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Pesome

B cTaTbe aBTOpaM¥ NpeCTaBieHbl KpaTKne CBefIeHUs O NIaHrepraHCOKNETOUHOM MMCTUOLMTO3e — PefIKOM rpaHynema-
TO3HOM NPONUdepPaTNBHOM 3a60NeBaHMM, NPY KOTOPOM NPOUCXOAUT UHOUABTPALUS OJHOTO MU HECKOJbKUX OPraHoB
KneTkamu JlaHrepraHca. [1pusoanTca nogpobHOe onrcaHme KAWHWYeCKoro cilydan AaHHoro 3aboneBaHus y pebeHka
NepBOro rofa M3Hy C peAKVM BapUaHTOM Hauana bonesHy B BUAE TAXENOro rOPMOHO3aBUCHMMOTO NMOPaKEHA TONCTOTO
KULLEYHMKa, MPOTEKaBLUEro C BeAyLiV M CUMITOMOM FreMOKO/UTa.

Kntouesble cnoBa: J'IaHI'epI'aHCOKJ'IeTOLJHbIM TMCTUOUMNTO3, KNETKK ﬂaHreprcha, reMmokonnT

Summary

The article presents a brief information about Langerhans cell hystiocytosis — a rare granulomatous proliferative disease
in which there is an infiltration of one or more organs by Langerhans cells. A detailed description of the clinical case of this
disease in a child of the first year of life with a rare variant of the onset of the disease in the form of a severe hormone-de-
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pendent lesion of the colon, which occurred with the leading symptom of hemocolitis.

Keywords: Langerhans cell hystiocytosis, Langerhans cell, hemocolitis

Jlanreprancokaeroyusiii ructuonutos (JIKT) (cuno-
HVIM: TUCTHONNTO3 X) — 3TO PeAKoe nponepaTrBHOE
3aboneBaHme, IPU KOTOPOM IIPOUCXOAUT MHPUIIb-
TpauMs OGHOTO MM HECKOMBKNMX OPTaHOB KIIETKAMMU
TUCTHOLUTAPHOTO PSfiA, NAeHTUGUUMPYEeMBbIMI Yallie
Bcero, kak kietku Jlanrepranca (KJI), c o6pasoBanmem
rpanynem [1,2,3].

BriepBble B MeIMLIMHCKO IUTEPAType CIyYai 3031-
HOWMIBLHOI IPaHy/IeMbl, KOTOPbIJ MO>KHO PacLieHUTD,

Kak cnyyait JIKI, onucas ewe B 1865 rogy T. Smith.
Cpenu oTedeCTBEHHBIX YYEHBIX aBTOPOM IIepBOII pa-
60TbI c OIMcaHMeM IaHHOTO 3abojieBaHuA B 1913 rony
6611 H. V1. TapaTsiHOB (04MH 13 KIMHUYECKUX Bapu-
aHTOB 3a00JIeBAHMU HBIHE HOCUT €ro VM)

Brmxe k cepenune XX Beka, B 1940 rogy, L. Lichten-
stein n H. Jaffe mpeamoxxunm TepMuH «TUCTHOLMA-
T03 X», COXpPAaHMBLINIICA B MEJULIMHCKOI TUTEpaType
TI0 HaCTOAIIEr0 BpeMeHM, B KOTOPOM COYeTaNNCh BbI-
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SIBJIEHHAs1, HA TOT MOMEHT, MOP(OJIOrM4ecKas COCTaB-
JIA0MIas — TPAaHy/IeMbl U3 KJIETOK I'MCTUOLMTaPHOTO
pAfa 1 cMMBOJ «X» — OTPaKaIOLINIT HEV3BECTHYIO
atuosorui npomecca [4]. B 70-x rogax mpoummoro
CTO/MeTHs1 6BIIO JOKA3aHO, YTO PV ITOM 3a60/IeBaHNM
nponudeparus KIeTOK ITMCTUOLUTAPHOTO Psifia HOCUT
MOHOKJ/IOHAJIbHBII XapaKTep, a CaMy KJIeTKU UJeH-
tuunuposausl, Kak KJI. VIMEHHO 9TO IOCTY)XWUIIO
IIOBOJIOM K TOMY, YTO MEXJYHapOjHOe 00I11eCTBO
TUCTUOLIMTOIOTOB B 1986 rofy npeamoxXuio usme-
HUTH Ha3BaHMe 3a60/eBaHUS Ha «TUCTUOIUTO3 U3
KJI» wmm JIKT [5].

A1uonorus 3aboneBaHUA 0CTAETCS HEU3BECTHOI.
I1. JlaHrepraHc BriepBble OOHAPYXXMJI U ONMCAIT SIIN-
TepMarbHbIe IeHAPUTHBIE KJIETKY, KOTOPbIe HOCAT €TO0
ums, B 1868 rony. VIMMyHOMOrm4eckuM cybcrpaToMm
JIKT asnsmotca CDla+, S100+, Langerin-nmosuTusHbIe
OEeH[pUTHBIE KIeTKU [6]. DTU KIeTKM MPOUCKXORAT
ot ctBonosoit kneTku (CD34), koTopast faet cTapT
IBYM KJIeTOYHBIM nonynanuam: CDI14-HeraTuBHBIM
(mpepmectBeHHNKM cobcTBeHHO KJI) 1 CD14-nmosu-
TUBHBIM (NIpeALIeCTBEHHUKY TKaHEBBIX MaKpO(haros)
[7]. HexoTopble aBTOPBI CIUTAIOT, YTO XapaKTEPHbIE
npusnaku JIKI, Takue kak nuxopajka, UCTOILIEHNKE,
HeKpo3 1 prbpo3 HopakeHHBIX TKAHEIT, 0CTEOIN3, MO-
ryT 65ITh 00'bsicCHeHbI B3anMopeictBueM KJI u T-kie-
TOK, IPUBORAINM K 3 PeKTy IUTOKMHOBOrO IITOpMa
¢ BeicBoOOXieHueM 1L-15, TNF-a, TGF-B ¢ mocrne-
AYIOLIVM IpUBJICYEHNEM 303MHOPIUIOB U PYTUX
MMMYHOOIIOCPeLOBAaHHBIX 9 HeKTOPHBIX KIETOK
¢ bopMupoBaHUEM TPaHy/IeM B Pa3IMIHbIX OpraHax
u TKaHAX [1, 2]. HekoTopble aBTOPbI He MCKITIOYAIOT
CeMeNHYI0 NpefipacoN0XeHHOCTb K Pa3BUTHIO CITy-
qaes JIKT [8].

