KnuHuyeckoe HabmoageHue

CCANDBHHEORA A IMAHYEHED K. M 34
VK 616246106, 8306118144

JETOYHBIH IPAHYJIEMATO3 H3 KJIETOK JIAHTEPTAHCA
(THCTHOLHUTO3 X)
A A.CATOBHHKOB', K. M. TAHY EHKO

PULMONARY LANGERHANS CELL GRANULOMATOSIS
(HISTIOCYTOSIS X)

AASADOVNIKOV , K 1. FANCHENKY
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Jleromnh rparyTensa Toa wa e o JTa e prancs Apiseres ey aatomne e T piniHn e00 RO MEHOBEELA HENIRe CTHLL 2 T00-
BT FELEEEE LT O €70 (3T RRET [RLE LRI E T 2P0 000 T HIEE RAPARTEPUAYETE A OOEEOBAITIEN B TETOMBOT THA M PAHYIIEM, CO0CTOALTIY
M3 AETHEHPDBAHHLIX ENeTor Jadrepradca  nsoliuros soaumeinns | Makpedaros. (HHO TpeiyMyLie CIBCHHG BCTPEMAETEA ¥ MO0
ALt Teael B pmpacte o7 20 40 A0 1eT, K TPREHI0, SI0CTHRR EYPRIBU] o, JUIS YCTARORTEH A 00 TOBE FHOTD AHATHOGR TPedyere
BLITROTELEH 1 DUTCH TeTROM ¢ TR NI TG TE T HLI hlﬂ}H?]f.L"l'ﬂl"lvl".l'.‘l‘."B:I-IM WOCITTEAOBAHMEM [T IeHH LI DUEOTHC1ATE HLX TEpsEeTla -
o, B aa0meso aa e el CTane Aae THNH THE TOOTHYECE 0M WECTEAOBARIN AHATHOS TV MATO0 W23 K00 JTaHMepramca [ocT AT b
THEHE 'I'p}'_?il{l:l. ]]ﬂ}ml‘lul‘ JTET RO MOGKET ﬁhl'fh I.'[l.‘}'?l!lvl'ill.'l'alﬁl H EAHHCTEBEHHEIM HJTH COYETaT bR C 3KCT }EI.I.}'.!I LML BH LM Il.l'q.':QM'IEHH'
M B APYTTX OPCAHAS W Tharsx. TLpe e Tan e 5T IR IR S0 008 HAOI0AEH 16 IETOTHOTD TPE NI MET 008 12 KeTow JTanepra e,

Kooneante choed: eeria JTalDe prasca, CparvIiesaros, e T H SO CPar Ve aTon, 000 0T Ha s UaH ¥Oesa, THCTHOLIToS X

