCaH C KIMHUYECKUM, PEHTIEHOSO0-
rMYyecknm 1 nabopaTtopHbIM Yy4YLIEHUEM U B TEYEHUe
nocnenyoLmx 5 mecsLes Habngancs B amoynaTopHom
ceTn. Co CNoB MaMbl COXPaHANI0Ch MOCTOSAHHO MNOKaLLN-
BaHue, nepuoamyeckme nogbembl Temnepatypol. Pebe-
HOK oTCTaBasn B G13n4eckom passntum (4eduumt maccol
Tena 23 %, z-score: —1,51). AMOyNnaTopHO Manb4uk ne-
peHec NOBTOPHbIE aNM304bl OPOHXMTA, BETPSIHYIO OCIy,
3HTEPOBUPYCHYIO MHDEKLMIO. Ha Koxe 0TMeYanuchb pac-
NPOCTPaHEHHbIE MarnyJsie3Hble BbIChINaHUs, NpenmMyLle-
CTBEHHO Ha Lee, rpyau, CnuHe.

Cnepytowas rocnutanu3aumsa B so3pacte 11 meca-
LLIEB B CBAA3M C yXyALleHnemM coctosHmusa. OTMevannce no-
cTosiHHas debpunbHas TemnepaTypa B TeHeHNE Heoenn
(37,8-38,1 °C), cHMXeHMe anneTuTa, CyxOWh Manonpo-
OYKTUBHBIM Kalwenb, oapblllka B nokoe. CoctosiHne npu
NOCTYMJIEHMM PACLEHEHO KaK Tsxenoe, 00yCnoBieHHoe
CUMMTOMaMM UHTOKCUKALUMW, AblxaTeNbHOW HepocTa-
ToyHOCTbO. CaTypaumusi B Nokoe npu AbIXaHUn atmMoc-
depHbiM Bo3ayxom 91 %. KoxHble NokpoBbl 6/1eaHble ¢
aneMeHTamMu nanyJsie3Hom Cbinu, akpoumaHo3. Bugnumele
cnu3ucTble ynctole. Onpegensnacek gedopmaumns Hor-
Ten No TMNY «4aCOBbIX CTEKON». Y4yacTue BcnomMoraTesb-
HOW MyCKynaTypbl B akTe AbixaHus. [epkyTopHO ToTanb-
HOE NPUTYNJIEHNE NEPKYTOPHOr0 3ByKa. AyCKyNbTaTUBHO
B JIErKUX OblXxaHWe ocnabneHo No BCEM MOJSIM, BbIC/y-
LUIMBANINCh MEIKOMY3blpYaTble XPUMbl B HUXKHUX OTAENax,
ofpiwka Ao 60 B MuHyTY. Kawenb ManonpoayKTUBHBIN,
yacTbll. TOHbI cepaua NpuUrayLeHsl, putMuyHble, YCC
138 B MUHYTY. B CBA3M C TAXECTbIO COCTOSHUSA U Ha-
pacTaHnem abiIxaTeflbHOM HeAfoCTAaTOYHOCTU pebeHokK
rocnuTann3npoBaH B PeaHMMaLMOHHOE OTAeNeHne u
nepeseneH Ha AVNBJIL. Tpu npoBeaeHUn peHTreHoNor-
4eCKOoro nccnefoBaHnsa U3MEHEHNsi COOTBETCTBYIOT ABY-
CTOPOHHEN NHeBMOHUN (puc. 1).

Puc. 1. Anddy3Hble anbBEONAPHbIE 3aTEMHEHUS B NNErKMUX

Ha KT nerkmx BbIIBIE€HbI Y4aCTKM FOMOIFE€HHOrO Mno-
BbILLEHMS MJIOTHOCTM NO TUMY «MaTOBOIO CTEKJa»; CTEH-
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K1 6pOoHX0B 6€3 BUAMMOro yTosnueHns. O6HapyXeHHble
n3MeHeHnst MopdoNornMyeckn 06yCnoBAEHbl YTONLLEHW-
€M afibBEONSPHOr0 MHTEPCTULMS UAN/M HaCTUYHBbIM 3a-
NOJSIHEHMEM MOJIOCTU anbBeOs NaToNOrM4eckuM Coaep-
XUMbIM (puc. 2).

