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H3noxkeHbl cOBpeMeHHbIE MpeAcTaBJIeHUus:i 00
OHOIl M3 HamuOoJiee TPYAHO AMATHOCTHPYeMbIX
¢dopm serounoit guccemMuHanuu. OHH KacaloT-
¢l ITMHAMUKH Pa3BUTHS T'PaHYyJIeMATO3HBIX W3-
MEHEHUIl B JIETOYHOW TKAHHM HA KJETOYHOM H
cyOKJIETOYHOM YPOBHE, a TaKike XapaKTephucTH-
KH HMMMYHO(peHoTHNa KjaeTok Jlanrepranca. B
HacTosillee BpeMsl 4YacTOTa JAaHHOH NaTOJOrMH
YBeJINYMBAETCSI, YTO MOBBINIAET OTBETCTBEH-
HOCTh 32 €e CBOEBPEMEHHYI0 JUATHOCTHKY, OC-
HOBAHHYK0 Ha TNPOBeJCHMH YeTKHUX KJIWHUKO-
MOp(doJornYecKux Hcc/aeT0BaHUM.

KiiroueBble cjioBa: rHCTHOLMTO3, IPaHyJjieMa-
TO3HOE BOCNaJIeHue, FPaHyJieMaTo3Hble 00J1e3HH,
KjaeTka Jlanrepranca, nuddepeHuuanbHas qua-
THOCTHKA

l'uctronmTos u3 knerok Jlanrepranca (I'KJI) —
CcBOeOOpa3Hasl MaToJIOTUSl JIETKUX, MPOSBIAIONIAsICS
IPH  KIMHUKO-PEHTTEHOJIOTHYECKOM HCCIIEIOBAHUT
B BHJI€ JIBYCTOPOHHEIO IUCCEMUHUPOBAHHOIO IIO-
paskeHUs. DTO XapaKTepHO I WHTEPCTHUIIMAITBEHBIX
3a00JIeBaHMIA JIETKUX, K KOTOPBIM U OTHOCHUTCS, IO
coBpeMeHHbIM IpencrasieHusM, I'KJI. Hapsny c
CapKOMJI030M, JUCCEMUHHPOBAHHBIM TyOEpKyIe30M
JIETKUX, TTHEBMOKOHHMO3aMHU U ITHEBMOMHUKO3aMU OH
BXOIUT B YHUCIJIO TpaHyjlIeMaro3oB [4].

Peup unmer o 3a0ojeBaHUM MMEHHO JICTKUX, MPHU
OTCYTCTBUM AaHAJIOTUYHBIX W3MCHCHHUU B JPYTHX
opraHax; Tako€ M30JIMPOBAHHOE MOPaKEHUE JETKUX
MPUHATO PacCMaTPUBaTh OTIEIHHO OT TEX CIydaesB,
KOTJIa HAOMIOaeTCsl CcTeMHast (TeHepaIi30BaHHAas )
MATOJIOTHUSl — TUCTUOLIUTO3, a JIETKHWE BOBJIEKAIOTCS B
MaTOJIOTUYECKUH TIpoIIecC HapsLy ¢ APYTUMH Opra-
HaMu. Eciu Ha 0710 CHCTEMHOTO THCTHOLIMTO3a U3
KJIeToK Jlanrepranca mpuxoguTcs B cpeqHeM S5-15%
oT obmiero ymucina OONBHBIX, CTPAAAIOIINX THUCTHO-
uTo3amu [41], TO U30IMPOBAHHOE TTOPAKECHHUE JIET-
KUX BcTpevaercs ¢ yactorod 4% [29]. OueBuuHoO,
9TO OUYEHb pEaKas MaTOJOTHS.

I'KJI — nume ogHO W3 ee Ha3BaHMW. B Hepaie-
KOM IIPOIUIOM IIHUPOKO YIOTPEOISUIUCh U APYTHE
TEPMHUHBI, TaKWE, HAIpUMep, KaK TEPBUYHBIN Jie-
TOYHBIA TUCTHOIUTO3 X W 303WHO(UILHAS TpaHy-
nema Jserkux. [locienHee o0o3HaueHHE 0OpaIaio
BHUMAaHHE Ha TO, YTO B Oyarax MHOPaXCHUs HO3U-

HOGWIBI BCTPEUAIOTCS C TOM JK€ YacTOTOHM, 4TO W
THCTHOLUTHI, & MHOTHA COCTAaBISIIOT JaXe Npeod-
nmamanyo 4acte. C MOMONIBI0 MMMYHOTHCTOXH-
MHYECKHX METONOB YTOYHEHA T'HCTOJIOTWYecKas
NpUpoia THUCTHOLUTOB: OHH WACHTH(OUIIMPOBAHBI
KaK OflHa W3 Pa3sHOBUAHOCTEH NEHIPUTHBIX KIETOK
— xiaetku Jlanrepranca [32,33].

B cootBercTBUMM € peKOMeHOAIMSAMH Mexmy-
HapOJHOHN TPYIIBI SKCHEPTOB, Ha3BaHWE «TUCTHO-
IUTO3 X» 3aMEHEHO TEPMHUHOM «THUCTHOIUTO3 W3
knetok Jlanrepranca», wmm «Primary Pulmonary
Langerhans Cell Histiocytosis», MOCKOIbKY HMEH-
HO THUCTHOLUTAM MPHHAIJICKUT IJIABCHCTBYIOIIAs
poib B GOPMUPOBAHUN KIMHUKO-MOP(OIOTHYECKUX
ocoOeHHOCTEl 3a00yeBaHus Jake B TEX CIydasx,
KOrJa NMPH MHKPOCKONHMYECKOM HCCIIEIOBAHUM HX
YHCJIO 3aMETHO YCTYMaeT YUCIy S03MHO(HIIOB, KaK
3TO OBIBAa€T, HaNPUMEp, NPH TAKOW Pa3HOBUAHOCTH
I'KJI, xoTopas onMchIBasiach B MPOLUIOM KakK 303H-
HOMiIRHAS TpaHynema [17,36,46].

O6 unrepece k nzyuennto ['KJI cBunmerenscTBy-
€T psiA 0030pOB, TOSBUBLIMXCS B IMOCIEIHHE TOJBI
[7,25,28,37,42]. MBI pacrnojaraeM HaOIFOICHUSIMHU
I'KJI y 36 GombHbIX [7,9]. DTO maer moBoj pac-
CMaTpUBaTh IAaTOJIOTMYECKYI aHATOMHIO ITOTO 3a-
OoneBaHusi B CBETE COOCTBEHHBIX HAONIOACHUI B
COTIOCTABJICHUH C JINTEPaTyPHBIMH JaHHBIMH U Bep-
HYTBCSl K OLIEHKE OMOJIOTMYECKON CYIIHOCTH IaTo-
JIOTUYECKOTO Tporiecca, xapakrepusyromiero I'KJL, a
TaKXe IaTOreHe3y 3TOro 3a00JIeBaHUs.

ITaTorenes I'KJI

IMopakeHHe JErKUX KaK aKTUBHBIX COCTABIISIO-
IIUX UMMYHHOH CHCTEMbI HaBOIUT HA MBICIb, YTO
npu I'KJI nHapymaercs romeocras B 3TOM CHUCTe-
Me, T. €. COINIACOBAaHHOE B3aMMOJCHCTBHE KIETOK
Jlanrepranca, muMdoIUTOB, MaKpo(aroB u APyrux
WMMYHOKOMIETEHTHBIX KIETOK. EcTh psin Habmone-
HUH, MOATBEPKAAOIMUX 3Ty MbICib. Tak, McClain
et al. [30] oOHapyxmH nedeKTh B3aUMOICHCTBHS
T-nmumdonmToB 1 Makpodaro, 4YTo NPUBOAMT K Ha-
PYUICHUIO TPOAYKIMH IUTOKWHOB, a 3TO B CBOIO
odyepeab HapyllaeT HOPMAIbHYI0 (DYyHKLIHOHAb-
Hyto Mopdoisoruto kierok Jlanrepranca. B Takoii
CUTYyaIlU¥ TOCICIHUE MPUOOPETAIOT PEUENTOPhl K
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HUHTEPIEHKIHY-6, aKTopy HEKpO3a OIMyXOJiH U Tpa-
HYJIOIUTapHO-MaKpo(dararbHOMY KOJIOHHUECTHMYITH-
pytoeMy ¢axropy. Kpome Toro, Ha 3TUX KiIeTKax
00HAPYKMBAIOTCS PEIeNTOPBl K ramMMa-uHTepdepo-
HY M MHTENCHKHHY-2, YTO pacUIMpsieT BEChb CIEKTP
MEXKJICTOYHBIX B3anmMozeicTemii [8,41].

