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rHCTHOHHTOS X: BepuPUuKaAIHUg JUATHO3A

CrapocTteHko B. B., AHucumoBa J1. A., Cugopenko O. A., OnpyxeHkosa E. 1.

POCTOBCKMIA TOCYAAPCTBEHHbI MEANLMHCKIIA YHInBEpCUTET MHNCTEPCTBA 3ApaBooXpaHeHus Poccuitckoii Gepepalin
344022, Poccuiickas denepauus, r. Poctos-Ha-LoHy, nep. HaxuyesaHckui, a. 29

OnucaH KNMHUYeCKUin cnyyam ructmoumntosda X, peako BCTpeYatoLLerocs B NpakTiKe Bpada-gepmaroBe-
Heposora, OTO@pEi)KeHbI NAaTOrHOMOHW4YHbIE KITMHNYEeCKME CUMNTOMbI JaHHOIro gepmarosa, B TOM Huncre
NopaXkeHust KoXXn, KoTopble BCTpedatoTca B 50-80 % cnydaeB Bcex popm. [NpriBegeHa COBPEMEHHAs Knac-
CI/ICbl/IKaLLI/Iﬂ rTMCTNOUNTO3O0B, NartoreHeTn4eCKne MexaHn3mbl Pa3BUTUA 1 KINMTMHNKa r’McCTNoLunTo3a X. Ocoboe
BHUMaHWe yaeneHo Metoaam anarHoCTUKK, Moa4epkHyTa Heo6xoaMMOCTb B3aMOAENCTBNA Y3KMX cneuna-
NUCTOB (OepMaToOBEHEPOOroB, reMaTonoroB-OHKOMOr0OB, MyIbMOHOMOIOB).

Knto4eBble cnoga: rMCTUOLIMTOSbI, MONMOPraHHas naronorus Npu rmcTUoLmTo3e X, COBpeMeHHbIe MeTofbl AUarHOCTUKN

KOHMAMKT MHTEPECOB: aBTOPbI 3aABMSAOT 06 OTCYTCTBMM MOTEHLMANBHOTO KOHMPIMKTA MHTEPECOoB, TpebytoLlero
pacKpbITVA B AAHHOW CTaTbe.

Ons untmposarus: CtapocTerko B. B., Anncumosa J1. A., Cngoperko O. A., OnpyxxeHkosa E. 1. TuctrnoumTos X:
Bepudmkaumns guarHosa. BecTHuk gepmaronorum n seHeponorum. 2018;94(2):63-68. https://doi.org/10.25208/0042-
4609-2018-94-2-63-68
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Hystyocytosis X: verification of diagnosis
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A clinical case of histiocytosis X, rarely found in the practice of a dermatovenereologist, is described, the
pathognomonic clinical symptoms of this dermatosis, including skin lesions, that occur in 50 to 80 % of
cases of all forms are displayed. The modern classification of histiocytosis, pathogenetic mechanisms of
development and clinic of histiocytosis X are given. Particular attention is paid to diagnostic methods, the
necessity of interaction of narrow specialists (dermatovenerologists, hematologists, oncologists, pulmonolo-
gists) is underlined.
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[l TvctvoumTo3bl — rpynna reTeporeHHbIX 3aboneBaHui,
B STUOMOMMWN KOTOPbIX UMEET 3HayeHve nponudepaumsa Kre-
TOK, OTHOCALLIMXCA K MOHOLMTapHO-MakpodaransHoin cucteme
W [EeHAPUTUYECKMX, B TOM YKChe KneTok JlaHrepraxca [1, 2].

