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Tnctnoyntos u3 knetok JlaHreprarca (MKJ1) — pegkoe 3abonesaHune ¢ 4acto-
Toii BcTpeyaemocTv oT 1 40 9 cryyaes Ha 1 000 000 Hacenenuns B rog. 0T 75
40 90% cny4aeB 607163HN NPUXOAUTCA HA JETCKMI BO3pacT. 3tmonorns 3a-
00/16BaHNS HEN3BECTHA. [laToreHeTnyecku 3a060/IeBAHNE XapaKTepu3yercs
KJTOHaNbHOW nponugpepaunen Knetok JlaHrepraHca — JMM@OU[HbIE [EH-
APUTHbIE KNETKU, MPOUCXOFALYNE U3 KOCTHOTO MO3ra, UMeroT aHTUIeH-Mpe-
3EHTUPYIOLLYIO QOYHKUMIO BHE fiepMbl. B 25-30% cry4aes nopaxarrcs su-
COYHbIE KOCTN. YaLye 3a60s1eBaHNe BCTPEYAETCA y Nl MyXckoro nosna. [uk
3a06071€BaEMOCTY NPUXOANTCA HA MEPBbIE 3 rOAa XUIHM.

3aboneBanne ANTENLHOE BPEMS MOXET NPOTEKaTh 6ECCUMITOMHO, MO0 M0
Mackowt fpyrux 4acto BCTPEYarLUXCs NaTona0rMH4eCKuX COCTOSHUIA CPEAHEr0
yXa (XPOHUYECKMI THOMHBI CPEAHMI OTUT, MaCTOUANT, HapyXHbIN Angghys-
Hblii OTUT).

B cTatbe npe[cTaBieH KINHNYECKNI CITyYan nopaxenns Buco4Hon koctu MKJ1.
0CO6EHHOCTb KIMHNYECKOro Crly4as B PELMANBUPYIOLLEM TE4eHN 3a60/16Ba-
HUs 1104 MAckow 0CTporo MacTouanTa.

opdhaHHble 3a60/eBaHNs, TUCTUOLMTO3 U3 KNETOK JTaHrep-
rauca, BUCOYHas KOCTb, KOMMbIOTEPHAS TOMOrpadus.

na6 X.M.-A., Oaitxec H.A., Caitgynaes B.A. n ap. fuctuo-
LIMTO3 W3 KNETOK J1aHrepraHca BUCOYHbIX KOCTEN: KIIMHUYECKUIA cyyai. Bpay.
2022; 33 (1): 78-80. https://doi.org/10.29296/25877305-2022-01-13

l“mcmoumoam u3 xknerok Jlanrepranca (I'KJI) —
rpymnmna 3aboneBaHuit (6ose3nu TapaTbiHOBa, XeHIa—
ITonnepa—Kpucuena, Jlerrepepa—CuBe), B 0OCHOBE KO-
TOPBIX JICKUT JOKaJIbHAsI WU AUCCEMUHUPOBAHHAS TIPO-
qudepaunsi W HAKOIUJIEHME B TKaHAX MakKpodaros
(maronornyeckux kietok Jlanrepranca [KJI]), Benymas kK
MOBPEXACHUIO W HapylieHWIo (GyHKIUU MOPakKeHHOMN
aHatromuuyeckoit obaactu [1—4]. Drtuonorus I'KJI ocrta-
eTcs HeusBecTHoit [5, 6]. PacmpoctpanenHocts ['KJI
OTIMYaeTcs IMMPOKOM BapmabenbHOCTHIO oT 1:50 000
nmo 1:200 000 [7—10]. 3aboneBaHUe B OCHOBHOM BCTpeua-
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ercsl B A1eTcKoM Bo3pacte (0T 1 mo 4 jer) u npeumyliie-
CTBEHHO Y JINII My>XcKoro 1oja [11—13].

ITo maHHBIM pa3HbBIX aBTOPOB BUCOYHAsI KOCTb BOBJIE-
KAeTcsl B IMaToJIOrMYecKuii mpouecc B 15—60% ciydyaes
[14, 15]. ¥ 3aboneBaHMs HET XapaKTepHOU JIOKAIU3aIUN
TUCTHUOILIMTAPHBIX OYaroB, TO3TOMY BUCOUYHASI KOCTh MOXKET
OBITb €MIMHCTBEHHBIM 0YaroM MopaxkKeHusl.

CoracHO JaHHBIM JIUTEPATYPHI, ABYXCTOPOHHEE TI0-
paXkeHue BUCOYHBIX KocTeil Habmonaercs B >30% cirydyaes,
yaie — Mpy MyJBTUCUCTEMHOM MopaxkeHun [16—18].

