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Pe3srome. [IpencraBnens! JaHHbIE 00 STHOJIOIMH, TATOIEHE3E U IATOMOP(OIOTUHU JIETOYHOIO AJlb-
BCOJLIPHOT O ITPOTEUHO34a, paCCMOTPECH KIIMHUYECKUU cnyqaﬁ, OIMMCaHbl OCHOBHBIC METOAbI JICHCHU .

KiroueBble cjioBa: JErOuHbIN ajIbBEOJIIPHBIN TPOTEMHO3, OPOHX0AIbBEOIISIPHBIN JIaBaX.

Resume. Data of the etiology, pathogenesis and pathomorphology of pulmonary alveolar
proteinosis are presented, a clinical case is considered, the main treatment methods are described.

Keywords: pulmonary alveolar proteinosis, bronchoalveolar lavage.

AKTYaJIbHOCTD. JIETOUHBIN aTbBEOJSIPHBIA IPOTENHO3 SIBIIIETCS PEJKUM UHTEPCTHU-
AAJTLHBIM 3a00JIeBaHUEM JIETKUX. B €ro 0CHOBE JIEXKHUT UYpe3MEepHOE HAKOIUICHUE Cypdak-
TaHTa B MPOCBETE AJIbBEOJ. B 3aBUCMMOCTH OT ME€XaHW3Ma Pa3BUTHs ITOro 3a00IeBaHUS
BBIJICISIIOT ayTOMMM YHHYIO, BTOPUYHYIO M T€HETHYECKYIO PopMbI. 3a00sieBaHME MTOpaKaeT
MPEUMYIIECTBEHHO JIFOJIEH TPYI0CIOCOOHOr 0 Bo3pacTa (CpeJHui BO3pacT Ha MOMEHT yCTa-
HOBJICHUS AuarHosa — 39 ner), He uMeeT crnenuduueckux KIMHAYECKUX TMPOSIBICHUM Ha
pPaHHUX dTanax, 4YTo 3HAYUTEIHHO 3aTPYAHSIET JUATHOCTUKY U MOXKET MPUBECTU K OMIHO0Y-
HOM TaKTHKE BEJICHUS U JICUCHUS JAHHBIX MaIlMCHTOB.

Henan: neMoHCTpanus caydasi peIKoi MaToI0ruy Ha MpUMEpPE KIIMHUYECKOr0 CIyJas.

3agaum:

1. JlanHble 0 NErOYHOM ATLBEOJISIPHOM MTPOTEUHO3E;

2. JleMOHCTpaIys KIMHNYECKOTO CITydast;

3. Onucanne OCHOBHBIX METO/I0B JICUCHHUS.

Marepuan u meroasbl. /i1 npeacTaBieHNs] KIMHUYECKOTO Cllydasi UCIOIb30BAINCH
JIaHHbIC MEIMIIMHCKUX KapT cTanmoHapHoro nanuenta PHIIL nynsMononoruu u prusuar-
pHYH, apXUB PEHTT€HOTPaMM OPTraHOB I'PyAHOM Ki1eTKkH rojasl 3a 2008-2019 B conocraBieHun
C JJaHHBIMH OIPOCA, OCMOTPA, AHKETUPOBAHUS U UCTOPUEH 3a00JIeBaHusl, MPEICTaBICHHON
narenToM B 2019r.

Pe3yabTarthl u ux odcy:xkaenue. JIErounsiii anpBeossapHblil npoTenHo3 (JIAIL) — ato
peakoe 3a00JeBaHKE, XapaKTepu3yrolieecs H30bITOYHBIM albBEOISPHBIM HAKOILJICHUEM
cypbakTtanTa. B 3aBUCUMOCTH OT 3THOJIOTUM BBLACISAIOT TpH pazHoBuaHocTu JIAIL ayro-
UMMYHHBIM (TIEpBUYHBIN, WIUOMATUYECKHUIT), BTOPUYHBIM M Te€HETHYECKUH (Jarie y Je-
Tel). Y B3pOCHBIX, COOTBETCTBEHHO, Yallle BCTPEUYAIOTCS ayTOMMMYHHasi W BTOpPUYHAs
dbopmer [2].