[aHHaa natonorus ob6beauHsieT pasHoobpasHble NaTo-
nornyeckmne npoLeccbl — OT CUCTEMHbIX, BbICTPO NPUBOAS-
LLMX K rubenu, [0 eAMHNYHbIX JO6POKaYeCTBEHHbIX 04aroBbIX
rpanynem [1-3]. H1n ogHa 13 cyLLecTBYyOLLMX Knaccuguka-
UMIA He HaLuna MoslHOro NpU3HaHus KNnHumcToB. CornacHo
knaccudmkaumm O6LecTBa rmcTMoLMTOo3a AaHHYK naTtoso-
rvo nogpasgenstoT Ha Tpu knacca [3].

e Knacc I: ructmoumTto3 ua knetok JlaHrepraHca (pe-
aKTUBHbIE TUCTUOLMTO3bI, MPU KOTOPLIX NpeobtnajaroLLmm
oeHoTMNOM sIBNAOTCA KNeTku JlaHrepraHca (CD 1a*, S 100+,
CD 207+). JanbHenwee nogpasgenenue [KJ1 opueHTnpyert-
€Sl Ha NopaxkeHHble opraHbl.

e Knacc Il: ructmoumnTodsl 6e3 yvactus Knetok JlaHrep-
raHca.

e Knacc lla: ructmounTosbl M3 AepMalbHbIX OeHApo-
LUMTOB (peakTUBHbIE MMCTMOLMTO3bI, NPU KOTOPbIX Npeobna-
Jarolwmm  PeHoTUNoM SBMAseTca AepMalnbHbl AeHOpounT
(CD 68+, daktop Xllla*). Tunu4HbIN NpeacTaBUTENb 3TOW
rpynnbl 3a60oneBaHnii — OBEHUIIbHAA KCaHTorpaHynema.

* Knacc lIb: gpyrne ructmoumTosbl (peakTUBHbIE TUMCTUO-
LUMTO3bl — reTeporeHHas rpyrnrna 3abosieBaHui, Npyu KOTopbIX
He OOMWHUPYIOT HW KNeTku JlanrepraHca, H1 aepmarsibHble
OeHOpOUNTbI).

e Knacc lll: 3nokayecTBeHHbIE TMCTUOLMUTO3bI (MOHOLM-
TapHas nerkemusi, 3110Ka4eCTBEHHbIN MOHOLMTO3, KOTOPbIN
MOXET UCXOOUTb U3 MOHOHYKIeapHbIX dharoumToB, AEHAPUT-
HbIX KIEeTOK MNKW KNeTok JlaHrepraHca u ructuoumtapHas
nuMmdoma, Kotopas Takxe MOXET NponUcxXoauTb OT OOHON U3
BbILLEHA3BaHHbIX KNETOYHbIX IMHUNA).

Cpean 3TMONOrMYECcKUX M MaToreHeTuYecknx akto-
pOB naHrepraHc-kneto4yHoro ructuoumtosa (FKJ1) gwuc-
KYTUPYEeTCA pOSib FeHeTUYEeCKOW npenpacrnosioXeHHOCTH
K 3abonesaHuio, uccnegyeTca 3HayeHne 9K30reHHbIX Mnpo-
BOLIMPYIOLLMX PaKTOPOB, Cpean KOTOpbIX rnpegnonaraeTcs
ponb BMPYCOB reprieca Tuna 6, umtomeranosupyca, age-
HoBMpyca, napBoBMpyca M Bupyca InwTtenHa — bapp,
O[lHAaKO MPUYMHHAA Posfib B BO3HWKHOBEHMU 3aboneBaHus
He JoKas3aHa HW Anst ogHoro u3 Hux [4—6]. CywiecTBytoT
hakTbl B MOMb3Y KNOHAMIbHOrO HEOMNacTUY4eCKOro npouc-
xoxaeHus JIKI, kpome Toro, npegnonaratoT, 4to JIKIT mo-
XeT paccmaTpuBaTbCa Kak «3aboneBaHne MUEnovfHbIX
OEHOPUTHLIX CTBOJOBbLIX KNETOK» [2, 3].

