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ABSTRACT

The pulmonary alveolar proteinosis (PAP) is a rare disease of unknown etiology
characterized by intraalveolar accumulation of lipoproteinaceous material in the lung. The aim
of the present study was to compare the biochemical and biophysical characteristics of tracheal
aspirates from a patient with PAP, during the whole lung lavage (WLL) taken after each stage
of the procedure. For this purpose the proteins and the phospholipids (PLs) concentrations of the
samples were determined. In addition, by using the pending drop method, the equilibrium
surface tension characterizing the functionality of the alveoli was measured. Our results showed
that during the five-time lung lavage as suspected the protein and phospholipids content was
decreased and consequently the equilibrium surface tension was increased as a result of the
decreased phospholipids-protein ratio. After WLL the physiological condition of the patient was
improved; therefore it would be of an interest to monitor these parameters 72 hours after the
procedure.
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YBOJ

benonpo6uara anBeonapna nporeunos3a (bAII) e nudy3no 6enoapodbHO 3a00mnsBaHe, KOETO ce
XapaKkTepusupa ¢ HaTpylnBaHe Ha OenoapobeH chpdakTanT B anBeonute [3]. CekpeTupaHusT Ha
BB3/IYIIHO-BOAHATA (pa30Ba rpaHHIA ChbP(AKTAaHT UMa CPEJHO BpeMe Ha MOJIYKMBOT OKOJIO 36 yaca.
Toii ce meTabonu3upa oT MakpodaruTe Ui ce peajcopoupa oopatHo B cyddaszata OT MHEBMOIUTH
tun 1. 1o 90% ot riaBuus cbpdakranteH Gochonunua — IunaIMUTOmI(GoCchaTuIUIXONIUH ce
PEIHKINpa OT aTBEOJIAPHOTO MPOCTPAHCTBO KbM IMHEBMONUTH THII II, KaTo TOBa ce OChIIECTBsIBA
4ype3 pelenTop-MeAuupaHa CUTHAIM3alus, akTHBUPaHa OT CIeU(PUIHUAT ChbpPAKTaHTEH MPOTEHH
SP-A u xnaTpuH-3aBUCHMMa €HAOLUTO3a, a ocTaHamuTe 10% ce pasrpakgaT OT ajBeoJapHUTE
makpodaru [4].
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N3BectHu ca tpu ¢dopmu Ha BAIIl: Bpomena, upuonatuyHa (IbpBUYHA) U BTOpuuHA. [Ipm
BpojcHata ¢opma ¢ Hamuie aehuiur Ha crneuupuuHus cbpdaktanteH nporewH B (SP-B),
OTTOBOPEH 3a€IHO ChC ChP(PAKTAHTHUTE JMMUAM 32 MOJIbpXKAHE HA HHUCKUTE CTOWHOCTH Ha
MOBBPXHOCTHOTO HAIPEKECHUE B TUHAMUYHUTE YCJIIOBUS Ha BIWIIaHE/M3AMIIaHe. V3BecTHO e, ye
nBara xuapopoOHu, cnenuduuHyd 3a anBeojapHUs cbpdakrtant, nporemHu - SP-B u SP-C
CTUMYJIMpAT MeTa0omu3Ma u 0OpaTHOTO MOEMaHe Ha ChP(AKTAHTHHUTE JUMUAN OT AIBEOTAPHUTE
kiaerku tun II [11]. Pemasamoro 3nauenue Ha SP-B 3a (yHkumoHupanero Ha Oenms apod ce
MOTBBPXK/AaBa OT (pakTa, ue HOBOPOJACHHU, MpH KouTo nuncBa SP-B mopaam renernden nedexr,
pasBuBaT TexkbK PJIC ¢ neranen m3xon [8]. I'enesara na mamonatuunara BAIT e aBromMyHHa —
obpasysat ce autu-GM-CSF anturena (GM-CSF — Granulocyte-Macrophage Colony Stimulating
Factor), koero ce HabnrogaBa npu 90% OT cayyauTe U € CBbP3aHO C HapyllaBaHe Ha (PYHKUIUATA HA
aJIBeOJIApHUTE Makpodaru, Bojemo A0 AeeKkT B cbpdaKTaHTHATA XOMEOCTa3a M 3aTPyIHEHO
pasrpaxaane Ha cbpdakranta [12]. Bropuunata ¢opma Ha TOBa TeKKO 3a00siBaHe ce HAOI01aBa
[IPU HAKOM XEMAaTOJOTHYHH, 3JI0KAYECTBEHU WIIM MMYHOAeDUIIUTHH 3200 siBaHus [7].

