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Disseminated juvenile xanthogranu-
loma in adults. Case report

T.E. Byalik' , O.U. lakimovich', L.A. Machonova' ,
D.A. Burov' , A.M. Kovrigina? , I.I. Matveeva’

SUMMARY

The juvenile xanthogranuloma (Erdheim—Chester disease)
is non-Langergans cell histiocytosis. JXG is a rare bening
histiocytic disorder. JXG may be present at birth or arise in
infancy. Adult onset is reported infrequently. We present a
33-years old woman with deep juvenile xanthogranuloma.
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HOuccemunHnpoBaHHas

toBEHUIIbHAaA

KCaHTorpaHynema (6onesHb

Oparenma—YecTtepa) — pepkoe 3aboneBaHune, NpeacTaBnsiollee co6onm
He-JlaHrepraHco-KNeToYHbI  rMcTMounTo3. OO6bIYHO  AMCCEMUHUPOBAH-
Hasf IOBEHUNbHAs KcaHTorpaHynema pa3BMBaeTCsl B MepBble MecCsLbl
XXU3HU pebeHKa, Y B3POCSbIX 3TO OYeHb peakui npouecc. MNpencraensem
onucaHwe cry4as passBuUTUA rMy6OKOW HOBEHUIBHOW KCAHTOrpaHynemsl y

33-NeTHEN XEHLLUNHBI.

KntoyeBble cnosa:
ONCCEeMVHMPOBaHHadA IOBEHUIbHAA KCaHTorpaHynema, nevyeHume.

BBELAEHUE

JlucceMuHUpoBaHHas 10BEHUJIbHAST KCaH-
TorpaHyJeMa (CHH.. CHCTeMHAas WM
ray0oKasl  I0BEHMWJIbHAsI  KCAHTOrpaHy-
JeMa) — pelKoe, KJIMHMUECKH arpec-
cuBHOe 3aboJjeBaHue, O0OyCJIOBICHHOE
npoaudepanneil KpyrnHbIX THCTHOLMTOB,
CXOMHBIX MO MOP(OJOTHUECKUM TpH-
3HaKaM C JiepMaJibHOH IOBEHUJILHO KCaH-
torpanyjemoit. Ciayyan Gosesnn Ipia-
refima— Yecrepa (1nosmoccalbHbIi CKJle-
PO3UPYIOUIUE TMCTHOLMTO3) Y B3POCIbIX
U JIMCCEMUHUPOBAHHOM KCAHTOMbI MOTYT
ObITb OTHECEHbl K JMCCEMHHHPOBAHHOH
TOBEHUJIbHOM KcaHTorpaHyaeme [ 1 —3].

JlucceMuHMpOBaHHasl  IOBEHHJIbHAsT
KCaHTOrpaHy/nemMa HauboJsiee 4acTo BO3-
HUKaeT y MJafeHueB u aeteit go 10 ser.
B T0 xe Bpems 310 3aboseBanHue (TH-
cTrouuTo3 THna Jpareiima—Yecrepa)
KpailHe peJIKo BCTPEUaeTCs y B3POCJIbIX.

Srtronorus JIUCCEMUHUPOBAHHOM
IOBEHW/ILHOH ~ KCAHTOrpaHyJeMbl — He-
M3BeCTHA. Y HEKOTOPbIX MalUEHTOB
3aboJsieBaHHe MOXKET ObITb CBfI3aHO C
Helipocu6pomarozom [ tuma. Bmecre ¢
TeM M0Ka3aHo, YTO y MallMeHTOB ¢ Hell-
pocubpomaTosom [ THMa TMOBBIIIEH PUCK
0OBIYHON I0BEHUJIBHON KCAHTOTPaHyJ/IeMbI
[1,7]

B orsinune ot 06bIYHON 10BEHUILHOM
KCAHTOTPaHyJeMbl JIMCCEMMHHPOBAHHbBIE
ee (opMbl BO3HUKAIOT B KOXKE TOJbKO
B IOJIOBUHE KJHHHYECKHX HaOJIIOJCHUH

[6]. Jlokanusaimst JAUCCEMHHHUPOBAHHOM
IOBEHWJIbHOH ~ (CHCTEMHOM) KcaHTorpa-
HyJleMbl KpaiiHe BapuabesibHa M MOXKeT
BOBJIEKATb MOUKH, JIETKHE, MSTKHE TKaHH,
[IHC, kocrtH, apIxaTesbHble W IHIIEBA-
putesbHble myTH. Cpeau KJAMHHYECKHX
NpU3HAKOB B JieOtoTe 3a0oJieBaHus cJe-
JIyeT OTMETHTb BO3MOXKHYIO MAacCHBHYIO
rernaTtocreHOMeraanio, aHeMHIO, TPOM-
Gouutonenuto [4, 5].

