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KIIMHNYKE OIJIMKE U IIPEJXMB/bABAIBE [TEIIE
CXNCTNOIONTO30OM JIAHTEPXAHCOBUX REINJA

Hapga KPCTOBCKU, dparana JAHUR, JIugnja JOKMAHOBI'R, Pagusoj bPIIAP

YHuBepsnuTeTcKa fiedyja KIMHMUKA, beorpazn

KPATAK CALIP?KA)J

YBop Xuctuouutosa JlaHrepxaHcoBux henuja je peTko obosberbe Kog Aele. KnmHnyka cnvka 6onectu je y noyeTky npomeH-
JblBa, @ HbeH TOK, MPOrHO3a 1 NPeXmnB/baBake YeCTo HenpeBuabYBY.

Lium paga Lumb papa je 61o fa ce nprKaxy KNMHWYKe OfMMKe N pe3ynTaTu federba Aele obonene of xuctmoyutose JlaH-
repxaHcosux henvja.

MeTtog paga PeTpoCneKT/BHO NCTpaxuBatbe je 00yxBaTino 30 fele neyeHe of xmuctrounTose JlaHrepxaHcoux henwja Ha
XemaTonoLlKoM ofierbetby YHMBep3UTETCKe Aevje KnnHuKe y beorpapy op 1. jaHyapa 1990. fo 31. geem6pa 2006. rogrHe. AHa-
N3MPaHN Cy: KNMHUYKa CiMKa 6onecTy, BpCTa NpMMerseHe Tepanuje, 6poj MoKyLuaja leyera 1 yKyrnHO NpexunBrbaBatbe 60-
necHuka. Y obpaawu pesyntata kopuwwheH je Kannan-Majepos (Kaplan-Meier) ctaTuctnuku metog,.

PesynTtatu JleueHo je 30 6onecHuKa (18 MyLKor 1 12 )keHCKor nona) y3pacta og uetmpu meceua ao 14 rogrHa (npoceyHo 3,9
rognHa). 3axsaReHoCT jeAHOr OPraHCKOT CUCTEMA AWjarHOCTMKOBAHA je Kog 16 ncnutaHumka (53%): kog 10 conntapHa nesuja, a
Kog Wwect myntudokanHa nesmja koctu. CBa fielia cy buna y pemucuju 1 6e3 3Hakosa 6onecTu, a y npoceky cy HagrnefaHa 162,
O[HOCHO 82 mMeceLa. MynTncncTemMcKkm 061mMK XMCTUOLMTO3€ je AnjarHOCTUKOBaH Ko 14 ucnutaHuka (47%). Hajuewhe 3axsa-
heHu oprann 6unu cy numdHM YBOPOBM 1 KOXa, @ HelwTo pehe LeHTpanHu HepBHU cuctem (diabetes insipidus), nnyha, jetpa n
cnesuHa. bonewhy je 6uno 3axsaheHo namehy fiBa 1 ocam opraHa (mpoceyHo 4,2). 36or HanpepoBama 6onecTu, ympna cy ye-
TpK 6onecHrKa nocne Tpy MmeceLa, 16, 36 1 66 MeceL off HEeHOT jaB/batba. [leBeT 6onecHrKa je ocTano y pemucujn 6es 3Ha-
KoBa 6onecTu, C TpoceyHM BpeMeHoM Haarneaama of 117 meceuy. JeaaH 60necHUK je HacTaBMO Nleyere y MHOCTPaHCTBY.
3ak/byuak KnuHuuky Tok 6onecTt Ko fielie Kof Koje je 3axBaheH jeaaH opraHcKu CUCTEM je MOBOJbaH, 0K Ce ANCEMUHOBA-
HY 06IMLM XMCTUOLUTO3€e MOPajy arpecrBHO NIeUNTI Y3 NPETXOAHY NpeLm3Hy NpoLieHy 3axBaheHOCTV CBIX OpraHa naTono-
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YBO[I