Benymee 3nauenue B narorenese JIAII npunamnexxutr GM-CSF (rpanynouutrapHo-
MakpodarajibHblii KOJOHUECTUMYIHPYIOUi (hakTop pocTa). B ocHOBE reneTnyeckoro Ba-
puaHTa 3a00JIeBaHUS JISKUT MYTAITUsl TEHOB, KOJUPYIOIINX 00pa3oBaHUE Ol U 3 CyObETUHUIL
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penentopa kK GM-CSF. [Ipu aToM nepenada cUrHAJIOB MakpodaraM 1 rpaHyJIOIUTaM K pac-
HICTJICHUIO Cyp(aKTaHTa CTAaHOBUTCS HEBO3MOXKHOM, TeM caMbIM HMHIYLUpPYS 3a00jeBa-
Hye. Y TakuX NauueHTOB MoBbIIIeHbl KOHIeHTpaunu GM-CSF B xposu. IIpu BTOpruHOM
JIAII makpodaru He criocoOHBI (PYHKITMOHAIBLHO Pa3pyHIUTh cypdakTant. ITo HabI01a-
€TCsl PU PANTUYHBIX 3a00JIEBAaHUSX KPOBETBOPHOU CUCTEMBI (HEXOKKMHCKas TuMdoma,
MHUEJIOAUCIIIACTUYECKUN CUHAPOM, XpOHUYECKHE JiehKo3bl) [1, ¢. 9]. EcTh naHHbI€ 0 pa3Bu-
TUU 3a00JIEBaHUSI TTOCIIE JTIMTEIBHOTO BIBIXaHUS MUHEPAIbHOU NBbUTH. B 3TOM ciydae mpo-
UCXOIUT MaccOBOE HAKOIUIEHHE MaKpo(aroB B alnbBEOJIaX, CTUMYJIMpPYeETCcs Mpoudepanus
anbBeosionuToB |l Tuma m ypesmepHoe HakorieHue Gochomunuaos cypdakranrta. [Ipu
ATOM Makpodaru mepernoaHsII0TCs aJTbBEOSIPHBIM COIEPKUMBIM, CTAHOBSICh HEAKTUBHBIMHU
[1, c. 10]. AyroummyHHbIi JIAIT 00ycnoBiaeH HATMYMEM HEUTPATM3YIOIIMX aHTUTEN MPO-
tuB GM-CSF. Ilpu 3ToM Makpodaru He Mmoiy4aroT JOHKHOW CTUMYIISILIMM, TTPU STOM CTa-
HOBSICb HECTIOCOOHBIMU OYUCTHUTH MPOCBET aJIbBEOJ OT U30BITOUHOTO COAEPKUMOTO[2].

PacnipoctpanenHocts 3a00eBaHus cocTaBisieT ot 3,7 10 6,2 ciydaeB Ha 1 MITH Hace-
neHusi. AyroumMmyHHasi hopma siBisieTcss caMoit pactpoctpanénnoit (90% ciyuaeB). Myx-
YuHBI O0eloT yalie xKeHIruH. OT MOMEHTA MOSBJICHUS NEPBbIX HECTIEIU(PUUECKUX CUMII-
TOMOB JI0 YCTAHOBJIEHUS JUAarHo3 NpoxoauT B cpeaHeM 7 — 10 net [1, c. 8].

[Ipu rucToIOrM4YecKOM HCCIEAOBAaHUHM OHOMTAaTa JIETOYHOM TKAHU OMPEICIISIOTCS
aJIbBEOJIbI, KOTOPBIE MOJHOCTHIO 3aMI0JIHEHBI 303MHO(DUIIBHBIMU MacCaMu, B KOTOPBIX OIpe-
JEJSIFOTCS €AMHUYHBIE AJIbBEOJIOLUTHI. MeEXalIbBEOSIPHBIE MEPETOPOJKH CIIETKa YTOJI-
IIEHBI 32 CYET HEOOMITbHOU MH(MUILTpAllU MOHOHYKIIeapamu (puc. 1) [1, c. 12].

