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«bomxunckue uemaeepzu»

Ysascaemuviii konneea!

Ileped samu ouepednas nybnrukauus 8 pamxax pybpuxu «bomrunckue uemesepeu», 0cHOB8Y
KOMOopoti cocmasnsiom pezynsipHo nposooumvie Ha 6ase [opoockoti KAUHUUECKOL 6OMbHULbL
um. C.II. BomkuHa KIUHUKO-PeHMeeH0N02UecKUe KOHCUTIUYMbL, 8 KOMOPbIX HAPSOY ¢ BPAHAMU

60nbHUYbL NPUHUMAOM yHacmue cOmPYOHUKY U CAywament Kageop peHmeeHon02uu U pa- CHHOMATILHHKOB Anexcasap Hropes

ouonozuu (3asedyrousuii kagedpoti — npogeccop VI.E. Tropum) u nynomoronozuu (3aéedyrousuil
kagedpoti - npogeccop A. M. Cunonanvrukos) Poccutickotii meouyunckoil axademuu Henpe-
PoL8HO20 npodeccuoranyvHozo 0bpasosanus Murnzopasa Poccuu'?. Ceudemenvcmesom uzeecm-
HOCMU U 80CMPeO06AHHOCINU N000OHBIX KOHCUIUYMOB A6/IAEMCS U yHacmue 6 HUX epayel
Opyeux 60nvHUY, 20cnUmMAnetl, NOTUKAUHUK U COMPYOHUKOB BbICULUX MEOULUHCKUX 00pa306a-
menvHblx yupesxcOeruil cmonuybl. Tak, 06cysoaemvlil Huxe KIUHUYECKULL Clyuaii npedcmasen
compyonukamu O®IAOY BO «Poccuiickuii ynuseepcumem 0pyu6vt Hapooos» u PITAOY BO
«Ilepeviit Mockosckuil eocyoapcmeeHHuill meouyurckuil ynusepcumem um. .M. Ceuernosa»

Munsopasa Poccuu.
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AHHOTauuA

J1eroyHbli anbBEONAPHbIA NPOTENHO3 — PEAKMNIA NMYNTbMOHONOrMYECKUIA CUHAPOM, XapakTepu3yoLWMIACA HaKOMIEHMEM B anbBeonax 6enKoBO-TUMUAHBIX KOM-
NNeKCcoB BCNEACTBME HapyLIeHVA yTunnsaumm cypaktaHTa anbBeosnApHbIMU MakpodaramMmu. OTCYyTCTBME NATOrHOMOHUYHBIX CUMMNTOMOB U MPU3HAKOB, a
TaK>XXe NaTosiorM4ecknx N3MEeHEeHU NPy PyTUHHBIX METOAAX NCCNeA0BaHNA ABNAETCA OQHOM U3 NPUYNH €ro HECBOEBPEMEHHOW AnarHoCcTUKN. B ctatbe npen-
CTaBNeHO KNMHM4eckoe HabnoaeHne naumMeHTkn 51 roga ¢ nporpeccupytoLleit oabILLKON U MHUAbTpaTamMu B NIErknx, KOTopble n3HayasnbHO TpakToBannCh
KaK NpoABeHne ABYCTOPOHHEN NHEBMOHMN. [py KOMMNBIOTEPHON TOMOrpachnn BbICOKOTO Pa3peLLeHNA OPraHoB rpyAHOM KNETKUN BbIABMEH XapaKTepHbI AnA
cuMHApoMa naTTepH crazy paving (Y4acTKu YNNOTHEHWA NEro4YHow TKaHu no TUMy MaToBOro CTeksa ¢ BUAUMBIMUA B HUX PETUKYNAPHBIMU CTPYKTypamu). Tu-
NYHbIE AJ1A NTErOYHOr0 aNbBEOSIAPHOrO MPOTENHO3a N3MEHEHNA 0OHApPY>KeHbI TaKkXXe Npu nccrnenoBaHny 6poHX0anbBEOIAPHOro NaBaxka u oueHke anddy-
3MOHHOW CMOCOGHOCTU NErkumx.