PaccmarpuBaercs u ponb B marorenese ['KJI
MpOBOCHAINTENBbHOrO IUTOKMHA IL-17A, KoTOpBIit
oOHapyxeH B OOJBIIIOM KOJIMYECTBE B CBHIBOPOTKE
kpoBu. F. Coury u coaBt. [19] npennonararoT, 4To
3TOT UMTOKHWH HHAYIMPYET CIUsHIE KIeTok JlaHrep-
raica v (pOpMUPOBAHNUE TUTAHTCKUX MHOTOSIEPHBIX
KJIETOK, a TaK)Ke BBI3BIBAET MPUTOK HEHTPOPHUIBHBIX
JMEHKOIUTOB W APYTHUX KJIETOK BOCIAIUTEIHHOTO
9KCCyAaTa, YTO CIOCOOCTBYET Pa3BUTHIO HEKPOOH-
OTHYECKUX HM3MeHeHUH. IIpyu AIUTenbHOM TEUeHHH
3a0oneBaHus KieTku JlaHrepranca B ONpeaesIeHHOM
OTHOIIIEHUH YHOAOOJSAIOTCS Makpodaram, 3Kcrpec-
cupys anturensl CD14 u CD68 [23], u TeM cambIM
Kak Obl «OTHANSIOTCS» OT IEHAPHUTHBIX KIIETOK.

C HapylieHHeM HOPMAaJIbHOTO B3aMMOJEUCTBUSA
T-mumdonnToB U MakpodaroB CBSI3BIBACTCS U MPO-
TYKIHST TATOKHHOB, HHIYIHUPYIONNX caMy MpPOJIH-
¢depanuto kierox Jlanrepranca, koTopasi SBISETCS
XapaKTepHBIM CBOMCTBOM AaHHOM marojoruu [30].
bnaronapst BbrIpaOOTKE XEMOATTPAKTAHTOB, KJIETKH
Jlanrepranca mNpHUBIEKAIOT B oOuarn mnpoaudepa-
un 303uHOGUIOB [46]. KnuHuveckrne MposiBICHUS
I'KJI, B ToM uuciie nUXOpajKa U IMOBBILICHHE KOH-
LEHTpaluu OEeNKOB OCTpoi (ha3bl, TAKKEe OIpe/e-
JSIOTCS TeM, 4To KieTku Jlanrepranca mpomyuu-
pytoT uHTepiaeikuH-1 u mpocrtarnanaun E2. Ilpu
XPOHHYECKOM TE€YCHUU 3a00JIEBAHHS ITH CHMITTOMBI
CBUJICTENBLCTBYIOT 00 oOocTpeHuu [8].

SIBHBIE HapyIlIEHUs KIETOYHBIX B3aUMOJECHCTBUN
B UMMYHHOW CHUCTEME€ CTaBST KIeTKW JlaHrepran-
ca, Ka3aJloch OB, B AMHILEHTP NAaTOT€HETHYECKHX
COOBITHH, TOCKOJIBKY OHH MPHOOPETAIOT CIIOCO0-
HOCTb MOJYJIHPOBaTh CaM BOCHAJIUTENBHBIA MpoO-
[[eCC C TOMOMIbI0 IMTOKHHOB W HMHBIX (DaKTOpPOB.
TeMm He MeHee, €CTh JJaHHBIE, UTO U JAPYIHE KIET-
KW, B YaCTHOCTH, TPAHYJIOIIUTHI HE SBISIOTCS JIUIIIb
HEMBIMU CBHUJETESIMH TaTOJIOTHYECKOTO IMpoIecca.
B mepuox obocTpeHus B MeXaJbBEONSIPHBIC TIepe-
TOPOIKH OTKJIAIBIBAIOTCS UMMYHHBIE KOMILUIEKCHI H
TaM pa3BUBAIOTCS ACCTPYKTHBHBIE M3MEHEHHS, 00-
YCIIOBIIEHHBIE BMEMIATEILCTBOM aKTHBHPOBAHHBIX
Makpo(daroB u HEUTpOQUIBHBIX JeHKOIMTOB. Ilo-
BBIIIAETCS aKTMBHOCTH 3JIacTa3bl U KOJJIareHa3bl B
CBIBOPOTKE KPOBH, YTO KOPPEIHPYET C MPOTrpeccH-
poBanuem nectpykiuu [10].

Takum ob6pazom, marorernes I'KJI mposiBisieTcst B
BHJIE HapylIEHUH KJIETOYHOTO, & HE T'yMOPaJIbHOTO
MMMYHHTETa, XOTA KieTku JlaHrepraHca skcrpec-
cupytoT pernentopbl Kk IgG u dakropam cucteMsl
KOMIUIEMEHTa, & B CBIBOPOTKE KPOBH OOHApYKH-
BalOTCS AHTHHYKJIEApHBbIE aHTHTeNa. 3MeHeHHs
B B-KkjeToyHOM 3BEeHE UMMYHHOH CHCTEMbl MUHH-

MaJlbHbl M TIPOSIBIIAIOTCS IIABHBIM O0pa3oM B CHH-
JKEHHH TIPOMYKIIUN €CTECTBEHHBIX aHTUTen u IgM.
Bce 3T0 mpu3Haku BTOPUYHBIX KIMMYHHBIX HapyIie-
HUH, a He TOTO WJIM WHOTO MEPBUYHOTO WMMYHOIE-
(bUIUTHOTO CHHApPOMA.

IIpomudeparus kmetok Jlanrepranca u dhopmu-
pOBaHHWE TPaHyJIEM Jaf0T OCHOBAHHUE PaccMaTpUBaTh
THUCTHOIMTO3 U3 KJIeTOK JlaHrepranca, B TOM 4Hcie
u ['KJI, kak peakTUBHBIM BOCHAIUTEIBHBIN MPOIECcC
[2,32]. Ciyyan CIOHTAHHOTO MCYE3HOBEHHSI O4aroB
nponudepanuu JeHIPUTHBIX KIETOK U KJIeTOK JlaH-
repranca, Ooraredline UTOXMMHYECKAE BO3MOXK-
HOCTH MPOJUGPEPUPYIOLTNX KIETOK, CIIOCOOHBIX BbI-
pabaTeiBaTh OONBIIOE YHCIO ITUTOKHHOB, a TaKKe
MHOTOYHCJICHHBIC CIyd4ad XPOHUYECKOTO TCUCHHS
3aboneBannsa 0e3 MPU3HAKOB (DYHKITMOHAIBHOU He-
JIOCTaTOYHOCTH JKU3HEHHO BaXKHBIX OPTraHOB BCelle-
JIO TIOATBEPXKJAIOT 3Ty TOUKY 3peHus [22].

Ilo HeKOTOpHIM JAaHHBIM, peYb HIET O BHUPYC-
HOW MH(EKINH, BO30OYIUTEIIMA KOTOPOH SBISFOTCS
B OMHHUX CIIyJasx ITUTOMerayioBupyc [27], a B apy-
THX — BUpYC Tepieca yenoBeka (6-ro tuma) [20,39].
Bupyc nmtomeranuu oOHapyXHBaJICS B IUTOIIIA3-
Me U siApax KIeTok JlaHrepraHca JuIllb y TPETH UC-
CJICJIOBAaHHBIX OOJBHBIX, MMO-BHIUMOMY, Ha paHHEH
cTaauy 3a00JIeBaHMs MM B MOMEHT €T0 PeIHIuBa.
I'enom Bupyca repmeca MOXET HaJIOJr0 BCTpau-
BaThCs B XpOMOCOMBI. O4eBHIHO, IMEHHO OJiarosa-
ps 3ToMy 3abojeBaHHE MPHOOPETACT XPOHUYECKOE
tedeHue. M. Csire u coaBrt. [20] onucanu ciydait
TUCTHOINTO3a W3 KiIeToK JlaHrepranca, Korga 3TOT
BUpyc OOHapyXuBajcs B odarax npoiudepanud B
TeueHue 17 nert. IIpomudeparts KJIETOK
Jlanrepranca MoxeT OBITh WHAYIIMPOBAHA TaKUMHU
nutokuHamu, kak TNF-a, IL-11 u ¢akrop nHrnom-
MU JIEHKEMUH, B Pe3yJbTaTe HapyIICHUs HOPMallb-
HOW Koomepanuu MakpodaroB u T-numdounTon
[16,26,27].