[Mpn mopakeHUW BUCOYHON KOCTU TATOJOTUYECKUM
IIPOIIECCOM AOBOJIBHO TPYIHO ITpoBecTH THdhepeHIINaATb-
HYIO IMAarHOCTUKY C APYTMMHU 3a00JEBaHUSIMU, KOTODbIE
TakxKe MPOTeKaloT ¢ AeCTpyKLUMel KOCTU (MmaparaHrimomMa,
HEeBpMHOMA JIMIICBOIO HEpBa, XOJjecTeaToMma, MeTacTas,
NepBUYHbIE 3JI0KaUYeCTBEHHbIE HOBOOOpa3oBaHUSI B 00Jia-
CTU BUCOYHBIX KocTei) [19].

ITpuBOAMM KJIMHUYECKU CiTydait.

Iayuenmra, 3-x aem, eocnumanusupo8aHa
6 Acmpaxanckuii guauan PI'BY «Hayuonanvuwiil
MeOUYUHCKUL UCCAe008AMEeNbCKULl  UeHMp O0mo-
puronapuneonoeuu» DedepanrvHoeo meduxKo-6uo-
Aoeuyeckoeo azenmcmea Poccuu ¢ wcarobamu Ha
npunyxaocms, 004e3HeHHOCMb, OMeK U NOKpPACHe-
HUe 6 npasoll 3ayWHol 00Aacmu, CHUdMCEHUe cAyxa
Ha npasoe yxo. B anammuese Heckoavko 3nu30008
ocmpoeo macmouduma. Ha gpone koncepsamusnoeo
AeUeHUs CUMNIMOMbL MACMOUOUmMa pe2peccuposant.
Tlayuenmka He0OOHOKPaAmMHO NOAYHAAA KYPC AHMU-
ouomukomepanuu. Ilpu ocmompe: 6 3ayuiHoil 00-
Aacmu nPUnyxa0cmo, NOKPAacHeHue, npu naibnayuu
3aywnas obaacmv 6ose3nenHa. Ilpu omockonuu
NpPagoeo yxa: HAPYICHbLI CAYX080IU NPoxod c60600-
HbLIL, KOdca He usMeHeHa, 6apabaHHas nepenoHKa
eunepemupo8ana, ON03HA6AmMeNbHble NYHKMbl CIY-
uesamol.

Ha komnvromeproii momoepaguu (KT) eu-
COYHbIX KOCmell onpedensemcsi y4acmox 0ecmpyk-
yuu Hao npagvim cuemo8uoHvim cunycom (puc. 1).
bapabannas nosocme u anHmpym 3anoaHeHvl namo-
A02U4eCKUM Npoueccom; no OaHHbIM MUMNAHOME-
mpuu — mun C.

Ilo0 s3HOOmpaxeanvHviM HAPKO30M BbINOAHEHA
aHmpomMacmoudomomusi, IKCRo3uyus oodaacmu de-
cmpykuyuu kocmu. Kocmw 6opamu yoasena 0o 30opo-
8bIX yuacmkos. Jepexm Had cuemo8UOHbIM CUHYCOM
3AKPbIM AYMOXPAULOM C YULHOU PAKOBUHYL. YOanreHHas
namonozu4eckas mKaHs OMnpasIeHa Ha Namozucmo-
Aoeuteckoe uccaedosanue.

Ilo pe3yabmamam namoeucmono2u4ecKoeo u
UMMYHOUCMOXUMUHECK020 UCCAeD08aHULl npenapa-
ma evicmaeénen duaenos: TKJI (puc. 2). Ha 6-e cym-

Ku nocae onepayuu nayuesmKka Haxoouaacs 8 y008-

aemeopumenvrHom cocmosinuu. Co c106 podumeneii

Jcanod pebenok He npedesisasem. Ilpu ocmompe npa-

8011 3ayWHOIU 0baacmu omeKa U UHQUALMPAUUU Hem.



Puc. 1. KT BUCOYHBIX KOCTEN, aKCHUanbHas npo-
eKLus; CTPENKOiA NOKa3aH y4acToK LEeCTPYKLAK

Fig. 1. Computed tomography of temporal bone,
axial plane; arrow shows area of bony
destruction cells.

Ilpu omockonuu npagoeo yxa: HapyicHulil CAYX080U
npoxod c60000HbLI, omdeasemoeo Hem. bapabannas
nepenoHKa ¢ He3Ha4UMenbHOU UHBeKYUel cocy008 no
xody pykosmku moaomouka. /pyeue JIOP-opeatsi
6e3 namonoeuu. Ilayuenmka 6 ydoeremeopumens-
HOM COCMOAHUU 8bINUCAHA HA 7-€ CYMKU nocae one-
pauuu. Pexomendosana kouncyssmauus eemamono-
2a-oHKo1024.