JIKT oTHOCMTCA K 4MCITy peKux 3aboneBanuit. Ja-
CTOTa BCTPEYaeMOCTH B IETCKOM BO3pacTe He IPEBbI-
uraer 3-4 cry4aeB Ha 1 MUJUIMOH Hace/leHus, Y B3pOC-
nbIX — 1 cny4ait Ha 560000 Hacenenus [9-12].

Knunnueckne npoasnenns JIKI gocrarouno Bapu-
ATVBHBI 1 3aBUCAT OT BOB/IEYECHN S B IIPOL[ECC OTHOTO
nnu 607ee OPraHoOB, TSHKECTH IIOPAXKEHNIT M BO3pacTa
6onbHBIX. B cBA3M ¢ aTuM Histiocyte Society (2008)
BbIfienNIO0 2 rpyninbl Hapymennit mpu JIKT - monoCcu-
CTeMHbIe U My/IbTUCUCTeMHBIE [13].

IToutn m1060i1 OpraH MO>KeT ObITH BOB/IEYEH B Ia-
tonorndeckuit mpouecc npu JIKI. Cpenu opraHos,
KOTOpBbIe BOBJIEKAIOTCA B IATOJIOTMYECKUI IIPOL[ecC
HaubojIee 9acTo — KOXa, KOCTHasi CUCTEMA, JIETKIe,
MevyeHsb.

ITpy MOHOCKCTEMHOM ITOPaXKEHUMN BBIAESAIOT:

1. yHndokaabHOE IIOpaXkeHre (COMUTapHOe Iopaxe-
HUe CKe/leTa, COMUTapHOe MopaxkeHne numdarn-
YeCKOro y3a)

2. MynbT(OKaIbHOE IOPaXKeHe (MHOXeCTBEHHbIE
OYary MOpakeHNs CKe/leTa, MHOXKeCTBEHHOE I10-
pakeHue MuMQOY3IOB).

ITpy MYTBTUCUCTEMHOM IOPakKeHNNU Pa3NNIaloT
(hopMBI C BOBJIeYEHEM OPTaHOB PUCKa 1 6€3 TAKOBOTO.
K opranaM pucka OTHOCAT IeYeHb, KPOBETBOPHYIO
CHCTeMy U Cele3eHKYy [14].

B ony6nukoBaHHbIX B PO DefepaabHBIX KIN-
HUYeCKUX PeKOMeHJauuAX [14] ykaspiBaercs, 4TO
B «IATOIOTMYECKNII IPOL[eCC MOTYT ObITh BOBJIeYe-
HBI C/IeAyIOUIVe OPTAaHBI U CUCTEMBI: CKe/leT, KOXa,

nuMdaTUdecKue y3Ibl, Hapy>KHOe YXO, eYeHb, cene-
3€HKa, KOCTHBIII MOS3T, JIeTKJe, SHIOKPUHHDIE JKe/le3bl,
LileHTpa/IbHasl HEpBHaA CUCTEMA, XKeyJOUHO-KMIIeY-
HBIII TPAKT, TUMYC 1 Jip.» BMecTe ¢ TeM, Ipu aHanuse
TUTEepPATYpPHl, C y9€TOM BbIIIeyKa3aHHOJ OYeHb HU3-
KOJI 9aCTOTBI BCTPEYaeMOCTH JAHHO TATO/IOI UM IIPU
OIIMCAaHMU ee y [ieTel IepBOro rofa >KU3HY, HaM ObIIN
TOCTYIIHBI ONIMCaHNs CITy4aeB, KOTOPble TAaK U/IY MHAYe
KacaJIyiCch MMOpa>keH s Hauboree 4acTo BCTpedaeMbIX
OpraHOB M CUCTeM B fiebroTe 3a6oneBaHusA (KOCTH, YXO,
KO>Ka, CIM3UCThie 060moukn) [9,15].

IIpencrasnsemplit KTMHUYECKUIL IPUMEP O3/ HEN
nuarHoctuky JIKI, Ha Hall B3I/IAM, MHTEpeceH TeM, YTO
[IOCTAHOBKA AMarHo3a 6pl1a 3aTpyaHeHa AIUTe/TbHbIM
HepUOOM MOHOCHMMIITOMHON MaHKdecTanuu mopa-
JKeHM A TOTICTOI KUIIKIL.

Knunanaeckniit cnyvaii: gesouka K. B., mata poxpe-
Hus uionb 2016 ropga.

AHaMHe3 )XKM3HU: pe6eHOK 0T 6epeMeHHOCTH, IPO-
TeKaBLIEN C HEOJHOKPATHOI YIpO30Jl IPEPbIBAHMA
B BIJie JIOKHBIX CXBaTOK, Ha ¢oHe npuema «JIoda-
cToHa» Jo 12 Hepenu, «YpoxkecTaHa» o 36 HeJeNlb
6epeMeHHOCTHU. Y MaTepy: MUONINA, XPOHUIECKIIT
ractput. Poger B cpok 6e3 maronorunu. OueHka mo An-
rap 8-9 6annos. Bec mpu poxgenun 3000 rp., fanHa
50 cm. [TpuBura BIIJK u ot renatura B B pogmome.
VI3 mepeHeceHHBIX 3a00/IeBaHMIT K MOMEHTY obpaliie-
Husi — OPBU (nerkoe teuenne). B anamHese B Bo3pac-
Te 2 MecsIeB, ONepalus — NccedeHne TeMaHTIOMBI,
PacIonoKeHHOI B 06/1acTu TpyAHOI KiaeTKu (6e3
OCJIO>KHEHUIA).

