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Jlanreprancok1eTOYHBIH THCTHOLHTO3 (NATOIOTHS KOXKH H BHCIIEpA/IbHbIE
NopaKeHHs)

B.A. EABKWH, T.I. CEAOBA, EA. KOMNBITOBA, E.B. NMACOTHHMKOBA
TBCFY BIO allepscsmi rocy AapcTBEHHER MEAHLMBCKHA YHRBEROWTET M. akas. EA. Barvepas Munaapasa Pocous, Mepuis, Poooxs

AHHOTALWR

AaHrEpraHCOKAETOMHER McTHouMToa LKD) — peakoe koHassBHDE NpoAMBEpaTHEHOE HEPYIWEHWE, OTHOCRIWEECS K 144y Knacoy
THCTHOUWTO308 M XaPakTEPHIYIDILEECH HHOIMALTRA IHER CAHOMD MAH MHBONX OPfaHOB KAETKaMM Aasrepranca C obpasoBaHHe
TPaHyAev . AHEAKI AMTEPATYPH MOIBOAHA ONPEABANTE MHOXECTBO ITHOAOTHHECKHY, MATOMEHETHHECKHY, MyCKOBLEX (DaKTopos M
MEAHMIMOB paieuTis AKD, o0yCADBAHBIROUME Pa3Ho0o0paInee KARHHYECKON KaPTHHE M TevesHs 3a0oiesaHms. KauHmyeckHe
npomaaeHn AKD 049eHE BApHATesHE H 33AMCAT OT THESCTH NOPaxEHHA 1 BOIPACcTa DOALHER. KpoMe NOPEseEH e KOKH O eyd-
ETCH BOSAEYEHHE B MPOUSCC OAHOMD HAK DOABE BHYTPEHHMY Oprakos. TRYAHRCOCTH AMATHOCTHKH 3300ASBAHMS CAYXET MpsUMHOR
CTATHCTHYECKHX BapHausi ART B pasHEx CTPaHEX MHPE M HY EAZETCH B NOBHUEHHOM BHHMZHHH BpaYER BOeX CNeuHaALHOCTER,

Karmepwe caoBa: ASHTepraHCoEAR TOYHBIA FHCTHOUNTO3, KAWHMES, AMSITHOCTHES, ABYEHHE Ny Hna.

Langerhans cell histiocytosis: Skin diseases and visceral lesions
V.D. ELKIN, T.G. SEDOVA, E.A. KOPYTOVA, E.V. PLOTNIKOVA

Acad. E.A. Vagner Perm State Medical Academy, Ministry of Health of Russia, Perm, Russia

Langerhans cell histiooytosis (LCH) is a rare clonal proliferative disorder that belongs to class | histiocytoses and is characterized
by infiltration of one or many ongans by Langerhans cells to form granulomas. The literature analysis could identify a lot of etiolog-
cal, pathogenetic, and trigger factors and mechanisms for LCH development, which determine the diversity of the clinical picture
and course of the disease. The clinical manifestations af LCH are very variable and depend on the severity of lesions and the age
aof patients. In addition to skin lesions, there i involvement of one or more visceral organs. Difficulties in diagnosing the disease
lead to statistical variations of LCH in different countries of the world and require more attention by physicians of all specialties.
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AT — anTemena

BJIC — boncans Jlerrepepa—Crec

EXIT — fonesas Xammssoro— [pemucepa

EXIIK — Goneans Xenna— Lonnepa—Kpacsena
INEC — rmokosop THEGCTE PO HAR]

HIXH — oMMy Horicrox MMHMCCKOC HCCICAGBAHIE
EJI — gnemxcn Manrcpranca

JIKT — nanrcpraHcosnecToMHER MCTHOLHTOS
MIIKI — mynerrcactesmei JIKT

HNKI — seonaransanii JTKT

Nanreprancoeneroaniil mcrrousmos (JIKT) — peaxoe kno-
HANEHOE MpOARgEpaTHEHGE 3a00CEAHKE, XAPAKTCPHIVRIICES HH-
dETpANMCH 0AHOMD KA MHOTHX oprasos kreteass [lanreprasca
(KD s oy rsasam sy e 3dubeKTOpHEIME KnETEAME © obpaso-
BarmeM rpanynes [ 1, 2].

Camoc nopeoe omacanne JIKD — cnryuan scansodwenseoii rpa-
wyacMel, cocaano T, Smith { 1865). [pwopurer B pycokomasms o 1m-
Tepatype of 203rHodmnsrod rpanymese npesatmeant H H. Tapa-
Trrosy (1913}, B 1940 r. L. Lichtenstein s H. Jaffc sscan wossdi
TEPMHH «IHCTHOUMTOI Ko, OCTABABIIMICA B THTEPATYPE A0 HACTOS-
mero spesenn [3], Cremyonnm smanos B waygenwm npofness aps-
nack nyGaHkanms panysexnx naranoroe . Nezelovetal (1973) o
TOM, WTO MTHCTHOUWHTOS X — PEIVIETAT MPOIHEEPALE H THCCEMHHR-
POBAHHA TATOIOMAYECKHY THETHOUHTAPHEIX KACTOK, HICHTHGmMIN-
pyemex kak KL, i npeanoxnm nepensesosars ero 8 JIKT.

