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OTBeT Ha 3agayy Ne 1
Answer to the challenge No.1

Jlerounslii anbBeosapHbIil mpotenHo3 (JIAIT) BriepBbie
onucaH S.H.Rosen et al. B 1958 1. [1]. [TpuunHoii 3a60-
JIeBaHUS SIBJISIETCS HAKOIUJICHUE JIUITUAOB U IMIPOTEHHOB
cypdakTaHTa B albBeOJIaX C MTOCICAYIOIIM HapyIIeH! -
€M ra3o00MeHa, a TAaK:Ke BO3MOXHBIM MPHUCOESIUHEHUEM
BTOPUYHBIX MHMeKIMiT. B HopMme cypdaKkTaHT BEICTHJIA-
€T TTIOBEPXHOCTh aJIbBEOJI, YMEHBIIIACT ITOBEPXHOCTHOE
HaTSDKEHME U TIPEIyTIPeXaacT CITafeHue aJbBeOISIPHBIX
CTeHOK BO BpeMsI Bbigoxa. CypdakTaHT CUHTE3UPYeTCs
anbBeosiouutamu Il Tuna, merabonusupyercs ajibBeo-
JIIpPHBIMU MakpodaramMu u anabBeosiouutamu I Tumna.
OH Ha 80 % cocToUT U3 3apsKeHHBIX (GOCHOIUNUIOB,
Ha 10 % — 13 HeUTPaTbHBIX JUTTUAOB (ITPENMYILIECTBEHHO
xosiecrepuHa) u Ha 10% — u3 mpotenHOB [2].

K HakormeHuro cypdakTaHTa B aTbBEOJIaX MOTYT TIPH-
BOJIMTH KaK HapyIICHUs eT0 KJIIMPEHCca MaKpodaramu,
Tak U HapylieHus1 cuHTe3a. HapyieHnust kiupeHca cyp-
(dakTaHTa HAOIIOOAIOTCS IIPH TIEPBUYHOM Y BTOPUIHOM
JIATIIL. TTepBuunbiii JIATT onocpenoBaH HapylleHUEM
B3aMMOJICICTBUSI TPaHYIOLMTapHO-MaKpoGharaJabHOTO
KosnoHunectumyaupyouero gakropa (I'M KC®) ¢ ma-
Kpodaramu, 4To MPUBOAUT K TUCHYHKINHU ITOCITCTHNX.
Boinensiorces asa BapuanTta JIAIT: nepBuuHbIid (HauboJee
yacThlii — 90% cilydyaeB) U HaCJIeACTBEHHBII (BCTpeUaeTcst
ropasno pexe). [Tarorenes ayroummyHHoro JIAIT cBsizan
¢ popmuposanueM anTutTes K 'M KC® u3-3a yero ma-
Kpoaru yrpaunBaloT CITOCOOHOCTD K BEIBEICHHIO XOJIe-
crepuHa. [Ipu HaKomIeHUM B IUTOIIa3Me Makpodaron
IpaHyJ 3CTepUMUIIMPOBAHHOTO X0JecTeprHa 00pa3yIoT-
¢Sl TIEHUCThIe Makpodaru, HeCrmocoOOHbIe MOAAEPKUBATh
HOpMaJTBbHBIN KIIMpeHc cypdakTaHTa [2].

IMepBuunkblii HacaencTBeHHbI JIAIT cBsI3aH ¢ ayTo-
COMHO-pelecCuBHBIMU MyTauusiMu reHoB CSF2RA
u CSF2RB, Takxke BeAylIMMU K HApYUIEHUIO (DYHKIIUO-
HupoBanus 'M KCO [2].

Bropuunsiii JIAII BbI3bIBa€TCSI COCTOSIHUSIMU, TIPU -
BOISIILIMMU K HapylIeHWIO PYHKIIMU WU YMEHbILIEHUIO
YUCITa aJTbBEOJISIPHBIX MaKpodaros. K BTOpHMIHBIM TPUIM-
HaMm JIAIT oTHOCSAT TeMaTOJIOTUIECKIE, OHKOJIOTUICCKIE,
reHeTUYeCKMe 3a00JIeBaHMs, XPOHNIECKUE MH(MEKITUN
U BOCMaIUTeIbHbIE CUHAPOMBI, HEKOTOPbIE UMMYHO-
nmeunuTel. Hanboltiee yacThIMU TTPUYMHAMUI TaHHOTO
BapuaHTa JIAII gaBasitoTCS XpOHUUECKUIT MUETOIEMKO3
1 MUEJIOAVCIIIIACTUYECKUIT CUHAPOM [2].