Mopdosornuecku ray6okas (auc-
CeMHMHUPOBAHHAs1) I0BEHUJ/IbHASI KCAHTO-
rpaHyjieMa XapaKkTepHuayercst TJIOTHbIM
MH(UIBTPATOM U3 KPYMHBIX OIHOSIEPHBIX
TUCTHOLMTOB ~ C  MpU3HAKaMM  MOJIH-
Mopduama siiep, HaJlHIHeM HEMHOro-
YUCJIEHHBIX TMIaHTCKUX KJeToK TyToHa,
MHOTOSIICPHBIX KJIETOK THMA MHOPOIHBIX
tesl. Cpefnt BBIPA’KEHHOTO PEaKTHBHOTO
KOMIIOHEHTA  MH(UIbTPaTa  MPHUCYT-
CTBYIOT TMCTHOLIUTBI, HEHTPO(HIbHBIE H
903UHO(HUIIbHbIE TPAHYJIOLHUTBI, MeJKHe
Jaumbouanble kiaetku. [lpu juurensHo
CYLIECTBYIOLIEM MPOLECCe Pa3BUBAETCS
¢hubpo3 TKauu [ 3, 4].

Kinnveckn KCaHTorpanysemy
MOXKHO pa3/e/uTh Ha TpH rpynmer 1) ¢
NPEeNMyL1ECTBEHHBIM BOBJICUEHHEM
KOXKH; 2) TIopaykeHHe KOXKH C BOBJeYe-
HHEM BHYTPEHHHMX OpraHoB; 3) ¢ Tpe-
MMYIIECTBEHHBIM TIOpayKeHHEM  MSITKHX
TKaHed. VY OOJBIIMHCTBA MALMEHTOB
MMEIOTCST KOJKHbIE TTPOSIBJICHHS, KOTOPbIE
XapaKTepPHU3YIOTCsl COJMMTAPHBIM 0Yarom,
MHOIJIa —  HECKOJIbKHMH  naryJamu

"POHL vm. HH. bnoxina PAMH, MockBa
2OrbY 'HL M3CP P®, Mocksa
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Puc. 1. Cxema pa3sutus gepmanbHoro geHppouuta (knetka TyToHa) (umT. no [1])

WIH Y3JIOBATBIMU 3J€MEHTaMH. DJIEMEHThI pacrojiaralotcsi Ha
BOJIOCHCTOH YaCTH TOJIOBbI, BEPXHEH TIOJOBHHE TYJOBHINA, KO-
HeuHocTsx. KoxkHast popma yacTo npotekaer 6eCCUMITOMHO H
MOJKET perpeccupoBaTth ClIOHTaHHO. B HEKOTOPBIX ciydasx Bo3-
MOJKHO XHpyprHuecKoe jgedenne. Buekoxnele popMbl — peakoe
NposiBJeHHe  KCaHTorpaHyJieMbl, Berpedaiotess B 5—10 %
CJIydaeB M MOTYT TIPOSIBJSATBLCS TIYOOKHM TOpPayKeHHEM MSTKHX
TKaHeH U BOBJIeYeHHEM BHYTPEHHHUX OPraHOB: IV1a3, POTONJIOTKH,
JIETKUX, TleueHH, cesie3eHKH, nepukapna, sudek, XKT, LHHC;
KpaiiHe PEeIKO B MPOLLECC MOXKET BOBJEKATbCS KOCTHBIA MOS3T.
[Toparkenue ryias u opOUTHI KaK BHEKOXKHAsE (DOpMa BCTpedaeTcst
nouty B 10 % caydaes [8—10].

Bo/IbIIMHCTBO  BHEKOXKHBIX HApYLIEHHH TakxkKe MOXKET
perpeccupoBath CroHTaHHO, HOo mnopaxenue [IHC wu rzas
Tpebyet cucremHoro Jedenust. B pabore D.R. Freyer u coasr.
[8] B rpynmne u3 36 nereit onucaHo 2 cMepTeabHBIX cJydast OT
MPOTPECCHPOBAHNS AUCCEMHHUPOBAHHON I0BEHHIBHON KCAHTO-
rpanyJsieMbl ¢ BoBseueHueM LIHC, netanbhbiil nexon Obl TakKe
KOHCTaTHPOBAH MPH NOpaKeHUH nevenu [9].

