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PEOKOE 3ABOJIEBAHUE BPOXXOEHHOIO
TMCTUOUUTO3A U3 KJNIETOK JIAHTEPTAHCA
Y HOBOPOXXAOEHHOIO MJTALEHLUA

TMcTHoumTo3 13 Knetok JlaHrepraHca (MKJ1) npeacrasnset cobow peakoe 3abonesaHne. IKJT He ABASETCA HACNEACTBEHHbIM,
reHeTM4ecku LeTepMUHNMPOBaHHbIM 3aboneBaHnemM. Snvaemuonorus MKJ n3yyeHa HeLoCTaToOuHO.

Llenb nccnenoBaHus — NpeacTasyTh KIMHUYECKMIA ClyYain MICTUOLMTO3a M3 KneTok JlaHreprarca (MKJ1) y HOBOPOXAEHHOro
1 onuncaTb TPYAHOCTN €ro AMarHOCTUKM.

Matepuanbl n MeToabl. [pefcTaBneH kKnnHudecknin cnyvan MKJ1Ty HOBOpPOXAeHHOro Manb4uka. Begylimm B KNnHMKe Npu
POXAEHMM OblfT KOXHbBINA CUHAPOM B BUAE rEMOPPArniYecKor Cbifii 1 NOIMMOPMHbIX, PACMPOCTPAHEHHbIX SIEMEHTOB Ha KOXe
TYNOBULLA, KOHEYHOCTEN, BONOCUCTON YacTW rOfIoBbI, NnLe. MepBoHavanbHO Obin 3anofo3peH AMarHo3 reprneTideckomr NHdek-
unn. OfHako BBWAY OTCYTCTBUS MONOXUTENbHbIX pe3ynbTatoB [MLP-AMarHOCTUKM, a TakXe COMHeHWU B [OCTOBEPHOCTU
[varHosa, mnagexel, Obif BbiNcaH ¢ HOPMYIMPOBKOM MO 3aKOYNUTEIbHOMY AMarHo3y «/HMEKLMOHHbIN BaCKYUT HEBbIAC-
HeHHOW 3Tronormm». Mo3xe, B Bo3pacTe ABYX MeCALeB, Koraa y nauueHTa NnosBUANCh OCTOXHEHUS C MyNbTUCUCTEMHBIM
NopaxeHeM KOCTel CKeneTa, Nerkmx, KOCTHOro Mo3ra, Mo pesysbTaTaM MMcTONorMyeckoro 1 MMMYHOMUCTOXMMUYECKOro
VccnefoBaHnm amarHoctmposanm MKJ1.

PesynbTtathl. [KJ1 — [OBOMILHO peAKO BCTPEYAIOLLAACcs NaToNorvs, KmH1nyeckas kKapTmHa KOTopor pasHoobpasHa 1 Hecnew-
nbrdHa, 4To 0bycnaBnMBaeT TPYAHOCTU AMArHOCTVMKL. B npedcTaBneHHOM ciydae Ans paHHewl OMarHoCTUKK CefoBano
NPOBECTN ONOMCMIO KOXHbBIX 3IEMEHTOB, YTO MO3BOJSIIIO Obl CBOEBPEMEHHO NMOCTaBWTb MPaBUIbHbIV IMArHO3 1 NpefoTBPaTUTL
OCNOXHEHNS.
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A RARE DISEASE OF CONGENITAL HISTIOCYTOSIS FROM LANGERHANS CELLS IN A NEW-BORN BABY

Histiocytosis from Langerhans cells (HCL) is a rare disease. HCL is not a hereditary, genetically determined disease. The
epidemiology of HCL has not been studied enough.

Purpose of the study — the aim is to present a clinical case of Langerhans cell histiocytosis (HCL) in a newborn and describe
the difficulties of its diagnosis.