Smwonorma 1 narorceea JIKD wewssccmim. Muoree asmops
CHMTART, 9T0 KnoHwtkHan npomadgepamns K, nporpeccapymmee
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TEHCHHE, HHEAIHBHEE POCT H IHCCCMHHALHNA TPOUSCCY CERATTE -
CTEYIOT O HoOIUIACTHECCKDER npupoac mbanesanna, OaHako Hexomo-
PHIC HCCACADBATERM B0y cEanT peaxtiesmil xapaxtep JIKD n ofs-
sicHAT cro abeppadTroi poaxumci mexcry K i T-oasdorprraness.
B oTncABHEDX cOyHasx B KQHCCTEC BOIMORHOIMD MYCKOBOTO daxmopa
BONCEAHN  PACUICHHBACTCH NPCIMCCTEYHHIES HHOHUIHPOBIHHE
pupycoM rmrmeiina— bapp. Becxaamsactes MucHHe, STO XapaxTep-
mere npeaHake JIKT, taxne kax auxopangsa, McTomeHme, HOKPO3 W
uipo3 NOpaXcHHEX TEAHCH, OCTOOIHI, MOMYT OHTE OFESICHCHED
pransogeiicTanes K1 o T-xneror, npeBoIsmmy K Kackamy BHCBO-
Soxcermn mproknsos ([L- 15, TNF-a, TGF-) ¢ nocrenyommm pe-
KPYTHPOEAHHEM 303HBEHII0E M IPYIHX HMMYHHEX 3tkbexTopiii
KIETOK C fOpMEPOBAHHCM IPAHYICM B paamrsex Teaaax [ 1].

AHATHI THTCPATYP L NOIBOTHT HICHTHEHUMPOEATE PR CoMoil-
Hux cmyuace JIKD, 4To CEReTeARCTEYET O XPOMOCOMHEON HECTYGHITE-
HOCTH M BOSMOKHON POTH ICHOTHECCKHX RETOPOE B PA3BHTHH -
Bonceanmn [4].

Emsmmscc ke npoasnesns JIKD ouckes saprabonsie o 3asscaT
OT BORCYCHHA B MPOLCCT QIHOTO KWK GONce OpraHos, THRCCTH 0-

Konmaxmnan uropMagus:

Konwmoea Esenwa Awamoseesna — acc, . ACPMATOBCHCPOROTEE;
614990 MMepus, ya. Merponasnosckas, 26; Ten.: +7(9%64) 1 94-8179; c-
mail: kapitoshcka@vandex.ru

115



B.A. EAbrain 1 COABT.

pakcHai B poapacTa Goasksoe, B ceaam ¢ atum Histocyte Socicty
(2008) exnemmno 2 rpynnsl Hapy WCHE — MOHOCHCTCMHES M MY TE-
THCHCTEMHEDR [5].

Boasmmyereo cayvace 3a60ACEAHMMA NPHAOTHTCA HA JCTCKHI
poapacT. CTATHCTHNECKHE JAHHEE B PATHEIX PEIAOHAY MEPA KOE-
omoren mexcny 2w 10 eaygaasn va | somm geTeii B rog; B 3peno Bo3-
pacte JIKT perscrpupyior ¢ gactoroil 1—2 ma | wan nomyasomm.
Mowrn moboii opran moxet Gums soanteaeH B JIKT, wo noxa oreyr-
CTHYEOT JAHHEE O NOPAXCHHH NOYCK, MOYSBOTO TTY 3EME, HATM0MCY-
HHEQE H TIOI0BRI KEmed.

Mosocscressi JIKD. Orapsacten xoponmms mporsoaos © B-
CORD HACTOTON CIOHTAHHEIX POMECCHITL

ITopaxcenne kocmei. JIKT xocteil — onso n3 camix 9actax [6].
Hamofncmean nosanmiEamn — koo scpena (pae. 1), poxc serpesa-
KITCH OMATH ACCTPYKLHM B THHHEX Ty GHaThIX KOCTHN, [I03BOHOHE-
ke, KocTax Tam | ap, [7, 8], Kocmsas natonorns HepoIko npoTckacT
BeccummmomHo. B 1oy ocToommaa Habmonacren GoacaHCHH B OTCE
PAIHOG CTENEHH BRPOECHHOCTH, ¥ OTAEARHED SOILHED cONPOROERR-
wnpiicn wIsnaeHnes. CrocobpazHyio cHMITTOMaTHEY Oy COomms-
BACT MOPANEHNE HICEHEH YEII0CTH, B KOTOPOE NPOHCROANT PaIfyie-
HIE ANEBCOSPHER oTpocTEos. (MedsoCcT: B KpOBOTOMHBOCTE [JECEH,
noTCpa Ty 08 MOryT BRTE panHEMeE npaasasasa JTKD [9]).

Hurpaopbumansnos ofpazosanme rpasyneMe (Yame B ofnacTa
NATCPUTEHOEH CTCHEH) COMPOBOMIACTCH PAIBHTHEM [IPONTO3A, TICPk-
opbsmansioro oreea [10, 11].

B sapncHMOCTH OT TOKTHIANMH EOCTHON NATOIO0MHE OTTHCHB -
KITCH H IPYIHE ©f MPOSEICHIE (PCIirIHBHEY KAIHA CPCIHENA OET,
¥TPaTA CHYXA, CYIOPOrT, TRCMOp, MEPaTHEH HCPCIHEX HEPBOE | Ip. ),
KOTOPHIC CEOPET CNCIYCT PACCMATPHBITE B KASMCCTEC OCAOEHCHHIL
Mopaxerns xoctedi npotckarT Henpeackasyeso [12]. B Gonsamos
YHCAE CAYHACE OHM PAIPCIIAKTCH CIOHTAHHG WIH TRAHCqsOpMupy-
10TeA B cHcTeMHEN mpouees [13].