JlicceMUHUpOBaHHAS  IOBEHWJIbHAsI  KCAHTOTpaHyJeMa
MOXKeT ObITh CBsI3aHA C JPYrUMHU 3a60JIeBaHUSMH, TAKHMH KaK
Helipochr6pomaros [ THIIA U OBEHUJIBHDBINH MUEJOMOHOLUTAPHBIF
Jeiiko3 [7].

OO6BbIYHO UCCEMHHUPOBAHHAS IOBEHWJIbHAS KCAHTOrpaHYy-
JleMa paspuBaetrcs B nepsble 9 Mec. xusnu. B 50 % caydaen
BCTpeUaeTcsl y MJaJeHIeB B Bodpacrte 0 6 Mec., MHOTJa Ha-
6JtroiaeTcst y IeTel 10 3 JIeT ¥ TOJbKO M3peaKa y B3pocbix [ 11].

[IpencraBnsiem ciiydadt AMCCEMHHUPOBAHHON IOBEHUJIbHOMN
KCAHTOTPaHyJeMbl ¢ TyOOKHM TOpaskeHHEM MSATKHX TKaHeH
6enpay 33-JeTHel KeHIHHDI.

KNWHUYECKOE HABJIOAEHUE

Boabnas I1., 33 rona, nocrynuiaa 8 POHLL um. H.H. Bioxuna
PAMH B uiogie 2009 r. ¢ »xaji06aMu Ha HaJiMuKHe 0O BEMHOTO 06-
paszoBaHust B 06/1aCTH JieBoro Oefipa (puc. 2).
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N3 anamuesa: B 1999 . nauneHTka 3ameTtusaa o6beMHOE
oOpagoBanue B 00JacTH JieBoro Oeapa, KoTopoe crasa
ME/UIEHHO PacTH. 3a MEIMLMHCKOH MOMOlbio oOparu/iach B
aprycte 2003 r. B CBSI3W ¢ HapacTaHHeM GO0JIEBOrO CHHIpPOMA B
00J1acTH J1IeBOro TazobeapenHoro cycrasa. [Ipu obcnenoBannu
B KJIIO MOHWMKHW oGHapy:keH J1eBOCTOPOHHHI KOKCAPTPO3.
OTMeuanach OTEUHOCTb MSTKHMX TKaHell jieBoro 6epa (6odblie
B BEpXHeHl TpeTH), OTHOCHTeJbHOE (3a cyeT OeApPEeHHOro
CerMeHTa) yKopoueHHe KOHEUHOCTH 10 3 ¢M. JIBH2KEHHUSI B JIEBOM
Ta306€e/IpeHHOM CyCTaBe CyLIeCTBEHHO OrpaHHYEHbl, BbI3bIBAIOT
60J1e3HeHHble OLLYylIeHHs. Y3JI0BbIX 00pa3oBaHuil B 00JacTH
geBoro Gempa He Obl1o. 19.08.03 1. BBIMOJHEHO TOTAJbHOE
SHJIONPOTE3UPOBAHUE  JIEBOTO  Ta300€JlpeHHOr0  cycrasa
npotesom Sulzer. Bo Bpemst onepaiyy BbisiB/J€HbI BbIpaXKeHHbIE
JiereHepaTHBHbIE H3MEHEHHsI TOJIOBKH Ta300€/IpeHHOr0 CycTaBa,
BepTJIy?KHAsl BMaJAHHA U IpyTHe KOCTH Taza MHTAaKTHBL. B 2009 r.
BHOBb I0SIBUJIOCh 00beMHOe oOpaszoBaHue B 00J1aCTH JIEBOTO
6enpa, oTMeuascs mocTeneHHslfl ero poct. B utosme 2009 r.
6osibHast obparuiacs B POHLL PAMH.