3AKJIHOYEHUE

IIpu I'KJI B maTonornyeckuit mpouecc Hauboiee ya-
CTO BOBJIEKAIOTCSI BUCOUYHBIE KOCTU, MPU ITOM 3a4acTylo
HabJTI0JaeTCsI IBYXCTOPOHHEe TTopaXkeHne. Beicokuit mpo-
IEHT AUAaTHOCTUYCCKMNX OIMMOOK BO3ZHMKAET M3-3a OTCYT-
CTBUS CIEIU(MUISCKUX CHUMIITOMOB, XapaKTEPHBIX IJIsI
T'KJI. I1pu Hanuuuu oTopeu, CHUKEHUM cliyXa, peLIUINBU -
pyIoIleM TeUeHUsI 00JIe3HU, OTCYTCTBUU WM BPEMEHHOM
a(ddexTe OT MPOBOAMMOI0 KOHCEPBATUBHOTO JICUEHUSI He-
ooxoaumo 3anono3puth ['KJI. KT, MmarHuTHO-pe3oHaHC-
Has ToMoTpadusT ¥ TMAaTOTMCTOJIOTMYECKOe UCCIeTOBaHNe
MMEIOT BaXKHOE TMAarHOCTUYECKOEe 3HAUCHUE MIJIsI paHHETO
BBISIBIICHMS 3a00J1eBaHMs. B TeueHMr JaHHBIX MAllMEHTOB
TpebyeTcss MYJABTUIUCUMITIMHAPHBIN ITOAX0A, 4TO BO3-
MOXHO TP COBMECTHOM HAOIIOACHUM U JICYCHUU § OTO-
XUpypra U reMaToora-oHKOJIora.

PeuyauBy 3a0oneBaHusl B OOJbLICH CTeNEHU MOABEP-
JKEeHBI TIALIMEHTHI ¢ MYJBTUCUCTEMHOU (opmoii. Bee ma-
IIMEHTHI HYXKIAIOTCS B IJIUTEILHOM TIepUOIe HAOTIOMCHUS.
ITporHo3 GoJiee G1aronpusiTEH y MallMEHTOB C OTPaHUYEH-
HBIM TTOPaKEHUEM.

ITomMmuMo pacmpoCTpaHECHHOCTH 3a00JICBaHUS, BaX-
HBIMU MIPOTHOCTUYECKUMU (DaKTOpaMM SIBJISTIOTCS BO3PacT
rnalpreHTa Ha MOMEHT ITOCTAHOBKM OMarHo3a, ropaxkeHue
IIeHHBIX JUM(GATHUYECKNX Y3JI0B M KOXMW TOJIOBBL JleTn
MJIAMIIe 2 JIeT Yalle MMEIOT TUIOXOoi mcxon. Takke 3HAUM-
MbIM TPOTHOCTUUYECKUM (DAKTOPOM SIBJISIIOTCS MYJBTUCH-
CTEeMHOE TTOpaXXeHWe M TUCHYHKIINS KU3HEHHO BaKHBIX

Puc. 2. MNatoructonornyeckas KaptuHa yaa-
NEHHOro mMaTepuana; CTpesiki ykasblBatT
KocTu Ha KJl
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OpraHoB. B 11e710M, malMEHTHI ¢ TIopa-
JKEHUEM JKM3HEHHO BaXKHBIX OPraHOB
MMEIOT HauXyaluui rmporHos. Hecmo-
TPST Ha OTCYTCTBHE CHEIM(pUIECKOTO
JIeYeHHsT TIPOTHO3 3aboJyieBaHMsT OJia-
TONPUSATHBIA TPU OTCYTCTBUM ITOpa-
KEHUSI KM3HEHHO BaXXHBIX OpPraHoOB
¥ CBOEBPEMEHHOI TMAarHOCTHUKE.
k k k
Aemopbl 3a56a3t0m 06 omcymcemeuu
KOHGhauKma unmepecos.

Hccenedosarnue He umeno
hunancosoil noodepicku.

Fig. 2. Histological view of removed
pathological tissue; arrows shows Langerhans
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LANGERHANS CELL HISTIOCYTOSIS OF THE TEMPORAL BONES:

A CLINICAL CASE

Professor Kh. Diab, MD; Corresponding Member of the Russian Academy

of Sciences, Professor N. Daikhes, MD; V. Saidulaev, Candidate of Medical
Sciences; Professor A. Yunusov, VD, 0. Pashinina, Candidate of Medical
Sciences; A. Mikhalevich, Candidate of Medical Sciences

National Medical Research Center of Otorhinolaryngology, Federal Biomedical
Agency of Russia, Moscow

Langerhans cell histiocytosis (LCH) is a rare disease with an incidence of 1 to 9
cases per 1,000,000 population per year. From 75 to 90% of cases of the disease
occur in childhood. The etiology of the disease is unknown. Pathogenetically,

the disease is characterized by a clonal proliferation of Langerhans cells — the
lymphoid dendritic cells originating from the bone marrow have an antigen-
presenting function outside the dermis. The temporal bones are affected in 25-
30% of cases. The disease is more common in males. The peak incidence occurs
in the first 3 years of life.