Hopawcenun xoxcn. Monocneresmsni JIKT xoocs n apyreo ssr-
KHX TEAHET (3030HofnLHas IPaHyReMa) 10 HaCTOTe JAHHMAET BT0-
POC MECTO MOCNE KOCTHOH NATonordH. Y Hi- H My TR0 NEHEE
NOPLECHHA TONEKD EOEH HabmoaawTen peako. Oun peTpesamTes
BO BCCX BOIPACTHEX IPYNNAx, o Hanbonee gacto v gerei [14]. Mps
ITOM MPCofIATLKT CIyEaH NEPHAHANEHON M FEHHTLTEHOH J0KLTH-
IATHH B BHIE COMHTAPHEIX YAT0E HIH MHOKC CTECHHED KPAcHEIX M-
MyA, SEBCHHO-BCreTHpyrampx Gnmmex. bonnmuxremso GONEHEX ©
Takoil marosornci cocrasaioT neaoaxs [ 15]. ¥ espocaso Taxse co-
xpaHacTeh nepesce Bonbanx xcuups |16, 17]. Koamsmecxne npo-
HEACHHS BETHPIKT MHOECCTBCHHEIC MOIEHE, KPICHODD LBCTA M-
IyNEL, COTHTAPHEEC HWIH MHOKCCTECHHEC YUTH, SPHTCMATOIHEIC
s, GoncIHcHHER S386 (puc. 2, 2 oM. B3 oe. sxeike). Onscans
cmyan pacnpoctparcHid Takoro JIKT sa crersn praransma, medi-
ki mark, npuaatos | 18], Boamoxro pazerrie onHo- mak oEycTo-
poHHere naxosoro maMbageanTa. [pusvepso 8 23% cayuace oauo-
BPEMEHHD HIH [I0CTE0BITENRHO IOPANATCA HECTPANEHHETANLHEIE
VORCTKH (THO0, TYTOBMIE, KOHEYHOCTH, CANIMCTAS ofonomka pra)

Knaccudpuxaumn AKD

MEHGT.IT{F"HHﬁ Mymemacacressnii JIKT
Yemporannoe no- Borncacume 2 oprasos u Gonce Ge3 Ha-

prEcHEC THMATHYC-  PYIICHES P gry HKIe
CXHX FAM0E, KOXH,

mcmit, JIETEHX HITH

rirodiaa

My nmemeedroraneroc Borncacuie 2 oprasos u Gonce ¢ Hapy-
NOpaMeHHE KOCTE IECHIEM BT

FUTH M THECCHIE YA HU3KOMD PHCKR [ Xopommmii
yAanoB MPOrHO3)

TPy BEICOKOND [HCKE {BEICOKAN
NETALHOCTE, BORICHCHAC HARBanoe
BAMHEIX BHYTPCHHHX OPTAHOB —
NETEHX, TICHCHH, CCICICHER, NeMn-

MO THHECEDI EHE'J'EHHI
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Pric. 1. F03un0thHALHAR TPAHYAEMA KOCTER YEPEena (MarsHT-
HO-PEIOHINCHAR TOMONPAMMA): HECKAEPOIMPOBANHLIE KOCT-
HbIE ASERTI € YETKMMM, CKOWEHHLMH KPAfMH, 3AXBATLIE-
HHMIME HAPYAHY IO H BHYTPEHHMNIO KOCTHLIE MASCTHHKM,

{pme. 2, 0 oM. B3 uB. BEneiKe), 2 rprimorTensHo B 43% sHyTpoHERE
opraxn | 19],

MHCTONaToROrANECKAN KAPTHHA HE OTTHYACTCR OT TAKGBON mpH
apyrix thoprax JIKI — npomadepamsea KN ¢ sy nodheromimon
CD1a, S-100, Langerin {+}.

Tlopascewun sesxux. [lepeirarai mosocncremisi JTIKT acronmx
¥ Actoil setpesacTen penxo. HaoBopor, ¥ sspocmsx (npomsaymme-
cTecHAD B wHTepeare moxty 20w 40 ronamig) perrcTpEpyIoT Haom-
POBIHHOC IOPAKCHIE Terkix 663 BORICHCHIN IPYIHX OPTaH0E, ITPH-
qcM B oDcHx BoapacTHEX rpynmax B 20—25% coyuace 3abonceanme
NpoTeKACT BECCHMITOMHO H BREARTRCTCH CIYHRAHD IMPH PCHTTCHOI0-
ruucckom obcacposannan [20]. B apenos sospacte sacToTa pazemTHs
monocecTemeoro JIKD sercux pocturaer 2008, npr stom ot W Ao
10K BoneHE B2 3TOH KOTOPTEL, 10 JAHHEM DAL ABTOPOR, KYPHTE-
mem [21].

Hamfionee wacTvm NpHIHAKAMA [TOPAREHMA NETKHX CTYRET
CYXOH KRNENE, OALIIED TPH GHIHYCCKOH HATPYIKS, IUHBPATEHEE
BOUTH B IPYIHOH KISTRE , THXOPRITE, HOHERS 0T, CHHEXTHRE MACCH
TEMA, HHOTI CHMITOME! THeEMOoTopakca [22].

Perrrenonoreseckmre paMeHeHnn (pue. 3) Ha HavansHEX FTanx
IAKMEONANTCS B PAIBHTHH FCHACHHOTD CoTIaTO- TRRHCTOND PRCY HER ¢
MIOCTICTYHHITHM HOPMAPOBIHHCM ABY CTOPOHHAX «3BC3ISATEX YAI0HS
H TOHKD- M TAICTOCTEHHEIX KHeT (scoToekic acrxmes) [23]. [pornos
nps acrosnoil Gopse JIKTD sapuabcnsusii; ot perpecca wm crabe-
NMIAMA A0 PCLIHIMEHYIOMCTD TCHCHRE, HHOTAA ¢ ICTATEHEM He-
xomom [24].