Xucrtuonurosa JlaHrepxaHcoBuUX henmja (enrn. Lan-
gerhans cell histiocytosis - LCH) je petka 6ojecT pere
U OfpPAaC/IMX KOja HacTaje KIOHATHOM aKyMy/lTalyjoM I
nporudepannjom abHopmanuux Jlanrepxancosux he-
7Mja Koje MOTUYy u3 KocTHe cpXu. OBe meHApUTIIHE
hernuje sajenno ¢ mmmdonnTIMa, €03MHODUINMA U HOP-
Ma/IHUM XNCTUOOUTNMA I/IH(bI/UITpI/IIHy pa3He opraHe.
LCH obyxBaTa IIMPOK [1jalla30H KIMHNYKIUX [IPe3eH-
Talyja, paHyuje ONMCUBaHUX O], IMEHOM XMCTMOLUATO-
3a ,,uKC”, eosuHodpuiHn rpanynom, Xaug-lmrep-Kpu-
crujanos (Hand-Schiiller-Christian) cuxnpom n A6T-JTe-
tepep-Cuseosa 6onect (Abt-Letterer-Siwe). Tox 6onectu
je HellpeIBI/bMB, Bapypa Of] CIIOHTAHE PeMIICHje [0 pa-
NMIHE IPOTpecHje M CMPTH, M1V JIO/Ia3N O MOHAB/baHUX
peaxruBanyja 60/1eCTH, Koje JOBOJE 10 MPEBEP3UOIITHIX
IIPOMEHA U TPajHOT MHBanuanTeTa. Jlena ¢ ToKanmnsosa-
HoM 6osemthy nMajy foOpy IpOTHO3Y, a /ederse je pet-
KO MHOMKOBAHO. MyIITI/ICI/ICTeMCKI/I O6HI/IK XNCTUOLNUTO-
3€ je HeM3BeCHe IIPOTHO3€ U 3aXTeBa IIPUMEHY IO/InXe-
muoTepanyuje [1-7].

Ob PAOJA
Llws paga je 610 fa ce MPUKaXKy KIMHNYKE OfIINKE 1

pesy/rariy nedea ietie 060sene of xucruonurose JIaH-
repxancoBux hennja.
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METO[I PATTA

VcrpaxuBame je obyxsatnio 30 mele redeHe Of Xu-
cruonurose Jlanrepxancosux hemrja Ha Xemaronomkom
oJie/berby Y HUBEP3UTETCKE Jiedje KImHuKe y beorpany o
1. jaryapa 1990. o 31. gemem6bpa 2006. rogyre. V3 ucro-
puja 607ecTt Cy peTPOCIEKTBHOM aHaMN30M yTBpheHn
OCHOBHI KIMHWYKM ITOfany o GonecHniMa (y3pacr u
1o1), 3axBaheHoCT opraHa ¥ OpraHCKOT CUCTeMa IaTOJIO-
IIKVIM TIPOLIECOM, ITATOXMCTOIOIIKA A1jarHo3a 60ecT n
tepanuja. [lujarnosa 6omectu je gepuHMCAHA TUINYIHIM
IMIAaTOXNMCTOJIOIKMM HA/Ia30M 6I/IOHTaTa TKMBa C UMYHOXMI-
croxeMujcKuM 6ojemeM mporenHa S100, OHOCHO aHTHUTe-
Ha CDIa u CD68, nnu 6e3 wera. [Ipema xpurepujymuma
Koje je eduHucano MehyHapomHo ZpynITBo 3a XMCTHO-
umro3y y rpehoj MehynaponHoj crynuju o anpua 2001.
rognHe 1 Ha OCHOBY NOCTYIIHMX ITOJAaTaKa, MCINTaHNIIN
Cy CBPCTaHI y IPyII€: IPBY IPYILy Cy YMHIIIA Ielja KO KO-
je je 6uo 3axBaheHo HEKOMKO OpraHa 1 OPraHCKUX CH-
crema (eur. multisystem disease — MSD), a fpyry meua ca
saxBahenomhy jegHor opraHckor cucrema (eHrL. single
system disease — SSD), Meby kojiuma ce moceOHO n3aBaja-
jy tun mynrudokante saxsaheHocTu koctu (eHIL. mul-
tifocal bone disease - MFB) u fierja ca CONMUTApPHOM JIe3M-
jOM KOCTM VIV JIe3MjOM jeHOT opraHa [8]. AHanmusupann
Cy: BpCTa IIpUMebeHe Teparje, 6poj MOKyIIaja redermha
U IIpe>KMB/baBabe 00IeCHNKA Y OKBMPY HaBeIeHUX IPy-
IIa, Kao ¥ YKYIIHO IIPeXNB/baBarbe OomecHnKa npema Ka-
wiaH-Majeposoj (Kaplan-Meier) cTaTuCTIYKOj aHAIU3N.
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PE3YJITATU