BAII e psako 3abomsaBane ¢ yectoTa cpeano 1/1 000 000 u 3acsra npeIMMHO MBXXE B CpeaHa
BB3pacT (M:x 3:1). Hauanoro Ha 3a00JIIBaHETO € aTHUIMYHO, C MPOJIBDKUTEIICH JTATCHTEH TIEPUOI,
KoeTo 3a0aBs muarHozata mecenu u roauHu [3]. TloBeuero oT OoMHHMTE Cce OIJIAKBAT OT
3a1pJI00YABAIIO CE 3aTPyIHEHHE B TUIIAHETO ¢/0e3 cyxa Kanumma. Te ca monaTiuBu Ha HH(EKIUN
— B TOBa YMCIIO IPUYKMHEHH OT MukoOakrepuun, Aspergillus sp., Pneumocystis carini, Nocardia sp. u
T.H. PeHTrenorpadcku ce HaOMIOIaBAaT IBYCTPAHHU aJBCOJAPHU 3aCCHUYBAHUS, HAIOAO0OSBAIIH
0enoapoOeH OTOK M aHrakKMpamy MPEAUMHO AONHUTE OenmoapoOHu moaera [15]. Kamauunoro
MIPOTHYAHE Bapypa OT CIIOHTAHHA PEMHCHS 0 OCTpa JUXaTeIHA HEIOCTAThUHOCT.

HsmocTHusT Oenonpoben naBaxk (LIbJI) 3a Tepanus u neuenne Ha BAII e BpBeaeH ot Jose
Ramirez-Rivera mpe3 1960 r. u octaBa M 70 cCera OCHOBEH YTBBPICH METOJA IpPH ClIydyad Ha
nporenro3a [10]. Ilpu Tasu mporeaypa HEKOJKOKPATHO Ce TpaBH JiaBak Ha Oemust Apob ¢
(bU3HOJIOTHYEH Pa3TBOP, B PE3YNITAT HA KOETO HATPYMAHUS MPOTEMHOTEHEH MaTepuall c€ OTMHBA,
Karo ce peaynupa u TuUTbpa Ha aHTU-GM-CSF antutenara. [lpe3 romuHuTEe TepammsTa
HEMPEeKbCHATO CE€ YCHBBPIICHCTBA U JHEC PYTHHHO CE Mpuiara moj o0Ila aHecTe3usi, 00eMHUTe Ha
M3MOJ3BaHUsl (DU3MOJIOTHUEH PAa3TBOP CE€ YBEIIMUYABAT, JABAXBT CE KOMOMHUPA C MEPKYCUS U Macax
Ha rpbaHara crena [1, 5, 13].

Ilenra Ha mpexacraBeHaTa paboTa € Ja ce aHajdu3upa OpOHXOaJIBEOJapHA JIaBa)KHA TEYHOCT
(BAJIT) na mamuent, ctpagam ot BAIL, kaTto ce cpaBHAT OMOXMMHYHUTE U OMODU3HMUHUTE
XapaKTepUCTHUKU Ha MpoOH, B3€TH IO BpEME Ha OTAENHUTE eranu Ha mnpuiaraHata L(BJI.
Omnpenenena e OentbuyHata U (ochomunuaHara koHneHtpamuss B BAJIT. B nmombiHenwue,
MOCPEJICTBOM METO/Ia Ha BHUCSIIATa Kalka, M3UCKBaIl] MUHUMAaJIEH 00eM Ha W3CIIe/IBaHMs Pa3TBOD, €
M3MEPEHa PAaBHOBECHATA CTOMHOCT HA MOBBPXHOCTHOTO HAIPEKEHUE HA BCAKA OT W3CIICIBAHUTE
poou.

