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Ha ocroge doannbix aumepamypol u anaauza cobcmeenHo2o0 Habalo0eHus npedaazaemces eunomesa namoeeHe3a NapeHxXUMamosHou
ocmeoducmpouu aeexux (I10J1). Dmo pedkoe 3abore6anue, Heu3secmHOU FMUOA0UU, KOMOPOE XAPAKMePU3yemcs 00H0- UAU 08YCMO-
DOHHUM NOPAdICeHUEM HUICHUX 00aell NeeKUX ¢ 00pa308anuem 04az08 KOCMHOU MKAHU C KOCMHbIM MO320M 68 UHMEPCMUUUU 1e2K0e0.
3abonesanue 6vi3vi6aem mpyoOHOCMU NPUNCUSHEHHOU OUACHOCMUKU, UMeem XPOHU4ecKoe, 4acmo beccumnmomtoe meuenue. Ha ocnose
danHbix cobcmeenno2o Habawdenus TIOJ1 'y myxscuunsl, 37 nem, agmopsi évidgueaiom npeononodcerue, ymo I10J1 aeasemca 00HUM u3
8apuUaHmos8 udUonamu4ecKoll uHmepcmuyuanrvHoll boaesnu aeekux (MUbJI), pazsumue Komopoil ce43aHo ¢ nogpexcoeHuem 6poHxuUoN0-
anveeonsapHoll nepexodnoii 3onvl (BAII3) 6 xode xponuueckoeo éocnanenus u Hapyuienuem OudpepeHyuposKU Me3eHXUMANbHbIX U npo2e-
HemopHbiX cme0108bix knemok 6 BAII3 é xode penapayuu mxanu aeekoeo. Hzyuenue I10J1 noka3svieatom, umo penapayus mKaHu 1e2K020
6 BAII3, aeastoueiicsi 00HOIU U3 30H HUWL CMBOA0BLIX KAEMOK 8 N1e204HOL MKAHU, MOJICem NPOUCX00UMb ¢ Y4aCmUem Me3eHXUMANbHbIX
CMBON0BBIX KAEMOK, 8ePOAMHO, KOCHHOMO03206020 NPOUCX0NcOeHuUs. B ycaosusax xponuueckoeo 6ocnanenus u nocmosHHo20 nO8pedicoeHUs
6 BAII3 npu UBJI dupgepenyuposka cmeonogvix Kaemok HApyuaemes, 4mo npueooum Kk Quopo3upo8anuro mKanu neeKux, a 6 psde
cayuaes — K 00paso8anuio KOCMHOMO32080i MKAHU.

Karouesvie caosa: oupdysnas napeHxumamosnas ocmeooucmpodusa aeekux, KOCMHOMO03208a51 MKAHb, GPOHXUON0-ANbEEONAPHAS
nepexooHas 30Ha, CME0N08As ME3EHXUMANbHAS KACMKA, UHMEPCMULUANbHbIe O0Ne3HU NeSKUX

DIFFUSE PARENCHYMAL LUNG OSTEODYSTROPHY — IDIOPATHIC INTERSTITIAL LUNG DISEASE (ILD),
WITH THE DEFEAT OF THE BRONCHIOLAR ALVEOLAR TRANSITION ZONE (BATZ)
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Sechenov First Moscow State Medical University,
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Based on literature data and analysis of own observation the hypothesis of pathogenesis of diffuse parenchymal lung osteodystrophy
(DPLOD) is proposed. DPLOD is a very rare disease with unknown etiology. It is characterized by unilateral or bilateral lesions of the lower
lobes of the lungs presented by formation of bone tissue foci with the bone marrow cells in the interstitium of the lung. This disease is difficult
for life-time diagnosis, chronic and often asymptomatic.

Based on data of own observation of DPLOD in the male of 37 years, the authors suggest the possibility that DPOLD may be
considered as idiopathic ILD, the development of which is associated with the damage of the bronchiolar alveolar transition zone (BATZ)
in a course of chronic inflammation and impaired differentiation of mesenchyme progenitor and stem cells in the course of reparation
lung tissue.

The study of DPOLD showes that reparation of lung tissue in BATZ, one of the areas of stem cell niches in the lung tissue, can occur with
the participation of mesenchyme stem cells, probably of bone marrow origin. In conditions of chronic inflammation and permanent BATZ
damage in ILD, the differentiation of stem cells is deteriorated. This leads to fibrosis and, in some cases, to the formation of bone marrow
tissue.