Monocacmesnsii JIK T xowcu @ zpydnom sospacme. CooBimgrms o
JIKT B mcoHaTansHoM DEpHONE KACAOTCA [0NTH HCKTNHTEILHD
HIOMHPOBAHHEDR KDEHEX MOPIECHHE 0O CIIOHTAHHEM PAIpPeIICHE-
e, Boepesee Taxoit sapaant JIKD omean K. Hashimoto u M. Prtz-
ker g 1973 r, [25] kak sposIcHHE CAMOPAIPEITARHITHACH PCTHEYIO-
THCTHOUMTOL,

[Mpw meonaranssom JIKT (HIIKD) pafmonaores kag MoHooEa-
MOBHE, TIK H TACCCMHHHAPOBAHHER TPOSRICHAR, O0HADYEHBICMELC
OT MOMCHTA PORICHHA A0 4-HEACALHOTD BOIPACTA, XOTH AMAMHOCTHE
gacTo sanaiguBacT. Hemmnan 9actora peonatansioro JIKT ve noa-
macTea onpeacnckmn (1—2 coygas wa | maH HOBOpOMCHHEIX),
B yxazarmoil koropre HeckomsEo mpeodmrmoT mamsamks [26].

Hamfionece xapaxTocpHeC NPORRICHMS — MHOOKCCTECHHEL,
IUIOTHENE TIAMYAED BT ¥R OT KPAcHOTD 00 KOPHEHEBORD LBETA,
AmameTpoM 5— 15 MM, pacnonarammmeca Ha MOBEX FIACTKIN KO-
HOTO IOKPOBA ¢ BOIEE NPEIpPacnoNoXeHHOCTEN K BOKATHIIINI
Hil JTHIIE, BONOCHOTON Y3CTH MOI0REL, BCPXHHE OTACIAX TYAOBHIIE W
BEPXHHY KOHCMHOCTRX. BRCHNaHn foccnMITOMHEER, HEPEIKD Ik

TEPAMEBTHYECKIMA APXHE 04, 2017



K cratee A. 5. Cymapokosa u coagm. «Caydail nepeHIHON THATHOCTHKH OTKPBITOTO
APTEPHAILHOTO MPOTOKA ¥ NAUHEHTKH B Bo3pacTe 75 net»

Puc. 2. Ixoxapaworpasma Goaswoi A., OAT,
a — nporoeesHsn norok B CIA 8 ponnoneposckom peacisee; 6 — pacompenssii CITA,

Prc. 5. DATN. MCKT ¢ BHYTPHEEHHELM KOHTPACTHPOBAHKWEM CEpala BoasHOR A,

g — 3-D-pexoscrpysimn: HefoTHIore pazMepa obpasoiaHne, PACTIGCKEHHOE [0 HURHEMY kpas aopTa # e CJIA, cosmurmomee oba
cocyna, pacumperHEn CIIA, arepocknepomitecimne HIsMeHEHRA CTEHEN A0pTEL

K craree B./[. Eabkcuna u coaem. «Jlaureprancok1eToMHbIH TMCTHOWHTO3 (MATOM0MHA KOKH
H BHCHEpAIbHBIE MOPAKEHHS)»

Puc. 2. MowockcTesmeil AKD komon (302un0gmssnan rpasyaema).
3 — MCpHAHATEHA IPoIMEHO-TascHHE Bsmka [no M. Shahidi- Dandrasetal, 2011]; 6 — sancnneii nedexr 8 ofimacta Tecpacro weba 6ol po-

RIICHCHIA KOCTHOMH TKEHH. q



|
K craree B.J[. Etskuna u coagm. «J|aHreprancoKAeToOMHbIA THCTHOLMTO2 (MATOMOTHA KOKH

H BHCHEPATbHbIE MOPAKEHHSA)»

a i

Puc. 4. BposAeHHLIA CAMOPAIPEWAMHACH PETHEYAOTHCTHOUHTOI.
A — MPEICHTALMA CHIMA Ha |-M MoTy XUIHH ¢ BORICYCHMEM TIETKHX, meweHn | ceneacHi (Habmonenmne M, Larmaldeetal., 2008); 6 — comurap-

HEL THIT: KYTIOAGO0PAIHAS MATYAL AHAMETPOM T MM ¢ KODEOH B IEHTPE HaA NOACIIBE HHOA NOBCPXHOCTH CTOMEL.

a i)
Puc. 5. Myasmhcucremusiil AKD, BAC y T4-mecausof AEB0UKH C NPORBASHHAMH TNETATOCTIAEHOMETAAHH M MEATYXH.

3 — MHXCHOMITHAS CEITTE M3 MEMKHY KPACHORATO- EOPHSHEREDE AT, § — BEINKYACIHO-MYCTY T IHEE BRECHIAHNS, NEPCMUEARIHECA © Myp-
Ny POIHEMEH ZNTMEHTAMA Ha TAN0MHX («mypryposHan scaesas ) (Hafzoacase LM, Fermeimetal ., 2000,

Puc. 6. BuonTaT yaaa (203uH0giMALHIA rPaHYAEMA) BOAOCHCTOR 423CTH roaoast. MTXH: NoAGKMTEALHAR OKPACKA HA AHTHIEH
CD1a.



.-'I.anrepramaem YHE A FTRCTHOUHTOZ

Puc. 3. KIT aerkmx. KMCTOZHBIE HAIMEHEHHA (sCOTORLIE AET-
KHES ),

AZEMANHIMECH, Be3 TEHACHIMH K COMTHIEE W IPYINHPOEKE (oM. pHe.
4, 3 ma me. Bxneike), Ohoacass cooydan BOIHHUEHDBCHIT MOLTIC K-
NONOGHEX SACMCHTOR, BCIHKYICIHEX B BCIHKYR0-OVUcIHEx d-
duopecucHINi, MEMOPIArHSCCERX MYIRPCH H My POYPOIHEX BRCE-
namHi, 3aTpyEHacuEx auarsocTky [27, 28]
Peasomu sapiasom HAKT spneerca spoxacksasn comrmapHas
PCTHEYIOMCTHOLHMTOMS, OMBCAHHAE MO9TH OAHOHEPCMCHED 1.
Bergeretal ( 1986) w A, Taichetal {1986). Ova cocrammseT oxoao 25%
scex coayHace Goncian Xammmoro—[Tperxeepa (BXIT) [29]. MTposs-
ANCTCH B AHAC OERHOEHON MAMyIE BTH JTa, Sae Paco arasoims-
CH HA THUE ¥ TIoN0mBeHHod nopepxiocti ctor. Chpacka anevenTos
(puc. 4, & cm. B3 UR. BEOeHKE) MOXCT BAPEADOEATL OT TERECHO A0
KPaCcHO- KOPHYHEROH, HEpemon oTaedanT wreemnenme [30].