MATEPUAJIM U METOIN
Croupane Ha npodu ot LIBJI: OT manueHT oT MBXKH 10JI ca chOpaHu cpeJHH nmpodu ot 15
- 3a gecHus u 16 - 3a jmeBust Osin1 ApoO, LMKBIA Ha jJaBax. [Iporeaypata € OChIIECTBEHA
IbPBOHAYAITHO Ha AECHHS 051 Ipo0 Ha ManueHTa, a cies / IHU U Ha jieBus. [Ipodute, aHanu3upanu
B IIPOBEJICHOTO M3CJIC/IBAHE, Ca MOJYYCHHU KAKTO Cie/[Ba:
v mpoba 1: cperna nmpoba ciie]] aBax Ha ChbOTBETHUS OsT P00 ¢ PU3HOIOTHYEH PasTBOP C
navasien ooem 1 | (10 ml/kg); kpaeH obem Ha mosydeHaTa JlaBa)KHATa TEUHOCT OT JECHHS W
neswust 651 Apo6 crotBeTHO 0.8 11 1 .
v mpoba 2: NpoAbIDKEHNE Ha TbPBUS JIaBOKEH UKD - KbM 1poba 1 ca nobasenu 3 x 110.9
% NaCl; xpaen obem Ha pobarta 4 |.
v npo6a 3: Hos naBaxen nukbi ¢ 4 x 110.9 % NaCl; kpaen o6eM Ha napaxknara tedsoct 4 |,
v mpoba 4: voB naBaxker nukba ¢ 4 x 1 10.9 % NaCl; kpacu o6em Ha naBakuara TeqdHocT 4 1.
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v/ npo6a 5 HOB J1aBa)keH HHMKBJ 3a Jeus 0s1 apod ¢ 3 x 11 0.9 % NaCl, a 3a xecuus
apod —c 3 x 110.9 % NaCl; kpaeH 00em Ha JIaBajKHATA TEYHOCT € CHOTBeTHO 2 | 1 3 1.

Onpenensine Ha 0eIThYHATA KOHIIEHTPALUs: 3a ONpeeNsiHe Ha OENThYHOTO ChIbPIKAHHE
B OpOHXOaJBEOJIapHATaA JlaBaKHA TEYHOCT OT BCska mpoba ca B3etd mo 1 ml u mocpemcTBOM
mouduipan Metoa Ha Lowry e omnpeienieHo KOJUuecTBOTO ToTaieH 0enThk [9].

Onpenensine Ha ¢ochoannuanara koHuentpamusi: Dochomunuaure (DJI) B
u3ciIeaBaHuTe Mpobu ca ekcrpaxupanu mo meroaa Ha Bligh&Dyer [2]. KonmnyecTBeHus aHamu3 Ha
®J1 e uzbpiieHo o merojaa Ha Kahovkova 3a onpenensine Ha Heopranuder docdar [6].

MeToabT Ha BHCSIIIATA KaINKa MMO3BOJISBA JIa CE U3CJIEBA MOBBPXHOCTHOTO TOBEACHUE HA
MaJIKM KOJIMYECTBA OT JABAKHUTE TEUYHOCTH (00eMbT Ha u3cieaBanute npodu e 50 ul). 3non3san
¢ teusuomerp KSV CAM 101 (KSV Instruments Ltd., Finland) 3a excnepumenTaiex
OCEBOCHMETPUYCH aHalu3 Ha Bucsiia kanka. Cien popMupaHe Ha CHMETPUYHA Kallka Ce M34YaKBa
15 MUHYTH, KaTO TOBa BpeMe € HeOOXOAMMO 3a aJIcOPOIIUs Ha MOBBPXHOCTHO-aKTUBHUTE MOJICKYIIN
Ha BB3/AYIIHO-BOHATA (pa30Ba rpaHMIla U JOCTHTaHE HA PABHOBECHA CTOMHOCT HA MOBBPXHOCTHOTO
HAIPEKEHHUE Yequilibrium (Yeq) (MN/M). Upe3 kamepa, cBbp3aHa ¢ amaparypara, ce 3aCHEMaT CepHs
CHUMKH ¢ paznuyHa ckopocT (oT 60 mo 300 cHumMKM B MHUHYTA) M IO IIpoMsiHaTa Ha (opmara Ha

Kallkata C IIOMOINTAa Ha BrpajJeH copTyep c€ OTYUTAT XapaKTePUCTUUYHUTE IOBBPXHOCTHU
napameTpH.

PE3YJITATHU U ITUCKYCHUSA

B npencraBenara paboTa ca U3ClieIBAHN € NOMOILTAa HA OMOXUMHUYHU ¥ OMO(PU3UUHU METOIH
npodbu OT OpoHXOaJNBeoJapHa JlaBakKHA TEYHOCT Ha TManuMeHT ¢ OenoapoOHa aiBeojapHa
IIPOTEUHO3a, B3€TU 110 BpeMe Ha OTJENHUTE eTaly Ha IpujaraHaTa npouenypa.