KJ1 BcTpevaeTca B nto6oM BO3pacTe, 0AgHAKO O6bIYHO
60netloT AeTn OT 0AHOro roga Ao Tpex NeT, BnioTh [0 HOBO-
poxnaeHHbix [4]. 3a6oneBaemocTb 'KJ1 no mexayHapoaHbIM
oueHkam coctaenseT 4,0-5,4 cnyyaeB Ha 1 MUMIMOH Yeno-
BEK C COOTHOLLIEHNEM MYXHUH M XeHLLmH 2:1 [2—4]. Knaccu-
yeckn KJT nogpaspgensetcsa Ha 6ones3Hb JleTtepa — Cuee,
NpoTeKaloLLyto OCTPO, Hanborsee arpecCnBHO, C MOPaXeHNnem
BHYTPEHHUX OpraHoB 1 6e3 NeYeHns 3aKkaH4mBaroLLyocs ne-
TanbHO; 605e3Hb XeHga — Lonnepa — KpuctuaHa, ssnsto-
LLIYIOCS XPOHUYECKON NporpeccupytoLein MynsTUdOoKarnsHon
dopmori (c pedeKkTamm KOCTeW, yalle 4epena, AMabeTom
n ak3odransmom); 6ofne3Hb Xawwmmoto — [puTtukepa,
camouzneunBatowmiica sapuant I'KJT (n y geten, n 'y B3poc-
NbIX rpaHynemMa KoXu 1 KocTen o6poKayeCcTBEHHOro 1 Xpo-
HMYeckoro Tedenus) [2, 3, 7, 8]. B npaktuke gepmaronora
Yalle BCTpevaloTcs peaktusBHble [KJl, npencTtasneHHble
N30IMPOBAHHON 303UHOMUIBHON rPaHyfneMon N BPOXOEH-
HbIM CaMOMnpPOU3BOSIbHO U3MEeYMBaOLLMMCH MMCTUOLIUTOZOM.
OpHako v npv 31O NaTonorun KneTkn JlaHrepraHca o6bnaga-

BecTHuk gepmatonorum n seHeponorun. 2018;94(2):63—68

0T 3/10Ka4YeCTBEHHbIM noTeHumanom. N3 Heonnactuyeckmnx
3nokadecTBeHHbIX 'KJ1 nopaxkeHne KoXun BO3HUKAET npu rv-
ctmouutose X.

[Onsa knuHnyeckon KapTuHbl [KJT xapakTepHO onyxose-
BWIHOE CKOMneHue KNeTok JlaHrepraHca B KOXe, CIM3UCTbIX
0605104Kax, KOCTAX U BHYTPeHHUX opraHax [9, 10]. 3abone-
BaHWe NposiBSeTCs B BUE NOKANM30BaHHbIX N ONCCEMUHM-
poBaHHbIX hopM. MNopaxxeHue kKoxun BcTpedaeTcs B 50-80 %
cny4aes Bcex popm KJ1, B 10 % cny4yaes, a y HOBOPOX[EH-
HbIX — B 33-37 %, NopaxxeHne KOXu BNSEeTCH €AMHCTBEH-
HbIM NposiBreHem 3abonesaHus [11].

KoxXHble nopaxeHus pasHoo6pasHbl, NPenMyLLEecTBEH-
HO BO3HMKAIOT Ha BOMOCUCTOM 4acTu FOMoBbl, B KPYMHbIX
cknapgkax u Ha Tynosuwe [1-3, 12]. TUNMYHbI BbICkbINAHWA
B BM[€ cfierka BO3BbILLaoLLMXCA Npo3payHbIxX nanys, 1-2 Mm
B AMaMeTpe, XenToBaTto-po30BOro LBeTa, HO MOryT BO3HU-
KaTb M BE3UKySbl U NycTynbl. O4arn nopaxeHus 4acTo Lue-
nyLwiaTcs, NOKPbIBAOTCA KOPUYHEBBLIMU KOPKaAMU U N3bA3B-
NATCA, UMEIOT CKITOHHOCTb K CIIMAHWIO B 06N1acTW rofioBbl
M CKNafoK, HaroMuHas ceboperiHblin aepmatuT. Nocne pas-
peLLeHns KOpoK MOryT ocTaBaTbCA aTtpoduyHblie 6eneco-
BaTtble pybLbl. BO3MOXHO nopaxeHne CrvMaucTbiX, 06bI4HO
B 061aCTV POTOBOro OTBEPCTUSA, [ECEH, aHyca N reHuTanun
B BUJE U3bA3BIIEHHbLIX Y3EKOB U A3B.