EcTb 1 apyras Touka 3peHHd, COITIaCHO KOTOPOI
npoiudeparnyst kiaetok Jlanrepranca mMmeer omyxo-
neByto npupony [44,45]. Ilpu takom moaxoxe co-
BOKYITHOCTh KJIETOK JlaHrepraHnca paccmarpuBaeTcs
KaK KJIOH OIYXOJIEBBIX KIIETOK C XapaKTePHBIMHU IS
UCTUHHBIX OINMYyXOJIeW TeHETHYSCKUMHU JeeKTaMu.
Takne nedexTsl (menmenuu B KOPOTKOM M JUIHH-
HOM Mieuax xpomocoMm 4,2,12,1 u 7) oOHapyxe-
Hbl 'y 40-50% OompHBIX. OmMHCaHbl U PEXKE BCTpPE-
yarolmuecsa Jenenuu B xpomocomax 22 u 9 [43].
Crnenyer HamoMHMTbH, uTO Aenenuu 4q u 12q Tu-
IMAYHBI IS 3JI0KAYECTBEHHBIX omyxoneil. Hammaue
XpOMOCOMHBIX abeppauuii B kjieTkax JlaHrepranca
— dakr HeocrmopuMmbli. Ho 3T0 — HE0OXOIMMEIH,
HO HE JIOCTaTOYHBIN MpHU3HAK OITYXOJICBOM TMpo-
mudeparun. [ponudepauus kiaeroxk Jlanreprasca,
(hopmupoBanue rpaHyneM u (puOpo3HO-IMpHU3EMa-
TO3HAasl MEPECTPOUKa JIETOYHOM TKaHH, a TAKXKE HU3-
Kas mposrdepaTuBHAs aKTHBHOCTh U MUHUMAaJIbHAs
JKCIpeccus TeHa p53 B KIETKax MHQWIbTpaTa yKa-
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3BIBAIOT, CKopee Bcero, Ha To, yTo ['KJI — He uc-
THHHAS OITyXOJib, a TpaHylieMaro3Has 0one3Hs [2,7].

ToBops o mnaroreneze I'KJI, Henb3st mpoiiTu
MHMO OJHOTO W3 BEPOSATHBIX IPEAPACIIONAraroIInx
(hakropoB — KypeHusi. KypuiblIukaMu SBISIOTCS
88-97% OonbHBIX [24,25]. CBs3p 3a00jeBaHHS C
KypEeHUEM HE SIBIIIETCS CIy4ailHOW: MPHU OTKa3e OT
Hero HaOJrofanach HOPMallM3alys PEHTTCHOJOTH-
YECKOW KapTHHBI.

Knunuxo-penmeenonoeuueckue
TKJT

Kak yxe ckazaHO BBbINIE, TUCTHOLUTO3 M3 KIle-
Tok JlaHrepranca — maronorus peakas. YactoTa ee
COCTaBJSIET B CpeaHeM 5 Ha | MIIH KUTenel exe-
rogHo. Tak, B CIIIA exeromHo perucTpupyercs 10
1200 HOBBIX ciaydaeB 3a0ojeBanusa. B rpymme e-
rouHbIX gucceMuHanmii yacrtora I'KJI — Bcero aummn
okono 3%. B kmuamnke mymsmononorun CII6 TMY
nM. WM.I1.ITaBnoBa HaOmromanock 0oixee 2000 OoIb-
HBIX C WHTEPCTUIUATHHBIMU 3a00JCBAHUSMU JIET-
kux. [Ipu atom wactora ['KJI cocraBuna 5,6% [4].

YV myxuun 'KJI BcTpeuaercs B 3 pasza uaie,
YeM y JKEHIWH, a 10 HaIluM JaHHBIM JTH pa3-
TU4Ms elne OoNbIe W JAOCTUTAIT JECSITHKPATHOTO
pasmepa. bomemmHCcTBO G0nmbHBIX ['KJI oTHOCSTCS
K Bo3pactHO#l rpymnmne 30-40 met [21].

Ocobennoctu knuHndeckoro tedenus ['KJI mo-
3BOJIFUTH BBIZICNIUTH 2 BapuaHTa 3TOTO 3a00JIeBaHUS:
MOJOCTPEI M XpoHWuYeckuid. [lepBblil XxapakTepu-
3yeTCs OTHOCHTEIHFHO pPAHHUM BO3HUKHOBEHHEM
kKamo0, TaKWX Kak TMOBBIIIEHUE TeMIIeparyphl Tela,
c1abocTh, TOXYJAaHHWE, OJBIIIKA, Kamlellb, OONH B
TpyAd, ¥ OTIUYaeTcsi OBICTPBIM HapacTaHHUEM KITH-
HUYECKON CHMIITOMAaTUKH. DTOT BapUaHT BCTpeya-
eTCs, KaK IMpaBWO0, B PaHHEM JIETCKOM BO3pacTe.
Xponnueckuit BapuanT ['KJI nmerkux pasBuBaercs
rocyie JJIUTENBHOTO OEeCCHMIITOMHOTO MEepHofa.
B »TOoM cnywae HabmromaeTrcs MeIUIEHHOE TIPoO-
IrPEeCCUPOBAaHUE OBIIIKH, CKYJIOCTh CyOBEKTHBHOM
1 OOBEKTUBHOW CHMIITOMAaTHKH, B TO BpeMS Kak
PEHTTeHOIOTHYeCKass KapTHHA B (PYHKIMOHAIHHBIC
MOKa3aTeNy U3MEHSIOTCS He3HauuTenbHo [29]. Ilpu
PEHTTEHOJIOTHYECKOM HCCIEIOBAHUN Ha paHHEH
cTajauu 3a00JieBaHUsl B JICTOYHON TKaHU OOHapy-
JKUBAIOTCSI MEJKHE Y3€IKH C HEYETKHUMH KOHTY-
paMu, a 1Mo Mepe MPOrpPeCCUPOBAHUST TOSBISIOTCS
KHCTO3HBIE 00pa30BaHUs PA3IMYHON BEITUYHHBI H
KpYIHOsIYEUCTass KapTHHA JITOYHOTO pHUCYHKa. B
KOHIIC KOHIIOB, (DOPMHUPYIOTCS TOHKOCTCHHBIC KH-
CTO3HO-OyIIJIe3HBIE TIPOCBETICHHS, YTO YKa3bIBaeT
Ha Tiepexo;] O0JIC3HH B CTAJUI0 «COTOBOTO JIETKOTOY.
JuHaMuKa 3THX PEHTICHOJOIMYECKUX H3MEHEHHU
OCOOCHHO YETKO MPOCIICIKUBACTCS MPU KOMIIBIOTEP-
HOM ToMoTrpaduu BEICOKOTO pa3pernicHus], KOTopas B
MIOCIIE/IHAE TOABI MPHOOpPETAeT OCHOBHOE 3HAUYCHHE
B auar"Hoctuke I'KJI.

AHnamomuueckue u eucmomonozpaguueckue oco-
oennocmu mopgponocuueckux usmenenutl npu I'KJI

ocobenrnocmu

ConocraBieHHe KJIMHUKO-PEHTTCHOJIOTHYESCKUX
JAHHBIX, TPOCIEKEHHBIX B JAWHAMHUKE, C TaTOJO-
rOaHaTOMUYCCKUMHU HAXOJIKaMU Ha BCKPBITHH IOJI-
TBepauiio, yto npu I'KJI B koHEUHOM UTOTe pa3BU-
BaeTCsl XapaKTepHas KapTUHA «COTOBOTO JIETKOTOY
C oOWJIMeM MENKHX KHCT U (UOPO3HBIX PyOUHKOB.
Haubonee 3HaunTeNbHBIE U PacIpPOCTPAaHEHHBIE W3-
MEHEHHSI OOHApPYKUBAIOTCS MPH 3TOM B BEPXHUX
TOJISIX.