Braenex THO caMOpapeIlAKMIETOCA PETHEYIOTHCTHOWITON ©
noaasns Hasanos (H, Belhadjali u coasr. [31]), xoropeii passxsacT-
cay gereii B Boapacte or |7 aueii oo B ner, wimmmteckme nposaneHms
H TEHCHHE KOTOROMD HE OTMHHAKTCR OT KMAcCHUCCKOND BAPHAHTA
(EXIT} .

Y bomnuezx o knpHHuccEny desomanod BXT sscucpansie
MOPLECHHA OTCYTCTEYEOT, CaMonpom3B0sHEI Porpece IopMaTone-
HECCKOH CHMITOMATHEN 00RMHO 3aHMMacT 2—3 Mec, HHOrma pac-
TAMMBACTCA HA BoCh MCPAOA TPYIHOM BospacTa. SdehaopococHimm
OCTABASIOT MOCAE cofa MMMo- KTH MHITCPIHMC HTHPOBAH HEG TIHTHA,
arpoderccEns pybusl, B 0aHoM B3 confucHm# oTMeacHO dropMEpo-
Bamne aveTonepais, Perpumes soansxaw Tpeaxo [32, 33]. Ooaaxo
BOAMOXHOCTE PCUMIMBOE M TPAHCOPMALINE B MYAETHCHCTCMH B
npoLese o0YCIoATHEACT HEOBXOIHMOCTE ATHTEALHON HABIINE HIS
3 ITHMEH BOTEHEIME,

lMecronoraeckn B gepse oBHAPYXMEAIOTCA MACCHEHLE HH-
GHUTETPATEL M3 TEOMOPHEX FHCTHOUETOR © OMUIEHOH [HTormas-
MO THIA sMATOBOID CTEENAs B MoMECDOpaaHEmMn sapamu. B coctas
HHEANETPAT BXOOAT S0GHHOGEILL, THMBOUHTE,  HelTpoduk,
MHODDSUICPHEIE THIAHTCKHe kneTkH. Yacro safmomamompdics snm-
ACPMOTPOITAZM COBITAIACT © MILA3EAcHICM Baichinarmin, [Tpe may-
HorrcroxumirecexoM mecacaosanan (HIXH) g Goasummcrse omy-
xoncasD Kncrok obnapyaxsaoTea Mapxepe KIT — CDVa w S-100.
Mpe ancrposnnoi mukpockoman B 10—30% memwonumos susmas-
wres rpanyns bapbcka, Ho B MocHemeM komsaceTee, wem B KT [34).

M yaerucweremmeii JIKT. [eperansii syasrncueresmsiil TTKD
(MIIKT) moxer pazeuTeca B moboil BoIpacTHO MPYONe, HO Hak-
Bonee gacTo perucTpupyeTea ¥ geteit, [Tpu sTom ocobenno Taxeno
npoTeEamias fopsa — coTpai precemarrposanusii JTKT (BIC)
HEYHHACTCH MPCHMYMECTECHKO B nepeuie 2 roma xcuaam. MJIKT,
PATEHEAKHIHICA B BO3pacTe oT 2 10 6 JeT, OTAMYACTON XPOHHYE-
cEMM, MeHee ooTpiiM TeseHes ( BX LK) 1 taxecms ero onpencns-
©TCH BORMCYCHHCM BHYTPCHHEX opraHos (ocofcHHO MoYcHH, nor-
KHMX, CCNCICHKH, MoMonoaTiaeckoil creremi). bonce wem 8 S0%
caysack 3afoacBaHMe HASMMHACTCH ¢ ICPMATOIOrANCCKON CHMITTO-

matren [35, 36].

TEPAMEBTMYECKMA APXMB 04, 2017

Boseznn Temmepepa—Cuge (ETC). Haummactea octpo i no-
CTENCHHO © THXODLIKH, TPHHAMAKKOCH B IOCICAYEIMEM TEKTHC-
CKMil XapaKTCR, W HIH BRECHTAHW Ha koxe. Pooee nopesM npazHa-
KOM OEATRIBAKTCH BRCUCpAnEHECE nopaxcHus. Jepuatonormcckne
npoanTeHa noasMopdese # apccemmHEnpomanaee. Ha nonoen-
CTOI HACTH NMUIOEL MOSENSIOTCH MACCHEHEIE MHPHER CKBAMOIHO-
KOPKOBEIE HEMEHTE, HANOMHHAIEE coBOpein, | IIEPeME XKAKHIHE -
CH ¢ IYPIYPOIH0H CRIMERD. Takwe Ee SEIEHRA OTMENA0TCH B MERN0-
naroancii ofinacm 1 ofimacms rpyoeHe. Ha Tynomame u B cenmankax
{MOIMBEINEHHEX, MANDELEX, MCKBATOIMYHEIX] CHITE COCTOMT M3
OGHIEHED JHXCHOHIHEX KPACHOBATO-KOPHHHCERX, KPACHOBATO-
MENTHIX WM TEnccHoro useta namyn. B nexrpe wx Hepeaxo nosems-
KOTCSL MY SEIPHRKOBENS CMCHTEL, NPMBOLIMRS K MokeyTaee, B nams-
HEHIICM BOIMOKHO PA3EHTHE HEKPO3a ¢ o0pas0BaHHEM METEHX 938,
NP# PASPCIICHENA EOTOPEX OCTANTCH ToAcHHEE pybankn. B wHrep-
TPHIHHOIHEY YHACTEAX MOXCT HAGMIOIATECH KAPTHHI MATICPailHN,
BOAMOXHC OPMEPOBIHIE HHAMUTETPATOR, Oy XONCREX SCMCHTOR C
AHAMOTHEHO Spomoune (pHe. 5 oM. BE UB. BEIeEKE).