Basic provisions. A clinical case of HCL in a newborn boy is presented. Leading in the clinic at birth was a skin syndrome in the
form of hemorrhagic rash and polymorphic, common elements on the skin of the trunk, limbs, scalp, face. Initially, a diagnosis
of herpes infection was made. However, due to the lack of positive results of PCR diagnostics, as well as doubts about the
reliability of the diagnosis, the infant was discharged with a formula for the final diagnosis of infectious vasculitis of unknown
etiology. Later, at the age of two months, when the patient had complications with multisystem damage to the bones of the
skeleton, lungs, bone marrow, according to the results of histological and immunohistochemical studies, HCL was diagnosed.
Conclusion. HCL is a rather rare pathology, the clinical picture of which is diverse and nonspecific, which causes difficulties
in diagnosis. In the presented case, a biopsy of the skin elements should have been performed for early diagnosis, which would
have allowed to make the correct diagnosis and prevent complications.

Key words: rare disease; histiocytosis;Langerhans cells; newborns; diagnosis; multisystem lesion

l YuernonuTo3sl 13 kiaetok Jlanrepranca (TKJI) — 1o npostidepaiiust atolornyeckux KJaetok JlaHrepranca
KJINHUYecKH nojuMopdHast rpyimna 3aboneBannii, B B ouare nopasxkenusi. [lo gacrore Bcrpedaemoctn 'KJI
OCHOBE KOTODBIX JIEKHUT AaKKyMYyJ/ISIIMS M KJIOHATbHAS —3HAUUTEIbHO YCTyIaloT JeiikozaM u JjuM@omaM, a
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caoxuoctn auddepeHInaTbHol UATHOCTUKT BEIYT K
TOMY, 4TO JaHHble O 3a00JI€BAEMOCTH KOJEOJIOTCS B
JIOCTATOYHO MIMPOKUX MpPeJesax U COCTABJSIOT, IO
JIAHHBIM Pas3HbIX aBTOPoB, oT 0,5 g0 6 ciaydaeB Ha
1 MIJIJIMOH JIeTCKOTO HaceJeHus B rof. B Bospacte 110
rojia 3TOT MOKA3aTesib 3HAYUTETHHO BBIIIE U COCTABJISI-
er 10 caywaes wa 1 mwmwmmon [1-4]. 3aGosneBanue
BCTpedaeTcss B JI0OO0OM BO3pacTe, MUK 3a607eBaeMOCTI
IPUXOANTCS Ha Bo3pacTHyio Tpymmy ¢ 0 1o 4-x Jer.
Masbunku GosteloT varie aeBovek [1, 5].

bnarogaps mnogsieHuio MeToLOB  3JIEKTPOHHOM
MUKPpOCKONINMN, WMMYHOTHUCTOXUMHUMN, PaACIIUPEHUTIO
MaHeJN [UATHOCTHYECKIX aHTUTEJN, ObLIa yCTaHOBJIEHA
omyxosieBass mpupoga JIKT [6], B ocHoBe KOTOpOIi
JICKUT WHOUIBTPAINS PA3JINYHBIX OPTaHOB W TKaHEH
3JI0KaYeCTBEHHOW MOMYJISIIINENl aKTUBUPOBAHHBIX KJe-
tok JlaHrepranca, 4To BeZeT K MOP(OJOTHUECKUM I
(PYHKITMOHANTBHBIM HApyIIeHHAM. VIMMyHOJIOTHYECKNM
cybcrpatom JIKT gsmsgiores CD1a+, S100+ u Langerin-
MO3UTUBHbBIE eHApUTHBbIEe KieTKu [7]. Takske nsBectHo,
4TO B MaTOreHe3e 3aeHCTBOBAHBI MEXAHU3MBbI, XapaK-
TepHBbIE KaK [JIsI OMYXOJIEBBIX, TAaK W [T PEAKTUBHDIX
mporeccoB. Her aGCOIOTHBIX [TOKA3aTeIbCTB, OJHO-
3HAYHO MOATBEPKAAIOIINX BEIYIIYIO POJIb OJHOW U3
ITUX TPUYNH.