KntouyeBble cnoBa: NIeroyHbli anbBeoNAPHLIA NPOTENHO3, CUMMTOM Crazy paving, AvddepeHumanbHan AnarHocTka oabIWKu.
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Abstract

Pulmonary alveolar proteinosis is a rare pulmonary syndrome characterized with accumulation of lipoprotein complexes in alveoli as a result of disturbance of
utilization of surfactant by alveolar macrophages. Lack of pathognomonic symptoms and signs as well as pathological changes in routine examination methods
is one of the reasons of its untimely diagnosis. The article presents a clinical case of a 51-year-old patient with progressive shortness of breath and ling infiltrates
that were interpreted as a sign of bilateral pneumonia. High-resolution computer tomography of chest organs showed a typical pattern for this syndrome, so-
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called crazy paving (segments of pulmonary tissue induration, ground-glass opacity, with visualized reticular structures). Changes typical to alveolar proteinosis
were also found when bronchoalveolar lavage was studied and lung diffusion capacity was evaluated.
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H erouHbIll a/nbBeossApHbl nporenHos (JIAII) — penxmit
ITy/IbMOHOJIOTMYECKUI CUHAPOM, XapaKTePU3YIOLMIICA Ha-
KOIUIEHNEM B ajibBeosax OelKOBO-TMIMAHBIX KOMIITIEKCOB
BCJI[CTBYE HAPYIIEHWs Y TUIN3ALVM Cyp(aKTaHTa a/IbBEOJIP-
HbIMU Makpocaramu [1]. Pacnpocrpanennocts JIAII Bapbupy-
eTcs oT 2 7o 7 cy4aeB Ha 1 M/IH B3pociioro HaceneHus [1-3].

Boigenator pasuble popmer JIAIL: BpoxeHHasa (reHeTnde-
CKasi), ayTOMMMYHHasi (MAMOIaTHYecKas) M BTOpUYHast. AyTo-
UMMYyHHas Gopma 00ycIoB/IeHa 0Opa3oBaHIeM aHTHUTeN K Ipa-
HY/IOLIMTapHO-MaKpoQaraTbHOMY KOJIOHIECTUMY/IMPYIOLeMY
¢baxropy (TM-KC®), 4to npuBOANUT K HAPYLIEHUIO PETY/IALIMN
PabOThI a/IbBEO/IIPHBIX MAKPO]AroB, yTHIN3UPYIOLINX Cypdhak-
taHT [4]. Ha Hee mpuxopnuTcst okono 90% Bcex cmy4aes JIAIL

Heo6X0p1IMO OTMETHUTB, YTO >KaIOOBI 11 Pe3y/IbTAThI Py TVHHBIX
nmabopaTopHbIx uccinegoanuit mpu JIATT HecrennduaHsl, 4TO
HEpEJKO ABJAETCA NPUYMHON €r0 HECBOEBPEMEHHON JJMArHo-
crukn. Hamboree gacroii xano6oit y 6onbubix JIAII aBnsaercs
HpOrpeccHpyIolas OfibIIIKa, PeXKe BCTpedYaeTcA Kallenb (Cyxoit
WIN CO CKyZHOIT MOKpoToit) [5, 6]. ITpu ¢pusnaeckom obcmeno-
BaHUM [IATO/IOTMYECKMX M3MEHEHNI Y GO/IbIIMHCTBA TALMEHTOB
¢ JIAII taxoke He obHapy)xuBaeTcsi. Hamudue u cTereHb BbIpa-
YKEHHOCTY TUITOKCEMIY 3aBUCAT OT TAXKECTH 3a00/IeBaHu.

ITpu cimpoMeTpuy MaTOMOTNYeCKMe U3MEHEeHNUA Y TalieH-
TOB ¢ JIAIT 06BIYHO BbIp@XKEHbI HE3HAYMTENBHO MM OTCYT-
CTByIOT Boobie [1].

