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B nacmosuweii cmamye npugedero demanvroe onucanue peokoeo cAy4as MOHOCUCMEMHOU QopMblL 8DOIHCOEHHO20 NAH2EP2AHCOKAEMOUHO20
eucmuoyumosa (JIKT) y desouku 3-nedeavroeo 6ozpacma. Bnepsvie npusodumces onucanue A0KaabH020 NOPANCCHUS CAUBUCOL 000104~
Ku noaocmu pma npu JIKT y Hogoposcdentozo. Aemopel xapakmepusyiom mopgosoeuteckue, UMMYHOA02UHECKUE, KAUHUYECKUe 0COOeH-
HOCMU OaHHOIL PeOKOi namoao2uL u 0eaarm 6vl800 0 8adCHOCMU C0EDEMEHHOU OUACHOCIMUKU 015 HABHAYEHUs PUCK -A0anmMUpo8anHol
mepanuu npu JIKT'y demeii.
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Case of congenital Langerhans cells histiocytosis in an infant
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1In this article a rare case of monosystem form of congenital Langerhans cells histiocytosis (LCH) in 3 weeks of age girl was described. Local
lesion of oral mucosa of the infant with LCH was first described. Morphological, immunological and clinical features of this rare disease
have been characterized. Authors concluded that timely diagnostics is very important to risk-adapted therapy at children with LCH.
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Hcrtopust m3ydeHUSI JTAHTEPraHCOKJIETOYHOIO TH-
cruonuto3a (JIKI') macuuteiBaet 6omee 100 yet. 3a 3T0
BpeMsI B3TJISIOBI Ha TATOTEHETUYECKIE OCHOBBI 3TOTO 3a-
OoJieBaHMS TIPETEPIIeSIN Cephe3HbIe M3MeHeHUs. baro-
Japs TTOSIBIICHUIO METOIOB SJICKTPOHHON MUKPOCKOITHH,
MMMYHOTUCTOXMMUM, PACIIMPEHUIO ITaHEIN IUarHo-
CTUYECKMX AaHTUTEJ ObLJIa yCTAHOBIICGHA OITyXOJIeBast
mpupona JIKI [1], B ocHOBe KOTOPOIi JIEKUT MH(MUITb-
Tpalus pa3TNIHBIX OPTAHOB M TKAHEH 3JTOKAYeCTBCHHOM
TTOIYJISIIIEH aKTUBMPOBAHHBIX KJIETOK JlaHTepraHca, 4To
BeIeT K MOP(MOJIOTMIeCKNM U (DYHKIIMOHAJIBHBIM Hapy-
meHusiMm. UMmyHosnorndyeckum cyoctpatom JIKI sBsi-
forcst CD1a*, S100* m Langerin-Tio3uTUBHEIC IEHIPUTHEIC
ket [2]. CBoe mpouncxoxaenue kietku JIKI BemyT ot
ctBosioBoit (CD34%) xieTku, KoTtopas Ojaromapsi Mu-
KPOOKPYKECHHIO JaeT HAYaJIO IBYM TOIYJISIIASIM KJIETOK
MOHOLIMTapHO-MaKpodaraabHoii  cuctembl: CDI14-
IMO3UTUBHBIC KJIIETKHU (IIPEIAIIICCTBEHHNKN TKAHCBBIX Ma-
kpodaroB) m CDI14-HeraTuBHBIC KJICTKH (TIpeIe-
CTBeHHMKU KJIeTOK JlaHrepranca) [3].