Brnomenara nguxarenHa QyHKIOUS T[pH MPOTEMHO3a C€ JIBDKM Ha WHAaKTUBUpaHE Ha
aJIBeoJIapHUs Chbp(AaKTaHT OT YBEIMUYEHOTO KOJUYECTBO MPOTEUHH (anOymMuH, GUOPUHOTEH U T.H.),
KaTo B HAW-TOJSIMO KOJHMYECTBO € TUIa3MeHUs anOymuH. M3BECTHO €, 4e MPH OCThp peCIHpaTopeH
JUCTPEC CHHIAPOM, KOHIICHTpAIMATa Ha alOyMUH B ajiBeojiapHaTa TeuyHoCT goctura 25-100 mg/mil.
Cuyura ce, ye B pe3yaTaT Ha BUCOKAaTa My CKOpPOCT Ha aJIcOpOLUs U KOHLEHTpalus (KakTo U Ha
OCTaHAJIMTE IJIA3MEHH TMPOTEHHM), TOH Ce pa3Th4a BHPXY aJBEOJHUTE MO-OBpP30, B CpPAaBHEHHE C
6enoapoOHus cbpdakTant, Gopmupaiiku nmporenHeH ¢puiM. To3u puiam mokpuBa NOBbPXHOCTTA HA
AJIBEOJIUTE, TIPABCHKH 51 HEJOCTHITHA 3a chpakTanTa [14].
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®@urypa 1. TortasHO KoJMUecTBO Ha OeNTHIM M (QOCHONUNUIN B U3CIEIBAHUTE CPEIHH NPoOU OpOHXOaIBeosapHa
JIaBaYKHA TEYHOCT, ChOpaHu OT JisiB Osu1 1po0 (rmanen A) u geces 6511 apo6 (maxen b).

BbroxuMuuHUAT aHamU3 BKIIOYBA onpenaeisHe Ha O6entbuHa U DJI konnentpauus B BAJIT.
[Tomy4yeHute pe3ynraTtu IOKas3BaT, 4e CleJ HAdyauHOTO BiuBaHe Ha 1 | ¢usmonormyeH pasTBop
(mpoba 1, ¢ur. 1 - manenu A u b), kpeTo He ce mpuiara BUOPAIIMOHEH MacaXX Ha rpbhJHATA CTEHA,
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B OpOHXOAQJBEOJIADHUS JIaBRXK HA TMAIMEHTAa Ca YCTAHOBEHHM HUCKU KOHICHTpAIMW, KAaKTO Ha
Oenthiy, Taka U Ha (ochomunuan. [Ipu nocnensamoro BivBaHe Ha HOBH 3 X | | pusunonornyeH
pa3tBop B monyueHata BAJIT ce oTnensar 3HAYUTETHH KOJIMYECTBA OT HATPYHAIUTE CE, B PE3y/ITaT
Ha npotenHo3ata, oentbuu u OJI. Ot mecHus Ost ApoO B KpaitHus oOeM saBax oT 4 | ca oTMuTH
3,4 g nporeunu u 4,7 g dochomunumu, a or neBus Osu1 1pod — 3,7 ¢ mporemHH U 5.4 ¢
dochomunuau (Ourypa 1). [lpu crneaBammre nukiau Ha npunarade Ha [BJI Tesu croitHOCTH
MOCTETNICHHO C€ MOHMXABaT, KaTO TOTAIHOTO KOJUYECTBO HA OTIEIICHUS OeNThK B OOIIMs 0OeM
nmaBax goctura 1o Han 10 rpama 3a Bceku 100 Ha 6enus qpo6 (Tabmuma 1).

Taéauua 1. O0ma xoHIeHTpanug Ha 6enThiy, pochommmunu u otHomenne OJI/mpoTenHN B aHATU3NPAaHUTE TPOOH
BAJIT ot meceH u JisiB 0511 1po0.

npoda Hecen 65111 1po6 JIsiB 05171 Apo0
Bearsk, J ®DJL, g @JI/oentek | Bearsk,g | ®JI, g ®JI/6enTBK