Y nereit pannero Bozpacta JIKI xapakrepusyercs
MYJIbTHCUCTEMHBIM IOPAKEHNEM C OBICTPON HCCEMU-
HaIell U BOBJIEUEHNEM IEUEHHU, JIETKUX, KOCTEl cCKeJre-
Ta, KOXH, MEYEHH, JIETKUX, Cele3eHKu, JuMdarnde-
CKHMX Y3JI0B, KOCTHOI'O MO3ra, LeHTPaJbHOIl HepBHOM
cucreMbl [7, 8]. B samreparype Mbl HAILIN TIPUMEPBI
U30JIUPOBAHHOTO MOPAKEHUS] CJAU3UCTON OOOJOUKH
tBepporo ueba mpu JIKD y nHOBOpoxaeHHBIX [9].
CoBpeMeHHbBIe TPEJCTABICHNS O KJIMHUKO-MOP(O-TIM-
MyHosorndeckux ocobennoctsix JIKI ocnoBbiBaioTcs
Ha 0600IIEHNT OT/IeJbHBIMU KINHIUKAMU CBOEr0 HeGOJIb-
IIOTO OIbITA B JINATHOCTUKE M JIEYEHUM 3TOW PEIKOi
IIaTOJIOTUM, a TaKiKe OIIMCaHUM OTACJbHbIX KJINHNYE-
ckux caydaes [10, 11]. Omucanust TKJI y HOBOpOsKIeH-
HBIX BCTPEYAIOTCSI B OCHOBHOM B 3apyOesKHOI JuTepa-
Type [12-14].

Kinnnueckuit ciayvaii

Manbunk poAuJcs B Cpok, 6e3 acuKCHM, OCEHbIO
2013 roma. Marb mmagentia 3gopoBa. Crapimii pebe-
HOK B ceMbe 370poB. Hacrosimasi GepeMeHHOCTb Y
JKEHIIIMHBL BTOPast, IpoTeKasa ¢ KaHang03oM. Pojbr
CaMOCTOSITE/IbHbIE, BTOPbBIE, OCJOKHEHHbIE BTOPUYHOI
c1aboCThIO POJIOBOIL JlesitesibHOCTH. Macca npu posk/ie-
nun 4070 T, mauna 49 oM. Orenka 1o mKajge Anrap
8-9 Gasmmo. CocrosiHie 1 caMO4YyBCTBUE OBLIHN Y/IOB-
JIETBOPUTENBHBIMU. [IpUKJIAIBIBAJICS K TPY/H, COCAT
aktuBHO. C POKJeHust 0OpaTHi BHUMaHNe Ha reHepa-
JIN30BAHHBIN KOXKHBIN CUHAPOM B BHU/I€ CHININ U TIOJIN-
MOPGHBIX, PACIPOCTPAHEHHBIX IJIEMEHTOB Ha KOXKe
TYJIOBHIIA, KOHEYHOCTEH, BOJOCHCTOH YacTh TOJIOBBI,
jguite. Becero or 40 po 50 sseMeHTOB, OT IISITHA 10
HaryJibl, pa3MepPOM OT TOYKH JI0 KPYIIHON TOPOIINHDI,
KOTOpbIe B Jla/ibHENIEM OXapaKTepU30BaIN KaK MHO-
JKECTBEHHbIE TpaHyJeMarto3Hbie paspacranus (puc.
1-7). TamysiesHbie 2J1€MEHTbI OT CUHIOUIHO-GArPOBOTO
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nuBeTa A0 TEMHO-KOPUYHEBOTO MO TUITY <<6yJIO‘{KI/I C
‘{epHI/IKOI‘/JI»‘ 3JIeM€HTbI BBICTYyITAJIK, OTM€4YajJaChb WX
KPOBOTOUYNBOCTD. CJII/IBI/ICTbIe 6bI]II/I NHTAaKTHBIMU.