Key words: diffuse parenchymal lung osteodystrophy (DPOLD), bone marrow tissue, bronchiolar alveolar transition zone (BATZ),
mesenchyme stem cells, interstitial lung disease (ILD)
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Huddy3Hasi mnapeHXUMaTo3Hasi OCTeOIUCTPOdUs
nerkux (ITOJI) — peakoe 3a0o0sieBaHME€ HEM3BECTHOM 3TH-
0JIOTHH, XapaKTepU3ylolleecs: OMHO- WJIN ABYCTOPOHHUM
MopaxkeHUeM HMXKHUX J0JIel JIETKUX ¢ 00pa3oBaHUEM B
WHTEPCTUIINM 0YaroB KOCTHOM TKaHU ¢ KOCTHBIM MO3-
rom [5, 6, 12]. 3a 160 et ¢ MOMeHTA ITEPBOTO OMMCAHUSI
aroro 3aboneBanust H. Luschka B 1856 1. [10] mosiB1iIoCH
emre okojio 100 mybaukamuii oTaeabHbIx ciaydaeB [TOJ,
OOJIBIIIMHCTBO M3 KOTOPBIX SIBJSIIOTCA ayTONCHUIHBIMU
HaOJIIOIEHUSIMU.

Omnucanbl 2 dopmur [1OJI: genapudopmHast ma-
peHxumaTo3Has ocrteomuctpodust jgerkux (AIMOJ) u
y3710Basi, WM HOAYJISIpHAs TapeHXWMaTO3Hasi OCTEeO-
nuctpodus aerkux (HITOJ) [5, 9]. Dtu dhopmbl ume-
0T YeTKKME PEHTTeHOJOIMYeCKre, MaKpOCKOIMMIEeCKIe
M MUKPOCKOIIMYECKHME Da3IW4yus U pa3BMBAIOTCS Ha
doHe 3a001eBaHUIA, Pa3TUIHBIX IO 3TUOJIOTUM U TIa-
torenesy. Tak, IIITOJI xapakTepHa sl MAallMEHTOB C
XPOHUYECKUMHU JIETOUHBIMU 3a00JIeBaHUSIMU, BKITIOYASI
OOBIYHYIO MHTEPCTULIMANBHYIO THeBMOHMIO [9]. HITOJI
0o0HapyXMBaeTCsd y IAlMEHTOB C OOJIE3HSIMM CHUCTe-
MBI KPOBOOOpAIICHMWSI TIPU HaJWYUM BEHO3HOTO 3a-
CTOSI WM cepAevyHoil HemoctaTouHoctu [4, 9]. HITOJI
XapakTepu3yeTcss oOpa3oBaHWEM OYAroB B JIETOUHOM
TKaHU, B KOTOPBIX MPU TMCTOJIOTMYECKOM HCClIen0Ba-
HUU OOHAPYXMBAIOT OKPYIJIbIe OCCUMDUIIMPOBAHHBIE
Macchbl BHYTpU TopaxeHHbIX anbseos [9]. ATTOJI xa-
pPaKTepU3yeTCS HATUIUEM IPEBOBUIHBIX WIJIU KOPAJITIO-
BUIHBIX 00pa3oBaHMWii, pacTyIINX B BUIE CEpIIaHTUHA
MO0 XOMy aJIbBEOJISIPHBIX MEPEropoaoK C MpopacTaHueM
B ajbBeoJisipHble npocTpaHcTBa. Kpome toro, JAITOJI
B ominune ot HITOJI xapakrepu3syeTcss oOpa3zoBaHUEM
KOCTHOM TKaHM, cofepXKalleil KIIeTK KOCTHOTO MOo3Tra
(cM. TabauiLy).

Dtuonorus u nmaroreHe3 [1OJI 1o cux mop He usyye-
HBI, HO PsiZi aBTOPOB BBIIBUTAET TUIIOTE3Y O TOM, YTO OC-
cuduKalus SIBASIETCS BTOPUYHON MO OTHOLIEHUIO K Tie-
Tpudukanun [3, 6].

OT1H 3a060J€BaHNS TPYIHBI 151 IPVMKU3HEHHOW Jra-
THOCTUKH, UMEIOT XPOHUUYECKOE, YaCTO OECCUMITTOMHOE
teueHue 2, 13, 14]. Hepeako ux myTaioT ¢ APYTUMU XPO-
HUYECKMMU 3abosieBaHUsIMU Jierkux [7, 8, 13, 14]. s
6oJiee TIIyOOKOTO TTOHUMAHUS ITaTOIeHETUICCKUX MeXa-

HU3MOB Pa3BUTHS ATOro 3a00JeBaHUS W Jydllledl aua-
THOCTUMKHU BaXKHO OTMIMCAHME Kaxa0ro ciydas. [IpuBoaum
COOCTBEHHOE HAOJIOIEHUE.