AHaMHe3 60Ie3HU: CO C/IOB popuTesneii, 601bHa
IPMMEPHO C 2,5-MeCAYHOT0 BO3PACTa, KOI/ja BIIepBble
OTMETVIN TOSIBJIEHE IIPYMEeCH KPOBU B Ka/lOBBIX
Maccax. Jleunnucb aMOy/I1aTOpHO I10 IIOBOAY AucOM03a
KUIIEYHMKA CTadUIOKOKKOBOI HpUpPOAsI (St. aureus
10*) cTaguI0KOKKOBBIM GaKTepnodaroM — ¢ IepeMeH-
HBIM KJIMHUYeCKIM 3¢ PeKTOM, KpOoMe TOTOo, IIoIydaa
sHTepocenTuKy (Hnpypoxcasup, sHTepon). [JuHaMmuka
Beca Ha OHe TPYHOTO BCKapMJIMBaHNA B IIpefieax
BO3pacTHbIX HOpM. Ha ¢ oHe nedeH st TONMOXUTENTBHO
TVHAMMKM He OTMEYEHO, B Ka/IOBBIX MAaCCaX COXPaHA-
7Iach IPUMeCh KPOBM C TEHTIEHI[MEN K ee YBeTMIeHNIO
u 14.12.16 (BospacT 5 Mecsi1eB) 06paTMINCh B JETCKUIL
XMPYPrUYeCKuUil CTAlMOHAP C LIe/1bI0 OOHAPY>KeHN
MCTOYHVIKA KPOBOTEUYEHN A, Ky/ja U OBIIM TOCIUTAIIN-
3JMpOBaHBI 110 SKCTPEHHBIM ITOKa3aHMAM B OTTeNeHNe
VHTEHCUBHOI Tepannum.

KnuHM4yecky mpy MOCTYIIEHNH 00IIecoMaTnyde-
ckue nokasarenu (YCC, Y]I, reMmeparypa) B ipefesiax
HOpMbl. KOo>KHbIe IOKPOBBI ¥ BUJJMIMbIE CIM3MCThIE
06071049KM O HbIe €3 MaTONOTNYecKUX 06pa3oBa-
Huit. [TanpnnpyeMble nuMdaTndecKue y3ibl He yBe-
nudeHbl. PasMepsl edyeHN U cenie3eHKM B Ipefienax
BO3pacTHOI HOpMbI. KocTHas cucrema — 6e3 Buau-
MBbIX flepopmanuii. B obijem aHanu3e KpoBy Ipu I110-
CTyIIeHUM: SpUTponuThl 3,08x10'%/71, reMOrno6MH
63 1/11, remaToxpuT 20,5%, B CBA3M ¢ 4eM IpOBefjeHa
remoTpaHcdysus. [TokasaTenu KpacHO KpoB) OCTIe
tTpaHcdysum — spurpountsl 3,59x10'%/n, Hb - 82 r/m,
reMaTOKPUT 26,1%. HauaTa anTnbakTepuaabHas Te-
panus (uedanoCcHopuHbI), reMOCTaTUIeCKasi Tepamsl.
ITocrne cTabunmaanyuy COCTOAHMS peOGeHOK ObII BO3-
BpallleH B XMPypTruyeckoe oTaenenne 16.12.16 ¢ gua-
rHo3oM: I'emokonut. Ilogospenne Ha MOMNI IPAMOIA
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kniky. CocTosBuIeecs KUIIeYHOe KPOBOTeYEHMeE.
Ocno>xxHeHMA: AHeMUA TAXKeNOoM CTeleHN.

B xupyprudeckom otaeneHny Oblia MpOJOKEHa
aHTUOAaKTepMaIbHAs U TEMOCTATIYECKAsI TePATINS HIOF
KOHTpO/IeM abopaTopHbIX moKa3areneit. Ha Tpetbn
CYTKM IIpeOBIBAHIS OTMeUeH O beM TeMIIEPATyPbI 1O
38,0°C. 20.12.16 BHOBb IOABMINCD >Ka/I00ObI Ha BbIZE-
JIeHVie IOPLMY KPOBY € Ka/TOBbIMM MaccaMy (06'beMoM
He MeHee 1 4allHOJ JIOXKKM).

21.12.16 ¢ enbio Bepmbmxaumm nuarsosa 6nina
npoBefieHa KomoHockonus. OnmucaHme NCCIeSOBAHNA
(komoHOCKOMNSA): AlIIIApPAT IIPOBEJIeH 5O CeTIe3€HOUHOTO
yriaa 060[0YHOI KMUIIKY, fajiee IIPOLBIKEHME 3a-
TPY/JHEHO (BbICOKasi OIIACHOCTH TpaBMarTusauun). [1pu
OCMOTPpe€: TOHYC KMIIKY XOPOIINIA, CK/IaZIK/ CI/Ia>KeHBbI,
raycTpanus BeIpakeHa He3HaunTenbHo. Cmsucras
KMIIKM BO BCEX OTHENAX O/eHasA, 3HAYNTENIbHO YCIUIIEH
cocyaucTalit pucyHok. Ha ¢ote 61egHOI CIUSUCTOIM
BO BCEX OT/I€NAX, JOCTYIHBIX OCMOTPY, OTIPeieNAI0TCA
MHO>XeCTBEHHbBIE BOCIIANMUTENbHbIe MHPUIBTPATHI
nyaMeTpoM 1o 0,4 ¢M, YaCTh 3 HUX C HeOOoIbIION Kpo-
BOTOYMBOCTBIO C TOBEPXHOCTY, YaCTh — C IPO3UAMM HA
BepXYIIKe, HOKPBIThIe GUOPMHOM (3pesible 9po3uu?).
Bssra 6uorncus cnmsmucToin HUCXOaALEe 060L0IHOI,
CUTMOBMJHOI U NIPAMOI KMIIKY. YMepeHHas KpoBo-
TOYMBOCTD IIPY BHIIIOTTHEHUY OUOIICUH.