Ha arare poauabHOTO /IoMa B 06IeM aHaIn3e Kpo-
Bu o Cito! cpasy mocie poKIEHUS OTMEYANICS CIBUT
GopMyTB BIEBO, HAJWYNE MUETOIUTOB, I0HBIX (OpM,
1 TOBBIMIEHHDIH yPOBEHb 303MHOMUIOB (€3 MOBbIIIe-
HUA YPOBHA JIeI/IKOI_II/ITOB HeI/ITpO(I)I/IJIbHLH/I NHACKC
cocrapast 0,2 (Hb 185 v/, ap 4,85 x 1012 /11, xomn-
4ecTBo Jeiikouutos — 12,4 x 109 /JI 15 %, M1 %,
102 9%, 115 %, CSGA,]ISBA, M 8 %, wopm 12,100,
tpoMboruToB 163 x 10 9/, peTuKyaoIuTOB 34 %0, Ht
0,56). B 6MOXMMHYECKOM aHaIM3e KPOBU (€3 marToso-
rUYecKuil UsMeHeHUi, HapylleHuil reMocTa3a TakKe He
BoIsgBIeHO. [IpoBenmenne anddepeHTmaIbHON IHATHO-
CTUKH Ha ATale POJUIBHOTO J0Ma ObLJIO HEBO3MOKHDIM,
MO3TOMY MJIaJieHIla TiepeBesn ¢ auarnoszom: BYU
(mpeanonosxurenpno u3 rpynnsl TORCH) ¢ ouaramu
IKCTPAME/LYJUIIPHOTO KpOBeTBopenusi B gepme? Ero
cocrostHne GbLI0 CTaOMIbHBIM (€3 BUTAJIbHBIX HapyIIe-

PucyHkn 1-7
FpaHynemaTto3Hble
paspacTtaHusi Ha Koxxe
Figures 1-7
Granulomatous growths
on the skin
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HUil, HaOMIOJaMach BUAUMAs JKeJATyXa, HOKa3aTesn
KOATryJISIIOHHOTO TeMOCTa3a ObLIN B IPE/Ieax HOPMBbI.
ITo xapakTepy BBICBITIAHWIT TPeNoIaragach MHPEKIN
U3 IPYIIIbI BUpyca reprieca. Havamu mpoTuBOBHPYCHYIO
Tepanuio aluKJI0BUPoM. PeGeHoK Gbla HA MOJTHOM JHTe-
pPaTbHOM HHUTAHUU, COMATHYECKH COXPAHHbBIN, 4YTO
MO3BOJIMJIO TIEPEBECTH €ro B OT/eeHne MaTOJOTHH
HOBOPOXK/IEHHDIX, T/ie ObLJIO MPOJIOJIKEHO JIeUeH e allu-
KJIOBUPOM, HECMOTPSI HA HOJYYEHHBIN OTPUIIATEbHDII
pesyubraT 110 IMDA u I[P kpoBu Ha repleTuieckylo
nHdexmmo. B kpyr auddepeHmasbHoro AmarHosa
6bumn  Bryovenbl uHpeknun TORCH-koMmmtexca,
BPOSK/JEHHBII JIellKo3, HelipobiacToMa. PeGeHOK ObLt
OCMOTPEH y3KUMHU creruanuctaMu (OHKOreMaroyiorom,
JIepMaToJIOrOM, OKYJIMCTOM, HEBPOJIOTOM, OTOPUHOJIA-
PUHIOJIOM), KOTOPbIE He BBIABIJIM Y MJIAICHIA ClelH-
(pruecknx naMeHeHunil, XapakTePHbIX /I TPODUIST NX
crenuaIbHOCTH. K coXajgeHmio, OHKOTeMaToJIoT TOXKe
«He y3Hasl» 3a0osieBaHue y nanuenrta. PeGeHok, ¢ yde-
TOM KOKHOTO TEMOPPArndeckoro CHHAPOMa, OblJ BbIIIH-
caH oMol ¢ amarHo3oM: <«lHMeKImoHHbII BacKyINT
HEBBISICHEHHO THOJIOTUI.

[Tocsepyiommast roCnuTAIM3aINs IPOBe/leHa B [IeT-
CKO€e XIPYPIUIecKoe OT/eTICHIE ¢ INarHo30M: «AbcIiecc
BOJIOCHCTO}1 4acTH TOJIOBbI». PeGeHKy ObLIO MPOBEIeHO
OllepaTUBHOE JiedeHWe: BCKPBITHE W J[PEHHPOBAHUE
ruojinuka (Ha Mecre GbiBLIEro sieMeHTta). PaHa 3asu-
Jla BTOPUYHBIM HaTskeHueM. Ilpum oGcrepoBannu B
XUPYPrUvecKOM OT/eNEeHUN [IBAK/Ibl BBISIBJISICS OBbI-
meHnblil yposenb a-eronporenna (300,2 Ex/mi u
674,0 En/Mi), HO HACTOPOKEHHOCTH 3TO HE BBIZBAJIO.