Bucucpanesas matosoria oYcHL EAPHADCILHAR, MOXET BETH-
HATE KaK DECCHMITIOMHES MTOPREEHR OIHOMD WK Bonee OpraHoe,
TAK W [PYORIE HAPYIICHHS B0 a7 HKIpi.

BommeueHme remMonosTHHECKOH CHOTCME NMPOSIEMACTCS THIIOK-
POMHOH AHEMHZH © AHHIO- B DHEKHI0MHTOI0M, TROMOGUH TOMCHE-
cil, OOYCAOETHBANMIMME PAIBHTHE roMOppardcckoil cermm, Boa-
MOKCHED IcikomcHns ¢ Heimpohancsom [37]. B nysxramax kocmoro
MOAM OTMCHAKT YECIHMHYCHRE CONCPRAHNA 3MCMCHTOR PCTHEYIOM-
cTROuMTapHEoTo paay. Knnsnscckne NposencHng Iero9Hoi B KocT-
MO MATONOHH AHAROIHYHE TAKoBRM TpH MoHockcTesmom JIKT.
Kpome ynoMHHIBICHCE CHMITIOMATHEH BOAMOMHE PLIEHTHE HCC-
XAPHOMD THAGCTE, OTHTA, (EHPCHAS, JAACPHED DOCTR, TIRPLTHANI 4e-
PENHEX HEPROE,

Bageznn Xewda—Illwasepa—Kpucwena ¢BXTHK) — xpowmmre-
crwuii papuant JIKT, pasnpeasoursiicn mpessy iecTe HEO B DAHHEEM 1
NO3AHEM JETCKOM BOIPACTE, Same ¥ Mansankos [38].

MMomHocTeD KRCCHYECKIN TPHALY, BEETHFARNIAT S0SHHOGHTE-
HYED IPAHYICMY KOCTCH, 3apranss ¥ HecaxapHeni quaber, pors-
cTpupyeTca nowrk ¥ '/, Gomerex. Mowo- o syne BHESE
OCTCOAHTHYECKHE OHATH N0 BTHHHYCCKDH KAPTHHE H TCHCHHED HE OT-
THMAKTCH OT KIACCHSEC KON OMTHCAHHA S0MHOGHITEHON MPaHy IeMEL

Shoopranes (B 40% cmywace oanocToporami, 8 30% 1eyero-
POHHMI) BOTHHEACT B PEHALATE (MPMAPOBIHAA TPAHYICM B MAr-
MK TEAHAX HITH KOCTHX IAIHHALE,

Hecaxapeaii nrabet sRmseTed cIcacTEHCs rrnodssapmHo- meTy-
MTAPHOTO MOPLECHHE H BRESEAAcTCH npuMepHo ¥ S0% Gonexenx
EXIIE. MMpr aroii dopue JIKT same mafmomaores Heepomorise-
CEHC HAPYINCHES, CEHIAHHEC KAK C MOPAXCHHCM KOCTCH SCpera, Tak
M C ACICHCPATHEHEMH HIMCHCHHSIME BCLICCTED MO, Y GOIeHEX
MOIYT PREIEMTECS TPCMOR, CYIOPOMH, HAPYIOEHHS CUYEA, aTpodus
IPHTENEHE HEPBOE B T,

Jpyrue BHCUCPATEHEE MOPLECHHES | PEMATOCTLUICHOMETATHS,
M EHONATHA, MATOAOTHA JETKHX, TIMCE, RETYI0HO- KR HH-
' TPAETA) AHATOTHYHE! TaKoass npe Mosocaeresaos JIKD w JTIKD
mina Jlerrepepa—Cuse [39).

Koxman cummmomarika taksce we ommmsacted or BIAC, wmo
perpesacTea pexe (v 30—50% Gomsnex) . Ha sonocuerod sacti rono-
BEL TIOSEMAHITCH 3KCCY AATHEHEIS BEICEITIAHNA, HANOMEHIOmRHE cobo-
peiteii nepuarer, Ha mine, Tynosmme 1 korcasocTax HalnoaaoT-
CH NANYAL, YU 1A GAIEN KeaTosaTo- KOPHYHCE0ND — SpKo-
KPAcHOMD LECTA, NOKPETHE YCIYIEAMH WTH KOPEAIMH, METKHE
wcanTomsl. Boasowso nosmmcHRe myprIyposHoi, Same meTematk-
Mol ceny. OTIENEHEE MEMEHTH PRIpCANTed © OOpasOEaHBEM
pyouoe, ONucHBAKTCS CAVYAN € ATHITHYHEMA TPOSRACHAAMEH B BH-
IE pACCESHHER, THIGTHIMMEH THPOBAHHED [HTEH W ANy ACOIHTAPHG-
I YK Ha OA0B0M WITHE.

Pan asropos ordeuaoT, ato pazerme MITKD snorma npeame-
CTEYIOT HIMCHECHHA HOMTCH (MOIHOTTCELN FHOCPECPATOR, [MyCTYALL
MY PIYPOTHEIS CTPHHH, TONCHTHRE BIABTCHAS Hi HOTTCBOH IACTHHEE,
OHHXOPCKCHE, OHMXOIH3RE, napomsxas ) [40, 41].