JleueHo je 30 6omecHMKa y3pacTa Off 4eTUPU Mecela
1o 14 roguHa, mpoceyHo 3,9 ropnHa (47 Meceru); Meu-
jaHa 2,3 romyHe (28 Mecenn), MOJ, iBe rofyHe. Mymike
nmewe je 6mmo 18 (60%), mpoceuHor y3pacra of 4,2 ropu-
He (51 mecer), a >xeHcKe 12 (40%), IpocevHOT y3pacTa Off
3,6 roguHa (43 Mecera).

SSD je pujarHocTMKOBaH Ko 16 ncnuranuxa (53%),
ocaM JiedaKa 1 0CaM JIeBOjuMIIa, IPOCEYHOT y3pacTa Off
4,9 ropmHa (59,6 meceru). SSD Tuna conutapHe jae3u-
je KOCTM M/IM JIe3Vje jeJHOT OpTaHa AMjarHOCTMKOBAH je
xop, 10 mewe (33%), ceaM fedaka ¥ TPM LeBOjUNMLIe, IIPO-
CeqHOr y3pacTa of 5,8 ropuna (69,5 Mecenn). Y oBoj rpy-
I fielie KOcTy Cy 6ute 3axBahene kox meset 6omecHn-
Ka, U TO KOJ} IIeTOPO KOCTH 106atbe, Koj Tpoje demyp, a
Kof jemHoT papujyc. Kop felie Kof Koje je IaToMOMKIM
mpouecom 6mta 3axBahena mobara, 60/1eCT THITA MaCTO-
MJUTICA Ce UCIIO/BIIA KO je[IHOT O0/IECHIKA, TOK je TeM-
IoponapujeTaaHa I0Kaausalyja JujarioCTMKOBaHa KO,
geTnpy ucnuranuka. Kop jegnor 6omecHuka 6osect ce
MICTIOJBITIA OTOKOM MEKMX TKMBA OPOUTATHOT Mpefiena.
LIMTOCTaTCKOM TepAMIjOM je JIEIEHO IeT OOIECHNUKA, KOT,
7IBa je MPMMEbEHO JIOKATHO 3paveme ca 6,6 n 10 Gy, npa
60/IeCHIKa HIICY JIeY€Ha, IOK je jefaH O0ecHNKa HacTa-
BIIO JIeU€He Y MHOCTPAHCTBY. Tepammja T3B. ipyre MnHMje
HpYMerbeHa je KOJ, Tpy 60/IeCHMKa: KOJ jefIHOT KOji1 HU-
je JeYyeH, jeTHOT KOju je MPUMao LIUTOCTATUKE U jeTHOT

Koju je 3pauen. CBa Jie1ja u3 oBe IpyIe Cy OCTana y pe-
Mucuju 6e3 3HaKoBa 6OJIECTH, @ IPOCEYHO Cy HaAr/IeNa-
Ha 13 u mo romuHa.

MFB je pujarHOCTMKOBAaH KOJ INECT MCIMTAHMKA
(20%), et meBojuMIa M jeTHOT JedaKa, y3pacTa Off jel-
He TOfiMHE [IO fieBeT rofiMHa (IIPOCeYHO TP U IO TOJU-
He). Kop mer 6omecunka 6use cy saxBahene aBe, a xop
jemHoT TpM KOCTHe peruje. Jlobama je 6mra 3axBahena
TIATOIOMIKMM IIPOLECOM KOJI ITE€T VICIMTAHMKA, KWIMEHU
cTy6 xop Tpu, pebpa KOf ABa, a XyMepyC, WInjadHa KOCT
u emyp Kop 1o jegHoOr HomecHuKa. I{utocrarcka Tepa-
I11ja — KOPTUKOCTEPOUY y KOMOMHALM U C BUHO/IACTH-
HOM - TIpUMemeHa je mpema npotoxony LCH II Meby-
HapogHOT prIHTBa 3a XI/ICTI/IOI_U/ITOI?»Y KO 9€TNpU NCIIN-
TaHMKa, a mpema nportokony LCH III xox ppa. Cpa fera
U3 OBe TpyIle OCTaa Cy Y peMucuju 6e3 3HakoBa 6orre-
CTH, C IPOCEYHNM BPEMEHOM HaJITIelarba off 82 Mecela.

