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The paper presents a clinical case of a patient with an extremely rare cutaneous langergans cell histiocytosis.
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B pyTUHHOI NpakTuKe Bpa4n-peBMaTororn 4acTo BCTpeYatoTcst
HEOOXOAMMOCTLH OLIEHKM KOXHOW cuMnTomMaTuku. MNogobHbiMu
CMMMATOMaMM (rMnep- 1 MNONUrMeHTaUmsl, BbICbINaHWs pa3nMyHo-
ro Xxapaktepa, YNnoTHEHUE KOXHbIX MOKPOBOB, NUXeHUdukaums,
TpobUYeCKNe N3MEHEHUS, y3roBaTas 3pUTeEMa, aHTMOHEBPOTUYE-
CKWIA OTEK) MOTYT NPOSIBMSATLCSA Kak 3aboneBaHusi peBMaTU4eCKoro
npocuns, Tak u apyrne 3aboneBaHuUsi — HEBPOSOrMYecKme, He-
porornyeckune, nyrnbMOHONOIMYECKUE, KOXKHbIE, OHKOMOTMYECKUe,
rematonornyeckme. KoxHble CUMNTOMbI TakKe MOTyT ObITb NepPBLIM
N eQUHCTBEHHBIM NPOSIBEHMEM psifia peakux 3aboneBaHui.

KnuHunyeckun cnyvyan

BonbHas I1., 52 roga, obpatunachk B OTAENeHNe peBmMaTonorum
PKB B 2010 rogy ¢ »xanobamu Ha BbICbINaHWUS Ha KOXe Mo Tuny
y3I0B TEMHO-PO30BOIO LiBETA, pasMepamMmn 40 HECKOMbKMX CaHTU-
METPOB B NMonepeyHuke, no Bcemy Teny, 6onblue Ha KOHEYHOCTSX,
nonUMopdHble, CONPOBOXAAIOLLMECS CUMBbHBIM 3yA0M, MecTamMu
MOKHYyLLNE, ¢ 06pasoBaHMeEM $I3B, MOCHE 3aXXMBMEHUSI KOTOPbIX
ocTarTcst pybubl, B TOM Yucne no tuny kenougHbix. OTmeyana
TaKke noxyaaHue, oLyt cnabocTb.

AKTYAJIbHBIE NMPOBJIEMbI MEAULWHDI

Mpn obbekTuBHOM ObGCrefoBaHUM: Ha KOXe KOHEYHOCTEW,
aroguuax, CnuHe, BONOCKUCTOM YacTy rofoBbl NONMMOopdHas Ho-
gonanyrnesHas Cbifb pa3mepamMu 00 HECKONbKUX CAHTUMETPOB
B MonepeyHuKe, MOKHyLlas, ¢ obpasoBaHMeEM ccaauH U S3B Ha
MeCTe 3/1EMEHTOB CbIMK, y4acTkamu pybLieBaHusl, MECTaMW KeNo-
ngHoro (puc. 1, 2). Npu nabopaTtopHOM NcCNeaoBaHUN: YPOBEHb
remornobuHa — 94 r/n, CO3 — 34 mm/yac, BbisiBNeHbl LE-kneTku
(B aHaMHe3e), B 0CTarlbHOM CYLLECTBEHHbIX UBMEHEHWI B pe3yrb-
Tatax MHCTpyYMeHTanbHoro u nabopaTtopHoro o6cnenosanns He
oTMeyvanoch.