ConyTcTBytoLme nposiBneHns BkyaT B 80 % cny-
YaeB MopaXKeHWe KOCTEeW, Yalle rosfioBbl, OCOGEHHO B BU-
COYHO-TEMEHHOW 06NacTU, HUXHEN YenocTu, COCLEeBUAHO-
ro oTpoCTKa, Korga MHMUNeTpaTbl BeQyT K (hOPMMPOBaHUIO
oyaros ocTeonusaa. NopaxeHne KOCTen rnasHuiLbl NpUBOAUT
K 9k3odTansMy. Y naumMeHToB C nopaxeHvem Yyepena v rnas-
HUL 6onee Yem B 50 % cry4aeB pa3BMBaeTCs HecaxapHbIn
anabeT. [NopaxeHne Mo3BOHKOB W OJIMHHbLIX KOCTEN NPUBO-
OVT K 3aepXKe pocTa.

M3ameHeHVa B nerkux 4vaile BCTpedvaroTcs Yy B3POCSbIX
naumMeHToB, 0CO6EHHO MoXUbIX (y 12—-23 %). OTmevaeTcs
OVCIMHO3 C LUMaHO30M U 60rbi0 B rpyau BCreacTeue caoasre-
HWS CpefoCTEHNs U MHEBMOTOpPaKca, BbI3BaHHbIX 06pas3oBa-
Huem 6ynn. Mpu 3TOM Ha peHTreHorpamme rnerkve UMeroT
KNaccu4eckyro KapTuHy «coT» [13].

VY 15-50 % nauueHToB HabngaeTca nopaxeHue nedve-
HK, XapakTepuaytoLleecs hnépo3omM, GUnMapHbLIM LMPPO3OM
1 NeYeHOYHON HeJoCTaTOYHOCTLIO, CrfieHoMeranus. Jlnmda-
JeHonatus oTMedaeTcs B 25—75 % neTtanbHbIX Cllyvaes.

Cpeon Opyrux nposiBAieHWIA pedko BCTpeyaeTcs Mo-
paxxeHne KOCTHOro Mo3ra, CBfi3aHHOe C TMCTUOLMTapHON
WHUNLETpaumMen n npueopsLlee K NenkoneHnn, Tpomoeo-
LUTONEHUN M aHeMuun. [lopaxeHnem CnmnancTor 060S0HKK
06YCNOBMEHbl Xenyao4YHO-KULLIEYHbIE CUMIMTOMbI, COMPOBO-
xpgarowmecs 60Mb0 B XUBOTE, Avapeen, pBOTOM, CTYSIOM
C NPUMECHLI0 KPOBM, A3BON 12-MepCTHON KULLKM U Masnbab-
copbumen. Pegko Ha6nogaTcs nopaxeHus ronoBHOMoO Mo3-
ra, B NepBylo ovepenb — Mo3xeyka [2].

O6s3aTenbHbIMM A1 MOCTAHOBKW AMarHo3a SBMATCA
creunduryecke uccrnefoBaHus, BKIOYaoLWMe rmcTonoru-
Yyeckoe MCcCrnefoBaHne KOXW B coYeTaHum C MMMYHOIUCTO-
xummyeckum [1, 2, 3, 9]. HYTo6bI onpenenuTL BOBIEYeHUEe
BHYTPEHHMX OpraHoB, UCCMEeOyIoT nokasarenu pocta u Beca,
NpoBOAAT PeHTreHorpaduio opraHoB rpyaHon knetku, Y3U
OpraHoB GpPIOLLHOM NOMOCTU, 3HAOCKOMNUIO, BUOMCUI0 KOCTHO-
ro Mo3ra, rneYeHu 1 Jpyrux nopaxeHHbIX OpraHoB, fieroyHble
OyHKUMOHASbHBIE TECTbl, OPOHXO-arbBEONAPHLIA  NaBax
c 6uoncuen nerknx, MPT mo3ra, ckaHMpoBaHuWE KOCTEW,
peHTreHonorndeckoe u MPT-uccnenosaHune ckeneta, kKpome
TOro, 9HAOKPUHOSOrMYeckKoe obcnefoBaHne ans BblsiBIIEHUS
NPUYNH BbISIBNEHHbIX HapyLLeHui [1-3].