B Ty R T WA ¢
S A AR G\
1

Puc. 1 - FI/ICTOJ'IOI"I/I;ICCKaH Ka[;TPII—;a JIETOYHOTO AJIbBCOJAPHOI'O IPOTECUHO3a

HanOonee HarnsgHo TeueHue 3a00eBanns, 0COOCHHOCTH MPOSBIICHUS U CJI0KHOCTH
JUArHOCTUKH OTPaKaroT KimHu4yeckue ciaydau. [lanuent I1., 1959 rona poxxnenus, mocry-
nua B PHITL mynsMononorun u grusuarpun Buepsbie B 2007 rogy. Cuuraert, 4to 3a0051ei
OCTpO, KOIla MOSBHIIMCH KallleJlb C MOKPOTOM, cyO(dheOpubHas TeMneparypa, OAbIIIKa PU
¢dbusnueckor Harpyske. [lpu pEHTreHOJOTMYEeCKOM UCCJIENOBAaHUU OPTraHOB T'PYIAHOM
KJIETKU OBLIM BBISIBIIEHbI MHTEPCTUIIMAIbHBIE U3MEHEHUS B CPEJTHUX W HIDKHHMX OTAENIax
aerkux. IlanmeHT u3HayaIbHO OTKa3ajics OT MOP(OJIOrHuecKod BepU(pHUKALUU AUArHO3a.
beut poBesieH Kypc aHTHOaKTepUuanbHOM Tepanuu 6e3 r¢dexra. Koncummymom ObLT BbI-
CTaBJIEH JIMArHO3 «CApKOMJI03» M HA3HAYEHO COOTBETCTBYIOLEE JieUeHHe, Ha (POHE KOTO-
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pPOro OTMEYaJoCch HEKOTOPOE KIMHUYECKOE yIydlleHne 0e3 3HaUYMMOM PEeHTIeHOJIOrnye-
ckoil quHamuku. B xonie 2008 roma nmpu nporpeccupoBaHUU MPoIlecca U OTCYTCTBUU d(-
(dekTa OT JIeueHUs Ha MPOTSHKEHUH 1,5 MecsAleB B CTAllMOHAPE MALMEHTY ObLIO MOBTOPHO
pexomMeHioBaHa Mopdoioruueckasi Bepudukanus mnpouecca B gerkux. 05.01.2009r. 6su1a
IIPOBE/ICHAa TOPAKOCKOMUS C B3SITUEM OUOINCHUHU, C YUETOM PE3YJIHTATOB KOTOPOM AMArHO3
ObLI U3MEHEH Ha JIETOYHBIN albBEOJSIPHBIN MpoTenHO03. ClielyeT OTMETUTh, YTO MMaTOrHO-
MOHUYHBIN PEHTTEHOJIOTHYECKUI eHOMEH «OYIBKHON MOCTOBOM» CHOPMHUPOBAIICS Uepe3
HECKOJIBKO JIET OT Hauaja 3a00JIeBaHMs U HE MOT CIIOCOOCTBOBATh PAHHEN TMAarHOCTHKE.

[TarueHT exXeroqHo NpoXoauT 00CIeJ0OBaHUE U JIeUeHHE. 3a epruo HabI0IeHUs Y
nalyeHTa OTMeYaeTcsl KIMHUYECKH MEJJICHHOE MporpeccupoBaHue 3aboeBaHue B COMO-
CTaBJICHUU C BBIPAKCHHBIMU U3MEHEHUSMHU T10 JaHHBIM apxuBa peHtreHorpamm u KT op-
raHOB IPYJHON KJETKU. PeHTreHorpaMMa opraHoB rpyJHo# KieTku 3a aekadps 2019 rona
HArJISTHO JIEMOHCTPHPYET 00bheM MopaskeHus (puc. 2).

Puc. 2 — Pentrenorpamma opranoB rpynnoi kierku [lanuenTa I1. 2019 1.

Knunundeckast kapTuHa B 3TOT MEPUO/I BRITIIsIENa ciaeayomumM oopazom. 14.12.2019
MPOBOAMIIACH CYOBEKTHBHASL OLEHKA MAIMEHTOM CBOEr0 COCTOSIHUS C HCIOIb30BAaHUEM
IITKAJIbl OJIBIIIKY, Karuist u MOKpoTel BCSS. Hcxoast U3 pe3yabTaToB OMpOCHUKA (OJIBIIIKA
npu GU3HYECKON HArpy3Ke, Kaimelb pexe, 4eM B 1 gac, pekoe OTAeIeHne MOKPOTBI) CTe-
MEHb TSXKECTU COOTBETCTBOBAJIA JIETKOW, YTO aOCOIIOTHO HE COOTBETCTBYET pe3yJbTaTaM
WHCTPYMEHTAJBHBIX U JIAOOPATOPHBIX METOJOB UCCICAOBAHUS, KOTOPBIC TEMOHCTPUPYIOT
HaiMuue 0oJiee TSKENON CTENEeHH JAbIXaTeIbHON HEeJ0CTaTOYHOCTH.