Mo cnoeam nauuneHTkn, boneet ¢ 20-neTHero BospacTa, Korga
Ha KOXe BCero Tena ctanu nosiBnsiTecsl yrpenonobHble Bbicbina-
HUS, conpoBOXaatLmMecs BblpaxeHHbIM 3ygom. C 1994 roga Ha
MECTE BbICbINaHU CTanu oTMeYaTbCs NMMHENHbIE, NONUroHanbHble
y4yacTku pybueBaHusi, MecTamu kenougHoro. bonbluoro 3Haye-
HWS HANMYMIO AaHHbIX BbICkINAHWI NaLMEHTKa He Npuaaeana, He-
CKOMbKO pa3 obpalianack k gepmMaTornory, CuTyauusi, Kak npasuso,
pacueHuBanach kak Tsbkenas gopma acne vulgaris. C 2007 roga
KONMMYeCTBO BbICbINAHUI YBENWUYMMOCH, NOSIBNEHNE BbICbINaHWM
CTano ConpoBOXAATbCS BblpaXEHHbIM 3y40M, CAMOCTOSITENBHO
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WNu B pesynsTaTe pacyecoB KPYNHOY3MOBbIE 3NIEMEHTLI Cbinu Tpe-
cKanucb, 0b6pa3oBbIBanNUCh MOKHYTUS!, COXPAHSBLUMECS HECKOIb-
KO MecsileB, MOCIie Yero Ha MecTe 3aKMBLLUMX 3MEMEHTOB CbiMK
coxpaHsncs pybeL, Horaa no TuMy KenouaHoro. Takke Havanm
6ecrnokouTs nepuogmyeckne HeMHTeHcUBHble Gonu B cycTasax,
npenmyLLecTBEHHO B KpynHbIx. OBcneaosanack y Aepmarornora,
MHEKLMOoHMCTa, UMMYHOMOora, OHKomora, rematornora, gTusua-
Tpa, Aepmartosiora, anneprofiora — crneuuguyeckoi naTonorum
oGHapy»eHo He 6bino. BeicTaBNANMUCH AMarHosbl: kKonnareHos, Aep-
MasibHbI aHrMKT, apTepuonuT Pioutepa. HasHavaemoe nedexue
K YNyYLIEHWIO KIIMHUYECKON CUTYaLMM He NPUBOLMITO.

PucyHok 1.
OnemMeHTbl HogoManyne3HoM CbiNU Ha KOXXe HUXHUX
KOHe4YHoCcTen

PucyHok 2.
Py6ubl, o6pa3oBaBlUMecs Ha MecTe 3NeMeHTOB Cbinu

B 2008 rogy koHCynsTMpoBaHa B ropoAckoM peBmMaTorornye-
CckOoM UeHTpe I. KasaHu ¢ gnarHo3om: [epekpecTHbli CUHAPOM
(nonunaptpanrun, R-ctagus Il, ®H I; kenonaHble pybupl; cybde-
OpunuteT; LE-no3ntmMBHOCTL). [aHbl Obinn pekomeHgaumm no
poobcnenoBaHWio, KOTOpble NALUEHTKOW BbIMOMHEHb! He Bbinu.
HeopHokpaTHO NMpoBOAWMMOCH LMTOMNOrMYEeCckoe nccregoBaHue
OroncunHoro matepuana: 3po3vBHbIN annepruieckmin Backynut
B COCOYKOBOM CIO€ AepMbl (BackynuT koxu PronTtepa).

AKTYAJIbHBIE NPOBJIEMbI MEAQULUHbI

PucyHok 3.
UHdunbsTpauusa cybanuaepmManbHOro crosi Koxu
knetkamu JlaHrepraHca

—

HecmoTps Ha pekomeHOOBaHHOE neyeHue, nposierneHus 6o-
nesHu nporpeccuposanu. B 2010 rogy nauneHTka obpartmnacbh
3a KOHcynbTauuen B otaenexHve pesmaronorum PKB, ocMoTpeHa
npod. N.I. CanuxoBbim. Bbino peLleHo B pamkax goobcnegoBaHust
NpoBECTN UMMYHOEHOTUNUNPOBaHNE paHee MonyyYeHHbIX Buo-
ntatoB [py UMMYHOTMCTONOrMYECKOM MCCIefOBaHUN BbisiBIIEHA
HUNbTpauns cybanMaepManbHOro cnost Koxu knetkamu Jlan-
repraHca.— NaToOrHOMOHWYHbIN MPU3HAK NaHrepraHCoKNeTOYHOro
rmcTnoumTosa (puc. 3).

MpeanpuHATLI LWarK No UCKIMIOYEHUIO MOPaXEHUsT Y NaLMEHTKM
WHbIX OpraHoB U cucteM. B xopne obcnepoBaHust reHepanusauum
npoLecca He BbISIBIEHO.

HasHadeHo neveHwue: npegHu3onoH 40 mr/cyTkM ¢ nocneayto-
LWMM CHUXeHWeM Ao3bl. Ha 5-e cyTku Tepanuu 3ya NOMHOCTbIO
KynupoBarcs, Npu3Haku BocnaneHust 3Ha4nTernbHO YMEHbLUUMUC,
NOSIBNEHUS] HOBbIX 3NIEMEHTOB CbINW OTMeYeHOo He Gbino. Hop-
Manu3oBanucb nabopatopHele nokasatenu (remornobuH 107 r/n,
CO3 — 12 mm/yac).