Bonee panHue n3MeHeHMs! BBISBISIOTCS NPU Ma-
KPOCKOITMYECKOM HCCIIEIOBAHUH OUONMAmMo8 Jer-
knx. Ha moBepxHOocTH pa3pe3a (0coOeHHO mocie
MPEBApPUTEIPHOTO HAJaBIMBAHUS Ha Hee i yja-
JIEHHUsI ceKpeTa u3 OPOHXOB) B THIEPEMUPOBAHHOMN
JISTOYHOW TMapeHXUME XOPOIIO 3aMETHBI OKPYIJIbIC
¥ OBAJIbHBIC HESCHO OYEPUYCHHBIC MATHBIIIKA Kell-
TOBATO-CEPOr0 I[BETa BEIIMYMHON C MPOCSHOE 3ep-
HO, MECTaMHU Kak OyaTO ACJAIIMECS IOIOiIaM WM
Ha 2-3 uvactu. Ecnu paccmarpuBarh 3TU MSTHBILI-
KH C TIOMOIIBIO JIYIBI, TO B CEPEIUHE KAXKJIOTO U3
HUX MOYKHO 3aMETHUTh IIEHTPANBHYIO MOJIOCTh, COOT-
BETCTBYIOIIYIO CY)XCHHOMY IMPOCBETY OpPOHXHOJBI.
Kpome Toro, Ha paspese ompenensiorcs U Oomee
KpPYITHbIE YEeTKO O4YepuYeHHbIE IUIOTHBIE CEpPOBaTO-
Oenble pyOUMKHM OKDPYIJIOW MM 3Be3a4aroil (hopMbl
nuametrpoM 1Mo 1 cM. U3penka BcTpedaroTcs U ere
Oosiee KpymHbBIE PYyOILIOBbIC OOpa30BaHUS, JAHAMETP
KOTOPBIX mocTuraer 2 cM. OHH OKpYXEeHBI dMQH-
3eMaTO3HO U3MEHEHHOM JErOYHOU MapeHXUMOH, a B
IIEHTPE WX Takke OBIBAIOT BUIHBI NMPOCBETHI OPOH-
XHoN.  Mukpockonuueckue usmeHeHus

HauGonee panHuMe MOPQOIOrHUESCKHE H3MEHE-
Hus ipu ['KJI cocpenorounBaroTcsi B lIEHTPAIbHBIX
OTJeNax JITOYHBIX J0iek. B Owonrarax oOHapy-
KHUBAIOTCS WHQWIBTPATHI, MPEACTABISIIONINE CO00i
OYaroBbI€ CKOIUIEHHUS THMCTUOIIMTOB U 303WHO(DHIB-
HBIX TPaHYJIOIUTOB C MPUMECHIO IPYTUX KJICTOK,
TaKuX KaKk HEHTPO(WIbHBIE TPaHYIOIUTHI, TUMQO-
LIUTHI, alIbBEOJISIpHBIC Makpodaru (puc. la).
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OTH HWHQWIBTPaThl COCPENOTOYECHBI  BOKPYT
OpOHXHMOJ W aTbBEOJAPHBIX XOJOB, B CAMHUX CTEH-
Kax OpOHXHMON M B MEXYyTO4HOW TKaHu. [Ipu 3Tom
WHQUIBETpAT TIYOOKO BHEIPSETCS B CTEHKY OpOH-
XHOJIBI, JOXOAS IO CaMOW SIHUTEIHAIbHON BBICTHII-
KH, a OT/EJbHbIC KJIETKH €r0 HEPEelIKO BCTPEUAIOTCS
KaK CpeIH DIUTENHUOINTOB, TaK U HEMMOCPEACTBEHHO
MOA HUMHU B TIOACTH3UCTONH 00OJIOUKE.

B mepudepudeckux oTmenax JIETOYHOH TOJIBKU
WHQUIBTPAT HE TOJBKO 3aXBaTbIBAE€T BCIO IEpH-
OpOHXHANBHYIO KJIETYaTKy, HO M PaclpoCTpaHseT-
Csi Ha TEPEeropofKd ONMu3JIeKaIMX aabBEONd, pac-
CeMBasACch B HUX. MeKallbBEOJSIpHBIE TEPETOPOIKH
YTONIIAIOTCS BCIENCTBUE WHOWIBTPAIMA M OTEKa.
Wudunsrpar Hepeaxo ObIBaCT CTONb OOHJIEH, YTO
BOJIOKHHUCTBIE CTPYKTYPHI IEPHOPOHXHATHHON KIIET-
YaTKH, TEPSSCh B HEM, CTAHOBITCA HE3aMETHBIMHU U
Kak OyATO MpomagaroT. DTO KacaeTcs MIACTHUSCKUX
BOJIOKOH U TJIaJIKOMBIIIEYHBIX KJIETOK OpPOHXOB, KO-
TOpBIE B HOPME KOJBIEBUIHO OKPYXAIOT HX BIUIOTH
JI0 PEeCTUPaTOPHBIX BETBEH; B TONIIE WHOUIBTpATa
OHU CHJIBHO PAacClIauBaroTCs, MPUYEM MECTaMH, a
WHOTZIA U BO BCEM MEPUOPOHXUATBHOM MPOCTpaH-
CTBE CTAHOBSATCS HEPA3NIUYMMBIMHU. Tak Kak B WH-
TEPCTUIHANBHOW TKAaHW JIETKOTO OpOHXHAJbHbIC
BETBU HAYT BCETIA PAIOM C COCYIUCTBHIMHU, Hapyxk-
Hast 000J04Ka cOCydoB, oOpaileHHass K OpOHXY,
00BIYHO TaK)Ke BOBJIEKaeTcs B mporecc. VHorma u
BOKpYT BCEro cocyaa o0pa3yercsl MIOTHOE KOJIBIO
MHQUIBTpaTa.

HMeHHO 3a c4eT MUKPOCKOMTUYECKHX OCOOCHHO-
CTel TakuX MEPUOPOHXUANBHBIX HHQUIBTPAIIOH-
HBIX My(T, Kak Obl apTeQuIHMaIbHO YTONIIAOIINX
CTCHKH OpOHXHOJ, OHH CTaHOBSITCSI CTOJNb 3aMeT-
HBIMU MaKpPOCKOITMYECKH B BUJIC BBIIIEC OMHCAHHBIX
TMISATHBIIICK.

CoOTHOIIEHHE KIIETOYHBIX AJIEMEHTOB H, MPEXKIIEe
BCETO, THUCTHOIINTOB M J03MHO(MWIOB, B COCEIHUX
oyarax, paclojOXEHHBIX KaK B HEMOCPEICTBEHHON
OnMM30CTH, TaK W Ha OTHAJIEHWUH OPYT OT Ipyra, He
OTJINYAeTCsl MOCTOSHCTBOM. B omHMX ouarax o0-
Hapy>XHUBAETCs SIBHOE MPeoOIaJjaHue THCTHOIMTOB,
B JIPYTHX K€ YHCIO WX HE3HAUYWUTENIbHO, a IIoJa-
BIISIFOIYI0 9acTh MHQWIBTpara COCTAaBIISIOT 303H-
HOOWIBL. OdYeHb OOMIBLHOE CKOIUICHHE MOCICTHHUX
paccMarpuBaeTCsl Kak «303MHOQPMIBHBIN abcueccy
[41]. TakuM e HEMOCTOSHHBIM SIBISIETCS COOTHO-
[ICHHe TUCTHOIUTOB U 303WHO(HIIOB B OHOITAaTaX,
MOJYYEHHBIX Y pa3HbIX OOJBHBIX.

B merodHoil TKaHW, HEMOCPEICTBEHHO OKpY-
JKaroleil oyaru ¢ mponudepaunneil THCTHOLUTOB,
MIPOCBETHI AJIbBEOJT MOPOIO 3aIllOJTHEHBI ATbBEOJISP-
HeIMH Makpodaramu. Korma mx 4mcio 3HauUTEIb-
HO, Bo3HMKaeT Oompiroe cxonactBo I'KJI ¢ mpyroit
MATOJIOTHEN JIETKUX, 2 UMEHHO C JECKBAMAaTHBHOM
WHTEPCTUIIMAIBHON TTHEBMOHHUEH. CXO/CTBO YCHIIH-
BaeTcs, MOMHUMO 3TOTO, W 3a CUET TOTO, YTO IPH
JIECKBAMAaTHBHOM WHTEPCTUIHAILHON MHEBMOHHUU

pPSAIOM C OYaroBbIMH CKOIUICHHSIMH THCTHOIIMTOB
4acTO BHUIHBI TUNHYHBIE «OPOHXUOJMTHI KyPHJIIb-
muKoB». Bce 3T0 HEoOXOoAMMO Y4YHTHIBaTH MpU
maddepentmansHoi quarnoctuke ['KJL.