[Tpu o6¢enienosannn B POHLL PAMH niposeneno KT taza u
JieBoro 6e/1pa ¢ BHyTpUBEHHBIM KoHTpacTupoBanuem 04.08.09 1.
nocjie  SHAONPOTE3UPOBAHUS  JIEBOTO  Ta300e/peHHOro
cycTaBa OT YPOBHSI MOJB3/IOIIHOI KOCTH CJIeBa, OKpY:Kasi ee
pacripocTpansisicb Ha JieBoe 6elpo, OMNpeessieTcss MacCHBHast
OMyXO0JIb, COCTOSIIAs M3 OT/IEJbHBIX CJIMBAIOIIMXCS Y3JI0B.
Bepxuuii mositoc oryxosin pacrpocTpaHsieTcsl B MOJOCTb Tasa
uepe3naxoBylo 06/1acTb HUePe3 rpyLIeBHAHOE OTBEPCTHE; padMep
OMyXOJIU B HIKHEM pPEKTalbHOM MPOCTPAHCTBE COCTABJSET
6,1 X4,8 cm; pasmep BTOpPOro yaja, pacrooXKeHHOro o
XOJly TMOSICHUIHOH Mblibl, — 6,5 X 4,0 cm. Onyxo/b Takxke
pacmpocTpaHsieTcst Ha JIeBYIO SITOJIUUHYI0 06sacThb. SlrofgniHble
MBILLILBl M MbILIIb Geipa HHPHUILTPUPOBAHBI, YIJIOTHEHbI,
o611l pa3mep onyxoJin cocrasisier 18,4 X 13,5 X 25,0 cm.

[lpu ckanupoBanuu ckejera 27.08.09 r.: Ha 00630pHbIX
CLUMHTHIpaMMax OIpeJesIsIiOTCsl oYard TOBBIIIEHHOr0 HaKo-
nJieHnst pagrodapmipenapara B JIieBOH MOJAB3IOLIHON KOCTH H

KJIMHUYECKAS OHKOTEMATOJIOTMSA
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Pue. 2. (a, 6) BHewuHuii BuA 60nbHOM

270,

Puc. 3. LluTonornyeckas kapTuHa Maska-oTrnedartka GuonTarta OryXonu.
Okpacka reMaToKCUIMHOM 1 303MHOM, X 400

B 00J1aCTH NIPOKCHMAJIbHOIO OT/eJ1a JIeBOH OeIPEHHOH KOCTH ¢
MAacCCHBHbBIM BHEKOCTHbBIM KOMIOHEHTOM. B remorpamme u 61o-
XMMHYECKOM aHaJjIn3e OTKJIOHEHHH HET.

Muesiorpamma ot 20.10.09 r.: mnyHkrat ymepeHHO-
KJeTouHbli. Jlannble MuesorpaMMbl B npejiesiax HopMbl. [1pu
THCTOJIOTHYECKOM HecseoBannn KoctHoro moara 20.10.09 r.: B
MexKOaoUHbIX TIPOCTPAHCTBAX HOPMOKJIETOUHBIH KOCTHBIH MO3T,
TpeJ/ICTaBJIeHHbIH 3JeMEHTAaMH BCEX POCTKOB KPOBETBOPEHHSI.
[Ipn penrtrenorpacpuu rpyaHo#t knetkn 16.10.09 r.: B jerkux
6e3 04aroBbIX M HH(UILTPATHBHBIX H3MEHEHHH; KOpPHH
CTPYKTypHBI; cHHychl cBoboanbl. [lpn Y3W 21.10.09 r.:
LLIEHHO-HA/IK/IIOUMYHbIE,  MOJKJIOUHYHbIE,  TMOJAMBbILIEYHbIE
Jaumeoyanbl He yBesvueHbl. [Ipn uccsienoBannu  GprolHON
T0JIOCTH M 3a0PIOLLIMHHOIO TPOCTPAHCTBA, 00JIaCTH MaJIOro Tasa
yBeJIMUeHHble JIMM(OY3J/ibl He BhISIBJIEHBI, MeYeHb, Cejle3eHKa
He yBeJIMYeHbl, 6e3 04aroBblX U3MeHeHHl. B naxosoil o6mactu
Jqumoyanbl 10 2,8 X 0,8 cM — peakTHBHbIE HM3MEHEHHS.
B wmsrkux TKawsix JeBoro Oejpa oryxoJeBoe 06pa3oBaHHe,
nepeaHe3agHuil pazmep Kotoporo o 13 cm. [nmy6Gokue BeHbI
JIEBOH HOTH BH3yaJM3UPYIOTCS] OT YPOBHST HIZKHEH TPeTH Oepa
1 HHKe, 0e3 NIPU3HAKOB TpoMOo03a.

30.07.09 r. BbimosiHeHa GHOMNCHS MATKMX TKaHEH JIEBOTO
oenpa.