Jst JTATII xapakTepHbl peCTPUKTUBHBIC HAPYIIEHUSI U3HAYAIbHO, OJTHAKO CTCUCHUEM
BPEMEHU Pa3BHBACTCS CMEIIAHHBIN BapHaHT ABIXaTeIbHON HeIocTaToOuHOCTH. [Ipn mpose-
nenun 6ogurerusmorpadun 04.12.2019 BoIsIBICHO:

Cumwxenune nokazaresns TLC (oOmieit éMKoCTH JIETKUX): JOHKHOE 3HAadeHue — 6,111, y
nmamuenTa — 3,71;

Camwxenune nokazatens VC IN (Ku3HeHHON €MKOCTH JIETKHX): JOJDKHOE 3HAUCHHE —
3,731, y nauuenta — 2,331,

Cuaumxenune ungekca FEV 1 % VC IN: nomkHoe 3Hauenue — 76,41%, y nauuenra —
63,87.
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Kpome sToro, mo pesynbratam uccriegoanus «Auddy3us oMIMHOYHOrO BIOXa» OT
04.12.2019 y nanuenTa HabmI01a€TCS 3HAUUTENIbHOE CHIDKeHHe nokaszarenss DLCO (nud-
(G y3UOHHOM CTOCOOHOCTH JIETKUX ): JOJKHOE 3HaueHue — 8,34 mmosnb/Mun/klla, y manpenta
— 2,63 mmoas/mun/kl]a.

B anamuze KIIC kpoBHW BBIABICHO CHHXXKEHHUE HamNpshKEeHHS Kuciopoga (48.9 mm
PT.CT. IpU JOJDKHBIX 3HaUeHUsAxX 83 - 108 mm pt.cT.) u CO2 (27,7 MM PT.CT. IPU AOJKHBIX
3Ha4YeHUAX 32-48 MM PT.CT.), CHI>KeHUE caTypaund (83,4% npu JOJDKHBIX 3HaYEHUSIX 95 —
100%), 4TO CBUIETENBCTBYET O HAIMYUHU JbIXaTEIbHON HEOCTATOUHOCTH BTOPOIl CTEIIECHH.

Kypc koHCepBaTHBHOI Tepanmuu MalMeHTa KJIACCMYECKU BKIHOYAT MYKOJUTHKH,
OpOHXOJIMTHKY M TIO TIOKa3aHUSIM aHTHOAKTepHallbHbIE mpenapatbl. OHAKO ISl TaHHOMN
IPYIIIBI TAIMEHTOB HE JIOCTATOYHO MPUMEHEHHS TOJIbKO MEAUKAMEHTO3HON Teparnuu IJis
yIy4IIeHUs: ApeHaXHOW (PyHKIMM OpOHXOB — 00s3aT€IbHBIM KOMIIOHEHTOM SIBJISIETCS
npuMeHeHue (PU3NOTEPANIeBTUYECKUX METOJ0B, MO3BOJSIOMIUX 3HAYUTEIBHO YITYYIIIHUTh
OTXOXJeHUE MOKpOTHI, kKoTopas npu JIAII ouens Bsizkas u rycras. Ha sgpdekre dpusnore-
paneBTUYECKOTO BO3ACHCTBH OB CeNIaH aKIIEHT U CAMUM IMallMeHTOM B PacCKa3e O CBOEM
3aboneBaHuu. OHAKO MPH OTCYTCTBUU JTOJKHOTO 3¢ (heKTa OT pyTUHHBIX METOZOB B JieUe-
HUU 3TON HO30JI0TUU MPUMEHSIETCS €1le O/[HA CrienuPuuecKasi METOJUKAa — 3TO TOTAIbHBIN
OpOHXO0AJIbBEOJISIPHBIII JIABAK.