MSD je pujarHOCTVKOBaH Kox 14 ycnuranuka (47%)
y3pacra ojj 4eTupu Mecena 4o 13 u 1o roguHa, mpoced-
HO 2,9 rognHa (35 mecenn). [Jujaruosa 6omectu je mocra-
B/beHa OMOIICIjOM KO>Ke KOJI LIIECTOPO fieLie, OOICIjoM
7mMQHOT YBOpaA KO, TPY leTeTa, @ OIOIICHjoM KOCTI KO,
nBa. [lujarHosa je Kof 110 jefHOT 00/IeCHNKA II0CTaB/be-
Ha 6uorncujom jerpe, wiyha n mekor TkmBa. Hajuemrhe
saxBaheHu oprauu 6viu cy muMQHI YBOPOBI 1 KOXKa, &
HemTo pebe nentpanuu HepsHu cucreM (diabetes insipi-
dus), mnyha, jerpa u cnesuna (Tabena 1). Kox gBa ncnn-
TaHWKa MjarHOCTYKOBAHM Cy CK/Iepo3upajyhu xomanru-

TABEJIA 1. MynTcncTemMcKn 0bamK XMCTUOUMTO3E: CIMKa 60NeCTU Ha MOYETKY.

TABLE 1. Multisystem disease: initial clinical presentation.

NumoHu WHcunupgHn KoctHa Meka  Bpoj3axBaheHux
BonecHuk Koctm Koxa uBopoBum [nyha Jerpa CnesmHa pmjabetec cpxK TKNBa opraHa Ucxopn
Patient Bone Skin Lymph Lung Liver Spleen Diabetes Bone Soft Number of disease Outcome
node insipidus marrow tissue involved organs

Kus

! N . N i . i i i i 2 Alive
Ympo

2 + + + + + 5 Dead
3 + - - + + + + + - 6 M}A °
Alive

Kus

4 N i * * i i i i i 3 Alive
Kus

> i * i * i i i i i 2 Alive
6 + - + - + - - - + 4 K
Alive

YmMpo

7 + + + + + + + + 8 Dead
8 - + + + + - - - - 6 Hue
Alive

9 + + + - + + + + - 7 M.M B
Alive

10 - + + + - - + - - 4 e
Alive

) } ) } ) . . YmMpo

1 + + 2 Dead
Ympo

12 + + + + + 5 Dead
Kns

13 ) * ) * ) ) ) ) ) 2 Alive
14 + + + - - - + - - 4 e
Alive

+ = opraH 3axsaheH NaToNoWKMM NPOLECOM; - = OpraH Huje 3axBaheH NaToNoWKMM NPOLECOM

+ = organ involved; - = organ not involved
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TIC 1 1IMpo3a jeTpe. 3axBaheHo je n3mebhy nBa 1 ocam op-
rana (mpoceuHo 4,2). CBa fielia oBe IpyIIe Cy JiedeHa II0-
JIMXeMUOTEePaINjoM, KOja je Ha IOYeTKy Hajuelrhe mop-
pa3ymeBajia IIpYIMEHY KOPTUKOCTEpONa BI/IH6IIaCTI/I-
Ha, a IpeMa pa3IM4IUTM TePAIjCKMM CXeMaMa Koje Cy
y BpeMe jiederba 611ie IIperopyyeHe y HofalMa U3 -
teparype. Kog tpu of 14 60/1ecHuKa IpuMemeHa je caMo
jemHa Tepammjcka cXeMa, IOK je KOJ OCTa/luX, 300r Tpa-
jarba CUMIITOMAa U 3HAKOBa 00/IeCTH, TPUMEHeHO HEKO/IN-
KO TepaIVjCcKUX Mofia/inuTeTa (IIpocedHo 2,7). Ycen Ha-
HpefioBaba 60/IeCT, IPeMIHY/IA CY YeTUpy O0NIecHUKa
Iocjie Tpy Mecena, 16, 36 1 66 Meceny Of IbeHOT jaB/ba-
mwa. Tpu ferera cy 6ua yspacra fo iBe roguse. Jese-
TOPO [I€lle je 0OCTano y peMucrju 6e3 3HakoBa 60/IeCTH, ¢
IIPOCEYHNM BPEMEHOM HajIefama of 117 meceun. bo-
JIECHUK Ca CK/Iepo31pajyhyM XOaHTUTHCOM 1 LIIPO30M
jeTpe HaCTaBMO je JIeYerbe Y MHOCTPAHCTBY.