B Bospacte 1,5 MecsitieB pe6eHOK BHOBD OBLI TOCITH-
TAJIM3NPOBAH B HEBPOJOTMYECKOE OT/EIEHNE JIeTCKOI
GOJIbHUIIBI, KOTJA TOSBHJIUCH KAJT00bl HA CHUXKEHUE
MBIIIIEYHOTO TOHYCA B JIEBOW pyKe, OrpaHUuYeHue JBU-
JKEHUST B ATOW Ke KOHeYHOCTH. MeIuInHCKHN 1epco-
HAJI OT/IeJIEHNsT OTMeYaJt, 4To BO BpeMs (pU3nosedeHus
(anekrpodopes, napadun) u Maccaska peGeHOK CUIbHO
Gecriokousicst, Takaa. IIoMuMo BbIpaskeHHOTO 6OJIEBO-
ro CHH/POMA, OTPUIATEbHAS [UHAMHUKA MPOSIBUIACH
OTEYHOCTHIO M OrPAHUYEHHEM [[BHJKEHHH B IPaBbIX
pyke u Hore. IIpu peHTreHOJOrnYecKoM HCCIe0BAHNY
roseneit B ayx npoeknusax (puc. 8 u 10) onpexpens-
JIOCH YTOJIIIEHNE KOCTell 1TPaBOii rOJIeHN € [IeCTPYKIHeit
npoKcuMaabHoro Meradusa GeproBbIX KocTeil /10
1,5-3 cM, mamoGeprosbix 1-2,5 cm (puc. 8, 9, 10).
Msirkue TKaH# yTOJIIIEHbI, yioTHeHbl. CrieBa 1ecTpyK-
s anadusa 6oabebeprioBoit koetn 0,5 x 1,5 eM ¢
HePHOCTATBHBIMEI HACJTOEHUSIMHU.

Ha kpanuorpammax (puc. 11) — pgecrpykuus B
Jo6Hoit Koctu crpasa 1,2 x 0,6 x 1,0 cM u B TeMeHHOI
koctn 10 0,6 cm. TTo canmumky OTK (puc. 9, 12) yron-
menne GokoBoil moepxuHoctu VII pebpa, yduacTok
JecTpyKInu B mnepeanux orzaenax I1I-V peGep ¢ ux
B3/LyTHEM, JIECTPYKTUBHbBIE U3MEHEHNUST B JIEBOU JIOTIATKe
U OTCYTCTBHE ee KOHTYPOB, OYard B JIETKUX, TI€YEHU.

3a HezieTo 0 ABYXMECSYHOTO BO3pacTa peGeHoK
HOCTYIAeT B OT/eJieHHe JIeTCKOH OHKOJIOTHH C BbIpa-
JKEHHBIM 0OJIEBBIM CHHIPOMOM. (Du3nueckoe pazBuTne
pebeHKa K BO3PACTy JBYX MeCSIEB BBIIIE CPEIHEr0 —
macca 6150 1, 54 cM, HaXOAW/ICI Ha €CTECTBEHHOM

€/

B KysBacce

bH T

PucyHkn 8-10
N3MeHeHUs B KOCTAX
Figures 8-10

Bone Changes

Ne3 (90) 2022



CITYHAW 13 MPAKTUKM

BcKkapmuyinBaHuu. Ha kodxe jmiia coxpaHsgaach TUTMEH- PucyHkn 11-12
Talus 1ocje BoIcbimanuii. VmMescss orek Tblia mpaBoil M3MeHeHMs B KOCTSIX Yepena U rpyaHoM KNeTku
CTOTIbI, OTEK IPABOI TOJIEHU, OpraHOMErajun He OTMe- Figures 11-12
vyanock. ITo o6memy anamusy kposu — amnemust (Hs Changes in the bones of the skull and chest

99 r/1) ¢ nosbimenueM CO3I 25 MM/ yac, 6e3 Jeiiko-
uro3a u Heltpoduneza. I'emocras craGuabHbIA, 110
OUOXVMHUYECKOMY aHAJIN3y KPOBH BCE IOKA3aTeIn B
npesenax pedepeHCHbIX 3HAYeHNH, TOTBKO TTOBBITIIEHITE
d — 1323 E/ .