The disease can be asymptomatic for a long time or be masked as other common
middle ear pathologies (chronic suppurative otitis media, mastoiditis, and otitis
externa).

The article describes a clinical case of temporal bone LCH. The feature of the
clinical case in the recurrent course of the disease is that it is masked as acute
mastoiditis.

Key words: orphan diseases, Langerhans cell histiocytosis, temporal bone,
computed tomography
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SppexTuBHOCTL 60pLOLI C NAHAEMUEN HOBOW KOPOHABUPYCHOIA nHekuynmn (COVID-19) \
0CHOBAHa Ha [ETalbHOM aHann3e naToreHeTUIECKUX 0COOEHHOCTEN TeYeHUs UHGDEKLUN
SARS-CoV/-2, B ToM 4ucre, ¢ OLEHKON COCTOSHNA MUKDOONOTBI U KULLIEYHOM MPOHNLAEMO-
cTu B npoyecce neveHns 60bHbIx COVID-19.

Lens nceneposanus. VI3y4utb UHaMUKY MokalaTenei KuwWeyHom npoHULAaemMocTy, Kaye-
CTBEHHOIO W KOJIMHECTBEHHOrO COCTaBAa MUKPOOUOTbI B MPOLECCE IEYEHN OO0MbHBIX
COVID-19.

Marepunan u merozel. B uccnegosanum y4actsosamm 80 nayneHtos ¢ COVID-19 (cpeaHuit
BO3pAcT — 45 net), U3 HuX n1erkas CTeneHb TAXECTU 3a60/1eBaHns Habaganack y 19 na-
LNeHTOB, cpeaHsas — y 61. 06bem 00¢n60BaHNs BKAKYAN TPAANLNOHHBIE KITMHUYECKNE,
KIMHNKO-Nab0paToPHbIe, BUOXUMUIECKUE, NHCTPYMEHTATIbHbIE U J1y4€BbIe UCCIEA0BaHNS,
a TaKke OpUrNHabHbIe METOZNKN U3YYEHNS KNLLEYHON MPOHNLAEMOCTA U MUKDPOBUOTSI.
B Kayectse anemeHTa KoMnnexkcHon naroreHetudeckoi tepamuv 41 (51,3%) 6onbHomy
HasHayasncs npenapar pe6amunmg.

Pesynbtatel u BeIBOJLI. V3y4eHa KIMHNYECKAs, 1a60paTOPHas n Jy4eBas CEMUOTUKA
COVID-19, BbisiBNIeHa B3aMMO03aBUCUMOCTL NPOSIBAIEHNI CUCTEMHOI0 BOCNANEHUS, U3-
MEHEHNIT MUKPOONOMA KULLIEYHUKA Y GOJbHBIX JIETKOW U CPEAHEN CTeNeHn TAXECTu.
YcTanoBneHa xapakTepHas ANHAMNKA yPOBHEN KOHLEHTPALMN MPOBOCNANNTETbHBIX LU -
TOKWHOB, MHCY/INHA, (DEKATTbHOTO KalbNPOTEKTUHA M 30HYIMHA, 0TPAXAK0LYas 0COOEH-
HOCTU N3MEHEHUIT KULLEYHOW NPOHULaemocTn Ha gorHe nedexns COVID-19. [JokazaHa
HE0O6X0AMMOCTb  KOPPEKLMM KULIEYHOA MPOHNLAEMOCTY PN JIEYEHUN OONbHbIX
COVID-19, noaTBepxpeHa 3¢hhekTUBHOCTL pebammnuga npy ero UCrob30BaHUU Ha
CTaLMoOHaPHOM 3Tare IeYeHns 1 Npu JasbHeaLwem npuMeHeHnm B poLyecce amoynarop-
HOVI peabunutaymm.

Knioyeesie cnosa: MHAEKUMOHHbIE 3a60NeBaHNs, HOBas KOPOHABMPYCHAs MHEKUNS,
COVID-19, xenyno4Ho-kuiieyHblid Tpakt, SARS-CoV-2, pe6amunug, KuileyHas npoHuLa-
€MOCTb, 30HYNNH, (heKanbHbIi KanbnpOTEKTUH, MUKPOOUOTA, SHAOTOKCHH.
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