JIKI' mpencraBisier coboli pegkoe 3abojeBaHUE.
CrnoxHoctn nudGepeHINAaTbHON TUaTHOCTUKN BEAyT
K TOMY, 9TO IaHHBIC O 3a00JIcBaeMOCTH KOJEOJIOTCS
B IOCTaTOYHO IIMPOKUX IIpeAesiaXx M COCTaBIISIIOT, IO
JAHHBIM pa3HbIX aBTOPOB, oT 0,5 10 6 ciyyaeB Ha 1 MIH
IIETCKOTO HaceleHMsI. Heckoiabko gale 0O0JIC0T Majb-

ynku B Bo3pacte oT 0 10 4 net [4, 5]. Knuandeckas Kap-
tuHa JIKI' pazHooOpa3Ha M XapaKTepHu3yeTcsl Mopaxe-
HHUEM KOCTeil cKejieTa, KOXM, TICUCHU, JICTKHUX,
ceie3eHKM, JTMMGATUIEeCKUX Y3JI0B, KOCTHOTO MO3ra,
LICHTPAJIPHOM HEPBHOU CUCTEMBI, Pa3BUTHEM IHCHOYHK-
LMY SHIOKPUHHOM cucteMsbl [6]. [TopaskeHUs KOXHU IIPU
JIKT" MoryT ObITh MpeACTaBI€Hbl SPUTEMATO3HBIMU Be-
3UKYJIOTAITYJIE3HBIMHI 3JIEMEHTAMHM, YaCTO ITOKPBITBIMU
kopkamu. I1pu nokanuzauuu JIKI' B mapeHXMMaTO3HBIX
opraHax, IT0 JaHHBIM METOIOB MHCTPYMECHTAJIBLHOMN BU-
3yaJM3alliy, OIMPEeAeIISIIOTCS 0YaroBOITOAOOHBIC YIUIOT-
HeHMS. B ciaydasx mopaxeHnsT KOCTHON CHUCTEMBI P
MIPOBEICHUN PEHTTCHOJIOTHICCKIX METOIOB MCCIIEI0BA-
HUS BBISIBIISIIOTCS O9ard KOCTHOM mecTpykKmuu. PaHee
BapmaHTHI JIKI ¢ coueTaHHBIMU BUCIICpAIBHBIMHA ITOpa-
XKEHUSIMU Ha3bIBaluCh 0OoJjie3Hblo AOTa—JleTTepepa—
CuBe, a TeHepalM30BaHHBIC MMOPAKEHUS KOCTHOM CH-
creMbl — 0ose3Hb10 XeHna—omnepa—KpucueHa.
CreneHb BEIPAXXEHHOCTH TTOPAXKEHMIT OPTaHOB U MX
IIPOTHOCTUYCCKOE BIUSHUE Pa3IMIHBI. BeIOensSior op-
raHbl prcKa (TIeYeHb, celie3¢HKa, KOCTHBIN MO3T M JIeT-
KHe), TOopaxXkeHHe KOTOPBIX SBJISICTCS HEOIarompHsIT-
HBIM IPOTHOCTUYEeCKUM (pakTopoM mipu Tepanmu JIKT.
Kpowme toro, mipu mopaxkenuun LHHC, kocreit 1uiieBoro
CKeJIeTa, IepeIHe it MK CpemHeil YepeITHOI SIMKH TTOBBI-
IIaeTcs pUCK penuanBa 3adoneBanus. [IporHos 3aBucur
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OT BO3pacTa Ha MOMEHT YCTAaHOBJICHUs TUarHo3a, pac-
TPOCTPAHEHHOCTH TIpOIlecca U CTETIEHU TIOBPEKICHUS
KM3HEHHO BaXXHBIX OpraHoB. PaHHSIS aMarHocTUKa
yiyuiaeT oTBeT Ha Tepanuto ripu JIKI y geteii. Y nereit
1o roga teueHue JIKI kpaliHe arpeccUBHOE, C OBICTPOA
JIMCCEeMMHAIINe, TMOopaXXeHNeM HEeCKOIbKUX OpraHOB
U HapynieHueM ux dhyHkiuu [7, §].