Pulmonary Langerhans cell granulomatosis isa vave disease. s causes ave unk nown amd aceuvate data on its prevalence ave lack ing. This
disease is charactevized by the formation of lung tissue granu lomas consisting of activated Langevhans cells, omphoeytes, sosinophils, aod
inacrophages. 1t is mainly enoown teved in voung 20-40-year-olds, generall v in beavy smoleers. To establish its valid diagnosis, lung biopsy,
followed thorough morphological examination of its obtained specimens, is needoed for a valid dizgnosis, Langerhans cell granulomatosis
i its very advanced stage is very difficult to diagnose even histological lv. Lung lesion may be peimary and sporadic oc concurvent with
extrapulinonary lesions in other ovgans and tissiwes. The paper describe case of pul monary Langerhans cell granol smatosis.
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B 1973 r. R M. Steinman u3 PordesiepoBckoro moudTosa, NHHOUMTO3a W PEllenToPOIos peio BaH HOMo
yHuBepcHTeTa B Hiio-Hopke BBes TEDMUH </IeHAPHT-  3HTOIATOSA.
HElE KIeTKHs, K HuMm otHocaTes; 1) kneten Jlanrep- B 1868 r. Paul Langerhﬂns, CTYACHT-MEIHUE U3
raHca, 2) MHTe pANCUTAT HEE (TepeliieTeHHble) KaeTk,  lepMan vy, Nposois oKPacKy 3NMASPMHCA KOXKH ue-
3) MHTEPIMIHTATHEIE KJIETKH LEHTPOR PA3MHOKEHHS  JIOBEKa, 0OHAPYXMI M ONIHCAT HOBYID KJIETKY, KOTO-
W4 ) TeHIPUTHBIE KICTKH LEHTPOB PAIMHOKEHMS. JT0  pas B HACTOSLES BPpeMs HOCHT ero umsl. Celfuac ata
eTepOreHHA MONYJSIHS AHTHREHNPEICHTHPYIDIMY  KISTHA OTHOCHTCH K NPeCTABHTEIAM JeH IPHU TH Ol
KJICTOK KOCTHO-MO3T0BO D PONCXOAIeHMs . O HM MMe«  CHCTeMEL KICTOE,
KT JIOCTATOM HO KPyIHER pasyepl { 15-20 mew), kpyr- IIpy yaAETpPaMMEPOCKONWYCCKOM WOCIIEI0BAHNH
J0e, OBAILHOI WM o/ MUHKIHYeckoi hopMel akcleH-  WieTka JlaHrepranca WMeeT XapakTepHele NMpH3Ha-
TPHYECKH PACHOJ0KEHHOS PO M MHOTOMMCIEHHBIE  KH SJTPO ¢ OTHEM MK HO/Iee N TOTIA3MAT HIeCK HM I
OTPOCTKH, Y UeI0BCKA BEIIC/HIOT 1Be CYONOIYJIAINE  BAGBJISHHAMH WIH NCEEI0MYJIETHCE TMEeHTHPOBAHHOE
JIEH/IPHTHBIX KJCTO K MUEI0HTHEIC TEHPUTHEIC KJET-  © €182 3aMEeTHRIM sUIpeilikoM, Teabia Birbeck, paz-
KM, KOTOPLIC JOKATMAYIOTCH B PR3JIMMHEIY OPrasax — BUTHHT annapar [o0Lsy, paccesHHbe WK PACTIoIo-
W TRAHSX {K1eTkH JlaHrepradca, MHTOPAUTHTATHLIE  KEHHBIE FPYIINAMM UUCTOPHED B 3HI0 NI 3MA THY €0 KOl
KJICTKH M KIETKH, NPOHCXOIANIHE H3 MOHOUMTOR),  CETH, MHTOXOHAPHH, JIMIOCOMEl H MOBEPXHOCTHRIE
[WIAIMOILHTO W] HEIS JIeHAPUTHEE KTeTel JuMponisorn  ijionogmuu.
NPOMCXOAUICHH A, MOPOIOrHYCCKH HANOMUHAKIIME Kaerka Jlavrepranca, seisisack cnelwipryeckoil
1A3MATHYEC KHE KIETHH. HMMY HHOI K718 TROH, GepeT Ha'uaslo U3 KOCTHOTD MO3-

BaHoii 0coOcHHOCTBIO TEHPUTHEIX KJETOK 1B~ a W nofbepraercs auddepeHiMpoBre Noj BIHAHNE M
JSETCH WX CNOCOOHOCTh 3aXBATRIBATE M3 OKPYKalD-  pas/MMHEIX GakTopos pocta, Il peinecT BeHHHKOM ke
nieil cpe/ibl paz/IMuyHbE aHTHIeHBl OpH noMouM da- ok Jlanrepranca caenyer cuntars CA34° [3].
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B knetkax Jlanrepranca o Hapy:ReHsl penenTophl
Fe u C3. Onu npoay uMpyior uHTepaeikinn-1 1 onpe-
JEJICHHEIE AHTHIeHB! 1 e pMeHTEE ( HEC e UL CKY 0
3CTEpa3y). JTH KIeTKH 30X BATEIBAIT YYHCPOAHEIE
MMEPOOPraHM3Mbl W 3aTeM MHTPHPYIOT B aumbarTy-
upcKHe Vaiel, TaM OHM CTHMYTMPYIOT HPOM3BOICTRO
AUMPOLNTOER, NONYTHD HACTPAHEBAs WX Ha GoOpuOY
¢ HOHKPETHBIM NpoTHEHUEOM, OcHoBHO dyHrimpeil
ieTor Jlanrepradca siRASIETCS NPe3eHTANS AHTHrE:
HoB T-kJeTKaM.