IVCKYCUJA

HamuMm uctpakupameM HUje c€ MOIJIA IPELU3HO
YTBPpAUTH yI€CTA/IOCT HOjeD,'I/IHI/IX obOumKa XNCTUOLNUTO-
3e. Kako je ped o peTpoCIeKTUBHOj CTyAMjH, Y aHA/IU3Y
HIICY YK/by4eHy OOeCHIIM KOJ KOjUX je 6ojecT mujar-
HOCTMKOBaHa y aMOy/TaHTHO- O/IMK/ITMHIYKO]j 1 CITyXX6u
Xupypruje, jep ce O0JIeCHUIN ca COMUTAPHUM JIe3njaMa
KOCTH TI0C/Ie AMjarHOCTUYKe 61orncuje Hajuerrhe HuCy
neannn. Takobe, 6ynyhu na je 6omect perxa, a fa ce mo-
jemHM OO XMCTHOLMTO3€ MTOBIaYe CIIOHTAHO U 6€e3
JTederba, BepyjeMo Jja usBecTaH 6poj 60/lecHMKa C HecIle-
IUGIYHAM KIMHUYKYM Y pagyorpadcKuM Hajla30M HU-
je TIOBPTHYT JMjarHOCTUYKOM TIPEIIeNy.

Y Behnuu ncrpaxknBama HaBogu ce 3axBaheHocT jex-
HOT OPraHCKOT cHCTeMa Kao Hajuemha KIMHIYKA C/IMKa
6onecru, xoja je y Benukum MehyHapogHuM crypujama
u 10 65% [9, 10]. Koctu cy nHajuenthe mecto 3axBaheno
ITaTOJIOIIKMM IIPOLIECOM, a MHIMIEHI/ja yHM(bOKaHHe
3axsahenoctu xocrujy je 19-63% [9, 11]. Mynrudokan-
Ha 3axBaheHocT KocTHjy ce pebe jaBmpa, a weHa yuecra-
noct je 12-20% [9]. O6muk xucTnonurose npahen nso-
TIOBAaHVIM JIe3ujaMa KOXKe I M30710BaHoM 3axBahenourhy
7mMQHOT YBOpa je BeoMa PefaK, a Hifje [UjarHOCTUKOBAH
HU KOJ jefHOT Hamrer ucnmranuka [11]. Kmmandxy Tok
6o7ecTy je 10BO/bAH, @ CIIOHTaHA PEMIICH]a Ce jaB/ba KOJ
Benmkor 6poja 6onecuuka. Kox mewe ca conmurapHoM je-
3MjOM Y IIOYETKY je MPpUMEeIeHa pa3Iu4nTa TepanmujcKa
CX€Ma, 1 TO: OIICEPBaliNja, KOPTUKOTEPAINMja, PaioTepa-
IVja Wiy nomxeMuotTepanuja. Mehynaponne pangomu-
3MpaHe CTy/iuje Cy II0Ka3ajle [ja CABPEMEHO JIe4eHhe COIN-
TapHUX JIe3Mja KOCTH JJaHAC He TIOfIpasyMeBa CUCTEMCKY
IpUMeHy JIeKoBa. broncuja n KupeTaka KOCTHe y1esuje
Hajuenrhe TOBOJE 10 M3/IeUeHHa, OK CY payoTeparja
V1 JIOKa/IHA IIPYIMEHA CTepONfia PeTKO MHAVKOBaHe [1-3].
KOH Tpu 60}IeCHI/IKa HalIeT NCTpaXXNBamba JI€IE€HNX I10-
YEeTKOM JIeBe/leCeTUX T'O/IVHA [JBa/IeCETOT BEKa IpUMehe-
Ha je Tepamnuja T3B. ipyre muHuje. VICKycTBa cy mokasana
fia je 3a IIOTIyHY pereHepalnjy KocTy MOoTpeOHO HajMa-
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e mecT Mecen [7]. CXOQHO TOMe, CMaTpaMo Jia je Heo-
IIXO/aH OIIpe3 Y IIPOLIEHN PE3NU/yaIHe WM IPOrPecHBHE
6onecru. Takohe Tpeba nmaTn y Buny ma cuuHTArpad-
CKa MICIIMTHBAbA HeMajy II0TPeOHY CEHSUTUBHOCT 3a OT-
KpUBame jieslje, a IIPIINIHO je BUCOKA YIeCTaIoCT JIa-
JKHO HEeraTMBHUX pesynaraTa. CeH3UTUBHOCT pagyorpa-
dbuje xoctujy je 80-100%, a cumururpaduje 35-67% [12,
13]. Pagy KoHTpOJIE TOKA 60JIECTH, IIPeropydeHa Cy pe-
IoBHa pazpmorpadcka CHUMamwa IpuMapHo 3axBaheHmnx
KOCTHjy Ha CBaKa TPYU MeCella TOKOM JIBe TOIMHE Off II0-
JeTKa 60IeCTH.