3aK/IoYeHNe: KAapTHMHA 9PO3VBHO-TeMOPPAarn4ecKo-
ro KO/MNTa BBICOKOJ aKTUBHOCTH.

ITo pesynbraTaM IOTYy4E€HHOTO IUCTONTOTUYECKOTO
MCCIeROBaHMs 61ONTaTa TONCTON KUIIKY — XPOHIYe-
CKUIT KOTIUT C YMEPEHHO BBIPaXKeHHOI TMMQOTUCTHO-
LUTapHOI MHUIbTpaLVelt, BUCTpodueit, CKIepo3oM
CTPOMBI.

B 5TOT nmepmop B KIMHNYECKOI KapTUHE COXpaHs-
JIach aHeMMU A, CTOVKMIT HeOpUINTeT, HeKyIMpYyIoLVe-
cs AB/IeHusA reMokonuta. C IpoTHBOBOCIIAINTETbHON
LIe/IbI0 B T€pAINIO ObII BBeIeH MecaasyH per rectum
(meHa), mpemnapar keresa apeHTepaaIbHO, IPOJOIKEH
aHTMO6AaKTepUaNbHBIN KyPC CO CMEHOJT IIpenapaToB.

B 6roxummyeckoM aHaause KpoBu — 6e3 3Ha4YM-
TelIbHBIX M3MeHeHnit. [Tokasarenn KoarynorpaMmsl —
BIIpefenax pedepeHTHbIX 3HaYeHMIL. [IoBTOpHbIe 6ak-
TepUOIOTrMYeCcKUe UCCIeJOBAHNUA, CepOIOTUYeCKe
MICCTIe[IOBaHM C Lie/bI0 BbIsBIEHMS GaKTepuaaIbHbIX
M BUPYCHBIX MHQEKINIT, a TaKXXe IIUCTHOIapasu-
TapHBIX MHBA3WIl TPV NOBTOPHBIX MCCIEJOBAHUAX
611 oTpuLaTenbHbIMU. [IpoBefieHBI MCCIe[OBa-
HUA C LIe/IbI0 MCK/IIOYEHM ay TOMMMYHHOI IPUPOJbI
BOCIIaJIeHM S U UCK/TIOYEHN A BACKY/IUTOB TaKXe He
TaBlINe I0JI0KUTEe/NIbHBIX pe3ynbTaToB. KpoMe Toro,
6bLIM MCCTeJOBaHbl: KPOBb Ha aHTHUTeNA K OOKaso-
BUJITHBIM KJI€TKaM KMIIEYHNKA, aHa/IM3 Ha TOKCHHBI
KJIOCTPUIMIL, KaJ/l HAa KaJIbIIPOTEKTMH He BbIABUBILNE
naronoruu. Pe6eHOK 0CMOTpPEH reMaTonoroM C poBe-
IeHMeM CTepHa/IbHOM NYHKLIVY U3 OfHOM TOYKH, 110
pesyibTaTaM KOTOPOJi reMaTo/IorndecKas NaToaorus
MCKIII0YEHa.

YauTsiBasg COXpaHABIIYIOCS aHEMMIO, CTOMKUI de-
6punurer Ha poHe IPOBOAMMOT AHTMOAKTEPHATBHOI
Tepalny, COXpaHAIIMEC ABIEHUA FeMOKOIUTA pe-
6€eHOK IepeBefieH B COMaTMYeCKMit crarinoHap 29.12.16
/IS JajibHeltero 06ciejoBaHys U JIeYeHNsI C LIe/IbI0
YTOYHEHMA NPUPOJbl BOCIa/IEHNA B TOICTOM KUIIeY-
HUKe. B cranmonape Ha ¢poHe IPOBOAMMOI Tepanuu
COXPaHANNCD €XeJHeBHbIE, 1 pa3 B leHb, O beMbl
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TeMIlepaTypbl Tela O BBICOKUX Ludp, BCErfa B HOY-
Hble Yachl (MakcuManbHo — 38,5° C). IIpoBenieH Kypc
Tepanuy METPOHN/A30/I0M B/B 6€3 3HaYMMOTO KJIN-
Hideckoro s¢dexra. HavaT Kypc I/TIOKOKOPTUKOCTe-
PONIOB IAPEHTEPANbHO B CTAPTOBOI CYTOYHOM [j03€
1 mr\kr\cyTkn. Ha sTom ¢oHe 0TMedeH OTHOCHUTEND-
HBIII TIOTIOXXUTE/IbHBLI 9P eKT: CTYII ¢ ypeskeHNeM IO
2 pa3 B CYTKMU, CIM3MCTOrO XapaKTepa, C YMEPEHHOII He
BCerfia NpUCYTCTBYIOLIEl IPUMEChI0 KPOBH.