B nerkoM TeHIpUTHEIC KICTEH HAXOMIATCS B COe-
JUHUTEIBHOTEAHHEIY TSEAX, CONEPMKALIMY COCY L,
oOeCTe HBAOIHE MHTAHME GPOHXMAJLHOTD JEpeBd,
B MHTEPCTHIIMK PAAOM ¢ A1bBEOJEMH, B IMMpOHIHOIH
TKaHHW, CBA3aHHOI ¢ OPOHXAMH M B BHCIIEPATLHOI
nieepe. Knetkn Jlanrepranca B napeaxUMe JErkoro
OOHAPYAHBAIOTCS NOMTH HCKTIOMHTEABHO CPeH 1=
TEIHA TPaxeot PoHXHATEHOTO IEPera, T/Ie UX JUTHHHLIE
OTPOCTEH, NEPenieTasach MeX,IY MM TEIHATEH BIMH
KJIETHAMH, 00Pa3yT Pa3BUTYIO CeTh, XoTs Bed0/III0e
KOJIMMECTEO 3THX KIeTOK WMEeTCH CPeny ajlbBeniisp:
HOO AMUTE M, OHH WHQIIETPUPYIOT ONpe e/ HHEE
PAKOBBIE OIYXOJIH JIEFKDTO W OfVIACTH LILBEO B PHO
CHOEPIVIZ3HH, HAOII0JaeMble ¥ KYPHIBLIHKOE WK
Y HalHEHTOB ¢ HHTEPCTHIHAIEHEIMH 320 0/I¢BaHUAM K
JIErKH X,

Knerkn Jlanrepranca MoryT GuiTh HNpHYHHON 0~
PA30BAHM B ICTKOM FPAHYIEM, TPHUBOIS K PA3BUTHIO
Aerouoro rpanyiaematoda. o cospeMeHHBIM npe-
CTABJCHHAM O BO3HHKHOBEHHH JJAHHOTO 3a60/1eBaHNs,
3TH KIeTKN HAKAILUIMBAIOTCS B JIerou HOI TKAHKW BMeC-
Te ¢ Makpoaramy, ausdonm Tamy 1 soauHodIIaMy,
00 pazysi THINYHEIE FPAHYEME], KOHIICHTPH DY I0I{HE-
CS51 BOKPY T MeJIKMX JIbIXaTelnbHuX nyTeil. Jlerounsiii
CPAHYIEMATOR M3 KJIeToK JlaHrepranca BCTpedaeTes
Kpaiine pearo M IUAMHOCTHRYETCS MeHee YeM v 5% na-
UHMEHTOR ¢ MHTEPCTHLIMATIBHBIMK [OPAKEe HHAMK JIer-
KHX, KDTOPBIM (LA BEITOIHEHA OHOTICHE,

B 1953 r. L. Lichtenstein BBest TopMMHH FTHCTHOIH-
T03 X 17181 ONUCAHMS PPYIIIL CHHIPOMOB {CHHIPOM
Letterer — Siwe, cuupom Hand — Schuller — Christian
H 203MHOMDHILHAS rPaHy eMa ), KOTOPLIE GBI HE CR-
3aHbI KIHHHYECKMMH TIPH3HAKAMM, HO WMETH OfMHA-
KDBY 10 MATOrHCTOIOTHYECKYIO KapTHHY, Moaxe GbLio
YCTAHOBIEHO, MTO 3TO FPAHy AeMel M3 KieTok Jlaunep-
rapca |1, 2], DrHogords 3Toro 1eroMHoro rpaHyeMas
TO3A HEW3BECTHA,