1 0.7 0.3 0.43 0.9 0.1 0.11

2 3.4 4.7 1.38 3.7 5.4 1.46

3 3.5 2.5 0.72 2.9 2.7 0.93

4 2.3 0.9 0.39 2.0 2.6 1.30

5 0.7 0.5 0.71 0.6 0.3 0.50
Obme 10.6 8.9 0.84 10.1 111 110

KOJIHY€eCTBO, (

JlutepaTypHH JaHHH COYaT, Y€ CHOTHOIICHUETO MEKAY (ochonunuaure U MPOTCHHUTE B
ChCcTaBa Ha aylBeosapHusi chpdaktanT ¢ 9:1. Pesynrarure oT HampaBeHHs] OMOXMMHYCH aHAJIH3
MOKa3BaT ApPAacTUYHA MPOMSHA Ha TO3HM MapaMeThp, Karo CHOTHOIICHWETO CHJIHO HaMamsiBa N0
CTOMHOCTH TOJ 1, B pe3yiTaT Ha CHJIHO MOBHINEHATAa KOHIIEHTpAIMS HA MPOTEHUHU B Oenus aApod
(Tabnuua 1). B nombaHeHNe, cpaBHEHUETO MEX1Yy OMOXMMHUYHUTE MapaMeTpu MpH JECHUS U MPU
JeBus OsuT po0 Ha MalMeHTa TMOKa3BaT IO-BHCOKO KOJHMYECTBO HA MPOTEUHU M CHOTBETHO IIO-
HUCKH CTOWHOCTH Ha choTHouieHnero PJI/mporenHu mnpu necHus 100. Te3um pesyntatu ce
MOTBBPXK/IABAT M OT M3CIEABAHUATA Ha TAI[MCHTA, IMOCPEICTBOM OOpa3Ha JMArHOCTHKA, KOHUTO
MOKAa3BaT BIJIOIIABAHE HA CHCTOSHUETO Ha JECHHS JI0O, B CPAaBHEHHME C PE3YJITAaTUTE 3a JIeBUS Os
npo0 (pe3yaTaTuTe He ca MPEICTABEHH ).

OcBeH mpoBeneHUS OMOXUMHYEH aHajiu3, MOCPEACTBOM METOJAa Ha BHUCSIIATa Karlka,
M3MCKBAIll MUHAMAJIEH 00eM Ha W3CJeIBaHUS pa3TBOp, € M3MepeHa paBHOBECHATa CTOWHOCT Ha
MOBBPXHOCTHOTO HAMPEKEHHWE Ha BCSKA OT WU3CIIEABAHUTE MPOOH, MOJYUYECHH CIE] MpujaraHe Ha

cboTBeTHUA eTan Ha L{bJI.

55 T// T s
I e |

- £ T
51 ¥ =)

P —. ®urypa 2. PaBHOBECHU CTOMHOCTU
49 T/ . L | ‘ T Ha MTOBBPXHOCTHOTO HAaNpEKeHNE

l I m - L | (mN/m) Ha u3cneaBannTe mpodu
47 | | OpoHXOaNBeOIIapHA JIaBaXKHA
] l | | l j — i TEYHOCT, ChOpaHa OT JIAB U JieCEH 0511

45 ¥ — /7 neceH 6an apo6 Ipo0.

— -
1 2 \’\xﬂ\/ nas 6an opob

3 4 .
Mpoba
Ot pesynrarute, npeactaBenn Ha durypa 2 ce BHKIa, Y€ CIIE] HAYaIHOTO BiuBaHe Ha 1 |
¢usnonornuexn pasrBop (mpoba 1, ¢ur. 2), npu npobure ot neBus Osa1 ApoO ce 3abensa3Ba

TCHACHIMA KBM IIOBHIIIaBaHC Ha CTOMHOCTHTE Ha Yeq, KOCTO CHOTBCTCTBA HA IIOHHKCHOTO dJI
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cbabpkanus B TiaX. [Ipu mo-BromeHus neceH ApoO obaue, TOBa MOBHILEHUE B M3CIICIBAHUS
Ouodu3uMueH MmapaMeTbp, HE € Taka SCHO Wu3pa3eHo. M3BecTHO €, 4Ye 3a HOPMAIHOTO
(GyHKIIMOHHUpaHE Ha ajBeoJIapHHs ChpPaKTaHT € HEOOXOJUMO ONTHUMAIHO CHOTHOIICHHE MEXIY
@JI 1 GeNnTHIUTE U MO-HUCKU CTOWHOCTH HA PABHOBECHO MOBLPXHOCTHO Hampexenune. OueBUIHO e,
ye npu HaOmonaBaHus ciydail Ha BAII, ToBa chOTHOIIEHHE € CHIIHO HapylIeHO, OCOOEHO IMpHU
necHust 051 Ipo0.

Pesynrature ot mpoBeneHus OuoxumuueH W OwodusuueH anammu3 Ha npodute BAJIT
NOTBBPKAAaBa e€(PUKACHOCTTA Ha IMpHJaraHara OT TOJUHH MIpoILeaypa 3a JieueHHe Ha OenoapoOHa
anBeosiapHa mnporenHo3a. OT ocoOeH MHTepec Ile MpEeACTaBisiBa MO-HATATHUIHO H3CIE/BaHE Ha
aHaJTM3UpPaHUTE TapamMeTpu 72 yaca ciel NPOBEXKAAaHE Ha TNpoleaypara M BB3MOXKHOCTTA 3a
BBH3CTAHOBSIBAHE Ha ONTUMAJIHUA CHCTAB HA lBEOJAPHUS ChP(AKTaHT.

Buaarogapuocru: M3cnensanusra ca punancupanu 1o mpoekt Ned6/2013 r. na CY «Cs. K.
Oxpuuckm».
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