Baxxnyio ponb B nepBmyHoll guarHoctuke JIAII mrparor
PEHTTeHOIOTIYeCKyie MeTO/bI VICCTIEOBAHNA, B YaCTHOCTY KOM-
nproTepHast Tomorpadus Boicokoro paspertenus (KTBP). [Tpu
JIATI BbIAB/AETCSA HATTEPH Crazy paving, U «OyIbDKHOI MO-

CTOBOI1», /I KOTOPOTO XapaKTepHO Ha/ludle 30H CHUKEHUA
IIPO3PAYHOCTH JIETOYHOI! TAPEHXMMBbI I10 TUITY MaTOBOTO CTeK/Ia
C YTOJIIIEHHBIMI MeX/0/IbKOBBIMHU IHeperopopkamu [1, 7, 8].
JJaHHBIE YIaCTKV Pe3KO OTTPaHIYeHbI OT HOPMA/IbHOII JIerod-
HOII TKaHM, 4TO IPUJAeT U300paXKeHNIO BT, TeorpadiecKoi
KapThl.

BaxHOe amarHoOCTMYeCKOe 3HAaYeHMe MMeeT JMCCIeloBaHme
6ponxoanbBeossipHoro masaxa (BAJI) — mpu JIAII on sBIsteTCst
MYTHBIM, MOJIOYHO-0€/I0r0 WM >KeITOBATOrO 1iBeTa, 06pasyer
Oenblit ocazok. IIpy UTONMOrNYeCKOM MCCTIEfOBAHNY XapaK-
TEPHO yBe/lndyeHe o01ero KonMniecTsa KJIeToK ¢ Ipeobazna-
HIeM 1uM(OLNTOB U BBICOKIM COfjep>KaHMeM IIeHUCTBIX MaK-
podaros ¢ BKIIOYEHNEM 903MHOGMWIbHBIX TpaHyl. s
ayrouMmMyHHOI ¢opmbl JIAIT foctarodHo crieuduyHOI IB-
JIAeTCA TOJOKUTEIbHAA peakuusa copepxumoro BAJI mpu
okpamyBanuy peakrusoM ndda (PAS-peaxuus) [5, 8].

JIna puarsocTuky ayrouMMmyHHoro JIAII Takke MCTIONb3y-
eTCs Ompefie/ieHNIe YPOBHA aHTUTEN B CBIBOPOTKe KpoBy 1 BAJI
k 'M-KC®, ogHako JaHHbIN MeTOJ, MICC/Ie0BAHNA HEJOCTYIIeH
B Poccniickoit @epepannn.

JIAII Heobxonmmo anddepeHIpoBaTh ¢ HECKOMBKIMI 3a-
60J1eBaHMsIMY, IPOTEKALIVM CO CXOLHBIMI CUMIITOMAMU U
PEeHTTeHOIOTMYeCKVIMY ISMEHEHUAMI, B YaCTHOCTH afIeHOKap-
L[MHOMOI1 JIETKOTO, TUIIePCeHCUTUBHBIM THEBMOHUTOM, ITHEB-
MOIMICTHOJI ITHEBMOHMEN, TUITOMTHOI ITHEBMOHMeN |5, 8].

B neyenuu JIAII npuMeHseTCs HECKOTBKO METOLOB, OJHIM
u3 Haubosee apdeKTUBHBIX ocTaercs nededHslit BAJI [9, 10].
B 85% ciy4aeB mociie IpoBefeHs 061I1ero TaBaXka JTeTKIUX Ia-
IIMEHTBI IEMOHCTPUPYIOT KIMHNYECKOE YIydlIeHNne, TTOI0KN-

Puc. 1. Cxema ncropum 6onesHu naumeHTku L.

MauveHTka LW., 51 rop, noMoxo3siika, 6e3 BpefHbIx npusbivek, UMT 31,6 kr/m?

Kawenb

Temnepatypa Tena

09.2011 11.2017 12.2017 02.2018 06.2018
- KoHcynbTauma
KB Ne61 Kb B OFAOY BO «epasiit MIMY BY3 «HM cn
vm. B.B. BuHorpagosa UM. V.M. CeueHoBar» nm. H.B. Cknunchocosckoro»
SpO: 95% Sp0: 97% Sp0, 97% SpO: 98%
ynn 22 4yoni7 yoao17 4yon 17
mMRC 2 mMRC 1
ManonpoayKTuBHbIA

PeHTreHorpa-
BHeb6onbHW4Han A OTK
NMHEBMOHVA
[1BYCTOPOHHAA
MHEBMOHMA?