B HEKOTOPBIX CKOMJICHUSX YUCIO TUCTHOIMTOB
CTOJIb BEJIMKO, YTO BO3HHMKAET WILIIO3USI OIyXOJje-
Boii mponudepaunu. K tomy xe oOHapykuBaroTcs
MHUTO3Bl BO MHOTHX KJIETKax M KJIETOYHAs MHQUIb-
TpaLusi CTEHKH COCYAOB, 4TO ele 0ojee yCHINBaeT
9T0 cxoacTBO. COCPEeROTOYEHHOCTh Mponuepupy-
IONIUX THCTUOIUTOB BOKPYT OpPOHXHON W aJIbBEO-
JSIPHBIX XOJOB 3aMeTHa JIMIIb 10 TOH HM3BECTHOU
MOPBI, MOKY/Ia OHU OCTArOTCs OYeHb MENKUMU. st
OoJsiee KPYNHBIX CKOIUIEHUM, HPEACTAaBISAIOMINX CO-
00l KOHIIIOMEpAaThl MENKUX M OKPYKEHHBIX 3M-
(hu3eMaTO3HO PACIIMPEHHBIMH aJbBEOJIaMH, TaKas
0COOEHHOCTb YK€ HE XapakTepHa; JHIIb H3pelKa
NPOCBETHl OPOHXHUOJN COXPAHSIOTCS M B IIEHTPANb-
HBIX OTZAENaX KOHIJIOMEPATOB.

ComocTapneHrne MUKPOCKOITUYECKUX U3MECHEHHIA,
HalJIECHHBIX B OWoONTaTax y OONBHBIX C Pa3sIHIHON
MIPONOIKUTENILHOCTRIO  3a00NIeBaHuUs, TOKa3bIBAET,
YTO MUKPOCKOMTMYECKUE W3MEHEHHUS MPEJCTABIISIFOT
co00if cBOe0Opa3HyI0 MO3aHKy C YepeaoBaHueM 00-
Jee cBeXUX (MHPUIBTPATUBHBIX) U OoJjiee CTapbhIX
(pyOI110BBIX) M3MEHEHUH B COCEIHHX IOJISX 3PCHHS
OIIHOTO M TOTO e Ipemapara. Tak, JeTKO BHICTh
PSIIOM PACIONIOKEHHBIE OYark ¢ aKTMBHOM IIPOJIH-
(epanuell THCTHOLUTOB, COCPEIOTOUCHHBIE BOKPYT
pacCIIMPEHHBIX OPOHXHOJ M aJIbBEOISPHBIX XOJIOB, &
BONMU3M OT HUX — (UOpO3HBIE PyOIBI 3BE3MUATON
(hopMBI, TAE THCTHOIMTOB coBceM yxe HeT. Craio
ObITh, B auHamuke pa3Butus ['KJI, xak u 1000
JpYTOi XpOHMUYECKOH MAaTONOTHH, YepenyroTcs Me-
pronsl ctadbmmmsanuu u oboctpenus. [Ipu mporpec-
cupoBanuu ['KJI B nerkux pasBuUBaeTcsi paspacra-
HHE COCIMHHUTEIBHOTKAHHBIX BOJIOKOH B IMPOCBETE
anbBeOJ B COYETAHMM C PAclafioM 3IacTHYECKUX
BOJIOKOH B MEXaJIbBEOISPHBIX MEPEropoKax, CTONIb
XapaxkTepHOE AJISI OpPraHU3allM{ BHYTPHAIbBEOIAP-
HOTO W BHYTPUOPOHXHAIBHOTO HMHQWIBTpaTra. JTO
NPOCIICKNUBACTCS KaK HA CBETOONTHYECKOM, TaK U
Ha YIBTPacTPyKTYpPHOM YpPOBHE, Oyaydn OCHOBOH
Bcel mepecTpoiiku erouHol nmapeHxumsl rpu ['KJI
U 3aBEpIIasiCh THUIUYHBIM MHTEPCTHLUAIBHBIM (QU-
Opo3oM.

Ha no3maux cramusx 3aboieBaHusl MO3aUIHOCTD
MHUKPOCKOITMYECKUX HM3MEHEHHH B BHJIE 4YeperoBa-
HUSI CBEXUX U 3pEJIbIX UBMEHEHUW yTpauuBaercs. B
JIETKUX OMpeAessieTcss ropasno Oojee OAHOTUIHAS
KapTUHAa — TOYTH OAHW JHIIb ydacTku (ubposa
3BE3MYATON WM OKpyIIoi (popMBI, HHOTHA pacIio-
JIO)KEHHBIE B IIEHTPax AOJIEK. 3MeCh K€ HUMEIOTCS
Makpodard ¢ MUrMEHTaMH U MyYKU [JIaJKOMBIIIEY-
HBIX KJIETOK, CTPOI0 OPMEHTUPOBAHHBIE B OIpEIe-
JICHHOM HalpaBICHUH B KaKAOM My4ke. MHBIMHU
cinoBaMu, Ha no3aHux ctagusax ['KJI B HEKOTOphIX
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Cllydasix pa3BHBAETCS MYCKYJIbHBIA 1uppo3 (cirrho-
sis muscularis) [1].

ITo ructorenesy u rucroromnorpapuu 310 00-
U, JUMEHHBIA crenu@uuecknx 4epT Tun Qop-
MHUPOBAHUS CKJIEPOTUYECKUX M3MEHEHHH B JIETKHX
[1, 3, 12]. On coueTraeTcs ¢ MOCTITHEBMOHUYIECKIM
OCTaTOYHBIM CKJIEPO30M MEXYTOYHOH TKaHH IIO
nepudepur HHPUIBTpaTa. Takue CKIEPOTHYECKHE
HM3MEHEHUS MPEIIIECTBYIOT Pa3BUTHIO PacIpoCTpa-
HEHHOTO PE3KO BBIPAKEHHOTO WHTEPCTULHAILHOTO
(hmbpo3a ¢ yTONIIEHHEM U OTPYOCHHEM MEXIOJb-
KOBBIX, MEXALMHO3HBIX, MEXKIPOTOKOBBIX M Me-
JKaITbBEOJSIPHBIX CEIIT, XapaKTEPHBIX IS «COTOBOTO
nerkoro». «CoTb», HWIM KUCTBl MOTYT OBITH OYCHB
BEJINKU, U TIPU TaKOM YCJIIOBHH OHU COOTBETCTBYIOT
TEM KHCTO3HBIM 00pa30BaHUsIM, KOTOPBIE OIIpeess-
IOTCSl Ha PEHTIeHOTpaMMax JIETKHUX. Y KypHJIbIIH-
KOB BCE OTH W3MEHEHUS COYETAIOTCS C SIBICHUSIMU
OpoHxHONNTa, OPOHXUTA U SM(PUZEMBL.

TakoBa MHUKpOCKOTIMYECKasi MOJOIUICKA TOH Tie-
PECTPOMKHU JIETOYHOW IapeHXUMbI, KOTOpas BUJIHA
ad oculos 1 moaTBepkKIAeTCA Ha PEHTTEHOTPaMMaXx.

Lumonozuueckue ocobennocmu knemox Jlaneep-
2aHCA HA CB8EMOBOM U YIbMPACMPYKIYDHOM YDOGHE

Knerku Jlanrepranca OTHOCATCS K TOMYJISIUH
JEHIPUTHBIX KJIETOK, B KOTOPYIO BKJIIOYAIOTCS €IlIe
2 pPa3HOBHOHOCTH — JCHIPUTHBIE PETHKYJSPHBIC
KICTKM M HMHTEPAUTHTUPYIOIIUE PETHKYJISPHBIE
knetku [31]. B HOopMme neHApuUTHBIE KIETKH Hrpa-
IOT CYIIECTBEHHYIO POJIb B (JOPMHUPOBAHUU MHUKPO-
OKpYXEHHUSI KPOBETBOPHBIX KJIETOK KOCTHOTO MO3ra
U JTUMGPOUIHON TKaHU TUMYCA, KaK ObUIO yCTaHOB-
neno A.Sl. @punenmreiinom u E.A. Jlypus [13].
Byayun aHTHreHIIpEe3eHTUPYIOUIMMHU KIIETKaMHU, OHU
CUHMTAIOTCSl HanOojee BaXHBIM (haKTOPOM, PETYITH-
PYIOLIMM KaK KOJIMYECTBO M KaueCTBEHHBIH COCTaB
TM(OUTHON MOMYISAIUH, TaK U (QYHKIMOHAIEHYIO
AKTUBHOCTbH JINM(OLIUTOB.

Knerku Jlanrepranca u Apyrue ICHIAPUTHBIC
KJIETKH CyThb I'MCTHOLUTHI, POAOHAYATIBHUKOM KOTO-
PBIX CIY’)KAT KOMMHUTHPOBaHHas CTBOJOBAasl KIJIETKa
KOCTHOTO MO3ra C BBICOKHM MPOJM(EPATUBHBIM
noteHuuasoM. B mpouecce ee co3peBanust hopmu-
PYIOTCSI MOHOONACTHI M TIPOMOHOIUTEI, SIBIISIOIINE-
Csl y)K€ HENOCPEICTBEHHBIMH IIPEIIICCTBEHHUKaMU
THCTHOLIUTOB, KOTOPBIE M3 KOCTHOTO MO3ra LIMPOKO
pacmpoCTpaHsIOTCS 0 TKaHSM.