Iocae Guoricuu odara AeCTPYKIH GOJIbITEGEPIIo-
BOI KOCTH IIpaBOl HOTUM IIPOBEJNU LHUTOJIOIMYECKOE
MCCIe/IOBaHNe, BBISIBJICHHBIE M3MEHEHUS COOTBETCTBO-
BaJN 303MHODIIBLHON TpaHyJeMe KocTH. lIMMyHOrn-
CTOXUMIYECKOe nccyeoBanme, nmposeaerroe B GHKIL
JATOU um. [Imutpusi PoradeBa T. MOCKBBI, BBISBUIIO,
YTO OMyXOJeBble KJETKN akcmpeccupyior CDla+, S
100+ ,CD68 u Langtrin, 3ak/iouenne o HATUYUU Y
pebeHKa THCTHOINTO3a U3 KieTok Jlanrepramca. [lua-
raHo3: «['mernonuros n3 kaerok Jlanrepranca. Mysbrn-
cucremuast dopma (¢ mopaxkeHueM Kocteil cKenera,
JIETKUX, KOCTHOTO MO3ra — aHeMusi). [pyIiia BbICOKOTo
prcka. BoisiBsiennbpiit B Hosi6pe 2013 romas.

C IByXMeCSuHOTO BO3pacTa peGeHKa HAadyaTo Jede-
rne 1o npotokosy LCH-III. C yuetom masoro Bo3pac-
Ta pebenka wWHTeHcHUdUKaMA [ 03B TIMTOCTATHKOB
peayumpoBanbl Ha 50 %.

Ha cunmkax, npeacraaennpix ke (puc. 13),
BH/IHO BOCCTAHOBJIEHWE KOCTHOH M JIETOYHON TKaHU B
MecTaxX O4YaroB JIECTPYKITHT.

3AKJTIOMEHUE

Janubiit npumep, ciaydail peakoro 3aGoJieBaHus,
JIMATHOCTHKA KOTOPOTO 3aKJIOYaeTcs B OCHOBHOM B
IIPOBEJICHUN CBOEBPEMEHHOII OHOIICUH 04aroB HOpae-

PucyHok 13

AnHamMmuka
BOCCTAaHOBJIEHMS TKaHen
Figure 13

Dynamics of tissue repair
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nusg (B ganHOM ciydyae — Koxm). HecBoeBpeMeHHast
JMINATHOCTUKA TIPOIECCA MOXKET TPHUBECTH K TKETOMY
TeueHnIo 3a00JIeBaHNsI, TLJIOXO TMOIIAIONIEMYCS Jiede-
HUIO, a HEPEIKO — K JIETATHbHOMY HUCXOIY.

B mamem ciydae AMATHOCTUYECKWI STall MOXKHO
ObLIIO CBECTH K MUHUMYMY, €CJii Obl TIPOBEJN OUOTICHIO
HEOOBIYHBIX 06pPA30BaHMIl HA KOKE, YTO TO3BOJIIIIO GBI
He TMOJYYNTh OCTOKHEHWIH W CBOEBPEMEHHO HauyaTh
gedenne. K coxasenunio, B cBoeli MHOTOJEeTHEH TMpak-
THKE HEOHATOJIOTOB C TTOJ00HBIM 3a00JIEBAHNEM Y HOBO-
POSKIEHHOTO MJTQ/IeHI[a OCHOBHAS TPYITIa aBTOPOB CTa-

TbU BCTPETHJIACh BIiepBble. Masbunky B HOsIOpe
2022 roga wucmoaHWTCS 9 JleT. YCHENHO YYUTCA B
mkosie. PeryispHo nabmogaercss y OHKOIeMaTOJIOTOB,
pennansoB no I'KJI 3a mporeiime rojibl He UMeJ.

HNudopmanus o punancupoannu u KoHGpIHKTE
HHTEPECOB
VcceneioBanme He MMeJO CIIOHCOPCKOI TTOIEPIKKH.
ABTOPBI IEKTAPUPYIOT OTCYTCTBHE SIBHBIX W MOTEH-
IIATbHBIX KOH(MJIUKTOB WHTEPECOB, CBSI3AHHBIX C
my6JauKaIyell HacTOSIEeN CTaThbu.
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