CymectByeT Takxke BpoxkaeHHbIN JIATI, cBsi3aHHBIN
¢ mytauusimu reHoB SFTPB, SFTPC u ABCA3, Benyluumu
K HapylleH1Io cuHTe3a 1 (hyHKUMU cypdakTaHTa. KnnHu-
YeCcKH1e TIPOSIBJICHUS 3aBUCST OT BUIIA MyTallliM, HO Yalle
JNaHHbIE BApUAHThl MAHU(ECTUPYET B HEOHATATIBLHOM Tie-
puozne, XO0Ts BOBMOXEeH AeOI0T B 60siee CcTapIlieM IeTCKOM,
a MHor;a gaxe B3pocyioM Bo3pacte. BpoxaeHHnsrii JIATT
OOBITHO aCCOLIMUPOBAH ¢ (DOPMUPOBAHUEM JIETOYHOTO
¢udpo3za [2].

JIATI oTHOCUTCS K peaIKuM 3a00JieBaHUSIM, €TO pac-
npocTpaHeHHOCTh — 4—40 ciyyaeB Ha | MJIH HaceJe-
Hust [3]. AyroummyHHBbIM JIATT yatie 60yeloT MyXXUUHbBI
(cpennuii Bospact — 50 yier). Okosio 60 % maureHToB
¢ ayrouMMYHHBIM JIATT — KypuIbIIMKHY, YITOTPEOASIOIe
Tabax [3].

[Mpumepno y '/, naunentos ¢ JIAIT BeipaxeHHbIE
KIMHUYECKHE TIPOSBICHUS OTCYTCTBYIOT M IUArHO3 yCTa-
HaBJIMBAETCS B XOJe MPO(PUIAKTUIECKOTO PEHTTEHOB-
cKkoro ucciieaoBaHus [3]. BoamoxkeH pe3kuil 1MCCOHaHC
MEXIY CKYIHBIMU KaJ100aM1 1 MAaCCUBHBIM TTOPAKECHU -
€M JICTOYHO! MapeHXUMbI, BBISIBICHHBIM ITOCPEICTBOM
komIbloTepHoii ToMorpaduu (KT). O6b1YHO GOABHBIX
OecToKOAT OfIbIIIKA TIPU HArpy3Ke, Kallleslb, OTAeIeHNE
MOKpOTHI. JInxopanmka, 0016 B TPYIN M KPOBOXapKaHbE,
KaK MPaBUJIO, CBUIETEIBCTBYIOT O IPUCOSTMHEHNH BTO-
puyHoit nuHdexuuu. [pu pusruxkansbHOM 00cIe10BaHUN
y TIOJIOBUHBI IMAIIUEHTOB OOHAPYKMBAETCS KPEITUTALIVS,
y 20 % — yToiileHne KOHLEBbIX (hajaHr naubleB («0a-
pabaHHBIE TTAJIOYKW») U JepopMaIiisl HOITEBBIX IUTACTUH
(«4acoBbie cTekaa») [3].

XapakTepHbIM, HO He TaTOrHOMOHUYHBbIM KT-13me-
HEHMEM SIBIISICTCST ABYCTOPOHHUI CUMITTOM «OYJIBIKHOM
MOCTOBOIT». DTOT MAaTTEPH XapaKTepU3yeTCsl COUeTAaHUEM
YIJIOTHEHUSI JIESTOUHOM TKAHU IO TUITY «<MaTOBOTO CTEKJIa»
U PETUKYISIPHBIX U3MEHEHUI B BUIE YTOJIIICHUS BHYTPHU-
TTIOTBKOBBIX I MEXKIOJIBKOBBIX ITEPEropoaoK [2—4].