KT & spesom u nowcwsom sozpacme. JIKD B apenos » nosesenom
BOAPACTAY MOXET BHTH MOHO- B MYTETHCHCTCMHEIM, HO PCTHCTPHY-
croa 3ameTHo pexe | —2 conyaas #a | mas B nonyasuwem). Y sapocienx
npesanupyer MokochcTesmusi JTKD 8 60—72% coyuace, Cpenroii
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BOIPACT H3 MOMCHT MOITBCPAICHHOND QHATHO3A cocTapmsaeT 35114
net [42)], HaManEHEIME CHMITTOMAME B 3TOH rPyTNe GOILHENX SEASIOT-
ot nokaIkHER Gomm (ocofcHio npu nopaxcrwr kocToi) y 34% Bone-
Hex, CHUXCHEC MACCH Tena M mxopatka Habmoaaporea y 10—11%.
SBoanrodwsHan rpady TeMa Hanbanes YacTo TOKATHIFETCN B KOCTHX
yeperna (51 %), ocoberno crpagaoT weaoeti (305), 9o MoweT BeCTH
K pAcCIAaTHEAHMIO U yTpate Eos. Pexe nopaxamTes qpyrie KocTH:
maesHEre Tpyouarae (1 T%), noasonoannsa | 13%), Taza (135), pebep
(6%). Onxo B3 Hanfonce XapaETepHEX — HECAXAPHEI
mHABET B pe3ynLTATE MOpake A renodusa [43].

JepMaTonorHNecKHE MPORENCHHS AHANOUHUHE!  OIIHCAHHED
BHIINE, HOMAcTOTA MX Koachneres oxoao 7%,

Meaenocmuxca JKI. Peayastarsl recronaroaorHSccEonn Hocme-
nosamns 1 HIXH aemscres penmoomms 8 aparmoctaxe JIKT. Ha-
AHYHMC EORHEDN BREICHMAHEE W PCIYILTATE HX THCTOAOTHYNCCKDTD He-
CCIoBAHME OORCTHAT MpcARApHTCALMEDR anaraos. B pepme obua-
PYXMEABOTCH MACCHEHEC HHQHIETPATE M3 MIcoMOophHEX THCTHO-
LHTOE ¢ ORMEHOH IHTOMIAIM0E THNA MATOROMD CTEEMA H TONK00-
OpasHavue gapavi, B coctas mudwasTpata exonst sommHodee,
M dROITTEL, HERTPOdEUIEL, FHFAHTCKHE MHOTOSICPHERE KreTen. Ya-
CT0 HAB TR HECA JTHIEPMOTPOMNIM CORMATRET ¢ HIRAITCH M-
MH sfwhnopscoeHTH (pre. 6 oM. B3 uE. BEIEKe].

XOTH «3000THM CTAHAAPTOM: AN8 HneHTREanms K canract-
sl BEsBRcHEE rpaHya Bapbcka npH TPAHCMHCCHOHHON 3NCETPOH-
HO# MAKDOCKOTIHE, 3T METOIHKD B HACTOSIICG BCMST HIXOIMT 0rpa-
Hrrckioc npascHerne. Hawbonee Toasan sepndmeanma K nocta-
ractea npr HIX H. [MamornosormmnsiyM senacTes sxcopeccs KicT-
kamu smapxepoe CDla u 5-100. B nocacance epews Boe Gonsince
npeasanme Haxomet Langenn (CD207) — omHockmoasso Hosoe Mo-
HoxnoHaneRo: auTHTeno (AT) nporue Tpancsembpannoro Gonka
2-ro THna, accouHMpoOBAHEOTO © rpady.tasi Bapbexa [H4].

Bee Goaneise ¢ nogoapennes Ha JIKD pomesu nommepraTsca
TIIATEALHOMY OBIEMY ODCACAOEAHID, BICTINAS GLEHEY MACCE TEA
u pocta, JlaBopatoproe ofcne[0BAHNE AOIKHO BITNNATE MIOTHE
TEMATONOMHEECKRT CNEKTP ¢ KOArYI0TPaMMoil, ol aHamms Moam
Y HKLHOHATEHRE NeYcHoMHEE npodil. Heofxonumo pesTreHono-
MEECKDE HeCTEIoBanie kocTeil i rpy aaoi et [44], [ocre Gazo-
BOH OUCHEM B ZJBHCHMOCTH OT PEIVIETATOE MOTYT NOTPoOOBATECA
MANEHCHIINAE ArH: W HKUHOHANEHEE Mpobil B GHONCHA JCrERX,
MAHOPAMHAA PEHTTCHOTPadMA TyGHOND DAY, KOMILITCPHAA H Mar-
HHTHO-PC30HAHCHAS TOMOrpadss =cperd, SHACKPHHOIOTHHYCCKOT
oiCncIOBAIHNE, KOHCYIETAIN OTOMAPHHNOI0NE ¢ OSHKON Zy1mo-
rpammel [44, 45].

Hewenwe. Tlpe conprapHe HOTYASPHED THOPAXCHEAX KOKH MO-
HocucTeMuoro JIKD MoryT npuMcHATECH HAPYEHEE TCKAPCTECHHEIC
thopue ¢ rmoxoxopTeEocTeporgass (TKC), PUYA-Tepanua, sapyp-
THHCCKOC HOCCHCHIE, COTH TPOSIEACHHA HE PCrPCccHpYIoT COOHTAHHD
B TeqeHne nepesx 6— 12 Mec ®aHw 1M He TPOTPECCHPYIOT 10 MY TE-
THCHeTEMHOrO npouccca, Pacnpoctpanennsii JIKD wosm v aerei
Tpebyer npaseseHnn PUVA, yanasmmonmx kxpeMos i Kpesos |
maxil ¢ [KC. Huewrea coobmenna o pazsodd crencue =hdekTHe-
HOCTH UHEAGCIOPHHA B TaEpoansyca. B spenos poapacTe cnckTp Me-
PONPEATH TPE MOHOCHCTEMHEON [ KIGKHOR) MATMI0MHE PRCIIHpRCT-
cst, Kposc XHpyprfscckono HoocHcHA 30aHEMpbEIEHON rpaHyIcME
KOXH OPHMCHART BHyTpRosaroess seeacHns [KC wmm narepdepo-
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Hil, My HCEYED TCPAITHID B MANEX B0, BRAfaacTid (aHorma B sxombn-
Hamun ¢ TKC); Hasanmieasomes cCReacHns o Moo e hHER Py Tk-
TATAX NCHCHIA TATHIOMHAOM o HI0TpeTHHoMHoM | 26].