Koerkn JlanrepraHca B 1eroMHEIX FPAHYJIEMAX 3HA-
UMTENEHO OTIHYAKTCS OT kieTok Jlanrepranca, Bhisg-
JfAEMBIX B JIEFKOM 3/10P0OBOI0 U/I0BCKD, TAK KAK MMEIDT
(P M3HAK W 2 KTH BAIIAK. JTH KIeTKH colepskar 1-itu 2-i
KJIACCH AHTHIEHOR FJABHOID KOMIUJIEKCA THMCTOCOB-
sMecTuMocTH, p2-uaterpunm Clila, Clllc v CI18
{ NOBEPXHOCTHEIE FeTEPOAMMEPHEIe OEIKH), ajiresn-
uel CI54 n CI58 (nadop MoKy, NpeicTanie HHbIX
HA MOBEPXHOCTH KIeTOK ). JIeHKOUMTaApHLIN aHTHICH
(CH4 45 R0O) v enyrpurserounsiil 3100-nporenn. Ha-
TEPECHO, UTO AKKYMY BT KieTok Jlanrepradca npu
JPYTHX JerouHbIX 320001 BAHWAX, TAKHX Kak OpoHXo-

reHHBL pak, He CONPOBOAUTAKITCS TAKMMH IPH3HAKAMH
AKTHRALNMN,

Mt HatmoaanH 2 NAHeHTOR ¢ JIeroMHBIM TPaHyJIe-
MATOGOM M3 KIeTOK JlaHrepraica, npHBOJIMM KPATKOE
Had I /IeHHE OJIHOTD 13 HHX,

KpaTtkoe WiHHHYeCKOe HaOmoeHne

boabuoii 11, 24 roga, noctynua B Kocrposeroil
O0AACTHON NPOTHBOTYOEPKYIC3HEI JUCNaHcep
18112011 r. ¢ xanohiaM¥u Ha KAIEAh © MOKPOTOI,
NOLEMBl TEMIOCPATYPHl Teqa A0 39°C, noTanBocTe
B HOUHOE BPEMSL,

Bovten ¢ centadpa 2011 r, korna oTMeTHI KALeTh
€ MOKPOTOH, 0B MBEL TeMiepaty pui 10 39°C. B okrad-
pe 2011 r. npH peHTIEHOBC KOM HCCIEI0BAHMH BEISTE-
JIEHO HCCeMHHHPOBAHHOE NOPLKEHHe 0O0MX JIETKHX,
s yTouHe HHA AHardo3a HanpasieH B Koctpomekoil
00JIACTHOH NPOTHBOTY BEPKY ALIHLIH JHCNIAHCED,

[Tpu mocTynieHuK ofIes COCTOAHHE HOJALHOID
yaosaeTeopuTenioe, [lepudepuueckmne anmdaniiag-
CKHe Yalkl He naaenupyiores. Tousl cepana uucToie,
AJL— 10060 mm pr. oT, [yase — 78 yiapoe B MEHYTY,
pUTMHUHBIH. B nerknx JpixaHue Be3UKYISIPHOE, X0«
POIIG HPOCAYHIHBAETCH ¢ 0OeHx cTopod. PacceauHble
BJEKHBIE MEJIKONY3LIPUATEIC XPHITEL B 000MX JEFKHY,
SKMBOT NpH NAZLHANKME MACKHIL, GeaBoieaHeHNEI BO
Brex oTaenax. [leueHs ¥ cele3eHKa HE IATLITAPY IOTCS.

Bananmae kpoenor 19.11 2011 r: COD — 15 mm /',
pUTpoIMTH — 3,9 x 10" /21, remoraobun —128 r/a, aeil-
kKountel 7,2 x 10°/0, apurpounthl — 3%, cermMenTo-
s pHble — 73 %, miMgonn el — 16%, MoHouMTE — 8%,
Auanna MouM B HopMe. LIpH GakTe pHocKONHIECKOM
HCC e JOBAHMA MOKPOTH 0T 23, 25.11.2011 r. KV M(-).