IMamuent M., myxuuHa 37 JeT, HECKOJbKO JET
CcTpalaeT XpPOHUYECKUM OOCTPYKTUBHBIM OpPOHXM-
TOM C JbIXaTeJbHOW HeaocTaTouyHOCThIo 11 crenenHu u
ampuzemMoil serkux. IIpM peHTreHOJIOTMYECKOM HC-
clIelOBaHUM B CpelHEe-HUXXKHUX OTAeIaxX IMPaBoTo Jier-
KOTro OIpejaensjiach MeJKoo4YaroBasi AUCCEMUHALIUS,
KOTOpasi, BO3MOXHO, SIBJSIJIaCh BbIpak€HUEM XPO-
HUYeckoro OpoHxuosuTa. M3 aHamMHe3a WU3BECTHO,
YTO MalUMEHT HEOJHOKPATHO ObLI rOCMUTAIU3MPOBAH
C Tojo3peHueM Ha TyOepkyses. [Ilpu Mukpobuosio-
TMYECKOM MCCJIeIOBAHUM Y HEro IBaXKAbl ObLIU Bbl-
CcesiHbl MUKOOAKTepuu HEeTyOepKyJIe3HOTO KOMILIeKca
Mpycobacterium fortuitum, 4yBCTBUTEIbHbIE K aMUKaLIU -
Hy, dropxuHononam II1-IV nokoneHust, Mmakpoaumgam u
STMOHAMUIY B BbICOKMX KOHIIeHTpauusx. [Tocne nau-
TEJILHOTO JIeUeHUs] aHTUOMOTUKAMU YIAJoCh JOCTUYD
0aKTepUOJOrMYECKOM dIIMMUHALIMU Bo30yauTens. On-
HaKO peHTTeHOoJ0rnyecKas KapTuHa B JIEFKUX OocTalach
0e3 MMoJIOXUTEJIbHOM TuHaMuKU. s nanbHelneil Be-
pudukanuu guarHosa Oblja MpoBeJeHa OTKPbITask Ou-
OTICHUS JIETKOTO.

[Tpu rucrojiornueckoM McciieloBaHUU B OWoITaTe
JIETKOTO0 OOHapyXeHbl MHOXECTBEHHbIE O4Yaru KOCT-
HOMO3TOBOIl TKaHU W KOCTHbIe OajJKu B OPOHXMOJIO-
aJIbBEOJISIpHBIX nepexoaHbix 30Hax (BAII3) (cMm. pucy-
HOK, a). [To meprdepun 3TUX 04aroB — JierouHasi TKaHb C
pa3BUTHEM XPOHUUYECKOTO aJIbBEOIUTA C TUMMOTUCTUO-
LIMTapHOI MH(MUABTpaLIMEll U CKJIEPO30M aJlbBEOJISIPHBIX
Meperopoiok, a Takke XPOHUYECKUI OOCTPYKTUBHBIM
OpPOHXMOJUT C OPOHXOIKTA3aMM, IMMHEBMOCKIEPO3OM U
BTOPUYHBIM TeMOCHUIEpO30M. B okpyxkaltomieit TKaHU
OIpeaessyics BTOPUYHBIN MTPOTeMHO3. B apyrux yvacr-
Kax BbIsIBJIeHbl n3MeHeHus1 B BAII3 B Buae ckiieposa,
nponudepaunun MuoOUOpoOIacTOB U JTUMGOTUCTUO-
LIMTapHON MHOUIBTpALIUU.

IIpy MMMYHOTMCTOXMMHWYECKOM MCCAENOBAHUU B
BAII3 oOHapyxXeHbl ckoIuleHus1 necMuHa u SMA 1o-
3UTUBHBIX MUOMUOpodaacToB (LabVision, B KoHILEeH-
Tpauuu 1:100) (cM. pucyHok, 0), 3KCHpeccUupylolime
Oct-4(DAKO, B koHueHTpauuu 1:50) (cM. pUCYHOK, B),

JUOOEPEHIIVAIIBHBIE OTJINYUA AITOJ 1 HITOJI [6]

OOHapyX1BaeTcsl y MAllIEHTOB C XPOHUYECKIUMU
OOCTPYKTUBHBIMU OOJIC3HSIMU JIETKUX
Y/VTM MTHTEPCTUITUATBHBIM (hUOPO30M

Knununueckasi kaptuHa

Penrrenonornyeckas KapTuHa

Tucronornueckas KapTuHa

KocTHbIi MO3T (KMPOBBIE KIETKI
WM TEMOTIO3TUYECKUE)