ITprHMMasA BO BHMMaHNe TSAXKeIoe TedeHue KONINTa,
He IIOJIHOCTBIO AACHDBII TeHe3 3a00/IeBaHM A, OTCYTCTBUE
CTOIIKOTO y6eUTeNTbHOTO IIOTI0XUTEIBHOrO0 9 dekTa
OT IIPOBOAMMOII Tepanumn, pebeHok nepeseneH B [Ipu-
Bo/Kckuit PenepanpHblit MegunyuHckuit Viccneno-
Barenbckuit Lentp (PI'BY «I[IOMUI]» Munsppasa
Poccun) 26.01.17 r. ¢ AMar€Ho3oM 3pO3NBHO-TEMOP-
parmyeckmit KONUT BbICOKOI CTeNeHM aKTUBHOCTH,
cocTosABIIeecs KuileyHoe KpoBoTeuenne. B IIOMUI]
110 pe3y/IbTaTaM IPOBeNeHHOTro 06CIe[OBaHIA: IPU
KOJIOHOCKOTIMM C/IM3YCTAs 060/I09Ka TONCTO KUK
¢usnonornueckoit OKpacku, poBHasi, 6necramas. Bo
BCeX OT/le/laX Ha (OHe I3MEHEHHOI! C/IM3UCTOI OTMe-
YaI0TCA MHOXECTBEHHBIE, Al y/lIONOA00HbIe 9/1eMeH-
TBI C 000JKOM IMIIepPeMIUN BOKPYT, MHOXKECTBEHHBIE
TIOACU3UCTbIe TeMOpparnyuecKie 3JleMeHThI — IleTe-
XManbHble, 00pasyrolye CKOIIEHW S, PaCIIO/IOKeHHbIe
OTJIe/IbHO APYT OT gpyra MeIKonATHUCTble. KpoBoTo-
4YNBOCTh YMEPEHHO BbIpakeHHasd. [lo pesynbTaTam
ITLIP o6napysxena JHK IIMB B kpoBu 120 xommii/
M1, B Mode 1,4x10° kommit/mM1, 3afHASA CTEHKa [JIOT-
k1 1,5x10° xonuit/mi, B IrpyfiHOM MOJIOKe MeHee 400
xonuit/mi, nonoxurenvusle Ig G x IIMB ¢ KII 30,52.
ITo pesynpTaTaM NaTOrMCTONOIMYECKOTO UCCIIEOBA-
HUA: CIM3UCTas 060/I0YKa TONCTOM KUIIKY Ha BCeM
NPOTS>KeHNM 6e3 BbIPa>KeHHBIX BOCIIa/INTETbHBIX
nsmenennit; IIIP puarnoctuka 6uonrara - JHK IIMB
He BbIABJ/IEHA.

Boin ycranoBieH fuaruo3. OcHoBHOI: ToTanbHBIN
KOJINT, BbICOKOJI CTETI€HN aKTUBHOCTY, OCTIOXKHEHHBI
KMIIEYHBIM KPOBOTeUeHMeM B feboTe. COMyTCTBY-
omunii: [eHepannsoBaHHasA IUTOMEraTOBUPYCHAA
nH}eKIsA, aKTUBHAs (asa. YIUTHIBas IOTYIeHHbIE
IaHHbIe 00C/IETOBAHNS, OFHOI U3 BOSMOXHBIX IIPU-
YYMH KONMUTA, Obl/1a npenmnonoxeHa [IMB-nupexyns,
B CBSI3M C YeM B JIEYEHU Y IPOBefieH KypC MHPY3Mit Ipe-
napara «Heollutotek» (Ne 4), Ha poHe yero oTMedeHa
TIOZIOKUTeNbHAA AMHAMNUKA: TeMOKONUT Ky POBaH,
nocse 1-7t mHGY3UM 3TOro IMpenapara leBo4ka mepe-
CTaja TMXOpafuTh. bblsa BeINNMCaHa C yyYlIEHNEM.
B aM6y/1aTOpPHBIX YCTIOBUSIX IOy 4ajla PeKOMEH/[OBaH-
HYIO TepaIuIo, B TOM Yuciie rTopMoHanbHylo. [loza 'KC
TIpM BBITIMCKE TI0 TIPEHNU30/IOHY 6 MT B/M + 3 MT per
rectum. [TpoBoAMIOCH MOCTETIEHHOE CHIKEHNE [JO3BI
Ha aMOY/IaTOPHOM 9TaIle BIUIOTh 4O OTMEHBI TapeH-
Tepa/lIbHOTO BBeJieHNA U COXPaHeHM A 103bl 7,5 MT per
rectum. Ha aToM oHe 0TMeUeHO yXYALIeHe COCTO-
AHKA ¢ 5.04.17 1., KOI/la MOBBICUJIACH TEMIIEPATYPa 10
e6puIbHBIX 1M (P, CTANO OTMEYAThCs pe3koe becro-
KOJICTBO €BOYKM BO BpeMs MOYEUCIyCKaHWA. BHOBb
TOCNINTANN3MPOBAHA 110 9KCTPEHHBIM IIOKa3aHUAM
B KJIMHUKY TocIuTanbHol neguarpuu CI'MY.

B ycnoBusax cranmoHapa MaKCUMalbHO IOBTOpEH
pacIIMpeHHbIIT [/TaH 006CIefoBaHM ¢ fobaBIeHeM
MICCTIe[OBaHUI TOPMOHATBHOTO ¥ MMMYHHOTO CTaTyCa,
MCCIeNOBaHMIT BUJIOYKOBO >KeJIe3bl, UCCIeIOBAHM A
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OHKOMapKepOB, pacIIMPeH M/IaH BUPYCONOTUYECKO-
TO ¥ MMKOJIOTM4YeCcKOoro obcnenosanus. [IoBTopHO
KOHCY/IbTUPOBaH MH(EKIMOHNCTOM, TeMaTONIOIOM,
HeppOIOroM, UMMYHOIOTOM. [IOIIOTHUTE/IbHBIX JY-
AarHOCTMYECKNX JAHHBIX He MOTy4eHO.