Kog meue ¢ mynrtudokanzom saxsahenomhy xoctn
IIPMMeEIbEHa je TIOIMXeMIOTepanyja IIpeMa IPOTOKOIMMa
LCHIIn LCH III [7]. VickycTBa MehyHaponHor gpymrsa
3a XICTMOUNUTO3Y Yy BUAY CMEpHIIIA 3a HI/[jaI‘HOCTI/IKOBa-
Ibe, JIedethe 11 HafrIeame 6onecurka ca LCH y 3Hauaj-
HOj MepH Cy IOIIpUHeIa Ja ce y 0BOj TpyIu fele He Oe-
JIeXXe HAIIpejoBabe W Perarnc 601ecTt.

MynrucucreMcKy 0O/INK XUCTUOLUTO3e ce Hajuenthe
UCTIO/baBa TeHEePaIN30BaHNM JIe3MjaMa KOXKe U KOCTH]Y;
Hewto pebe cy saxsahenu mumduu usoposn. Vucunug-
HM Anjaberec je Hajuemha Manndecranuja saxsaheHoctn
LOEHTPATHOT HEPBHOT CUCTEMA ITATO/IOIIKNM IIPOLECOM,
a jaBpa ce Kopt 5-30% 6GonecHuka [1-6, 14, 15]. V nauem
UCTPaXMBaby MUM(GHM YBOPOBY €y 6uin Hajuenrha k-
HIYKa MaHudecranuja 6omectn, MehyTnm, rpeda umaru
y BuAiy fia je yBehare nuMQHIX 4BOpOBa y edjeM y3pa-
CTy 4ecTo 1 fja KBamudukanyja saxsaheHoct mumpHmIx
YBOPOBA XVMCTIOLUTO30M 3aXTeBa [I0CeOAH OIIpes.

Cxireposupajyhn xomanruTuc je KOMIUIMKaLja Koja
4ecTO FOBOAY 10 Gpubpose 1 IMpose jeTpe, Te ce Kao je-
IMHA OIII[Y]ja 32 IPeXNB/baBatbe O0IECHNKA HY U TPaH-
cmanranuja jerpe [1, 16]. Cxreposnpajyhn xomanru-
THC ¥ L[PO3a jeTpe HOKA3aHM IATOXVCTOIONUIKIM IIpe-
T71IegoM HI/IjaI‘HOCTI/IKOBaHI/I Cy KOJ ABa MCINMTaHMKaA Ha-
HIET MCTPAXKMBaha, Off KOjUX je jefjlaH IPEMIHYO, a Jpy-
't HaCTaBIO /I€9€bEe Y MTHOCTPAHCTBY.