OHananpwn 10 Mr 2 pa3a B AieHb
AmnopunuH 10 mr 1 pas B AeHb
WHpanamug 1,5 Mr 1 pas B AeHb

AnbBeonApHbI
npoTenHos (?)

KapTyHa o4aroB
crazy paving ¢ 06enx
CTOPOH C YETKUMU
reorpaguyeckumu

*J‘queﬁubm

BAN

NAN

TunuynHan XpoHudeckan H 2

ODB,/DXKE1=83%
DXKE1=80%
ODB=77%

rpaHvLamm
s DLCO=61%

O®B/DXKEN=82,1%
DXKEN=81,7%
ODB;=78,5%
DLCO=57,2%

MeTchopmuH 500 Mr 2 pasa B feHb

noxa 3a 1-to cekyHay, ®XXEJ1 — hopcrmpoBaHHaA >XM3HEHHaA eMKOCTb JTIErkux.

BAJl xenToro
uBeTa, MyTHbIW,
npeobnapaloT
NMMpOoLNTBI

Mpumeyanne. VIMT — nHpekc macesl Tena, SpO, — caTypauma KpoBu Knucnopoaom, [JH 2 — abixatenbHas HeQocTaToyHOCTb 2-i ctenedn, O®B; — 06bem hopCcMpoBaHHOTO Bbl-
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TE/IbHYIO0 [UHAMUKY PEHTI€HOJIOTMYeCKNX U (PYHKI[MOHATbHBIX
naHHbIX. Heo6X01MMO 0TMeTUTB, 4TO IpuMepHO B 50% crrydaes
JI0CTATOYHO IIPOBEEHNS OFfHOI IIPOLIeYPbl, OCTA/IbHbIE Mal{i-
eHTbI HYX/JAIOTCA B TIOBTOPHOM 7ledeOHOM BAJL.

B maHHOM K/IMHMYeCKOM HaOMIOfeHNN IPeCTaB/IeH CayJail
BepoATHOro ayTonMMyHHoro JIATI, nuarHocTupoBaHHOrO y Ha-
LVIEHTKY C IPOrPECCHPYIOLeil OfBIIIKOIL.

Bonbuas 111, 51 rog, 63 BpeIHBIX IPUBBIYEK, C J/IUTETbHBIM
aHaAMHe30M TUIepTOHNYeCcKoil 6omesHn — ['B (mocTosHHBIM
IpueM KOMOMHVMPOBaHHOI aHTUTUIICPTEH3UBHOI Tepanum) u
caxapHoro auabera 2-ro tiia — CJI 2 (monydaer metdopmut),
B HOsAOpe 2017 1. oTMeTN/IA [TOsIB/IEHNE OfBIIIKI IIpY (usIde-
CKOJ1 HarpysKe, UHTEHCUBHOCTb KOTOPOII IIPOrPeCCHBHO Hapac-
TajIa. ITO MOCIY>KIIO IOBOLOM /st OOpAIeHNsT B IO/IMKIIN-
HVIKY ITO MECTY >KUTEJIbCTBA, Tfie TP PeHTreHorpaduy OpraHoB
rpynHoit kinetku (OTK) BbIAB/IeHbI MHPUIBTPATHBHBIE U3Me-
HEHU B JIETKUX, C HAIIPABUTE/IbHBIM [JIATHO30M «/[BYCTOPOH-
H:AA THeBMOHMA» MAI[VIeHTKa rocnuranusuposana B I'BY3 «Jo-
poxckas KamHu4Yeckas OonpHuua uM. B.B. Bunorpaposa»
Jlenapramenra 3paBooxpaHenus . Mockssl (puc. 1).

Hannvie pusuueckozo 06cnedo8anus Ipu MOCTYIVIEHUN He
BBISIBI/IVM KaKVUX-/TMO0 3HAUMMBIX M3MeHeHmil. YacTora mbixa-
TenbHBIX AByDKeHMIT (Y1]1) 19 B MunyTy, SpO, 97% (Tipn fbI-
XaHWV KOMHATHBIM BO3/{yxoM). OffbIIlIKa IIPY OLJeHKe [0 IIIKajIe
BpIpakeHHOCTH ofipiky (MMRC) ymepeHHas.