Lenwto Tepanuu JIKT gBisieTcs mogaBjieHUe akTUB-
HOCTH U TIpojudepalny TUCTAOLMTOB, JUMGBOINTOB
u Mmakpodaros. B 3aBUCHMMOCTH OT pacnpoCTpaHEHHO-
CTHU OTYXOJIEBOTO TIpoilecca, CTpaTuduKauu OOJIbHBIX
TI0 TPYIITIaM PUCKA CTPOSITCSI COBPEMEHHBIE TTPOTPAMMBbI
tepanuu JIKI, KoTopble BKIIOUAIOT NMPEIHU30J0H, BUH-
OJacTMH, 6-MepKamnTOIypuH, MeTOTpeKcar (rpyrira
cpenHero pucka) [9], Torma Kak B IporpaMmy JieUeHUST
OOJIBHBIX U3 TPYIIITHI BEICOKOTO PHCKA BXOIUT METOTPEK-
cat 500 mr/m2. B mocnieiHre TOIbI B TEPANUio PN~
BoB 1 pedpakrepHbix dhopm JIKI BkiItouaior mpemnapar
2-XJI0pae30KCUaNeHO3H, 3((GEKTUBHOCTh KOTOPOTO
y neteit aktuBHO uzydaercs [10, 11].

CoBpeMeHHbIE TIPEICTaBICHUST O KITMHUKO-MOPdo-
UMMYHoJiornyeckux ocodeHHocTsax JIKIT ocHOBbIBatOT-
cs1 Ha 00OOIIEHUN OTIETHLHBIMU KIMHUKAMU CBOETO He-
OOJIBIIIOTO OTBITA B IUATHOCTUKE W JICUEHUU ITOU
pPENKOl MaToJIOTUH, a TAKXKE OIMMMCAHUN OTIECIbHBIX KITH-
Hudeckux ciaydaeB [12]. Kaxmwiit HoBbIN cirydait JIKT,
00CIeIOBaHHBIII HAa COBPEMEHHOM YpPOBHE, BHOCUT
OOJIBIIION BKJIaA B pacIIMpPEHME HAIIeT0 TOHWMAaHUS
3TOU peIKOW MATOJIOTUM IETCKOTO BO3pacTa.

Boavras B.A. podunace 23.10.2009 om donowerHoll
1 bepemennocmu, komopas npomekana 0e3 0CAONCHEHUII.
Bec npu poscoenuu 3530 e, pocm 51 cm. C poxcderus podu-
meau ommeuanu y 0e604KU 8 NOAOCMU PMA Cepo8amoe ony-
Xonesoe o0pazosanue, U Koeda pebeHKy UCHOAHUAOCH 3 He-
deau, 0bpamuAUCy K CMomMamonoey, Komopbli Ha 0CHO8A-
HUU NYHKYUU 0aHHo20 06pazosarus 3anodospun JIKI.

Ilpu ocmompe 6 HUH demckoit onkonoeuu u eemamo-
noeuu POHI] um. H.H. Baoxuna PAMH 01.12.2009 na
meepdom Hebe cresa onpedeasinoch Onyxoneeoe oopaz0ea-
HUe epsI3HO-cepoeo Usema, 8biICmynarujee 8 N0A0Cmb Pma,
Pa3Mepom 0KoA0 2,5 cM, C POGHBIMU U YEMKUMU KPASIMU,
npu Konmakme He kpogomouuno. Okpyycaioujue mMKaHU
cauzucmoil 060a04ku He Obiau uzmenenst (puc. 1). Temnepa-
mypa mena 36,8 °C. Koochvie nokpogsl — pusuonocuveckux
cgolicme, npu naivhauyuu nepugpepuveckue aumgamuue-
cKUe Y316l He Oblau YeeauUeHbl, pasmepsbl NeUeHU U ceNe3eH-
KU COOMEemcmaeosant 603pacmy pebeHka.

IIpu yumonoeuueckom uccaedoganuu NyHKmMama ony-
xoau (08.12.2009) obpawasu va cebs enuMmanue KpynHvle
KAEMKU €O CKAAOUambiMU U 00NbHAMbIMU S0PAMU, BOKPYe
KOMOPbIX 6 00UAbHOU 203UHODUAbHOI UUMONAa3Me onpede-
ASAUCH MeaKue epanyasl. Hykaeonvl 6viau edea 3amemHbimu
(puc. 2).