LluTosornueckoe  HCC/eOBaHHe — Ma3KOB-OTIEUYATKOB
6uonrata onyxoan 02.08.09 r.. nosmumopdHble OKpyrible H
OBaJIbHble KJIETKH C LIMPOKOH cepo-rosy0oi LUTOINIA3MOH,
SJIPOM,  PacCrOJIOXKEHHbIM T1PEUMYLIECTBEHHO IKCLEHTPHUIHO
C BKJIOUEHHMSIMH B LIMTOIMJIAa3Me (TMCTHOLMTApHAast MpHpoja
KJIETOK ), BCTPEUaIoTCs BepeTeHooOpasHble (hopMbl (pHC. 3).

www.medprint.ru

MophonmmyHorucToxumuueckoe uecnenoBanue 12.08.09 r.:
(parMeHTbl PUOPO3HO-KUPOBOH TKAHU H (PParMEHTbI CKEJETHOH
MBILILBI, B OJHOM M3 KOTOPbIX OOHApPYKEHbI TOJIST M3 KPYIHBIX
OKPYIVIbIX KJIETOK ¢ 1—2 OKpYIJIBIMH /1M OBAJIbHBIMH SIPaMH,
BaKyOJIM3UPOBAHHOM (MEHUCTOM ) IIUTOTIA3MOK C 03HHOMHITLHBIM
BKJtodeHneM. Purypol MUTO3a He oGHapyKeHbl. Cpei KPyHbIX

KJIETOK  OIpeNe/IsieTcsl  CMELIAHHO-KJIETOUHbIH — peaKTHUBHbI
UHUIBTPAT C HAJHUHEM JUMQOLKUTOB U HellTpoduioB. KpyrHbie
KJIETKH C IEHUCTOH LiuToniasmoi skcnpeccupytor CD68, CD 163,
CD45. MopdonMMyHOTHCTOXUMHYECKAsT KAPTHHA COOTBETCTBYET
rJTy6OKON FOBEHUJILHON KCAHTOTpaHysieMe.

C 02.11.09 no 07.02.10 r. mpoBOAWJIOCH JI€UEHHE IO
npotokosry NHL-BFM-95: 1-ii 6ok — nekcamerazon 20 mr
B/B B 1—5-f 1eHb, merotpekcar 1800 mr B/B B 1-# xenb,
BUHKPMCTHH 2 Mr B/B B 1-ii ienb, uurapa6un 300 mr B/B 2 pasa
B CYTKHM B 4—5-i1 neHb, sToroaua 180 mr B/B B 4—5-ii neHb,
udocamua 1000 mr B/ B 1, 3 1 4-it auu, 2000 Mr B/B BO 2-1i
W 4-it quu; 2-1 650k — aekcamertason 20 mr /B B 1 —5-ii 1eHb,
metotpekcar 3000 Mr B/B B 1-ii JeHb, BUHKPUCTHH 2 MT B/B B
1-i1 nenb, upkaodochamun 360 mr /B B 1—5-i1 feHb, 10KCO-
py6uLuH 40 Mr B/B B 4—5-i flenn; 3-1i 610K — IeKCaMeTa3oH
36 MrB/B B 1 —5-ii nenb, uurapacun 3000 Mr B/B 2 pasa B cyTku
B | —2-ii nenb, sronosun 200 Mr B/B B 3, 4 ¥ 5-ii AHH, BUHKPH-
cTHH 2 Mr B/B B 1-ii ieHb. 3a 9TOT NepHoJ IPOBeeHO TPH GJI0Ka
1-ro uukia u ot (6s10K AA) 2-ro umkia. Jleuenue nepeHocusa
XOpOLII0, U3 OCJIOKHEHHH OTMeUaUCh CTOMATUT, SHTEPOMATHS,
TpoM603 TOAKOXKHOH BeHbl 1ieH. [Toce mpoBeneHHs JeueHus
nporpeccupoBanusl 60J1e3HN BhISBAEHO He GbIIO, YMEHBILIHJ/ICS
o0beM Gesipa 3a cuet geKoMnpeccuu, Ho 1o aanubiM KT yamoBbie
obpasoBanusl ocTannch mnpexkHero pasmepa. C 22.03.10 mo
30.08.10 r. 6osbHast nostyuasna sunbaactud 10 mr 1 pas B 3 Hen.,
npeaHuzonon 50 Mr BHYTpb B 1 —5-il JieHb, MepKanTorypuH
10 Mr BHYTpb exeaHeBHo, Metotpekcar 50 mr B/B | pas B
Henesio. [locse nposenenHoro Jsiedenust npu KT 09.10.10 r.:
MacCHBHasi MHOTOY3J/I0Basi  OIMyXOJib  [AXOBO-TOAB3IOLIHOH
o6J1acTH cJieBa, OXBaThIBAIOLIAst JIEBbIH Ta300€1pEHHBII CyCTaB,
C pacrpocTpaHeHHeM Ha SITOJMYHYI0O U peKTaJbHYI0 00/1acTb,
pasmepom 20 X 16 X 17 cm (puc. 4).