JlnarHo3 ycTaHABIMBAETCS Ha OCHOBAHUM M3YYCHUS
opoHxoanbBeossipHoro gaBaxa (BAJI) u rucronornye-
CKOTO MCCJIeIOBAHUST TKaHU JIETKOTO. JIlnarHocTruyeckoe
3HaYeHNEe MMeeT caM BHemrHuit Bun BAJI. Do macis-
HUCTasl, HeTIIpo3payHasi, MOJIOYHO-0emast, MHOTIa JKeJl-
TOBaTasl XKUAKOCTb, KOTOpasi o0pa3yeT Oesiblii 0CTaTOK
npu orctanBaHuu. B xxunkoctu BAJI oOHapykuBaeTcs
3HAYUTEIbHOE KOJIMUECTBO PAS-TT0I0XUTETBHBIX 5031~
HOMWIBHBIX O€CKICTOUYHBIX TeJIeI] ¥ TICHUCTHIX abBeO-
JISIpHBbIX Makpodaros. [Tpu rucTosornueckoM ucciaenona-
HUU BBISIBIISTIOT aJTbBEOJIBI C HEM3MEHEHHBIMU CTEHKAMH,
3aII0JTHEHHBIC 36pPHUCTBIMH 303MHOMIEHBIMA MAaCCaAMH,
TMAIOIIUMM ITyPITYPHYIO OKPACKy TIPU OKpaIlIMBaHUU Pe-
aktuBoM Iudda (PAS-peakiys). AyTOUMMYHHYIO TTpH-
pony JIAII moarBepxaaeT Hamume antuTea K M KCO
B ChIBOPOTKE KpoBu 1 BAJI [2—4].

Pon Nocardia npencraBieH a3poOHBIMUA TPAMITOJIOKM -
TEeJbHBIMU OAKTEPUSIMU, TOCTATOYHO IIIMPOKO PacCIpo-
CTpaHEHHBIMU B OKpyxKatoleit cpeae. OHU oOHapykuBa-
IOTCSI B TIOUBE, pasjiaralolnxcsl pacTeHMsIX, Bome. Beimerre-
Hue Nocardia n3 peCrIMpaTOPHOTO TPpaKTa YyeJI0BeKa Ipa-
KTUYECKH BCeTraa CleayeT paclieHUBaTh KakK MaToJ0THIO.
OOBIYHO HOKAPAMO3 OTHOCST K ONITOPTYHUCTUUECKUM
nHpekunsaM. Y'! /3 MAalMeHTOB C JAaHHBIM 3a00JIeBAaHUEM
OTCYTCTBYeT UMMYHonehuut. K pa3BuTHiO HOKapamosa
NpeapacroiaraloT HapyleHUs KJIeTOYHOro UMMYHHUTETa
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BCJIEACTBUE TUMMOM, TPAaHCIUIAHTALIUU COJTUIHBIX Opra-
HOB ¥ KOCTHOTO MO3Ta, MACCBHOI TepaIlii CUCTEMHBIMK
[IIIOKOKOPTUKOCTeponIaMu. JIerkne — HanboJlree yacTast
JloKanu3aluusi Hokapauosa. Bo3aMoxHbl OakTepueMusi,
BOBJIEUEHUE HEPBHOM CUCTEMBbI 11 KOXXU. CHUMIITOMBI IO-
paxkeHUsI JIETKUX HeCTIeHM(MUIHBL: Kallle)lb, MPOAYKIIHS
MOKPOTEHI, JIUXOpajaKa, KpoBoxapKaHbe. [1pu mposeme-
Huu KT moryT oOHapyXMBaThCsl y4aCTKU KOHCOJIM1A-
LIMU, pacCesTHHbIE 0Yaru, MoJOCTH, BLITOT B IJIEBPaTbHOMN
rnoJioct [5].

Hoxapmno3s — ogHa 13 caMbIX 9aCTHIX BTOPUYHBIX MH-
dexumii, conpopoxaatomux JIAIT. Tak, B ucciienoBaHUMN
A.Punatar et al. 6aktepuu pona Nocardia oOHapyKeHbBI
y 32 (43 %) u3 75 00caenoBaHHBIX MaueHToB [6]. XoTa
BropuuHbiii JIAIl moxeT pa3Buthbcs Ha (poHe MHPEK-
IIMOHHOTO Ipollecca, Hanboee BEPOSITHBIM CLICHAPH -
€M CUMTaeTCsl MPUCOeAMHEHUE HOKapaAru03a BCIEeICTBUE
UMMYHOIe(PUIINTA, BEI3BAHHOTO HapyIIeHNeM (PYHKIIU-
OHUPOBAHMUS AJIbBEOISIPHBIX Makpodaros [2, 3, 6].