MporHos NKJ1 Henpepckasyem, He cBA3aH € rMcTonaro-
norn4ecknumn gaHHbiMM. OCHOBHbIMK hakTopamu Hebnaro-
NPUATHOIO MCXOAA ABNAOTCA: paHHee Havano (go 2 ner) [14],
CKOPOCTb MPOrpeccupoBaHna 1M BOBJIEYEHWE OpPraHoB, Ha-
Nnymne opraHHon He[oCTaTo4HOCTH [2].

OndbdepeHumansHbin guarHos KJT npoBogsaT B nepsyto
oyepenb ¢ cebopenHbiM 4epMaTUTOM, MCOPUA30M, NIMXEHOU-
HbIM 1 BapronNndOpPMHbLIM OCTPLIM MUTUPUA30M, ONPENoCTbIO,
KaHOMO030M, HeNaHrepraHCoKNeTO4HbIM MTMCTUOLMTO3OM.

Bbi6op Tepanuu 3aBuMCUT OT BO3pacTa nauueHTta, pac-
NPOCTPaHEHHOCTU 3a60N1eBaHns 1 IoKanu3aunm NopaKeHun.

[MprBoAMM CO6CTBEHHOE KNMHMYECKoe HabmoaeHue. MNa-
umeHT H., 35 net, ¢ ge6totom 3ab6onesaHus B 2008 r., obpa-
TUNCA K AepMartonory no MecTy XUTemnbCTBa C Xanobamu
Ha BbICbINaHUs B 0651aCTU KOXM BONTOCUCTOM 4acTu rosnoBbl,
KOTOpble ObIN pacueHeHbl Kak MposiBNIeHNss ce6opertHoro
depmatuta. HecmMoTps Ha Ha3Ha4YeHHoe neyeHue, npoaon-
Xanocb pacnpocTpaHeHWe BbiCbiNaHWM Ha o6nacTb nuua
B BUE MesfiKkonarnyrnesHou, crierka BO3BbILLAILLENCS Cbinu,
CKIIOHHOM K CIYSIHUIO 1 3axBaTy KOXW nba u nepuopasnsHon
obnact (puc. 1, 2). BpeMeHHbIN NONOXMUTENbHBIA KIMHA-
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YeCKU apdekT HabnoJanca TobKo Ha Hapy>XHble KO-
KOpPTUKOCTEPOUAHbIE CpefcTBa. B ganbHeliwem otMe4anoch
nporpeccrpoBaHne KOXHOro rnpouecca B Bufe pacrpocrpa-
HEHVS1 MOpaXXeHUsi Ha MaxoBble, MOAMbILLEYHblE CKNagKw,
nepvaHanbHyto 061acTb MO TUMY MHTEPTPUro, YCUNEHUE WH-
hmnbTPaTUBHO-BOCMANNTENBHOIO KOMMOHEHTA C Malepauu-
e 1 OTAEeNseMbIM C HENPUATHLIM 3anaxoM, (hOpMUpPoBaHMe
KOPOK, MOCfe pa3peLUeHns KOTOPbIX OcTaBanuchk arpodnd-
Hble pybupl (puc. 2—4). CocTosIHME COMPOBOXAAN0Ch PE3KMM
yXyALUEeHNEM Ka4ecTBa XU3HMU.