[Ipy  TIOBTOPHOM  TUCTOJIOTMUECKOM  HCC/IEIOBaHHHU
11.10.2010r.: Ha pone prGPO3HO-KUPOBOH TKAHH COXPAHSETCS
HEMHOTOUHC/IEHHAS] THCTHOLMTAPHAST MHPUIBTPALMST KJI€TKAMK
C aTMNUYHBIMH SAPAMH M CBETJIOH LMTOMJIA3MOH. YUMTbIBasI
He3(h(HeKTUBHOCTb MPOBOAMMOTO JieueHHsl, OblIO MPHHSITO
peliieHHe 0 CMeHe Teparuu.

C 0l.11 nmo 30.11.10 r. npoBegeHo JBa Kypca
MOJMXUMHOTepanuu: BuHGAacTuH 10 mMr B/B B 1-ii 1eHb, 9TO-
nosun 180 mr B/B B | —4-ii netb, MPEHU30JIOH 75 MI' BHYTPb B
1—9-1 1eHb.
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Puc. 4. KomnbloTepHasi ToMorpaMma Tasa v neBoro 6egpa B npolecce Jie-
YeHusi

C 17.12 no 21.12.10 r. mnpoBeleH Kypc JiedeHHd
KJIapUOUHOM 8 MI B/B B 1 —5-i1 nenn; ¢ 14.01 mo 16.01.11 .
k1aapuGuH 8 mr B/B B 1—3-i1 senb u uurapatun 180 mr B/B
2 pasa B cyTkd B | —3-ii nenb. JleueHue 6b110 MpepBaHo Ha 4-1
JIeHb U3-3a pa3BuTHs r1y6oKoi HeliTporienun. Ha done sedenus
oTMeuaeTcsi ymeHblleHHe obbema JieBoro Gempa. C 16.02.11
no 02.06.11 r. 6oabHas Mo/yunaa 5 KypcoB MOMIEP:KUBATOIIEH
Teparuy Kiaapu6uHom 8 mr B/ B 1 —3-ii nenb. [Tpn KT seBoro
6eipa U MSITKUX TKaHe# JieBOH siroguuHoi oomactu 27.05.11:
MHOKECTBEHHbIE Y3J/Ibl B BEPXHEH TPETH JIeBOro Oejipa 1 BOKPYT
Ta300€e/IPeHHOr0 CyCTaBa, paclpoCTPaHsIIOLIMeCs B M0JIOCTh Ta3a,
paamepom 18,5 X 13,5 x 25,0 cm. [To cpaBHeHHIO € NpeIbly LM
MCCJIEIOBAHUEM HMEeT MeCTO H3MEeHEeHHe CTPYKTYPhbl OIyXOJIH:
CpeIr  TJIOTHOTO  OJIHOPOJHOrO  MH(UJBTpaTa  HMEoTCs
HEOJIHOPOJIHbIE PhIX/IbIE YYACTKH HENpaBUJIbHON (OPMbI, UTO
TOBOPHT 0 3aMellIeHHH OMyX0JH PHOPO3HOI TKaHbIO (pHC. D).

23.06.11 1. BBIMOJIHEHA GUOTICHS OMYX0JIEBOTO 06pa30BaHUs
BepxHell TpeTH JieBoro Geapa. [ucrosornueckoe 3akmoueHHe:
KyCOUKH MBIILIEYHO-?KUPOBOil, PUOPO3HO-KUPOBOH TKAHU C aH-
rMOMAaTO30M, yUaCTKaMH OTeKa, CKJiepo3a. B oHOM 13 KyCouKoB
COEIMHUTENBLHON TKAHW TPHUCYTCTBYIOT THCTHOAHbBIE KJETKH C
OKPYTJI0-0BAJbHLIMU SIPAMH, LLIMPOKOH C1a00303MHODUILHON
uuronsazmoi. OnucaHHblil Bbillle HHOUIBTPAT CJIeLyeT OTHECTH
K cyGCTpaty KCaHTorpaHyieMbl.