BerBeobOpasHbie,
KOPaJJIOBUIHbIE 00pa30BaHUS

B anbBeossIpHBIX MEpPEeropoaKax
TKaHb TPYOUATBIX KOCTEI

ITpucyrcTByeT

O06HapyXuBaeTcs y MalleHTOB
C BEHO3HBIM 3aCTOEM KPOBH
M CEepICYHBIMU TIPOOIeMaMu

Okpyrjibie 00pa30BaHMs
C HEYETKUMU KOHTYPAMK

BHyTpM abBeOISIPHBIX TPOCTPAHCTB
KOCTb JI0JIbYAaTOrO CTPOCHUSI

OrtcyTcTBYeT
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OunddysHas napeHxMmaTosHas octeoamctpodus nerkmx — ngmonarmueckas MbJ1 c nopaxenmem BAM3

Pezyaomamotr ummyHoeucmonoeuueckoeo uccaedogarus 60avrnoeo M., 37 aem: duaeno3: <AI10/»>: a — kocmubie 6arku
u kocmmblii mo3e 8 BAII3; x400; 6 — sxcnpeccusi decmMuna 6 2A1a0KOMblULIEHHBIX 21emenmax, ocobenno é bAII3, x 100;
6 — axcnpeccus Oct-4 6 kaemkax, aokanuzyouguxcs 6 BAII3, x600; e — sxcnpeccusi CD 34 — ycunernnbiii aneuoeenes

6 3onax BAII3, x600

CD 34 (DAKO, B koHueHTpauuu 1:50) (cM. pUCyHOK, T)
u Vimentin (LabVision, B koHuenTtpauuu 1:100). B atux
JK€ yJacTKaX — BbIPaKEHHbII HEOAHTMOTeHe3, a TakxKe
eprOKaTbHBIN CKIIEPO3 C TEMOCHIEPO30M.

B pesynbrare comocTtaBieHUsI AAHHBIX THUCTOJOTH-
YECKOro, MMMYHOTUCTOXUMHUYECKOTO U PEHTIeHOJIO-
TMYECKOTO MCCIeNOBaHUS, a Takke aHaMHEeCTUYECKUX
NAHHBIX, MALMEHTY ObLI MOCTaBJIE€H AWArHO3: «IeHIpU-
(opMHasi mapeHXUMaTo3Hasi OCTECOAMCTPOPUS JIETKUX»
(AI10J1).

AHanu3 MopdoJI0oruueckux 0COOEHHOCTE! JaHHOTO
HaosoaeHus no3poJsieT oTHecTr [TOJI K rpyrne XpoHu-
YeCKMX MAMOMATUYECKUX UHTEPCTULIMATbHbBIX 3a00/1eBa-
HUM JIETKUX, TaK KaK OCHOBHOW IMaTOJIOTUYECKUI TTPO-
11ECC JIOKQJIM3YETCSI B PECIIMPATOPHBIX OT/EaX JIETKUX C
BOBJICUEHUEM aibBeoJ1, o6ponxuo u BAI3. Bmecrte ¢ Tem
ocobeHHocTbio ATTOJI sBasieTcst BoBieUyeHUE B MATOJIO-
ruueckuii npouecc BAII3, roe penapanust TpoOUCXOIUT C
ydyactueM MHUOPuOpo06IacTOB.

He wuckimoueno, uyto JAITOJI u wuamomatuyeckue
MHTEePCTULIMAIbHBIC ITHEBMOHUU ITOKA3BIBAIOT, UTO Pe-
Mapainsl JISTKMX MOXKET COBEPINaThCsA C yJacTHEeM Me-
3¢HXMMAJIbHBIX CTBOJIOBBIX KJIETOK, BEPOSITHO, KOCT-
HOMO3TOBOTO TMPOUCXOXACHUs. [Ipu momamaHuU 3TUX
KJIETOK B MoBpexaeHHYyo BAII3 (30HYy HUIII CTBOJIOBBIX
KJIETOK B JISTOYHOM TKaHM), C XPOHUYECKUM BOCITAJICHH -
€M U TepCUCTUPYIOLIUM TTOBPEXICHUEM, X nuddepeH-
IIMPOBKA HAPYIIIAeTCsI, YTO TIPUBOIUT, C OMHOU CTOPOHHI,
K GUOPO3MPOBAHUIO, A C IPYTOil — K METAIJIA3UU B KOCT-
HYIO TKaHb U B psifie ClIydaeB — K TMOSIBJICHUIO aJieHOMa-
TO3HBIX MPEIPAKOBbIX UBMEHEHUI C MOCAEAYIOIIUM Bbl-
XOJIOM B pak Jierkoro [1].