10.12.2009 6bina evinonnena buoncust onyxoneeoeo oopa-
308anus nonrocmu pma. Mopgonoeuueckas kapmuna xapak-
mepu308anace CKONACHUAMU KPYNHbIX KAEMOK ¢ HAAu4UeMm
A0epHbIX 00p030 U WUPOKOU 03UHOPDUABHOL LUMONAAZMOLL

(puc. 3). Cpedu unpurbmpama npucymcemeoganu Hempo-

UAbHbLE U J03UHOPUABHBIE PAHYAOUUMDL.
Hmmynoeucmoxumuuecku onyxonegvie KAemKu MOHO-

mopguo  sxcnpeccuposasu CDla, S-100, HLA-DR,

Langerin, munoeosioepuovie eucmuouornwvie karemxu — CD68
(puc. 4—7). UmmyHoghenomunuposanue onyxoneeoeo oopa-
308aHUsL MEMOOOM HENPAMOU peaKuyuu UMMYHOPDAOpec-
YeHYUU Ha KPUOCMAMHbBIX CPe3ax npogoousoCh ¢ UCHOAb30-
6éanuem nameau MoHokaoHanvhvix anmumen CD7, CD79%a,

Puc. 1. Onyxoas cauzucmotii obosouxu nosocmu pma 60abHoll B.
do Hauana mepanuu
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Puc. 2. I{lumonoeuneckas kapmuna nyHKmama onyxonu
POMOB0IL hoaocmu

Puc. 3. Jlaneepeancoxaemounsiii eucmuoyumos. Okpacka 2emamoxkcunum-
03UHOM: a — (hpazmerm cAu3UCHOU 000404K U, ROKPbIMOU MHOZOCAOUHbIM
NAOCKUM 3numenuem, cy03numenuansHo — UHQGUALIMPAmM u3 KpYNHbIX
KAeMOK ¢ 0KPYen0-08aabHbIMU U CKAAO4amubimu/00608U0HbIMU 20paMU,
WUPOKOU c1abo 203UHOPUABHOU YUMONAA3MOI; 6 — cpedu uHuAILMpPama
BUOHBL HELIMPOPUAbHYIE U J03UHODUNBHBIE ZDAHYAOUUMbL, NPUCYMCMEYION
omadenbHble 2USAHMCKUE MHO205I0epHble UCMUOUOHbIE KACMKU.
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Puc. 4. Knemxu unguasvmpama sxcnpeccupyrom Langerin (CD207) —
nepuHyKAeapHas, epanyaapHasn peakyus. UmmyHogepmenmuolii memoo

Puc. 5. Knemku ungpunsmpama sxcnpeccupyrom CD la (membpantas
peakyus). UmmyHopepmenmubiit memoo

Puc. 6. Knemxu unghusbmpama sxcnpeccupyrom S-100 (0epro-
yumonaasmamueckas peakuyus). Ummynogepmenmuoiii memod

CD68 u CDla. Onyxonesvie kaemxu ¢ 100 % sxcnpeccupo-
eanu anmueen CDla, na wacmu onyxoneevix KAemok om-
meuena sxcnpeccust anmueena CD68. B onyxoaegoti mxanu
npucymcemeoganu eouruynvie T- u B-aumgpoyumeoL.

B cea3u ¢ pannum eo3pacmom peberka paouo-
uzomontute uccaedosanus ¢ Ga-67 u Te-99 na npeomem

Puc. 7. Cpedu cyocmpama npucymemeyiom omoenvhvie MHO2050epHble
eucmuouonvle Kaemiu, skcnpeccupyrowue CD6S, knemicu unguisvmpama
CD68 — neeamuenvl. Ummynogpepmenmmoiii Memoo

NOpadcenust KOCMHOU CUCmeMbl He NPOBOOUNUCH, NOCKOLb-
Ky 6 pside pabom 6blaa nOKA3aHa Kpaiine HU3KAs 4)8CMEU-
meabHoCmb U cneyuguuHocms dannoeo memoda [13, 14].
Ilo Odauneim  yavmpaszeykoeoeo uccaedosanus (Y3H)
u penmeeHosckoil komnvtomeproil momoepagpuu (PKT) ue-
pena u noKpoBHuIX Kocmell AULe8020 CKelema KOCHHO-
decmpykmueHble U3MeHeHUs. 8 UCCAe008AHHbIX 0maenax
cKenema He Golsi6AeHbl.