MaumneHTka npogomkana HabnoaaTeCs B OTAENEHUN peEBMATO-
norun PKB, 0o3mpoBka npegHM30noHa NocTeNeHHo CHkanack. Ha
HaCTOSILLMI MOMEHT naumeHTka npuHMmaet 10 Mr npeaHn3onoHa,
3yA MOMHOCTbIO Mponar, UMelLwMecs aneMeHTbl Hogonanynsp-
HOW CbINW YMEHbLUMIUCL B 06beme, bonee He BCKpbIBalOTCA € 00-
pa3oBaHWeM CCauH U s13B, NOACLINAHUS HOBbIX 3MIEMEHTOB He
NPOVCXOANT.

O6cyxneHue

JlaHrepraHCOKNeTOUHbI TMCTUOLMTO3, UMK TUCTUOLUTO3 X, —
penko BCTpeYaeMoe UCKYUTENIbHO pasHoo6pasHoe Mo Kiu-
HUYECKUM NPOSIBNEHUSIM U TEYEHUIO 3aborieBaHNe HEU3BECTHOM
3TUonornK, HabngarLweecs NpeMMyLLECTBEHHO Yy AeTel. Hau-
©onee yacTbIvi Bo3pacT Aebtota 3abonesaHnsa — 2-4 roga, 4actoTta
pasBMTUSA FMCTUOLMTO3a B 3TOT NEpUoL COCTaBMSET, NO AAHHbIM
pasnuyHbix aBTopos, oT 0,2 go 2,0 cnyyaes Ha 100 000 gerten
B Bo3pacTe Ao 15 net [1]. 3aboneBaHne OTHOCUTCA K YMCAy Mpo-
NnhepaTUBHLIX U XapaKTepu3yeTcs HakomnmeHnem uunu nponu-
hepaumeit B o4arax nopakeHUs KIMETOK C XapakTepucTUkamm anu-
AepmarbHbIX TMCTUOLMTOB — KNETOK JlaHrepraHca, a Takke UHbIX
aHTUreH-NPe3eHTUPYIOLWMX KNETOK, NpUHaanexawmx k cyotuny
OeHOpUTHBbIX kneTok. Mopdornoruyeckum cybectpatom B crnydvae
NaHrepraHCoKNEeTOYHOro rMCTUOLMTO3a cunTatT obpasoBaHue
naTosiorMyecknx rpaHynem, ConpoBoXaatoLeecs AecTpyKumnen
OKpY>XalLLnxX TkaHen [2].
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TepmuH «ructmountos X» 6bin Bnepsble BBeaeH B 1953 rogy
JInxteHwTenHom [3], 06beanHMBLLMM 303NHOUIBHBIN FpaHyne-
MaTo3, 6onesHb XaHaa — Lynepa — KpucyeHa n 6onesHb Jlette-
pepa — Cuya, Tp1 pasnuyHbIX CUHAPOMA, COMPOBOXAALLUNXCS
BECbMa CXOOHOW MMCTOMNOrMYeckon KapTMHON, B OOMH TEPMUH —
«rmcTroumnTo3 X». B HacTosiLee Bpems 3TOT TEPMUH CUMTAETCs He-
CKOMbKO YCTapeBLUNM W K UCNONb30BaHWNI0 PEKOMEHO0BaH TepMUH
«JlaHrepraHCoKnNeTo4HbIN rmcTuounTos» [1].