B ¢Bs131 ¢ OsIB/IeH1IEM HOBOTO CUMIITOMA B BIf€ 06-
Hapy>XeHUs He6O/IbILION IPUITYXIOCTY B TEMEHHOIT 00-
MacTy IpoBefieHo Y 3V] HOBepXHOCTHOTO 006pa3oBaHMsA
TeMeHHOoI o6actu 12.05.17 1. Ilo ero pesynpraram:
B TeMEHHOII 00/1aCTy C/IeBa, HEIIOCPeICTBEHHO TOJ
KOXeil, BU3yaIn3upyeTcss 00beMHOe TUIIO9XOTeHHOE
obpasoBaHue, pasmepom 12x3x10 MM, € Y4eTKVMMU, POB-
HBIMM KOHTYPaMM, aBaCKY/IAPHOE, C TUIIEPIXOreHHOI
KaIlcyon d 0,5 cm, OJIHOPOJIHOIA, aBACKY/IAAPHO, NH-
TUMHO NIpUjerawuee K HaKOCTHUIE. 3aKI0YeHNeE:
06beMHOe 0Opa3oBaHye TEMEHHOI 06/1acTu CeBa.
KocTHblit ilepeKT He BBIABIIEH.

3a mepuop npe6bIBAHMA B CTAL[MOHAPE COCTOSHNUE
peOeHKa ¢ HeyCTONYMBOI [THAMMKOIL: KYIMPOBAIICh
CUMITOMBI IN3YPUM, OTHAKO COXPAHANNCH €XKETHEB-
HbIe CBEYM TEMIIEPATYPBI, IPENMMYILIECTBEHHO B HOY-
HBIE Yachl 10 BBICOKUX PeOpunbHbIX 1indp (38-39°C).
Temneparypa ycnemHo cHmkanach HITBC B 06br4HOI%
BO3PAaCTHOI 03MpOBKe. JJaHHbIE TeMIlepaTypHbIe
Mofi’beMbl He peaTupoBaiy Ha MPOBEJEHHbIN KypC
aHTM6aKTepMaabHOI Tepaluy, aHTUTPUOKOBYIO Te-
panuio, noBTopHble MHOY3uu BBUT u nudysun npe-
napara «HeollutoTek». [ToBpimenne goss [KC Ha
10 MT mapeHTepanabHO YCTPAHMIIO TEMIIEPATypy Ha
nepuop 1,5 CyTOK ¢ mOC/IeRYIOIUM BO3BpallleHUEeM
K IlepBOHaYaIbHOMY ee XapakTepy. CTys Ha 5ToM doHe
He vaie 1-2-3 pa3 3a cyTKu, 6e3 3Ha4MMBbIX [TATOJIOT -
4eCKMX IpyMeceit (IIpy MeJbyaiilieM pacCMOTPEHUN
BCTPEYAIOTCSA eJMHNYHbIE OYeHb MeJIKIe KPOBSAHbIe
BKJIIOUEHNA — TOUEYHbIE). YUUThIBAA MU3MEHEHM A B aHa-
nM3axX KPOBMU ¥ HajmM4due HeGONbIIOTO YIIOTHEHNS
B TeMEHHOII 06/1aCTH CJIeBa, C Le/IbI0 MCKIIOYeHN S
3a00/IeBaHNIT KPOBY U yTOYHEH N JMaTHO3a, PeOeHOK
MOBTOPHO KOHCYNIbTUPOBAaH T€MaTONIOTOM: JAHHbIX 32
MIATONIOTIO CUCTEMBI KPOBH HeT.

B cBA3M ¢ HETUIIMYHBIM XapaKTepoOM TedeHMs 3a60-
JIeBaHMA: HETUIIMYHO PaHHee HaYajIo BOCIIATUTETbHOTO
3a60/1eBaHNs KUIIEYHIKA IMMYHOIIATOIOTYeCKOII
MPUPOADI C MOCIERYOUIM TOPMOHO3aBUCYMBIM TeYe-
HIeM, OTCYTCTBUEM ybeauTebHOro 3¢ deKTa T IpoBo-
TVIMOJT TepaTy, COXpaHeHNe IIUTeTbHON TNXOPagKn
BBIIUCKA pebeHKa 6blta KoHCynbTupoBana B HHITIT
IOT'OM um.[I.Porayesa c 11e/1b10 BO3SMOXKHOCTY UCK/TIOUe-
HIs Ay TOBOCTIAIUTENbHOTO CUH/IpoMa. PekoMeHj0BaHO
MIPOBeJiEHNE aHA/IN3a CEKBEHMPOBAHNA TEHOMA.

3a nmocnenyouUii IPOMEXYTOK BPEMEHM C yIETOM
COXpPaHAMIIENCA CUMIITOMAaTNKMN, I B TIEPBYIO OYe-
penb, COXpaHeHN A eXXeTHeBHBIX CBevell TeMIIepaTyphl,
€ 05.05.2017 6511 n3MeHeH pexxum gosuposanus ['KC
(mepesesieHa Ha IepOpaIbHBbII IIPYEM, HOBBIIIEHA 103,
U3MeHEeHO pacIIpefie/ieHNe 10 CyTKaM), Ha GpoHe dero,
OCHOBHasA MaTOJOTMYecKasd CMMIITOMAaTUKa KyIMpo-
BaJIach — NOJTHOCTHIO HOPMaIM30Baaach TeMIepaTy-
pa, peOEHOK M3MEHWICS BHEIIHE: 3HAYMMO YCUINIICH

aIIeTUT, yBeINYNIACD Y CTasIa afleKBaTHO BO3PACTy
IBUTaTeIbHASA U ICXOMOTOPHAA aKTUBHOCTD. OffHa-
KO, MMHMMa/IbHAA TIONBITKA CHMYKEHUA JO3VPOBKI
I'KC BHOBB IpuBesna K peljuANBIPOBAHNIO TUIIEPTEP-
MU, YTO IOTPe6OBaIO BO3BpaTa K IIePBOHAYA/TbHOI
TO3MPOBKE.