7151 IedeHnsT HOKapauo3a MIPUMEHSIIOTCST aHTMOAKTe-
puUabHbIe TpenapaThl U CyIbhaHWIaMUIbI ITUTETbHBIMU
kypcamu [5]. Tepanus JIAIT BkitoyaeT B ce0st 1e4eOHbIHI TO-
TanbHbI BAJI, uMetotcs nmyonukanuu o6 3Gh@MeKTUBHOCTH
MapeHTePaJIbHOr0 U MHIraIsILMoHHOro BBeaeHus [M KC®
npu ayrouMmMmyHHOM JIATT, a TakxKe 0 MOJOXUTETHHOM BT -
STHUW pUTyKcuMaba, riasMadepesa, ctatuHoB [2—4]. [1po-
THO3 TIpY JaHHOM 3200JIeBAHNH B IIEJIOM OJIarOITPUSITHEII:
B 10—30 % ciyyaeB Hab/IIOIAETCSI CTIOHTAHHASI PEMUCCHST
5-J7IeTHSIS1 BBLKUBAEMOCTb, 110 Pa3HbIM JaHHBIM, BAPbUPYET-
cst ot 75 1o 100 % [4]. B 20% ciydaes K JIeTaTbHOMY HCXOIY
MPUBOISIT BTOPUYHBIE MH(peKIMA [2, 3].

B npencraBieHHON KIMHUUYECKON 3agade Tpu IO -
tBepxkaeHHOM SARS-CoV-2 B nekabpe 2020 r. oTMeua-
JIOCh HECOOTBETCTBME MACCUBHOTO TTOPaKEHUST JISTOUHOM
MMapeHXUMBI 1 OTHOCUTEIBHO CKYITHOM KIIMHUYECKOMN
KaptuHbl. Kpome Toro, Ha Tomorpamme rpeo0diaganu
U3MEHEHUS M0 TUMY «OYJIbIKHOI MOCTOBOI», 4TO, O€3-
YCIIOBHO, HAaOJIIOIaeTcsT M IPU KOPOHABUPYCHOM ITHEB-
MOHWH, HO PEIKO SBISECTCS eAMHCTBCHHBIM MAaTTEPHOM
KT-n3menennii. Takum odpa3om, yxe B nekadbpe 2020 r.
KT-kaptuHa Ob11a 00ycioBiaeHa B OOJbIIEH CTereH!
JIAIT, yem nueBMoHuel mpu COVID-19. Jlanee nonoxu-
TeTbHAs PEHTTEHOJIOTMYeCKast IMHAMMKA OTCYTCTBOBAJA,
HECMOTPSI HA OTHOCUTEBHO YIOBICTBOPUTEILHOE COCTO-
stHUe TalMeHTKH K ¢eBpanio 2021 r. HactynuBiiee K aB-
rycty 2021 r. yxyniieHue (cyodbeOpuauTeT, HapacTaHUe
OIBIIIKH, YBeJIMYCHNE KOJIMIECTBA MOKPOTHI), OUEBUIHO,
00YCJIOBJICHO TIpUCOSAMHEHNEM HoKapano3a. O Tom ke
cBuneTeabcTByeT udMeHeHue KT-KapTUHBI: yBeJnueHue
TTOIIAIN TTOPAKEHMSI, TTOSIBIICHUE YU4ACTKOB KOHCOJIHIA-
LINY 1 pacIiaja.

Jwuarno3 JIAIl monTBepxXaeH BU3yaJlbHBIMU OCO-
oeHHocTsisMu BAJI, nuToJoruyecKuM U OMOXUMUYE-
ckuM ucciaenoBanueMm bAJI, a Takke rMCTOJIOTUUECKUM

UCCJIEIOBAHUEM JIETOYHOM TKAHU, TOJYYEHHOU IIpU
TpaHCOpOHXUaTbHOU Ouorcun. O HATMYUU HOKapaAO03a
CBUICTEITLCTBOBAIN PE3yIbTaThl MUKPOOMOJIOTHYECKO-
ro uccienoBanust bAJI. BeposTHee Bcero, manmeHTKa
cTpagaet nepBMYHbIM ayrouMMyHHbIM JIATT. K coxa-
nenuo, Haauyne anTutea K 'M KC® He BBISIBIEHO.
K dakropam pucka JIAIT y mauMeHTKHU MOXHO OTHECTU
tabakokypenue. Unpuumposanue SARS-CoV-2 morio
CTaTh TPUITEPOM YCUJIEHUSI ayTOUMMYHHOTO TIpoliecca.
B nanbHeiieM TeyeHue 3a00eBaHUsI OCTOXHUIOCH MO-
BropusiM COVID-19.