Mmeer MecTo 3aMellleHHE OIyXOJM  COEIMHHUTEJLHO
TKaHbIO, KJIETKH TyToHa 0OHApYKMBAIOTCS TOJIBKO B OJHOM M3
KyCOUKOB OHOTICHIHOTO MaTepHaJa.

JlanHble  nM3MeHeHHst  cjelyeT  paclieHMBaThb
TOJIOXKUTEJIbHBIN 5PMEKT OT MPOBOUMOI XUMHOTEPaATHH.

B nanbHefiieM miaHupyeTcsl NojjieprKUBatolliee JieueHue,
BKJIOUaolIee Kagpuoun 8 Mr B/B B 1 —3-ii 1eHb Kasble 3 Hell.

O0BCYXIEHUE

JlucceMHHMpOBaHHAs  IOBEHWJIbHAsI — KCaHTOrpaHyjJemMa  —
JIOBOJIGHO pejikoe 3aboJieBaHne, yallle BCEro MposiBisiiolieecs
KO2KHBIMH TOpakKeHHsIMH. B HacTosillee BpeMsl HACUHTLIBAETCS
okoJio 350 onncanuit atoro 3adosieBanus [ 12]. [To coobriennto
Histiocytosis Association of America, yactora BO3HUKHOBEHHMSI
3TOrO 3a60J1eBaHus HensBecTHa [ 13].

Kozknble nposiBjienust B G0JbLUIMHCTBE CIy4aeB MPOTEKAIOT
6€CCHMINTOMHO, HeY100CTBO JI0CTaBJISIET JIHIIb KOCMETHYECKHH
nedexr. Kak npasuio, koxHasi (opma JHCCEMUHHPOBAHHOM
IOBEHUJIbHOH KCAHTOrpaHyJ/1eMbl MOXKET PEerpeccHpoBaTh CIOH-
TAHHO, U JIMLIb B PEJKUX CJyyasix HeOOXOAMMO XMPYpPrHuecKoe
BMelLaTe/bCTBO. BoB/ieueHe MArKiX TKaHel 1 BHyTPEHHHUX Op-
raHoB TpeGyeT MPOBeJeHHsT CHCTEMHOTO JiedeHHusl. Y B3POCJIbIX
KO2KHbIE MOpayKeHHsl TaKkKe ObIBAIOT HAaHGOJIee YaCTbIM T1POsIB-
JIeHHeM JIMCCEMHUHHPOBAHHON IOBEHHJILHOH KCAHTOrpaHyJIeMbl,
HO B OTJIMUHME OT TAKOBbBIX y JIeTell 9TH 00pa3oBaHusl He MOJBEp-
raloTcst CIOHTaHHOH PErpeccHy U MPOBOAMMOE JiedeHHe (Kypchl

KakK
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MOJIMXUMHOTEPANHH WK 06JyueHue) JaloT He3HAuMTeJbHbIH
spdext. 3aboseBanne UMeeT GoJiee 3710KaYeCTBEHHbIE YEPThI,
M B MTOTE YacTO Pa3BMBAIOTCS HEKOHTPOJHpyeMble HHMEKIHH
W ayTOUMMyHHBIe mpouecchl [4, 5, 14]. Jduddepenunanboii
JMarHo3  CJAeIyeT TIPOBOAUTH C  PETHKYJOTHCTHOLUTOMOH,
TMCTHOLIUTAPHOH CAPKOMOH. DTH OMYXOJM HMEIOT CXOJHBIE
MMMYyHO(EHOTHITHYECKHE YepThl, M Juisi GoJiee JOCTOBEPHON
JMarHOCTHKH HEOOXOUMO MCCJIeIOBAHHE THCTOJIOTHYECKOT0
o0paslia ¢ MoMOLIbIO 3J1eKTPOHHOH MUKpocKonuu. Kaetku Ty-
TOHA MMEIOT XapaKTepHble 0COOEHHOCTH. DTO KPYIHbIE KJIETKH
TMOJIUTOHAJIBHON HJTH BepeTeHo06pa3Hoil hopMbl, ¢ 6J1eIHON 11-
TOMJ1a3MOM U GOJIBILIMM YHCJIOM JIM30COM, COJIEPKALILMX JIUTTH/IBI
MPEUMYLIECTBEHHO B BAKYOJIsIX, HE OrpaHMUEHHBIX MeMOpaHoi,
HE HMEIOT XOPOLIO OY€PUEHHBIX TPaHHULL.