IIpu TI'KJI xnerku JlaHrepranca cOXpaHsIOT
BCE CBOU BHJOBBIC IIMTOJOTMYECKHE OCOOEHHOCTU
(puc.16). OHM HeBeNMWKH TIO pa3MepaM, HMEIOT
OBaJIbHYI0, HENPAaBWJILHO OBAJIbHYIO, YIJIOBATYIO
nnu 3Be3nyaryo gopmy. Ux simpa orinuuarores 1mo-
auMop¢du3MoM, Oyaydd TO OKPYIVIBIMH MU OBaJlb-
HBIMH, TO «CKJIa4aTBIMH» W «PaCIICTTICHHBIMIY,
KOrAa MOpH BpaLIeHWH MHMKPOBHHTa MHKPOCKOIIA
CTaHOBHTCSl 3aMETHOH HEPOBHOCTh KOHTYpa szep-
HOW o0Oomoukn. Bcerpedarorcst 0000BHUIHBIE sapa
C TPOAOJIEHBIM JKEIOOKOM, MPHUIAIOIINM SIIPY BHI

koeitHoro 3epHa. [eTepoxXpoMaTHH sIep MEJKO-
[JIRI0YATHIA WM TOHKOPACTIBUICHHBIN. B HEKOTOPBIX
AOpax OMpenensioTcst Hebombiune Oa3zoduibHbIE
SIPBILIKY.

B
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Puc 16 MKJ1. KneTku JlaHrepraHca B UHbUILTpaTe
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OT Tena KJIETKM OTXOOUT OOJNBLIOE YUCIO OT-
POCTKOB caMO¥ pa3HOW MIMHBI U (POPMBI, KOTOpBIE
BCKOpPE HAYMHAIOT OOWJIBHO BETBUTHCA IUXOTO-
MHUYECKHA WM HENpaBWIBHBIM 00pa3oM, 4TO JaeT
BO3MOXKHOCTB BHJIETh B KieTKe JlaHrepraHnca Heko-
TOpOoe Mono0ue HeHpoHa ¢ €ro MHOTOYMCIICHHBIMH
HNPUYYUIBO BETBSIIMMHUCS AeHapuTramu. OTpoCTKH
OTXOIAT OT KJIETOYHOTO Tejla MIMPOKHM KOHHMYe-
CKMM OCHOBAaHHEM, a B JIUCTAJIHOM HAaIlpaBICHUH
OBICTPO CY)KHBAIOTCA, TaK YTO MOJy4yaeTcsl KapTHHA
JlepeBa C CWIBHO PA3BETBICHHOW KPOHOU, OTKyAa U
MIOLIJIO Ha3BaHWE — JCHIPUTHBIE KIETKH.

[Ipu 31eKTPOHHOMHKPOCKOINYECKOM HCCIIEA0BA-
HUU OOHapy)XHWBaeTcs, 4yTo OONbIIas 4acTh oObema
LUTOIUIa3Mbl KieTku Jlanrepranca 3aHsATa sSapoM
OKpYIJIOW WJIM HENpaBHIBHOH (OPMBI, BOKPYT KO-
TOPOro LUTOIIIa3Ma pacroyiaraeTcsd B BHUIE Y3KOTO
o0ozxka. B nuToruiazme ecth XOpouo pa3BuTas 3ep-
HUCTasl DHIOIUIa3MaTU4eCKas CETh, IUIACTHHYATHIN
KOMIUIEKC, MUTOXOHJPUH, HEOOJIBIIOE YUCIIO JIU30-
cOM U (QUOPUILISPHBIX CTPYKTYP.

Nmerotes Takxe cBOeoOpa3HbIE OpPraHeIuIbl, OT-
kpeiThie B 1961 r M.S.Birbeck u coasr. [18] u HOCS-
mpe ero uMs (MHade WX Ha3bIBalOT X-TpaHyIaMH).
Onu paccesHsl OUQQy3HO MO BCeH LUTOMIa3Me
WIM PaclojaraloTcsi B HEW OTIENbHBIMH TpyIINa-
MH U MPEACTaBIAIOT cO0O0W MajJOuKOBUIHBIE MU B
(dopMe TEHHHMCHOHM paKeTKH Teiblla aauHou 420-
450 aHrcrpeMm, OrpaHMYEHHBIE TOHKOW TpPEXCIIOM-
HOW MeMOpaHOH, K KOTOpOW HM3HYTpU NPHMBIKAET
MEJIKO3EpHUCTBIM clioli. B cepemuHe «pyKOSTKH
pPakeTKW» HMMEETCS IUIACTUHKA 3E€pPHHUCTOrO CTpOe-
HUS C MOIEPEYHON HcyepyeHHOCThro. [Ipu rucro-
XMMHUYECKOM HCCIIEIOBaHUM B rpaHynax bupOeka
BBISIBIICHBI (ocdaTazpl — KUCHass W IIENoYHas,
anbda-D-manHO3WAa3a, OeTa-TIIOKO3Waa3a W He-
cnenuguueckas sctepasa. OOHapyKUBAETCS TaKXkKe
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Puc 2a I'KJ1 Skcnpeccusa aHturera CD1a. UMMyHornctoxmmmyeckoe
nccnenoBaHue.

mpoterH S-100. B apyrux kieTkax, MOMHMO Kiie-
Tok Jlanrepranca, rpanynsl bupbeka no cux mop
HE OINpPEJeIISINCE.

Hmmynozucmoxumuueckas
knemok Jlanzepeanca

s Haubornee HaIE)XHOTO BBIABICHUS 3TUX
KJIETOK (COOTB. ACHAPUTHBIX KIIETOK) IIUPOKOE HC-
[I0JIb30BaHUE HAXOAMUT B HACTOSIEE BPEMs MMMY-
HOruCTOXUMHUYeCcKkuil Meton [9]. Mapkepamu ciy-
’KaT TakWe aHTUreHbl, kak mporeuH S-100, CDla
(puc. 2), manrepun (CD207), HLA-DR, CD4 u
CD23, dacuun [6, 33, 34, 40]. B page ciydaes
BO3MOJKHO BbIABIeHHE aHTUreHOoB CD45 u CD68
(antutena KP-1). Aaturen CDla uMeeT cTpyKTyp-
HO€ CXOJICTBO C MOJIEKYJaMU OCHOBHOI'O KOMILJIEK-
Ca THCTOCOBMECTHUMOCTH. OJTO ONHMH U3 5 YICHOB
rpymnsl  CD1-anturenoB. Knerxku Jlanrepranca,
skcnpeccupytomme CDla, mpencraBmstror nuMdo-
LUTaM JIMIH]-COIepKall[lie aHTUIEHBI, B TOM YHCIE
TIMKOJIUIIHBI.

JlanrepuH sBISE€TCS NPENCTABUTENIEM TI'PYIIIbI
nektruHoB C-tuma. OH 3KCIpeccupyercs He TOIBKO
kieTkamu JlaHrepranca, HO U APYTMMU JCHIPUTHBI-
MU KJIETKaMH, HalpuMep, B TUMyce U B mepudod-
JHMKYJSIPHBIX 30HaX JUM(ATHUECKUX Y3/I0B. YUH-
TBHIBasi 3TO OOCTOSATENBCTBO, PsZi aBTOPOB CUMTAIOT,
YTO MpEeALIeCTBEHHUKaMu KieTok Jlanrepranca
npu ['KJI sBndroTcd Kak 3MHIEpMajbHBIE KIETKH
JlanrepraHca, Tak W JEHAPUTHBIC KIETKH JIEPMBI U
TUM(ONIHON TKaHH, 3KCIPECCUPYIOLINE JaHICPUH
[21,22]. BMecTe ¢ TeM MaTOJIOTHYECKUE KIETKU MPU
I'KJI cyTh He 4TO MHOE, KaK He3peybie (GOpMBI Kiie-
Tok Jlanrepranca, comenmue ¢ nmyta auddepenu-
poBku [15].