KowmrutekcHas Tepanust ¥ IpoBeAecHNE TOTATbHOTO
neyebHoro BAJI mo3Bonuau gocTuUb yiaydiieHus. Jle-
yeHue MpoBOAUIOCH Ha 6a3e ['ocynapcTBEHHOTO 0101~
JKETHOTO yupexkneHus [emapraMeHTa 30paBooXpaHeHUS
r. Mockabl «I'opoackast KJimHu4Jeckasi 00JbHULIA UMEHU
J.J.TTnetHeBa» 1 ['ocymapcTBEHHOTO OIOIKETHOTO YUPEXK-
IIeHUs 3ApaBooxpaHeHusT «HaydHo-McclIeqoBaTe TbCKIA
WHCTUTYT cKopoii momornu M. H.B.CximdocoBckoro
JlemaprtameHTa 31paBoOXpaHeHMsI I. MOCKBBI».

Nuteparypa

1. Rosen S.H., Castleman B., Liebow A.A. Pulmonary alveolar pro-
teinosis. V. Engl. J. Med. 1958; 258 (23): 1123—1142. DOI: 10.1056/
NEJM195806052582301.

2. Trapnell B.C., Nakata K., Bonella F. et al. Pulmonary alveolar pro-
teinosis. Nat. Rev. Dis. Primers. 2019; 5 (1): 16. DOI: 10.1038/s41572-
019-0066-3.

3. Jouneau S., Ménard C., Lederlin M. Pulmonary alveolar proteinosis.
Respirology. 2020; 25 (8): 816—826. DOI: 10.1111/resp.13831.

4. AsneeB C.H., AnaeB 9.X., Ananwena JI.I1. u np. PecnupaTtopHast
MeIUIIMHA: PYKOBOJICTBO. 2-¢ u3a. M.: Jlutreppa; 2017.

5. Wilson J.W. Nocardiosis: updates and clinical overview. Mayo Clin.
Proc. 2012; 87 (4): 403—407. DOI: 10.1016/j.mayocp.2011.11.016.

6. Punatar A.D., Kusne S., Blair J.E. et al. Opportunistic infections in
patients with pulmonary alveolar proteinosis. J. Infect. 2012; 65 (2):
173—179. DOI: 10.1016/j.jinf.2012.03.020.

Moctynuna: 01.08.2022
MpuHsaTa Kk neyaTtu: 29.08.2022

References

1. Rosen S.H., Castleman B., Liebow A.A. Pulmonary alveolar pro-
teinosis. N. Engl. J. Med. 1958; 258 (23): 1123—1142. DOI: 10.1056/
NEJM195806052582301.

2. Trapnell B.C., Nakata K., Bonella F. et al. Pulmonary alveolar pro-
teinosis. Nat. Rev. Dis. Primers. 2019; 5 (1): 16. DOI: 10.1038/s41572-
019-0066-3.

3. Jouneau S., Ménard C., Lederlin M. Pulmonary alveolar proteinosis.
Respirology. 2020; 25 (8): 816—826. DOI: 10.1111/resp.13831.

4. Avdeev S.N., Anaev E.Kh., Anan’eva L.P. et al. [Respiratory mede-
cine: guide]. 2" ed. Moscow: Litterra, 2017 (in Russian).

5. Wilson J.W. Nocardiosis: updates and clinical overview. Mayo Clin.
Proc. 2012; 87 (4): 403—407. DOI: 10.1016/j.mayocp.2011.11.016.

6. Punatar A.D., Kusne S., Blair J.E. et al. Opportunistic infections in
patients with pulmonary alveolar proteinosis. J. Infect. 2012; 65 (2):
173—179. DOI: 10.1016/j.jinf.2012.03.020.

Received: August 01, 2022
Accepted for publication: August 29, 2022

KimHunueckas 3amaya coctaBieHa K. M. H., IOLEHTOM Kadeapbl FOCIUTaIbHOM Tepanuu rneamarpudeckoro dakyiabreta denepaibHOr0 rocy1apcTBEHHOTO
aBTOHOMHOTO 06Pa30BaTEIbHOTO YIPEXIEHHsI BBICIIEr0 00pa3oBaHus «PocCHCKMiT HAIMOHABHBII MCCIIEI0BATEIbCKIIA MEIUIIMHCKUAN YHUBEPCUTET UMEHI
H.N.TTuporosa» MuHucTepcTBa 3apaBooxpaHerust Poccuiickoi @eneparmn O.H.Bpoackoii.

The article is licensed by CC BY-NC 4.0 International Licensee https://creativecommons.org/licenses/by-nc/4.0/ 783