3aboneBaHne BcTpevaeTcs npemmyLLecTBeHHo (B 60-70% cny-
YaeB) y NK1L, MY>CKOro 1nona, a Takke y BbIXxoALeB U3 CeBepHOEB-
ponenckmx ctpaH [1]. BblaensitoT MOHOCUCTEMHYIO (MopaxeHue
OfHOrO OpraHa Unu CUCTeMbl OPraHoB) U NOMUCUCTEMHYIO (Mopa-
XeHue AByx 1 6onee opraHoB nnu cuctem) bopmbl 3abonesaHus.
[MonucmcTeMHbIN BapnaHT NaHrepraHCoKNeTo4HOro rmcTnoumnTosa
BCTpeYaeTcs 3Ha4YnTenbHO Yalle (okono 65% cnydyaes), a U3 Bcex
OopraHoB N TKaHeln Hanboree YacTo nopaxaeTcst KOCTHas cucTte-
Ma (8o 90% cnyyaes). M3 Bcex KoCTew Yalle BCero nopaxawTcs
koctu vepena (okono 50% cny4yaes). Cemuonorus 3abonesaHus
3aBUCUT OT MeCTa MOPaXKEHUst U MOXET BapbMpoBaTh OT Cry4YanHo
HanAeHHbIX U3MEHEHWIN Ha PEeHTreHorpaMme A0 OCTPbIX U XKU3He-
yrpoXxaroLLmx NposiBAEeHU C NOTEHUMabHbLIM fieTarnbHbIM UCXOA0M.
[Mpun BOBREYEHNM B NATONOMMYECKNIA NPOLECC MAMKUX TKaHen 3a-
BoneBaHVe MOXET MPOSBMATLCS NUXOPaAKOMW, renaTtocnineHoMe-
ranuen, NaHUMTONEHNEN, NOPaXEHUAMU KOXM.

KntoyeBbIM acnekToM AMarHoCTUKKN ABnseTca Guoncus ovaros
ropaxkeHus ¢ ganbHenLLnM rmcTonorMyeckum nccregosaHnem 6mo-
ntaTtoB. [1aTOrHOMOHMYHBLIM OKasbiBaeTcs OO6HapyxxeHue B Guo-
nTate 3Ha4YUTENbHOrO KONMYecTBa KneTok JlaHrepraHca, KoTopble
npu UMMYHODEHOTUMNPOBAHUM JaK0T NONOXUTENBHYIO OKPacKy Ha
CD1 n S-100 mapkepsbl [1].

Mpy neveHnn 3abonesaHns UCNONbL3YIOT pasnnyHbIe nevebHble
nogxopel. Pag asTopos npeanaratoT BOOOLLE He HadHavaTh nekap-
CTBEHHOW Tepanuu npu orpaHnyeHHbIX gopmax 6onesHu, ykasbl-
Bas Ha TO, YTO MMEIOTCSH COOBLLEHNSA O CaMOOrpaHUYEHHOM pocTe
N CMOHTaHHOW perpeccum rpaHyném [4]. MNokasaHa ahHeKTUBHOCTD
peseKuun yxxe MMeloLLMXCA rpaHynem Ans npegorepatleHns obpa-
30BaHMS HOBbIX, O4HaKO Takon NOAX0A Takke He NOMy4mnI LUMPOKO-
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ro pacnpocTtpaHeHusi. icnonbaytoTcs nyyeBble METOAbI NeYEHUS.
Hanbonee 4acTto ncnosnb3yembiM NOAX0L0M SBMSETCS HasHadYeHe
BbICOKMX 403 [MIOKOKOPCTUKOCTEPOMAOB NN LIUTOCTATUKOB (aHTU-
MeTabonMToB, ankUNMPYHOLLUX areHToB), a Takke UX COYETaHUS.

Mo AaHHbIM NUTEpaTyphl, B GOMbLUMHCTBE Cly4YaeB NOCTaHOBKA
AMarHosa NnaHrepraHcoKNeTO4MHOro rmcTnoumTo3a bbiBaeT nosaHewn
UK Takow AMarHo3 He BbicTaBnsieTcsa Boobue. 3710, 6e3ycnoBHoO,
CBSI3aHO C peaKoCTbi0 3aboneBaHus], a Takke C BapnaTUBHOCTbIO
KNMHUYECKOWN KapTuHbl 6onesHu [5].

OnuncaHHbIN KNMMHUYECKUIA MPUMEP MHTEPECEH TEM, YTO B AaH-
HOM KOHKPETHOM criyyae Mbl CTONKHYSIUCb C BO3HUKHOBEHMEM
NaHrepraHCoOKNEeTOMHOrO MCTUOLMTO3a Y KEHLUHBLI BO B3POCIIOM
BO3pacTe, YTO He SBMSIETCA TUNUYHBLIM. bonee Toro, y nauneHTkm
Habntoganack opma C U30SIMPOBaHHBLIM NOPAXXEHNEM KOXHbIX
NMOKPOBOB, YTO BCTPEYAETCS He valle, Yem y 5% naumeHToB ¢ no-
O00OHbIM AMarHo3oM, OHaKO 1 Takue crnyyam onucatbi [6].
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