YeTkue peKoMEeHAALMU MO JIeYeHHI0 3TOro 3aboseBaHHs
OTCYTCTBYIOT. B OCHOBHOM HCMOMB3YIOT XUMHOTEparieBTHYECKHEe
nporpamMel, paspabGoTaHHble A/ JlaHrepraHco-K/aeToYHOro
ructHonnroda. Mexgaynapoanoit  opranusamueit  Histiocyte
Society npeanosxensr npotokoset euenns LCH I, LCH II, LCH
[II (6asucHble npenapaThl BUHOJACTHH, 3TOMO3WM, MPEIHHU-
30J10H). D(hHeKTUBHOCTb ITUX MPOrPAMM JIEUEHHSI COCTABJISET
okosio 80 %. TosHast peMUCCHS MM 3HAUMTEJIbHAS PErpeccHs
omnyxoJ1eBoro npotiecca 6buin 1ocTuruyThl y 50 % GosbHbIX. Y
31 % nauueHTOB HaGMIONANACh CTAGMIN3AIUS 3a60JCBAHHS.
Jlnst edenust pedppakrtepHbIX (GOPM HCMOMB3YIOT KIAAPHOHH B
MOHOpEXKHMME HJIK B cCOUeTaHUuH ¢ uTapabutom [ 15].

[lypuHoBble aHa/sor#, B 4YaCTHOCTH KJIaApUOUH U
MEHTOCTATHH, TIPUMEHSIOTCS IS JIeYeHHS THCTHOLMTO30B
c 1993 r. [16]. B pa6Gore S. Weitzman u coaBt. 15 panee
6e3 3sddexra JeyeHHbIX OOJbHBIX MOJMyYaau KJIaApUOHH B
MOHOpeXKHMe, y 6 U3 HUX Oblyia JIOCTUTHYTA MOJIHAsi perpeccHst
3abosieBaHusi, y 3 — uvacTuuHasi, y 6 mnauueHtoB s¢dexra
OT TNPOBOJAUMOrO JieyeHus He HaoOmonasoch [17]. Mexuy-
HapojaHble uccsenoBanns 1l asbl Takke JIEMOHCTPHUPYIOT
XOPOLLIYI0 aKTHBHOCTb KJIapHOHHA MPH JIeUeHUH pedpaKkTepHbIX
dopm  Jlanrepranco-xserounoro  ructuouurtosa.  O6uwmi
sthdext cocrapua Gosee 50 % [18, 19]. Cremyer oTMeTHTS,
4TO perpeccusi OryxoJ1eBoro o06pa3oBaHMsl, KaK CBOHCTBEHHO
rpaHy/JeMaTO3HBIM MPOLIeCcaM, YacTo MPOTEeKAET C 3aMellleHHEM
MPOSU(EPUPYIOLINX  KJIETOK  COCIMHUTEJBHOH TKaHbIO |
opmupoBanvem Gudposa. Bupnmbie 06beMbl OMyX0JH MOTYT
M3MEHHTBLCSI  HECylleCTBEHHO, M 3((heKTUBHOCTb Teparuu
C/lelyeT  MOATBEPXKIATh [HCTOJIOTMYECKUM  HCC/IeJl0BAaHHEM
OCTaBLIEHCsT OMyXOJIM, OTCYTCTBMEM B HH(HJBTPATe KJETOK
Tyrona u nposeprpyroLx rHCTHOLMTOB.

Onucannst  ciyuyaeB  JUCCEMHHHUPOBAHHOH  I0BEHHJILHON
KCaHTOTpaHyJieMbl HEMHOTOUHC/IEHHBI U HOCSIT Pa3po3HEHHBIH

KJIMHUYECKAS OHKOTEMATOJIOTMSA



[AvcceMNHNPOBAHHAA OBEHUNIbHAA KCAHTOrPaHyNema y B3pocibixX

xapaktep. Beuay penxoctu 3aboseBanus Kaxaoe HaGmoeHHE
oueHb LieHHO. JleTajibHOE ONHMCaHHe Kaxkioro ciydas, pasbop
MPOBOMMbBIX Jle4eOHbIX TPOrpaMM M03BOJIAT JIyyllle ONpPeesUTh
TeyeHue 3aboJsieBaHust U GoJjiee TOYHO paspaborath 3ddek-
TUBHbIE TepaneBTHYECKHE TPOrPAMMBI.
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