Yepes rog naumeHT 6bIn rocnMTannanposaH u obcnego-
BaH B YCMOBUWSIX AepMaTosiorMyeckoro craumoHapa. Vccne-
JOBaHWe MasKa-oTrnevyarka 9po3ui nepuaHanbHOW o6nacTu
aKaHTONUTUYECKUX, aTUMUYECKUX KIIETOK, 303UHOM(UNIOoB
He BbIfiBMNO. [pn NpoBedeHWM noceBa OTOAENSEMOro Mof-
MbILLIEYHbIX Oo6nacTelt oTmevarncs pocT Candida albicans.
BbiIBNEHO MOBbILEHNE 3HAYEHU MNeYeHOYHbIX (epMeH-
ToB (AJ1T, ACT). OKoH4aTenbHbll AnarHo3 npodwibHOro
cTauymoHapa — XpoHuyeckas [obpokadecTBeHHas My3bip-
yatka Xennu-Xennu. lpoBefeHo nevyeHne: NpenHU3osnoH
35 w™r/cyT, aHTMOMOTMKM (Uedal3onuH, cymamend), aHTu-

Puc. 1. TopaxeHue B 061acTv LA B BIAZE MENKOMAmyse3HoN, Crerka B3Bbl-
LIQHOLLIEICS ChIMiA, CKMOHHOM K CINSHUIO

Fig. 1. Facial skin lesions in the form of rash characterized by slightly raised
and merging papules

Puc. 2. Beicbinanus B 061acTv ninLa B BIAAE MENKONanynesHo, Cerka Bo3sbl-
LUAOLLIEICS ChIMWA, CKNOHHOI K CANSHIAKD 11 3aXBaTy KOXM 162 1 NepuopanbHoi
o6nactu

Fig. 2. Facial skin lesions in the form of rash characterized by slightly raised and
merging papules, seizing the forehead skin and perioral areas

Puc. 3. MNopaxeHns B 061aCTIN NOAMBILLEYHbIX CKNAZOK N0 TUMY UHTEPTPUIO,
YCUIIEHME NH(UBTPATUBHO-BOCTANINTESBHOTO KOMMOHEHTA C MaLlepaumeit
Fig. 3. Lesions in the armpit skin fold in the form of intertrigo; increased
inflammation and skin maceration

Puc. 4. TlopaxeHie B nepuaHansHoii 06nacTb No TUNY UHTEPTPUTO, YCUNEHNe
NHUALTPATUBHO-BOCMANNTENLHOMO KOMMOHEHTA C MaLlepaLei 1 OTAENSeMbIM
C HENpUSITHbIM 3anaxom

Fig. 4. Lesions in the perianal area in the form of intertrigo; increased
inflammation and skin maceration with malodour
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MUKOTUKM (namu3un), acnapkam, MeTunypauus, MeTuo-
HWH. Hapy>XHO NpUMEHSNN OyKOPLIMH, aspo30ilb OKCUKOPT,
6enoreHT, TpugepM. BbinucaH € He3Ha4uTemnbHbIM yNyY-
LEeHneM U pekoMeHZauusMn no npuemy npegHU3osoHa.
B pancHeriem B CBSI3M € OTCYTCTBMEM adpdeKTa OT Tepanum
nauMeHT npogorkan obpallarbCi Ha KOHCynsTaumm K gep-
MaToBeHeposioraMm pasnuyHbIX y4dpexgeHun. OCHOBHble
«paboume» AMarHo3bl: cebOoperHbIn aepMaTuT, KaHauaos
CKNafoK, No nosogy KOTOPbIX MPOBOANIIUCE NOBTOPHbIE 6€3-
pe3ynbTaTHble AnuTeNibHble Kypcbl Tepanun. Co BpemMeHeM
napanfiefibHo KOXHOW cuMMToMaTtuke nosisunacb U crana
HapacTaTb comaTtuyeckas natonorus. OTmedanocb nopa-
XeHue nerkux (KT-guarHoctmka KoHcTaTtMpoBana npuaHakm
6ynne3Hon amdursembl Nerkvx), HapacTtana pAblxarenbHas
HepocTtato4HocTb (Il ctenenn), npucoeamHuncsa Hecaxap-
HbIn gnabeT, ayTOMMMYHHbIN Tupeonaut (AUT), ayTnpeos.
MauneHT HeoQHOKPaTHO rocnuTanuMamMpoBasncs B nysbMOHO-
noruyeckoe oTaesneHune, rae 6bin yCTaHOBIEH 3aKHOYUTENb-
HbI amMarHo3: 6ynnesHas 6onesHb nerkmux. XOBJT I, Tsxenoe
TeuveHne. OcnoxHenusa: OH I-lll crenenn. ConyTcTBytOWMIA
avarHos: HecaxapHbii gnabet. AyTOMMMYHHbIA TUPEONANT.
OyTupeod. bonesnb MNyxepo — Xewnu-Xennu. MNaumeHty
npucBoeHa NHBANMOHOCTb 2-1 rpynmbl.