Pesynvmamut 00nonnumenvHozo 006cned06aHusA: B 061IeM
aHa/M3e KPOBY BBISB/IEHBI MUKPOLMTAPHAs TUIIOXPOMHAsI aHe-
Mt — reMoriobus 112 r/n (Hopma 120-140), He3HaunTeIbHOE
CHIDKeHMe JIeiikoLuToB 3,7x10°/1 (Hopma 4-9) 3a cuet ¢pak-
i HeiTpoduios. B 6uoxuMudeckom aHanse KpoBu — 6e3
3HAYMMBIX M3MEHeHNT, ypoBeHb C-peakTnBHOro 6ennka — 2 Mr/j
(mopma 0-5).

Ha penmeenoepamme OI'K B mpsMoil u mpaBoit 60KOBOI
mpoeKIym (pyc. 2) B 060VX JIETKMX BbIAB/ICHBI MHOYKECTBEHHbIE

Puc. 2. O6G30pHble PeHTreHorpaMmMbl FPYAHON KNeTKU B NPAMOM
nepegHen (a) U npaBow 60KkoBoM (6) NpoeKUUAx naumeHTku L.,
nepBUYHOE UccneaoBaHune. B 0601x Nerkrx MHOXXeCTBEHHbIE y4acTKN
3aTEHEHNA NEeroYHON TKaHU HU3KOW MHTEHCUBHOCTM (MATOBOE CTEKII0)
6€e3 YeTKMX KOHTYPOB, NpeobiafatoLme B HUXKHUX NEeroYHbIX NosiaAX.

6

Y4YaCTKU 3aTeHEeHV pa3HOIl BeIMYMHbI HU3KOU IHTEHCUBHOCTU
(MaToOBOE CTEKIIO), YMCTIO ¥ pa3Mep KOTOPBIX HApacTaIOT OT Bep-
XyILIeK K guagparme.

Y4uTbIBasg OTCyTCTBUE TUXOPAJKY 1 TAOOPATOPHO-BOCIIA/IN-
TENIBHOTO CUHAIPOMA, JUarHO3 THEBMOHNM paclieHeH KaK Majlo-
BEPOSITHBII, I yTOYHEHMsI XapaKTepa M3MEeHEeHNI! B JIETOYHOI
mapenxuMe nanyenTke soinonHeHa KTBP OI'K, obHapy»xeHb
Y4YaCTKU YIUIOTHEHUA JIETOYHOI TKaHM 11O TUITY «MAaTOBOTO
CTeK/Ia» C BUAUMBIMM B HUX PETUKYIAPHBIMU CTPYKTYpaMu
(cummToM crazy paving), Ipeo6IafaomuMy B KOPTUKAIbHBIX
OT/e/IaX U HIDKHIX JIOJISIX JIETKUX (puc. 3).

ITpu 6pOHXOCKOMNY BBLIB/IEH PACIIPOCTPAHEHHBIIT KaTapajb-
HBIT 9HJ0OPOHXUT, XUAKOCTb BAJI - >kentas, MyTHasd, C obpa-
30BaHMEM OCafiKa 6eIoro 1{BeTa; IIPM LUTOIOTMIECKOM MCCIIe-
JOBaHMNU — C peobnafgaHneM MuMQPOLUTOB, 63 aTUIIIHBIX
KJIeTOK. Pe3y/brarsl MccnefoBaHmsA (PYyHKIMM BHEIIHETO JbIXa-
Hust (popcupoBaHHas cimpomerpust, bopuieTnsmorpadus)

B KOPTUKasIbHbIX OTAEeNnax v HXKHUX OOMAX Nerkux.

a

Puc. 3. KomnbloTepHble TOMOrpaMmmbl rpyAHOI KNeTku (a, 6) u pehopmauum Bo (hpoHTanbHON NnockocTu (B) naumeHTkuy L., 2017 r. YuacTtku
YNIOTHEHNA NEro4HoW TKaHM No TUMy MaToBOro CTeksa ¢ BUAMMbIMU B HUX PETUKYNAPHBLIMU CTPYKTypamu (CUMNTOM crazy paving), npeobnapatowve