Ilpsimasn peHTreHorpaMMa rpyJaHOR EJICTEH
or 18.11.2011 r: ua BceM NPOTAHCHUH 0O0MX TECKHX
Ha dhoHe yeuaeHHOrD U 1ed 0P MH PO BAHHOND JI€ TN HO-
ro PUCY HKA ONPe/IeisiorTess MHOIOM MCJIE HHEIE MEJTKO-
O ATOBBIE TEHH, MECTAMH CIHBAIONTHEC i MEATY CoO0il
(puc. 1),

r

Puc. 1. Hpswas penmeenozpa e gpypdnon aemiy G-
woea I, 24 soda, om 18112077 2.
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Pue, 20 Muxpodgomozpadus. Hugaomsmpam

AELKOO
foasnozn 1 Decmuowume w wedoisias Bpsect i -
thoyumos, cudepodazos u cezmennondepuny, npeumy -
weCmEeNHO A0amodiosne, eivowumos. Oxpaocag 2e-
METMORCILT NN -S 03RO, Yo, <200

28.11.2011 r. onepaums: BHACOTOPAKOCKOIMS
cnpaga, llapueranehas niaespa He waMenena, [o soeil
N0BEPXHOC TH JIETKOT0 OTPE/IC BTI0TC 1 HEDOJBIIOID Pis-
Mepa OKpYEIoi hopMbl 0OPAIORAHM TEMHOTO 1LBETI,
BOZBBIUAKMECH HAT NOBePXHOCTRID Jerkoro. Han-
f0J16¢ BEIpAAEH Bl H3MEHEHHA B CpeiHel M HIKHEH
novisnx, B ofoacry ofoux 1oaeil nposenena GHONCHS
JeroyHoH THaHM.

[Ipy MUKPOCKOTIHUECKOM MCCIE0BANNHE B MOKY-
TOUHOH THAHM JeTKOTO OIPeIe/isnTes paziuaHoil
BEJIMMMHE] OUATH, NPEICTARIEHHBIS PEOUION coem-
HUTEILHOH TEAHBKD ¢ TOHKOCTOHHEIMM COCYIAMM
1 GOJIBITIHM KOJMY eCTBOM ILIe0MOPHEIX, BOCHOBHOM
KPYIHBLIY K1eTok ¢ fasobuneuoil win ceeraoi, B He-
KOTOPEIX CIIETKA EHUC TOMH, HUTOMIA3MOoH 1 OBAJIEHEIM,
G0G0OBWIHBIM HAH YTJIOBATHIM BRITAHYTHIM SITPOM

| —

Puc, 4, Muxpodgomozpagdus, Hugoomsmpam  gescoro y
doausnoen 1, Muozsiwe xpynime K1emsy wmgeonsnpama
codepacam CDGS (xopunesuil yeem ). Mo sucmoxi-
Mureckes oxpacka, ya. =400
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Puc. 3. Muxpohomozpainn. Huagdeonmmpam  aescoeo i
Goenozo 11, Bee xpynnsie cemin g ssmpama codep-
scam CO e (woperinessd yeem ), Humagnosuomnox wue-
CHes Oxp ek, e, < 400