B mae 2017 roga rocnuranusuposaHa B PIIKDB
(r. MockBa) ¢ OCHOBHBIM HaIlpaBUTEIbHBIM AMATHO-
30M: I3BEHHDIJ KOJIUT, TOTA/IbHBIIA, TsAXKeIOe TedeH e,
ropMoHosaBucumas ¢popma. Brepsole npu ocmoTpe
3admKCcUpoOBaHa remaTociieHoMeranus u numdoa-
neHomnatysA. [IoBTOPHO BBITIOTHEHA KOTOHOCKOINA, ITO
pesy/nbTaTaM KOTOPOIi ;MarHo3 oA TBepKaeH. B repa-
IIMIO BIIEPBbIe BKJIIOUEHBI IMTOCTATUKY (a3aTHOIIPKH),
HPOJO/IKEH IpYeM IPeTHI30/I0HA.

B nocnenyromeM npy aMOy/1aTOpHOM Hab/MI0AeHIN
B aBrycTe 2017 rola 0TMEYEHO MOSBIEHNE HOBDIX 371€-
MEHTOB IIPUIIYXIOCTY B BUCOUHOIT 06macTi. Ocmo-
TpeHa remaronoroM. O6pasoBaHus paciieHeHbI KaK
PeaKTMBHO M3MeHeHHble TuMdoys/bl Ha GpoHe mpope-
3bIBaHVA 3y00B. B [HaMVIKe OTMEYEHO yBelTndeHue
obpasoBaHnit. B centsbpe 2017 r. mo ganubM Y3U
BBIABJIEHBI IPM3HAKY NeCTPYKIMM KOCTHON TKaHM
0 MATKOTKaHHBIMY 00pa30BaHUAMY B BUCOYHOI
u 3arpiioyHoN obnmactax. [Ipu KT kocreit yepemna BbI-
AB/eHo ux auddysHoe nopakenue. [Ipu mposeseHNN
peHTreHonorn4eckoro obcnefosanus or 02.10.17 r.
BBIAIB/IEHBI OYary poCBeTIeHUs B pebpax, IpaBoit
nomaTke, Knouniax. [latonornyeckme nepemoMsl
HIDKHUX TPYAHBIX M03BOHKOB? Ilo pesynpratam ru-
CTOJIOTMYeCKOTO MCC/IeOBaHNsA 00pa3oBaHUs 3aThl-
JIOYHOI! 06/IaCTY MOMYYeHO 3aK/TI0YeHNe O HaTUIuN
ructuonuTosa us KJI.

19.10.2017 r. pebeHOK rocnutanusuposad B HMMUIT
IOT'ON um.Jl.PoravyeBa B oThe/neHe JETCKOI TeMaTO-
70T \OHKOJIOT M, T/ II0 Pe3y/IbTaTaM YITTyO/IeHHOTO
o6cmeoBaHMA OBIT YCTAHOB/IEH AUarHos: Luctuonnu-
TO3 13 KJIeTOK JIaHTepraHca, My/IbTUCHCTeMHasA Gpopma
C opa)keHMeM KuureqHnka (?), numdaTndecKmx y3nos,
TOTAZbHBIM IOpa’keHNeM KOCTHOI TKaHm. OcnokHe-
Hue: KomnpeccruonHble nepenoMsl 1o3BoHkos C7, Th7,
Ths, Th10, L4.

B coOTBeTCTBUM C YCTAaHOB/IEHHBIM IMAarHO30M pe-
6eHKy HavyaTa XMMuoTepanus 1o nporokony LCH-IV,
KOTOpas NPOBOJMTCS /IO HACTOAILILETO BPEMEHM C I10-
JIOKUTENBHBIM 3 eKTOM.

Takum 06pa3oM, IpUBeAEeHHbIN KTMHUYECKUII TPK-
Mep JeMOHCTPUPYET PeAKUIL Clydail MO3IHel 0CcTa-
HoBKY fuarnosa JIKT, uTo 66110 06yc1oBIeHO 0CObEH-
HOCTSIMM K/IMHIYeCKOl KapTUHBI 3a00/1eBaHI S, KOT A
B TEYEHUU OYEHb J/INTEILHOTO IePUOofa efNHCTBEH-
HBIM MaHU(ECTUPYIOUUM CUMITOMOM 3a00/IeBaHMA
ABJIAICA PEUMANBU PYIOLINIL reMOKomnT. OCOOEHHOCTD
cay4as TpebyeT JOIOMHUTENTbHON HACTOPOXEHHOCTI
CO CTOPOHBI Bpaya-IefjuaTpa i FaCTPO3HTEPOJIOTa TPK
06cmenoBaHNM 6OIBHOTO C IUTENBHOI TMXOPagKOIL,
npusHakaMmu Hecnenuoudeckoro Bocmanenus KKT
Take IIpM OTCYTCTBUY TUIMYHON KIMHINIECKOI Kap-
TuHbI 3a6oneBanus JIKT.

153



JKCMepUMEHTaNbHaA 1 KNNHUYeCKan ractposHTeponorua | Bbinyck 161 | Ne1 2019

154

Jlntepatypa | References

1.

Envkun B.J1., Cedosa T. I, Konvimosa E. A., [Tnomnuxosa E. B.
JlaHrepraHCOK/IEeTOYHBIN TYCTHOLMTO3 (ITATOMOTHA KOXKI
u BHCLiepabHble nopaxenns) // Tep. apxus. 2017.— T. 89.
Ne 4.- C. 115-120. doi: 10.17116/terarkh2017894115-120

Elkin V.D., Sedova T. G., Kopytova E. A., Plotnikova E. V.
Langerhans cell histiocytosis: Skin diseases and visceral
lesions. Ter Arkh. 2017, vol.89, no.4, pp.115-120. doi:
10.17116/terarkh2017894115-120

Badalian-Very G., Vergilio J. A., Fleming M., Roll-
ins B.]. Pathogenesis of Langerhans cell histiocytosis. //
Annu. Rev. Pathol.- 2013, 8.-p.1-20. doi:10.1146/an-
nurev-pathol-020712-163959

Egeler R.M., Nesbit M. E. Langerhans cell histiocytosis
and other disorders of monocyte-histiocyte lineage//
Crit. Rev. Oncol Hematol.-1995.-18(1).- p.9-35. doi:
10.1016/1040-8428(94)00117-C

Coppes-Zantiga A., Egeler R. M. The Langerhans cell
histiocytosis X files revealed// Br ] Haematol.— 2002.-
116(1).-p.3-9. doi:10.1046/j.1365-2141.2002. 03232.x

Camconos B.A., Yucmsaxosea M. A., I'opsauesa T. A. bo-
ne3ub Xenya -1llonnepa ~-Kpucyena kak pefkuit Bapu-
aHT ructuonutosa X// Bectu. Jlepmaron. Benepornor.-
2009.-Ne 2.-¢.54-59.