Jns  ToTHOLEHHOW WACHTH(PHUKAIIUU KIIETOK
Jlanrepranca HeOOXOAMMO HCCIIEJOBAaTh OIHO-
BpeMeHHO 00a Mapkepa — m CDla, m nanrepuH,
MOCKOJIBKY HEKOTOpBIE NEHAPUTHBIE KIETKH 3KC-
npeccupyoT oba Mapkepa cpasy, TOrAa Kak JApy-
rue — mooamHouke: 6o CDla, nmubo nmaHTepuH.
B 3aBucuMOCTH OT CTENEHU 3pEIOCTH OHU MMEIOT

uoenmughuxayus

Puc 26 I'KJ1. 9kcnpeccusi npotenHa S-100. ViIMMyHOrMcToxmmMmyeckoe
nccnepoBaHue.

pa3nuuHblid BUA. Tak, MeHee 3penble KIETKHA Halo-
MUHAIOT MOHOLUTHI C OOIIMPHON IMTOIIA3MOW U
KPYIHBIM OBaJbHBIM SIIPOM; IUTOILIA3MATHIECKUE
OTPOCTKH 3THUX KJIETOK KOPOTKHE, HEIOpa3BUTHIC.
Bosnee 3penbie KiIeTKH ¢ OONBIIMM KOJIUYECTBOM
JUTHHHBIX U3BUTHIX OTPOCTKOB BBITVISIAST TOYHO TaK
XKe, Kak OOBIYHBbIC ACHAPUTHBIC KIETKU. B psnme
ciIy4aeB KJeTKH JlaHrepraHca SKcmpeccHpyroT Ta-
KHe aHTHreHsl Makpodaros, kak CD14 u CDG6S.
TeMm camMbIM OHU B H3BECTHOW Mepe CONMKaITCS
Ipyr ¢ APYTOM, IO KpailHel Mmepe, B UMMYyHO{e-
HOTHUIIUYECKOM OTHOmeHHUu. COoXpaHsis B IIEJIOM
AMMYHO(EHOTHIT JCHAPUTHBIX KIETOK, KIETKH
Jlanrepranca npu I'KJI oTnuyarorcst OT HUX B He-
KOTOPOM OTHOIIEHWH. Tak, OHM HMEIOT PEeIenTo-
pel k uHTepiaeiikuny-6, TNF-a n rpanymonurap-
HO-Makpo@daraibHOMY KOJIOHHECTUMYIUPYIOMEMY
¢dakropy. OT kneTok JlaHrepraHca KOXH OHH OT-
JMYAIOTCSl IKCIPECCUEH pelenTopoB K ramMma-uH-
TephepoHy M K WHTEPIICUKUHY-2.
MecTto rucTHonXTO3a JETKUX U3 KieTok Jlanrep-
rafica B HO30JIOTUH
Cucremarnueckoe nonoxenne I'KJI B maro-
JIOTHH YeJIOBeKa SBJISIETCS B HACTOsSIIEe BpeMs BCE
elie He BIIOJIHE OmpeneNeHHbIM. Kak u B HMHBIX
AQHAJIOTHYHBIX CUTYalHMsX, 3TO OOYCIIOBJIEHO, CKO-
pee Bcero, TeM, YTO HEHW3BECTHA €T0 ITHOJIOTHA, a
MIaTOTeHE3 BBUICHEH JIMIIb B CAMbIX OOIIMX YepTax.
[To muenuro A.M. CrpykoBa u O.5. Kaypmana [11],
pedb uaer o0 OOHOW W3 TpaHyJIeMaTO3HBIX 0oIe3-
Hell ¢ xapakTepHO# mponudepanreii THCTHOLUTOB,
T. €. 0 BOCIAJHUTEIHHOM Iporiecce. B pykoBomcTBe
«HTepcrunmaneabie  Oonme3nn Jerkux» [S5] ['KJI
OIMCHIBAeTCs B I1aBe «Penkre BapuaHThl HHTEPCTH-
LUAJIbHBIX OONE3HEH JIETKUX» Hapsiay ¢ IUMQaHru-
0JICHOMHUOMATO30M, JIETOYHBIM allbBEONSPHBIM TPO-
TEMHO30M W Jp. B 3apyOexHBIX PYyKOBOJCTBAaX IT0
mynsMononorun I'KJI paccmarpuBaercst B kadecTBe
CaMOCTOSITeJIbHONH HO30JIOTHYECKOH (HOpMBbI Cpeau
3a00J1€BaHM HEW3BECTHOW STHOIOTMH Hapsay c
caprouno3om [35,38,41]. Ilpu Takoit paccTaHOBKE
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BOIPOC O OMOJOTHYECKOW CYIIHOCTH MaToJOrHye-
ckoro mporecca npu ['KJI oO6xoqutcst cTOpOHOA.

CornacHO peKoMeHAaluusM paboyeil TpyIbI
«I'mctuonmrapuaoro o6mectsa» [36], I'KJI otHo-
CUTCI K OJHOMY U3 KJIAacCOB THCTHOLUTAPHOIO
cuHapoma. B mocneaHed penakmun KiacCuhUKauml
OITyXOJIEH TeMOTIOATHYECKOH W JTHUM(OUTHON TKaHH
(WHO, 2008) 6one3np ompexaenseTcss Kak HeoIlia-
cTuyeckas nponudepanus kinerok Jlanrepranca, u
€e PEeKOMEHJIOBaHO OTHOCHTH K TeMO0IacTo3aMm.

Juggepenyuanvnuas ouacnocmuxa I'KJT

HcknrountenbHO BaKHas POjib B TUArHOCTHKE
I'KJI npuHamiexur MopQpOIOTHIecKOMY HCCIIEN0-
BaHMi0. OHO MO3BOJISIET AaTh OOBEKTHBHYIO Xapak-
TEPUCTUKY CTPYKTYPHBIX W3MEHEHHUH JIETKUX YKe
Ha paHHUX CTaausAX 3a00JIeBaHMA, IOCKOJIBKY XO-
POLIO M3BECTHO, YTO MOP(HOIOTHYECKIE N3MEHEHHS
3HAYUTEIHHO ONEPEKAIOT KIMHUYECKHE IIPOsIBIIe-
HUSl TOW WIM WHOHM MaToJOTHUU.

Marepuanom anst auddepeHnranbHON AuarHo-
ctuku ['KJI 06b19HO ciyar THCTONOTHYECKHe Tpe-
naparbl, OKPalleHHbIE TeMAaTOKCUIMHOM U 03MHOM
1 1o BaH [ m30Hy. DTO OMONTATHI JIETKOTO, MOJTyYeH-
HBIE NPH TPAaHCTOPAKaIbHOW OWOIICHH, (QHUKCUPO-
BaHHble B 10% QopManuHe u 3anuThle B mapaguH.
XOoTs, 1O HEKOTOPHIM JAHHBIM, AWATHOCTUYECKas
3HaYUMOCTh TPaHCOPOHXUALHOH OWOICHUU JI0XO-
it 10 40%, Gonee MpaBAOMOAOOHBIMHU SIBISIOTCS
OLICHKM HECpPaBHEHHO OoJiee CKPOMHBIE, & HUMEHHO
10-20%. C mnpuBiedeHHEM KOMIBIOTEPHOH TOMO-
rpaduu BEPOATHOCTH MOMYYUTh JWATHOCTHYECKU
peliaone JaHHbIE O CYIIHOCTH JIETOYHOM Aucce-
MHUHALUH yBEIMYUBACTCS.

MeHee MOAXOIAT T'MCTOJIOTHYECKHE IMpernaparsl,
MOJTyYCHHBIE TIPH TPAHCOPOHXHUABLHON OWOIICHU H
OKpAalllEeHHbIE TaKUM >k€ 00pa3oM, a TakKe Ma3Ku
13 OpOHXO-aJIbBEOJSIPHON JIaBKHOW JKUIKOCTH,
CITy’Kalllie MaTepHajioM AJsl LUTOIOTUYECKOTO HC-
cle/IoBaHusA. 371eCh OHO, KaK U BCEra, UTPaeT BCIIO-
MOTaTeNbHYI0 POJib B JUAarHOCTHKE. OrpaHUYeHHbIE
BO3MOHOCTH LIUTOJIOTMYECKOTO UCCIIEIOBAaHUS CTa-
HOBSITCS TIOHSTHBIMH, €CJIH y4€CTh, YTO MaTOJIOTH-
yeckuil mponecc npu ['KJI HOCHT mmaBHBIM 0Opa-
30M MEPUOPOHXHUANBHBIN XapakTep W BEPOSTHOCTH
HOJIY4UTh JUArHOCTHYECKH CYIIECTBEHHBIH KIETOY-
HBIA MaTepualn ¢ kKieTkamu Jlanrepranca HeBenHKa.