(puc. 2), B OTAE/BHBIX KISTKAX HMEIOTCH SIPBIIEH,
Berpeuawres MHOTOATEPHEIE KIETKH, 8 TAKKS CHIC-
podary, anMGonnTeL, HelTpod HILHEE B B HOJILIIOM
KOJIMUEC TRE 2064 Ho(hU BHEle JeTROUNTRL B okpysan-
eI THAHM JIETKONO MEXATLBeOJSIPHELE TICPEropOIKT
H CTEHKH PecliHPATOPHLIX OPOHXHO YTOJIEHE! 33
CUET MOJIHOKPOBM A, NeMOocH Iepoaa, M MpoHaIHo-Mak-
podaraasioil uHduasTpauny ¥ craeposa. Huewr-
Cs HeBOJIBITHE OYATH TeCKBAMALIMH AJILBEOJISIPHOID
anuTeand. HuMmyHOrHCTOX MMHUECKH [I0CPeAcTROM
MEUEHHBIX IePOKCHIA301 MOHOETOHATEHLIX AHTHTEL
NPOTHE COOTBETCTEY IOIIUY TUCTHOINTAPHBIX CTPYK:
TYPHBIX MAKPOMOJIEKY, B NPeodIafaminy KIeTKax
uHIETpaTa BeigRIeHsl 3 anTurena — Cl1a, CJl] 68
v 5100-npotenn (puc, 3-3).CoBMECTHAS IKCTIPECCH 5
ITUX AHTH ICHOB Xapak TepHa 7761 KiaeTok Jlaurepradca.

Puc. 5. Muxpogomozpagus. Bee spymise -rc.'mmr{u 1~
ghrcasmpame codepoicam S100-npomenn  (xopudies
weren ). MMy HO R oMU ECK AR Ok, e, =400



Puc. 6.

CHUpLIGHAN  KOMTSOMEPHAS OO0
opeanos  Fpgduo notocmu donswos [, 24 wda,

am 19122011 2.

JarmoueHHe, FPaHYIeMaTos U3 KieTok Jlanmeprauca
(20auHOHIEHAS TPAHYIEMA),

Ioc neone panMoHHEN Nepuo] 663 OCI0AHEHH i,

Eomupvecknil HarHos: mogocTpeiil Jucoe MHHl-
pOBAHHEL MPAHYIEMATO3 JIEFKMX (PTUTCTHOUNTOS X)),

14122011 r. BRINKUCAH B YIOBACTBOPHTEILHOM
COCTOSTHHY.

C 16.12 no 30.12.2011 r. GoseHoil HAXOAWACA HA
0OCIEIOBAHUN H CTAIIHOHAPHOM Je4EHHH B KJIMHIKE,

Knunmuecknil auarnos e noareepaggen. Ipu
CHUPATILHOH KOMIBIOTepHON ToMorpadmy opranos
CPYAHOH MNOJOCTH © MOC/AeAYIIHM NePecMOTPOM
H300PaKEHHA B YCAOBHAX BHICOKOTO PaspelleHus
H nocTpoenust pedopManmii nachpaxenus (MRP)
19122011 r. Ha BCEM NPOTSKEHH W JIEFOUMHEIX T1071€(]
¢ OOEHMX CTOPOH ONPEIEJISIOTCH O4ard pasMepoM ot 2
J0 4 MM M MHOSEC TECHHEIE BOGTYXOCO/IE PAKALINE KC-
TH AuaMeTposM o7 2 no 37 MM, ¥ YacTH M3 KOTOPBIX
YTOJMIEeHbI CTEHKK {puc, 6),
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BoskHOMY aMOYJIaTOPHO MO MECTY HHTEIBCTEA
NPOBOIHIOCE JdeucHHe: MeTHnpe 4 Tadi, B ieHs, ac-
napeaMm, aTpoeeHT, 1azoaead, O ymep 01052012 r,
[Mpuynnoil cMepTd G IBYCTOPOHHMA NHEBMO-
TOPAKC.

Sakmoucn e

Jlerous biil rpanyieMaros w3 kaetok Jlanre pramca
npeacTasaser coboil peaxkoe 3a60/EBAHIE H BO3HH-
KAET B PE3VJILTATE AKKYMYJISUMH AKTHBH POBAHH BIX
wieTok Jlanrepranca B gerounoil Taun, Llpuanist ero
passUTHH HenaBec THEL OHO MOKeT OBITh TEPBHUH BIM
M @IHMHCTBEHHBIM WIH COMETATRCS C AKCTPAN yIbMO-
HATBHBIMH [OPAKeHMUSIMH.
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