Samsonov V. A., Chistyakov I. A., Goryacheva T. A. Nor-
mal cholesteremic xanthomatosis as a rare case of choles-
terol thesaurismosis. Vestnik Dermatologii i Venerologii.
2009, no.2, pp.54-59.

Hosuukosa IA., Munkos M., Macuan M. A. u op. 'mctu-
ornto3sl. B kH.: KnuHnyeckas onkoremaronorus. [lop
pen. M. A. Bonkosoii. M.: Meguunsa,- 2007.-C.891-911.

Novichkova G. A., Minkov M., Maschan M. A., Chern-
ov V. M. Gistiocitosis. [Clinical Oncohematology: Guide
for Physicians. Ed. M. A. Volkova], Moscow, Medicine,
2007, pp. 891-911.

Swerdlow S.H., Campo E., Harris N.L.et al. WHO Clas-
sification of Tumours of Haematopoietic and Lymphoid
Tissues. 4 Ed. International Agency for Research on
Cancer.- Lyon.- 2008.-P.439.

Ng-Cheng-Hin B., o’Hanlon-Brown C., Alifrangis C.,
Waxman J. Langerhans cell histiocytosis: old disease
new treatment// Q ] Med.-2011.-104(2).-p.89-96.

Jlonzoe B. A., Anuxun M. 1., Top6anesa I' A., Yecnokos B.I1.,
Maxkaes @.X., Hlanounux A.I1. Crydait o6HapyKeHus
TYCTHOLUTO3a y TPYAHOTO pebeHKa, epBOHaYa/IbHO Jya-
THOCTHPYEMOTO KaK CEpO3HOe BOCTIajIeHNe CpefHero yxa //
Poc. oropunonap.— 2016.- Ne 1 (80).- c. 112-114.

10.

11.

12.

13.

14.

15.

KnuHuueckmne Habnwopenua | clinical case

Dolgov V. A., Anikin M. 1., Gorbaneva G. A., Ches-
nokov V. P., Makaev F. Kh., Shapochnik A.P. The case
of detection of histiocytosis in nursing infant primarily
diagnosed as serous inflammation of middle ear. Russian
Otorhinolaryngology. 2016, vol.80, no.1, pp. 112-114. doi:
10.18692/1810-4800-2016-1-112-115.

Hsoxun B. 0., A60paxmanoe P. M. Crnyuait ructuonu-
TO3a 13 KieTok Jlanrepranca // JlepmaToBeHepoIOTHA,
KOCMETOJIOTU S, IpaKTudecKasa Meguimua.— 2011 Ne 2.—
C. 11-12.

Djadkin V. Ju., Abdrahmanov R. M. The case of histio-
cytosis from Langerhans cells. Prakticheskaja medicina.
2011, no.2, pp.11-12.

Oouney FO. B. CnoxxHocTu sud depeHnnanbHO AUarHo-
CTMKM I'MCTHOLMTO3a U3 KJIeTOK JlaHTrepraHca y ereit //
IMaromorns.-2011.-T. 8. Ne 1.- C. 86-87.

Odinets Y. V., Poddubnaya I.N., Panfilova E. A., Afa-
nasieva O. A. Difficulties of differential diagnostics of
Langerhance cells’ histiocytosis in children. Pathologia.
2011, vol.8, no.1, pp. 86-87.

Hurwjtz L. Clinical pediatric dermatology. Fours edition.
Elsevier saunders, 2011. P. 286.

Satter E.K., High W. Q. Langerhans cell histiocytosis:
a review of the current recommendations of the Histio-
cyte Society// Pediatr Dermatol.-2008.-25(3).- p.291-295.
doi:10.1111/j.1525-1470.2008.00669.x

DepepanbHble KIMHUYECKME PEKOMEH/IALMN TI0 [iMa-
THOCTHMKE U JIEYEHUIO TUCTUOLMTO3a U3 K/IeToK JIaH-
repranca. ABropsl: Pymsannes A.I., Macuan A. A, Mac-
ya" M. A., HoBuukosa I. A.- M., HOJIT'O-2015.-c. 39.

Rumiantcev A. G., Maschan A. A., Maschan M. A., Novic-
hkova G. A. Federalnie klinicheskie rekomendacii po
diagnostike i lecheniyu gistiocytosa iz kletok Langer-
gansa [Federal clinical guidelines for the diagnosis and
treatment of histiocytosis from Langerhans cells]. Mos-
cow, NODGO, 2015. 39 p.

Banues T.T., Maxonosea JI. A., Kospueuna A. M., Illono-
xoea E. H., Tynuyoin H. H., Cepebpaxosa V. H., Menm-
xeeuy I.JI. Ciydait BpOKIE€HHOIO JIAHI'€PraHCOKI/Ie-
TOYHOTO TUCTHOLNTO3a y pebeHKa paHHero Bo3pacTa//
Onxorematonorns.-2011.- Ne 2.- C. 19-23

Valiev T. T., Makhonova L. A., Kovrigina A. M., Sholok-
hova E.N., Tupitsyn N. N., Serebryakova I. N., Ment-
kevich G. L. Case of congenital Langerhans cells his-
tiocytosis in an infant. Oncohematology. 2011, no.2,
pp.19-23.