Puc. 2. KT opraHoB rpygHoi KneTku naumeHTa: roMoreHHble
Yy4aCTKM MNOBbLILLEHUSA MJIOTHOCTU NO TUMY «MaTOBOIro
cTekna», 06yClIOBIEHHbIE 3aMO/IHEHMEM MOJIOCTU albBEON
naTosIorM4eCKNM COAEPXUMbIM
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CBeaeHus o6 asTopax:

Mpn nposeneHun KT nerkux vepes 2 Hepenu Ha-
onwoganacb oTpuuaTenbHas AWHAMUKA: YBENUYEHUe
MAOTHOCTU Y4aCTKOB «MAaTOBOr0 CTekNa», nx TpaHcdop-
MaLmMs B MOJSIHOCTbIO GE3BO3AYLLUHbIE 30HbI KOHCONMAA-
umn. B aHanuse kpoBu yBennyeHne CO3 po 32 mm/yac,
neiikoumnto3s Ao 20,9x10°%/n, nanoykosaepHbIii CABUM A0
9 %, yBennyeHne CPB no 18,9 mr/n. PebeHok nonyyan
maccuBHyto ABT, KO-TpuMoOKca3os, NPoTUBOrpnOKoBLIE
npenapartbl, CUCTEMHbIE TJIIOKOKOPTUKOCTEPOUaLI. He-
CMOTpPS Ha MPOBOAMMOE JleYeHne, COCTosiHME pebeHka
NMPOrpecCrBHO yXyALanoch 3a CHeT HapacTaHus Abixa-
TENbHOW HEeJOoCTaTOYHOCTU, UHTOKCUKALMOHHOIO CUH-
LpOMa, PasBmUTUA OCTPOro pecnupaTtopHOro AnMCTpecc-
cCMHApOMa B3POCIOro Tmna.

Mpn npoBeaeHnn NOCMEPTHOrO MOPdONOrMYeCKOro
MCCNeaoBaHNs B TKaHU JIEFKNX ONPEeaensiicb OTOXe-
HUS1 TeMOCUOEPUHA, CKOMMIEHUSA NENKOUNTOB 1N NnMadpo-
LMTOB, anbBeONIIPHbIX Makpodaros, HUTel GubpuHa,
CKOMMEHNsT 903UHODUNBbHBIX Macc, MuKkpoabcueampo-
BaHMe. TUMYC MNOJSIHOCTbIO 3aMEHEH 3PEesio XMPOBOWN
TKaHbIO; B KOCTHOM MO3re CKygHOe KOJIM4YECTBO NMMPO-
UMTOB. [TOCMEPTHBIN ANArHO3: IErOYHbIN aNbBEOSIIPHbIN
NPOTENHO3 (MacCUBHblE OENIKOBblE OT/IOXEHUS B MpPO-
cBeTax anbBeos) Ha GOHE NEPBUYHOIO MMMyHOAedULN-
Ta (nonHaga atpodus Tumyca C XUPOBbIM MeTamMopdo-
30M).

B knMHMYecKOM crydae nokasaHa CTagunHOCTb pas-
BUTUS cumnTomoB JIAT: Hannymne pecnmpaTopHbIX pac-
CTPONCTB B HEOHATa/IbHOM NepMoae, NOBTOPHbLIE 3MN30-
Obl OPOHXUTOB U ABYCTOPOHHUX MHEBMOHUN, 3aTAXHOM
ManonpoOAYKTMBHbBIN Kalleflb, MPOrpeccupylowmne peHT-
reHosiornyeckne N3MeHeHus B Nerkmx, CUCTEMHbIE NPOo-
aBNeHns — cybpedbpunnuTeT, CUMNTOMbI MHTOKCUKALLUK,
3aZepxka pocTa, NPOSIBAEHNUS CUCTEMHOW MMNOKCEMUN
TkaHen. Bepudwukaumsa guarHoda 3aTpymHseTcs orpa-
HUYEHHOCTbIO TMPOBEAEHUS METOAOB AMarHOCTUKN B
paHHeM [OeTckoM Bo3pacTe (OPOHX0-anbBEOSISPHOro
nasaxa, 6MoncmMmn Nerkoro), 0COBEHHO NpPu TAXENOM CO-
CTOSAHUN 60MnbHOro. Mo HalwemMy MHEeHU, KOMOUHaUMs
MMMYHOOEedUUNTA CO CHUXEHMEM CUHTE3A MMMYHOI10-
OynuHoB 1 J1Al, BEpOATHO, ABNSETCS NPOSIBEHNEM eau-
HOW FEHETUYECKOW «NOSIOMKU>» C ANCHYHKUMEN B-KneTok.

ABTOpbI 32a9BNAIOT 06 OTCYTCTBMM KOHPJINKTA UH-
TepecoB.
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