B obwem u buoxumuueckom anaru3ax Kpogu namono-
2uvecKux usmeHeHuil oOHapyiceno He Oviao. Ilo dannbim
K0azyn0epammosl — HOPMOKOAYASUUSL.

Taxum obpasom, Ha OCHOBAHUU KAUHUKO-1A00PAMOPHBIX
U UHCMPYMEHMANbHBIX MEMO0008 UCCAe008aAHUS Obll YCMAHO8-
sen duaenos: JIKT, monoghokanshasn ghopma c nopasicenuem
cau3ucmoti meepaoeo U MseKk02o Heba cieaa.

C 14.12.2009 6vina nHawama mepanus HO NPOMOKOAY
LCH-III 0ns demeil ¢ A0KANbHBIM ONYXOAEBbIM NPOUECCOM.
Jlannblil npomokoa no3604uA NOAYHUMb BbICOKUE NOKA3AMeNU
8blIICUBAEMOCU U 8KAKOYAem 6 ce0Os uHmeHcuenyro gaszy |
(npednuzonon 40 me/m*/cym 1—28-ii denv, ommena K 42-my
OHI0 per 0s; sunOnacmun 6 me/m’ esedenue 6 1, 7, 14, 21, 28,
35-it Onu 6/6 cmpyiino), unmencugnyio gazy 11 (npednusonon
40 me/m*/cym 1-3, 79, 14—16, 21-23, 28—30, 35—-37-ii
OHu per 0s; sunonacmun 6 me/m? ééedenue 6 1, 7, 14, 21, 28,
35-it OHu 6/6 cmpyiiHo) u noddepicugarowyio gasy, npooon-
acaroupyrocs 42 Ons (npednuszonon 40 me/m?/cym 1—5-it Onu
Kaxcooeo yukaa per os; eunonacmur 6 me/m? esedenue ¢ 1-ii
Oenb Kaxcdoeo uukaa 6/8 cmpyiHo, O6-MepKanmonypuH
50 me/m>/cym excednesHo per os; memomperxcam 20 me/m?
66edenue 6 1-ii denwv kaxncdoeo yukaa per os) [ 15].

Jlewenue desouka nepenocuna y0081emeopumenbHo
U no okonuanuu unmencugHoil ¢azol I u Il ommeuerno
YMeHblUeHUe pasmepos onyxoau 00 2 cm, omcymcmaue npo-
MeHeHUUU 8 POMOGYI0 NOAOCHb.

1lo dannvim PKT, nposedennoii 6 ghespane 2010 2., de-
CMPYKMUBHbIX U3MEHEeHUIl 8 KOCMAX Yepena 6bl61eH0 He
0bL10, OMMEUEeHO HepaBHOMEePHOe YMOAUeHUE MASKUX MKA-
Hell N1e60il NOA0BUHbL NOAOCMU pma NO X00y mMEepdo2o
U Msi2K020 Hebad.

OHHOTEMATONOIUA 22011
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Ilpu nposedenuu Y3U 6 gpespane 2010 e. dannvix 3a
onyxoneeoe nopaicerue 0pyeux opeaHos U cucmem He noay-
YeHo.

B xo00e dunamuueckoeo HabaodeHus (mapm — dexabps
2010e.) ocmamoutas onyxons pomoeoi NOA0CIU COCIABAINA
okono 1,5 em. Ipu PKT (uronv 2010 e.) nopaxceruii kocmeii
Yepena He 8blsBAEHO, OMMEYAN0Ch YMOAUEHUe MACKUX MKA-
Hell 1e6oil noaosuHbl meepdoeo Heba. Ilpu buoncuu mecma
0OblBIUE20 ONYX01€6020 00PA306AHUSL U UUMOAOUMECKOM UC-
cedosanuu onyxonesvle KAemiku He Obiau 0OHAPYIHCeHbL.