[TokazaHusIMU K MPOBEACHHUIO MPOLEAYPHl TOTAIBHOIO OPOHXOAIBBEOJSIPHOIO Jia-
Ba)Ka SABJISIFOTCA:

Hapacranue npr3HakoB IbIXaTe€IbHOM HEJOCTATOYHOCTH (YCHIJIEHHUE OJIBIIIKH, Hapac-
TaHHE [IUAaHO03a;

Hapymenue razooomMeHa, B 4aCTHOCTH, CMEHA THIIOKAITHUY THIIEPKAITHUEH.

ToranbHbI OPOHXO0ATHBEOJISIPHBIN JTaBaXK BBITIOJHIETCS MO/ OOIIEeH aHecTe3uei B
olepalMoOHHOW. B TO BpeMmsi, oKa MpOBOAMUTCS JIaBaX OJHOTO JIETKOT0, BTOPOE MOAKII0YA-
€TCS K allapaTy UCKYCCTBEHHON BeHTWIIALMU. CyTh IPOLEYpbl COCTOUT B BHIMBIBAHUH U3
OpOHXHAJILHOTO JIepeBa I'yCTOr0 CEKpeTa MyTeM MOCJIeI0BATEIbHOTO BBEICHHUS U OTCACHI-
BaHus Térutoro (37°C) dusnonorundeckoro pacteopa. IIporecc moBTopsieTcs, moka oTcachl-
BAaE€MbIil paCTBOp HE CTaHET MEHEE MYTHBIM [1, c. 22].

B HacToslyt0 rocnuTani3aluio B CBsIi3U ¢ OTCYTCTBUEM 3 (deKTa oT Kypca Tepanuu
OBLIO PelIeHO MPOBECTH IPOLEAYPY TOTAIBHOTO OPOHX0aIbBEOISIPHOIO JIaBaXKa. Y HaIIero
NalMeHTa Ha JIaBaXK OJHOTO JIETKOro norpedosanoch 1511 pactBopa. [lo mutepaTypHbIM 1aH-
HBIM 3Ta MpoIielypa UMEET B OOJILIIMHCTBE CIy4aeB OTCPOUYEHHBIN 3 dekT. Tak, u Halum
NAlMEHTOM OBLJIO OTMEYEHO HEKOTOPOE YIYYLIEHUE COCTOSHHS, OTMEUYAIOCh HApacTaHUE
caTypaiuu rnocie npouenypsl Ha 3%. PeHTreHosjoruyeckue METoAbl UCCIEAOBAHUS Cpa3y
MOCJIE MTPOBEAEHUS MPOIEAYPHI HE MOoKa3aTeabHbl. C TeUeHUEM BPEMEHU OTMETHUJI MOBBIIIIE-
HUE TOJIEPAHTHOCTH K (PU3UUECKOM Harpy3Ke.

BriBoabI:

1 JIAII OTHOCHUTCS K PEJIKUM 3a00JIEBaHUSIM, KOTOPOE HE UMEET XapaKTePHON KIMHU-
YeCKOW KapTHHBI HAa paHHUX ATalax pa3BUTHS, IO3TOMY CBOEBPEMEHHAs! TUAarHOCTUKA BO3-
MOXXHa TOJBKO Ha YpOBHE MOP(HOIOrHYecKoi BepruUKAIMKU JHUArH03a, YTO HEOOXOIUMO
1151 QOPMUPOBAHUS MPABWIBHOM TAKTUKU JICUCHUSI.

2 JIATI — s10 3a005€Banme, MpU KOTOPOM BO3MOXKHA JIJTUTEIIbHAS KOMITCHCAIUS KITU-
HUYECKUX MPOSABICHUIN JbIXaTeIbHOM HEIOCTATOYHOCTH 3a CUET MEIJICHHOrO MPOrpecCH-
poBaHUsI 3a00JICBaAHUS.
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3 Ipu JIAII BaxHO TSI JUTUTETTLHOTO COXpaHEHUs (YHKITUU JISTKUX HA YJOBIIETBO-
PUTEIBHOM YPOBHE YJIEIATh 0CO00€ BHUMAaHKE UMEHHO CaHAIIMOHHBIM METOJIaM, BKJIFOYast
MPOBEICHUE TOTATHHOTO OPOHX0ATBBEOISIPHOTO JIaBaXKa B TSKEIBIX CydasX.
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