[MynsMOHOMOrM pekomMeHgoBanu npoBefeHne Xupypru-
YecKor nomoLLmM B dpefieparnbHOM LieHTpe.

Mpn obpalleHnn B KOHCYNLTATUBHYIO MOMUKITUHUKY
Poct MY (4epe3 8 net 60ne3Hu) 66151 NPeanosioxkeH anarHos
ructnouynTo3da X?. C Uenbio ero yTo4HeHUs NpoBEedeHO M-
CTONorn4eckKoe nccrneposaHve buonTara.

Mukpockonndeckoe ornvcaHne ripernapara:
Ne 2483/1 koxu naxoBovi o6nactu (puc. 5a)

MuKpo: B mpucnaHHom matepuarse y4acToK KOXU, MOKPbI-
Thli MHOTOCITOMHBLIM MAIOCKUM OpPOroBEBaIOLLMM IMUTESTNEM.
B anupepmurce oTMeyvaeTcs rnapakeparos, HepaBHOMEPHbI
akaHTo3, runeprpaHynes. B cocoykoBom crioe anuaepmuca
OTMeYaeTcs rycTon NIMXEHOUAHbIN MHAUILTPAT COCTOSALLMIA
NPenMyLLEeCcTBEHHO 13 rMCTUOLMTOB, NMMMAOLMTOB, N1asMo-
LUMTOB, 303MHOMUIIOB C MPUMECBIO KPYMHBLIX MMCTUOLMUTOB
NONMUroHansHon OpPMbl C TEeHAEHUMEN K MPOHUKHOBEHUIO
B anuaepmMmc (3k3oumTo3d). Cocyabl AepMbl PE3KO pacLumpe-
Hbl U NponudepapmrpoBaHsbl.

6uonTart

Buontar Ne 2483/2 Koxu BOSIOCUCTOV HacTu rosioBbl
(pvic. 56)

B ructonorndyeckom npenaparte nNpeacTaBiieHbl KheT-
KU OEePMbl U KPYMHbIE TMCTUOLUTBI MOSIMIOHANBHON hOPMbI
C 6negHON MEeHUCTOM UUTOMMas3Mon U MNy3blIPbKOBUOHLIMU,
6060BUOHBIMU SopaMU.

MaTomopdonornyecknii  anarHos:  Mopdonormyeckm
C Y4ETOM KITMHUYECKMX OaHHbIX HENb3 UCKIOYUTbL MMCTUO-
umTo3 X. [nsa 6onee ToO4HOW BepugmKaumm npouecca peko-
MEHO0BaHO MMMYHOTMCTOXMMUYECKOE TUNNPOBAHUE.

immyHornctoxmmmuyeckoe uccrniegosaHne Ne 2483 ot
22.09.2016

OueHKa MMMYHOTMCTOXUMUYECKMX peakLmii:

CDg3+, pudhdysHo-o4arosas LmTonaasmMarmyeckas peak-
umsa T-nMmdoumnTos;

CD20*, o4arosasi MeM6paHHas peakuus B-numdounTos;

CD68*, pndbbysHas uutonnasmarndeckas peakums atu-
MUYHbIX TMCTUOLNTOB;

CD5*, o4aroBas uutonnasmartudeckas peakums B-num-
doumTOB.