B nacmosiwee epems pebeHoK noayuaem noooepicusa-
rowyio gazy mepanuu. Ilpu ocmompe Ha mecme nepeuHoLl
NOKAAU3AUUL ONYX0AU Onpedensemcss NAmHo, Usem Komo-
P020  npubaudIcaemcss K Uygemy OKpYyICAIOWUX MKAHel

(puc. 8).

Takum oOpa3oM, NPUBEAEHHBIN KIIMHAYECKUN CITy-
yail sgBisSeTCS KpaiiHe penkoil BpoXIeHHOU (opMoit
JIKT, nuarHocTUpOBaHHOU Ha 3Tarne JIOKaJbHOIo Ipo-
recca. M3onmpoBaHHOE MOpaKeHUE CIIU3UCTON OOOJIOUKU
tBepaoro Heba npu JIKI' y HOBOpOXIEHHBIX HE OMuUca-
HO, TO3TOMY Hallle HaOJIIOIEHUE paclIupseT COBPEMEH-
HbIE MIPEICTABIECHUS O CIIEKTPE KIMHUYECKUX TTPOSIBIIEC-
HUIA JAaHHOTO 3a00JIEBaHUS.

V nereit panHero Bospacta JIKIT xapaktepusyercst
MYJIBTUCUCTEMHBIM MTOPAXEHUEM C OBICTPOIi TUCCEMUHA-
LIMe U BOBJIEYEHUEM IEYEHU, JIETKUX, KOCTHOIO MO3ra.
Bonbiiag omyxoneBast Mmacca, MyJIBTUOPTaHHBINA XapaKTep
MOpaXeH!s W HapyllleHue (QYyHKIMI XU3HEHHO BaXKHBIX
OpPraHoOB OOBSICHSIOT KpaliHe HEYIOBJIETBOPUTEIbHBIE pe-
3yJBTaThl TEPAMUU TAKUX OOJIbHBIX, YTO JUKTYET HEOOXO-
JUMOCTb MPUBJIEYEHUSI BHUMAHUSI TIEAMATPOB U Bpayeit

Puc. 8. Cocmosinue cauzucmoii 06010uKu pomosoii norocmu 604610l B.
nocae OKOH4aHUs1 OCHOBHO20 Kypca mepanuu

JIPYTUX CHELMAIbHOCTEM K JAHHOM PEAKOW MAaTOJOIMU.
Hara kmuHuKa pacrionaraeT JaHHBIMU JMarHOCTUKY 1 Jieue-
Hus 6osee 600 geTeii ¢ BriepBble YCTAHOBJIECHHBIM TMAarHO-
3oM JIKTI [16, 17], HO HU B OIHOM CiIydae He HaOJII01aI0Cch
M30JIMPOBAHHOTO MOPAXKEHMSI CJIM3UCTOM 000JI0YKH POTO-
BOI1 TIOJIOCTU Y HOBOPOXKIEHHOro. B HaileM ciyyae nua-
THOCTUYECKUI 3TaIl ymajioch CBECTM K MUHUMYMY, IO-
CKOJIBKY ITpY 00pallieHU K CTOMATOJIOTY ObLIa BHITTOJTHEHA
IMyHKIIMOHHAsA OMOIICHSI OITyXOJIEBOTO 00pa30BaHMS U 3a-
nogo3peH JIKI. [IleBouka Oblia HarpaBjieHa B CrelIAaI-
3UPOBAaHHOE OTAEJCHHUE, IIe HAa OCHOBAHUU KIMHUKO-
MOP(POMMMYHOJIOTUYECKUX XapaKTEPUCTUK OITyXOJIU ObLT
YCTaHOBJICH IPAaBWIbHBIN THAarHO3 U MPOBEACHA Teparus
o iporpamme LCH-III ¢ xopoimm appekTom.
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