Y3pacr je HeIoOBO/baH IPOTHOCTIYKY dakTop. Tpu fe-
TeTa Koja cy npemMmHyna 6uaa cy miaaba on gBe rogmse.
A671-JTetepep-CrBeoBa 60JIeCT je MCTOPUjCKM €IIOHUM
KOju ce KopucTu 3a onncuBamwe LCH Koja ce OIINKy-
je mpoLIVpeHNM IIpOMeHaMa Ha KOXI, 3axBaheHourhy
KOCTHE CPXXI1, jeTpe, ClIe3uHe 1 1iyha, a jaB/ba ce ypaso
Kop mene miabe on iBe rogune [1-3].

Xuctnonnrosa mwryha ce jaBpa y aBa 061MKa: Kao
usonosana mwiyhua LCH wm xao feo MSD. V3onoBana
wiyhHa xmucTronnTo3a je 6omect Maber ogpacior goba,
Besyje ce 3a MylIewe I Iole je mporuose [17,18]. ¥ Ha-
IIeM UCTPaXKMBaIbY jeflaH 0O/IECHNUK C TEIIKUM OOIMKOM
XUCTHOLMTO3e IIyha U MHCUIINHNM AujabeTecoM yMpo
je y 19. ropyay, Tpy rOIVHE Off IIOCTaB/balba AMjarHo3e.

CaBpeMeHO Jiederhe My/ITUCICTEMCKOT 001K XMUCTH-
OLIUTO3¢e OfpasyMeBa IPUMeHY KOPTUKOCTEPOU/A, BIH-
671acTiHA, MEPKAIITOIIyPYHA I METOTPEKCATa, y3 IIpeT-
XofHy crparudukanyjy 60/mecHnKka y rpyme pusuka [1-
3]. Kox oxo 80% 6onecunka osa tepanuja 06e36ebyje
HeTOrOfVIIIbe IPeXIB/baBabe [9,20,21]. OunrnenHo je
ma ce neverbe LCH y mocepbe ABe feljeHuje y 61t Hu-
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FPAOUKOH 1. KannaH-MajepoBa KpvBa npexmBrbaBarba feLie C Mysl-
TUCUCTEMCKIM OOIMKOM XMCTUOLMTO3E.
GRAPH 1. Kaplan-Meier's survival in children with multisystem disease.
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FPAOUKOH 2. KannaH-MajepoBa KpviBa Npexne/baBakba AeLle ¢ Xu-
CTNOLMTO30M (CBU BonecHuLn).

GRAPH 2. Kaplan-Meier’s survival in children with hystiocytosis (all
patients).
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CPMCKW APXIB 3A LIENTOKYMHO JIEKAPCTBO

CLINICAL CHARACTERISTICS AND SURVIVAL OF
CHILDREN WITH LANGERHANS CELL HYSTIOCYTOSIS

Nada KRSTOVSKI, Dragana JANIC, Lidija DOKMANOVIC, Radivoj BRDAR
University Children’s Hospital , Belgrade

INTRODUCTION Langerhans cell histiocytosis is a rare dis-
ease in children, initial presentation is variable, clinical course,
prognosis and survival are mostly unpredictable.
OBJECTIVE To summarise clinical characteristics and treat-
ment results in children with Langerhans cell histiocytosis.
METHOD Retrospectively there were analysed patients with
LCH diagnosed and treated at Haematology Department of
University Children’s Hospital in Belgrade from 1990 to 2006.
Clinical presentation, therapy and survival according to
Kaplan-Meier’s statistical test was analysed.

RESULTS 30 patients were treated, aged from 4 months to
14 years, mean 3.9 years, median 2.3 years, 18 (60%) males,
12 (40%) females. A single system disease was diagnosed in
16 (53%) patients, of whom 6 patients with multifocal bone
disease. All patients were in complete remission averagely
following162 and 82 months respectively. Multisystem dis-
ease was found in 14 (47%) patients. The lymph nodes and
skin were more frequently involved organs than the central

nervous system (diabetes insipidus), lung, liver and spleen.
The number of involved organs ranged from 2 to 8, mean
4.2. Four patients died due to disease progression 3, 16, 36
and 66 months after diagnosis. Nine patents with multisys-
tem disease were in remission with 117 months of follow-up.
One patient was lost on follow-up.

CONCLUSION The clinical course of patients with a single
system disease is usually benign while a multisystem disease
has to be aggressively treated with precise initial evaluation
and staging before therapy.
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