TENHO30M).

a

Puc. 4. KomnbloTepHble TOMOrpaMmbl FpyAHON KNeTku (a, 6) u pedhopmaumm Bo ppoHTanbHOI NnockocTH (B). Viccneposanue nauneHTku LU
B AVHaMUKe Yepes 2 rofa. YYacTKy YMIOTHEHWA NIErOYHOM TKaHM Mo TWMy MaTOBOrO CTEK/IA YBENIMUMINCL B pasmepax, 605iee 0T4eT/IMBO CTanu
BUAHbI CeNnTasibHble JIMHUK Ha (DOHe MaTOBOrO CTeK/a (CUMMTOM crazy paving, HabloaLMIACA Y 6OSBLUMHCTBA GOJbHBIX C aNlbBEONAPHLIM MPo-
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He BBIABIIN 3HAYMMBIX M3MeHeHui1 (cM. puc. 1), ofHaKo oT-
MeYeHO yMepeHHOe CHIDKeHMe A1 Y3UOHHOI ClIOCOOHOCTH
nerkux (mudysnoHHas ClIOCOOHOCTD ErKMX 110 MOHOOKCUIY
yrnepopa — DLCO 57% oT JO/DKHOTO).

Takum 06pa3oM, Ha OCHOBaHUM aHAMHe3a, )Kan1o0, pe3yibra-
TOB (PM3MUECKOr0 00 C/IefOBAHNS, Ta00PATOPHBIX I MHCTPYMEH-
Ta/IbHbIX MICCTIEfOBAaHMIA Y TALMEHTKY IPEJIIONI0KEHO Hadme
JIAIL YdutsiBast OTCyTCTBUE 3a00/IeBAHNIT 1 M3BECTHBIX (aK-
TOPOB PUCKA, KOTOPbIe MOTYT IIPUBOJMUTD K HAPYILIEHNIO PYHK-
I[IOHA/IbHOJ aKTMBHOCTY U/WU/IM CHVDKEHMIO KONMMYECTBA ajlb-
BEOJ/SIPHBIX Makpogaros, 3abormeBaHMe PAaCIleHEHO Kak
nposisieHne ayrouMmmyHsaoro JIATI (ompepenenue ypoBHs aH-
turen B ceiBopoTke KpoBu ¥ BAJI k T'M-KC® He npoBopmnoch
BBUJTY HEJIOCTYITHOCTH JAHHOTO VICCIefoBaHuA B PD).

B ¢enparne 2018 r. mamnyeHTKe BbINOIHEH tedebHbIT BAJL.
[Tocre mpouenypbl MalVIeHTKa OTMeTI/IA 3HAYUTENbHOE YMEHb-
IIeHMe OfBIIIKI U YBeIMYeHNe IePeHOCUMOCTI PpU3NIecKoi
HArpysKi, B AMHaAMIUKe TaK)Ke OTMeqasicsi HeOOIbIION IPUpPOCT
DLCO ¢ 57 5o 61% (cm. puc. 1).

ITpu KT OIK, BRIIOTHEHHOM B [UHAMUKe Yepes 1,5 rofia, oT-
MeuaeTcs OTpUIIATe/IbHAA JYHAMMKA B BIJIe YBeIMYEeHNA B pas-
Mepax y4acTKOB YIUIOTHEHMs JIETOYHOI TKaHu Ha (oHe boree
OTYeT/IMBO BUJIVMbIX CEITa/IbHBIX IMHUIL (PHC. 4), YTO, YINThI-
Bas IIPOrPeCCUPYIOLIYIO OfBIIKY, 3HAUNTEIbHOE CHIDKEHMe TO-
JIePAaHTHOCTU K (pU3MYECKOIl HarPy3Ke, MOXKeT pacCMaTpUBaThCA
KaK II0Ka3aHye K HOBTOPHOMY yiede6HOMy BAJL.

KonnukT nHTEpecoB. ABTOPbI 3asB/IAIT 06 OTCYTCTBUM
KOH(/IMKTA MHTEPECOB.
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