IMatorene3 ITOJI no koHua He noHgateH. E. Chan
M COaBT. [3] moJyiararoT, 4TO MEePBUYHO BO3HUKAET ME-
TacTaTuyeckass KaabUubUKALKS, BOKPYT KOTOPOU
pa3BUBaeTCs XpOHUYECKas BOCTAIUTEIbHAS peaklus
¢ (Gubpo3oM M XPOHMYECKUM BEHO3HBIM ITOJTHOKPO-
BUEM C TIPOMYKIIME MHTEPJCUKIMHOB, OCTEOITIOHTHHA,
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VEGEF, menounoii docharazsl u apyrux ¢(HakTopoB
[3]. XpoHuueckoe BocrnajeHue aKTUBUPYET CBOOOIHO-
panMKaabHbIE peakilnu, 3arycKalolme npoaudepanuio
¢GubpobaacToB, KOTOpask BIOCAEACTBUY 3aKaHUMBAECTCS
GopMUPOBAaHUEM KOCTHOI TKAHU B MUHTEPCTULIMU JIeT-
Kux [3, 6].

B Haiiem HabaoneHUM He ObLIO MPU3HAKOB MeETa-
CTaTUYECKOTO OOBI3BECTBJICHUS. Y TMalMeHTa He ObLIO
runepkaablimeMun. Kanbuuii Ob11 JOKaJIM30BaH B KOCT-
HOW TKaHWU.

Hanpotus, cyas o BoBieueHuto B rpoiecc BAII3 u
HaJIMYMIO B 9TOM 30HE perapaTUBHbIX pEaKLIMi C y9acTu-
€M KJIETOK ME3eHXMMAaJbHOTO MPOUCXOXICHUS C TIPU-
3HaKamMu CcTBOJIOBOCTU (Oct-4-TO3UTUBHBIE KJIETKU) C
00pa3oBaHNEM Ha €€ TEPPUTOPUU KOCTHOMO3TOBOI TKa-
HU, MOXHO MPeanonoxuTs, yto pazsurue JITOJI cBs3a-
HO ¢ HapylIeHueM JubdepeHIIMPOBKY ME3EHXUMaJIbHBIX
U MPOreHETOPHBIX CTBOJOBbIX KJIeTOK B BAIT3 Ha done
VMMYHHOTO BOCITaJIeHUsI B XOJe perapaiiyi TKaHU Jier-
Koro. Haille ucciaenoBaHue moaTBep:kaaeT rMnoresy oo

ANTEPATYPA

YYacTUM ME3EHXMMAaJIbHOW CTBOJIOBOI KJIETKM M Ipore-
HETOPHBIX CTBOJIOBBIX KJIETOK B pernapaiyu Jerkoro 3Kc-
rpeccueil B 3TUX KJIeTKax TaKUX MapKepoB, Kak Oct-4,
Vimentin, SMA, CD34 [11].

OcobenHocthio perapaunu npu JITOJI, BepositHO,
siBJsieTcst AMddepeHInpoBKa ME3eHXMMaJIbHBIX CTBOJIO-
BBIX KJIETOK B KOCTHOMO3TOBYIO U KOCTHYIO TKaHb, YTO
KOCBEHHO MOXET ITOATBEpPKAaTh WX KOCTHOMO3TOBOE
npoucxoxaeHue. [Tpr 3ToM OTJIOXKEHME KaJIbIUs B 04aru
occuUKaALUM SIBSIETCSI BTOPUUHBIM U MOXKET OBbITh pe-
3ybTaTOM AP dOEpeHIMPOBKU ME3EHXMMAbHbBIX KJIETOK
B 0CTe00J1aCThl U KOCTEOOpa30BaHUE.

Takum o6pazom, JATTOJI MOXHO OTHECTH K TpyrIe
MBJI, npu KOTOpbIX OCHOBHBIM MAaTOr€HETUYECKUM Me-
XaHU3MOM Pa3BUTUS SIBJISIIOTCS TOBpEXIEeHUE U Hapy-
meHue (yHKUMIA HULI CTBOJIOBBIX KJIETOK, YTO MPUBO-
AT K IIyOOKOMY HapylIEHUIO MPOLECCOB penapauuu u
peMoIeIMPOBAHUIO JIETOUHON TKaHU. Bce atu coObITust
MO3BOJISIIOT OTHECTU AaHHOE 3a00J1€BaHUE K TaK Ha3bl-
BaeMbIM 00JIE3HSIM HUII CTBOJIOBBIX KJIETOK.
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