Hamname T'KJI mMoxkeT OBITH 3amof03pEeHO 10
KIIMHUKO-PEHTTCHOJIOTHYECKUM  JIaHHBIM  €lle 10
6uoncun. B Takux ciyudasx K JUarHOCTHKE MOXKHO
MIPUBJIECYb LIUTOJIOTHUECKOE HCCIENOBAaHHE OpOHXO-
aJbBEONIIPHON JTaBaXKHOW >KUIKOCTH (B COYETaHUU
C TpaHCOPOHXHMAIBLHOHN OWoIIcHel Wi ke 0e3 Hee).
JuarHocTuyeckn 3HauumMble KieTku JlaHrepranca
B HeOompImoM KomudecTBe (1o 3,5%) moryt oOHa-
PY)KUBAaTbCsl y 3IOPOBBIX JIIOAEH M KYpPUIBLIMKOB.
Konp ckopo OTHOCHTENBHOE YHCIO 3THUX KIETOK B
Ma3kax jpocturaetr 5% wu Oonee, muarno3 I'KJI cra-
HOBHTCSI BBICOKO BEPOSTHBIM.

Kak cnenyer u3 Berimensnoxxennoro, I'KJI otmu-
YaeTCsl BIIOJIHE XapaKTEPHBIMHU KIMHUKO-PEHTTEHO-
JIOTHYECKUMH U MOP(OJIOTHYECKUMH 0COOESHHOCTSI-
Mu. BmecTte ¢ TeM ecTh HECKOIBKO HO30JI0THYECKUX
¢opm, ormmmuneix ot ['KJI mpuHOMIUansHO, HO
MMEIONINX HEKOTOPOE CXOACTBO C HHUM, XOTS OBl
B OTAENbHBIX AeTansix. OCHOBHBIMH KPUTEPUSIMH,
KOTOPBIMU TPUHSATO PYKOBOJCTBOBATHCS MPH MPOBE-
neHuu nuddepeHnnanTsHO THarHOCTUKH B TaKHX
ClIydasx, SBJSAIOTCS:

1. T'mcroromorpaduyeckue OpPHUEHTHUPHI — JIO-
KaJu3aluusi MHUKPOCKOIIMYECKUX H3MEHEHUH
npu ['KJI B meHTpadbHBIX OTAENaxX IOJNEK,
NEepUOPOHXUOIISIPHO.

2. XapakTep O4aroBbIX MHUKPOCKOIUYECKHUX W3-
MeHeHnid — Hajgwmume npu ['KJI mmbo xie-
TOYHOW mponudepanuu, 00 pyOleBaHus,
a yale BCero MX COYETaHHs.

3. llurtomormueckas crnenuQuKa KIETOYHBIX
ckoruieHnit — mpucyrcrsue npu ['KJI nen-
JOPUTHBIX KJIETOK C XapakTepHbIM HMMY-
HOTHCTOXMMHYECKUM (EHOTHIIOM KJIETOK
Jlanrepranca. B cnydae pa3BuTHsi CKJIEpO-
TUYECKUX HM3MEHEHHH IOCIEeIHHE CIEeLyeT
UCKaTh M0 MepU(EepUH ITUX CKOILICHUH.

IlepBble nBa KpuTepus pPELIAIOT AEIO yKe Ha
OOBIYHBIX Tpenaparax, OKpalIeHHBIX TI'eMaTOKCH-
JMHOM ¥ J03MHOM M IO BaH [M30HY mpu Majiom
YBEIMUEHUH MHKpPOCKOINA. BBISBIEHHE KIETOK
Jlanrepranca m TeM camMbIM NPHUBIIEYEHUE TPETHETO
KpUTEpHs WUIpaeT HE MeHee BakHYI0 ponb. Komb
CKOpO HHU OfHOW kieTkn JlaHrepranca He OOHa-
PY’KE€HO, HaINYKME B LIEHTPAJIbHOM OTZEINE IOJbKH
nponuQepaTuBHBIX Y3ENKOB (COCTOSIIMX M3 303H-
HOQMIIOB, TUM(OHUTHBIX 3JIEMEHTOB, MaKpOo(aroB u
THCTHOLMTOB) WM 3BE3MYaThIX PYyOUHMKOB HE clie-
IyeT CYUTaTh HU HEOOXOAMMBIM, HH JOCTaTOYHBIM
KkputepueMm nuarHoctuku ['KJL

Eme onHMM BaXHBIM MOMEHTOM CIYXHT TO,
gyro nuartHoctuka ['KJI momkHa ObITh KOMIIIEKC-
Hoil. Korma mnaronoroaHaroM OCTaHABIHMBAETCS
repen HEempeoAoINMBIM 0apbepoM, KOTOPBIA eMy
CTaBUT CIIMIIKOM PaHHSS WM, HA000POT, MO3THSSA
CTaJusl TaTOJIOTMYECKOro Ipoliecca, C HaJIWYH-
€M HCKJIOUUTENIBHO CKJICPOTUYECKUX H3MEHEHHUH,
cienyeT oOpamarbcs K cCOOCTBEHHO KIMHMYECKUM
W PEHTICHOJIOTHYECKHM JaHHBIM, B TOM YHCIE K
KOMITBIOTEPHOH TOMOrpauu BBICOKOTO paspelie-
Hua. B Hacrosmee BpeMst cuuTaercsd, YTO TOY-
HOCTb PE3YJIbTaTOB, MOJYYCHHBIX ITHM METOIOM,
Majio YCTyMaeT TOYHOCTU PEe3yJabTaToOB MCTOJOTH-
YECKOTO HCCIeqoBaHus [5].

I'KJI mpuxonmutcs auddepeHIUpoBaTh, Mpekae
BCEr0, C BOCHAJUTENBHBIMU (TpaHyJIeMaTO3HBIMH)
nporeccamMu M omyxoisiMu. llpum stom cremyer
MOJB30BaThCSl TEMU OOIIMMH COOOpPaKECHHUSMH, KO-
Topeie ObuTH copmynupoBaHsl A.M. CTpyKOBBIM U
0.4. Kaypmanom [11].
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WzyueHnne HauyMHAETCSI C MAaKpOCKOIHYECKOTO
uccnenoanusi. OHO AaeT BO3MOXKHOCTH OLIGHHTH
pasMepsl B Tonorpaguio 04aroB, a TakKe HX pac-
IpocTpaHeHHOCTh. [lpu rucronornyeckoM uccieno-
BaHMM KEJAaTeNIbHO ONpEeNuTh CTaJUI0 Mpolecca
(rpanynema mosonasi, 3penas, HaxoIsAIascs B CTa-
MM HEKpO3a WK CKIEpO3upoBaHus). BaxxHo, kpome
TOTO, TOJYYUTh MPEACTABICHUE O BACKYJSAPU3AIMH
TpaHyJIeMbl B 00 OOIIEM COCTOSHHHM KPOBEHOCHBIX
U JIUMQaTHYECKuX COCYyAOB BOKpYyr Hee. Hembss
oboiituce W 6e€3 HCIOIB30BaHHUS MOHOCIIEIU(H-
YECKHX CBIBOPOTOK K IOBEPXHOCTHBIM aHTHUICHAM
muM@onuToB, MakpoharoB M IMUTETUOUIHBIX KIle-
TOK, T.€. UMMYHOTHCTOXUMHYECKOTO MCCIIEIOBAHUSL.
B xonkpernbix cnyvasx ['KJI nuddepenuupyercs ¢
TaKOH IMATOJIOTHEH JIETKHX, KaK HecTeIuduaecKas
WHTEPCTUIMAJIbHAs THEBMOHHS, JI€CKBaMaTHBHAs
WHTEPCTUIMATIbHAS TTHEBMOHHS, PECIUPATOPHBIN
OpPOHXHOJHT, 303UHOQMIbHAS MTHEBMOHHS M J03U-
HOQUIBHBINA TUIEBPHUT, dMQH3EMa, JTUMQPaHTHONCH-
OMHOMATO3, BOCIAJUTENbHAS MuODHOpoOIacTHAS
omyxoinb [38].
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Pulmonary histiocytosis from Langerhans cells
as the problem of clinical morphology
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There are discussed modern views on one of the most
difficult diagnosed forms of pulmonary dissemination. They
relate to the dynamics of granulomatous changes in the
lung tissue at the cellular and subcellular level as well as a
characteristic of the immunophenotype of Langerhans cells. At
present the frequency of this disease increases, which improves
the responsibility for the timely diagnosis based on performing
explicit clinical and morphological studies.
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