[Mps yEoAHpOBAHHOM NOPAXCHHN KOCTCH ¥ 0CTCH HCnoARTYIOT
KIOpeTaE, wapeaka aononserensao Hamataor FKC w ey Te-
PRUTHE B HHIKHX 03y, ¥ BIpOciny 973 We TCPAnd AOTHUTHRCTCH
npUMEHCHBEM BRsAmacTiEa, Gudpocthonamon [47],

[Mpax saoesocncresmom JIKT perrmpanesodt veperoil croTeMbL, 0o
OTHENBHEM cOoteHREM, okazancs hdeemmnss eranprte, [Tpa
morocHeresuos JIKD aerox tpefyores GeayenomEnnl oTEad OT Hi-
komaHa # HaasancHie [KC u xpMporepanna (exnbnacTin n 6-Mop-
KRAITTOMY PIH ) B8 Krapeb e,

Jna reecana MITKT Histiocyte Socicty npensamer npuborars k
MOUTHNHMHACTEPITHN, COCRRHEEcknsM BHRENTOpIM THTOEHHOE |
OTHOCHTEALHD HOBOMY NPCIEpaTy — 2-xiopoIcoKcHAACHOIHHY , BRC-
OCHHID ATAOMCHEREY cTeoroeRx keTtok [5]. K wmery wrsomsumon-
HEIX MCTOADE ACHCHMS OTHOCHTCH MCTIOARICEIHWC TATHIOMHEIA N
anemTrIy Maba (Monociosanssoro ante-CD52-AT) [48],

B peancrenmiex onyuasy seex Tinos JIKT v aerei n papocism
npuMeHcHBe KnanpeinHa okasanocs Hpdexrmaam 8 64— 100E
cmyuacs, [lonoEuTensHEE PETYILTATE OTMENCHE TAKKE [P JE4e-
HHE PobpaKTOpHE KOMHEL 0 1T TR THEGM.,

Tlpoannz. Mpormioa npu JIKT sanpent oT KoAEHecTE) BoRmCYCE-
HEIX CPrAHOE, CTCMEHE HAPY IISHE gy Rk B 5 MeHBIDCE cTene-
HH OT BO3PACTE, B KOTOpaM 3abarcearme Haqann pazenearecs. Han-
BHICIIAN ACTATEHOCTE PETRCTPHPYCTCH ¥ BobHEN MOAOIOTD BOIpacTa
¢ AHCCCMHARPOBIHHEIM NpoUcccosM B ancdraximci opranos. Han-
Bonce BANGOPHETHED TPOTHOD OTMCHAKT ¥ JCTCH B HCOHATANLHOM
TEPHONE © HO0ARPOBIHHEMM KORHEME mposaickarasm [6]. B xauc-
CTEC NPOTHOCTHMCCKOND HHIIMKATOPE TAKKC MOMCT PACcCMATPHBITHCH
sihdrexrarocTs xuMproTepanis. Xopoimas praxkime Ha PaHHEM 3Ta-
e MEYcHHRE obccneuMEATa BaRENBacMocT: B0—01% Gomsamx, Ha-
MPOTHE, PETHCTCHTHOCTE K TEPATTHI B 3T0T ¥C NEPHOT BREMEHI, 0
TpchosanImAs MpUMcHeHRe BONee APCCCHBHEIX METOROE, COMPOBO-
EIATACH CHHXTHHEM BREHBacMocTH o 17— M%.

3akAlUuEHHE

JIKT — peaxoc rpasy1csamoIdos NOPAXCHAC KIGEH B BHY TPCEH-
unx opranos Kl u opyrasm musyHOEOMICTCHTHEME EICTKIME,
Hecacaosanmn conmeTeALCTEY 10T 0 MHOTOOGPIIHE FTHOIOTHECCKRY,
MATOMCHETHECCKRX B myckosen daxTopos B pazeaTie JIKT ¢ scay-
MCH PORERY HEOTLUIACTHHCCKHY MECXAHHIMOR B WHPCKITHOHHED BOG-
OyamTeneii, BapuabennuocTs mmHrecknii KapTaHs ofy cloEIMBacT
MOHO- B MyAETHCHCTE MEEIE TIOPAXCHNA, PAUTHHMHEIE T TSOEECTH Te-
yeHua B mpordosy. JefoT sabonesanmun Gonsme wem B S0% cryuacs
MPHXIATCS HA KOKHEE NOPAXTHIS, 970 ONPEISIReT BEIYIIYE POk
nepsaTonoros B padseil prarnocTeke JTIKD, Jansreinoe: Tewenne 1
HMCXOAR GOMEIHN EBHCAT OT KOMITCTEHUHE NEAHATPOE, MEMATORON0E,
OHKOIOTOE, 3 TAKKE JPYTHX CICUHATHCTOE, KOTOPEIS 110 POy CBOCH
NENTENEHOCTH MOTYT CTOKHY THCS OO CTOUTE CIIOMHOH THUIHOpTAHHOH
MATORHCL
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YuraiTe B CAeAyouem HomMmepe:

*  MyABTHAMCUMNAMHAPHBIE NPODAEMBI PEBMATOAOTMM M MYABMOHOAOMMM

* He3saBucumele aKTOPB PUCKA PA3BUTHS THXKEALIX CEPAEHHO-COCYAMCTBIX

OCAOXKHEHMH Y MyX4MH C NOAArpOH

*  KproraobyAMHEMMHECKHA BACKYAMT, aCCOUMMPOBAHHLIA C BUpYCOoM renaturta C
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