CD1a*, pucpchysHaa umtonnasamarTuyeckas peakuus
aTUNUYHbIX TMCTUOLINTOB;

CD 207 (JlaHrepwvH)+ B 6a3anbHbIX CI0SIX ANUAepMuca.

3aknoyveHne: MophOoMMMYHOEHOTUN COOTBETCTBYET
flaHrepraHc-KneTo4HOMy rmcTMOLMTO3Y.

immyHornctoxmmmuyeckoe nccnenosaHne Ne 2046-2068
071 29.09.2016

CD68 — nonoxuTtenbHoe 3epHUCTOe B HEMHOMOHYUCIIEH-
HbIX KneTKax;

S100 — mnonoXxutenbHoe B 3HAYUMTENIbHOM 4ucne
KINeToK;

CD1a — nonoXurtenbHoe B 60J/IbLUMHCTBE KJIETOK;

Langerin — nonoxuTenbHoe B 3Ha4YMTENIbHOW YacTun
KINeToK;

CD20 — nOnoXuTenbHOE B CKOMSIEHUSIX HEMHOMO4MC-
NEHHbIX B-KkneTok;

CDS3 — nonoXxwmTenbHOoe B HEMHOMOHMUCIEHHbIX T-KreTkax;

Ki67 — oTpuuaTesnsHo B AByX NOBTOpaXx;

TDT — oTpuuaTtenbHo.

3akno4eHne: r’McTUoLUmMTO3 13 KINEeTOK JlaHrepraHca.

Puc. 5. Mopdhonorudeckie nposisfigHust ructnoumntosa X. bonbHoit H. Okpacka reMarokcunnH-3031MHoM. A — HepaBHOMEPHBIV akaHTo3 3nuaepmica. Mog anuaepmucom -
XEHOWAHbIA FYCTOM NHUALTPAT C BbIPAKEHHbIM 3MAAEPMOTPONN3MOM, COCTOSLMIA U3 KPYMHbIX aTUMYHBIX FUCTUOLMTOB C MPUMECH0 IUMAOLNTOB 11 3031HOGMNOB. YB. X100
b — B iepme rycToit HANALTPAT, COCTOSILLMIA U3 KPYMHbIX TUCTUOLMTOB NOANTOHANbHOIA (DOPMbI C 6neHON NEHCTON LMTONNA3MOIA U My3bIPbKOBMAHbIMU, 6060BUAHBIMMA
aapamu (0603Ha4eH0 CTpenkoit). YB. x400
Fig. 5. Morphological manifestations of Langerhans cell histiocytosis. Patient N. Staining with hagmatoxylin-eosin. A — uneven acanthosis of the epidermis. Under the
epidermis, dense lichenoid infiltrate with a pronounced epidermotropism consisting of large atypical histiocytes, lymphocytes and eosinophils is observed; magn. x100

b — dense infiltrate in the dermis, consisting of large polygonally-shaped histiocytes with a pale foamy cytoplasm and bubbly, bean-shaped nuclei (indicated by an arrow); magn. x400
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WTak, okoH4YaTesnbHbIA OMarHo3 YCTaHOBMEH B CEHTAGpEe
2016 roga, cnycTa ceMb fieT nocre nosiBneHns xano6. MNauu-
€HT 6blS1 rFOCAUTaNU3NPOBaH B OTAENIEHNE OHKOremMaTonormm
PoctMY.

Taknum 06pas3oM, rmcTmounTo3d X — pedkuin, TaXenbIn
[epMaTtos, BbI3bIBAKOLLMI TPYAHOCTUN B AnddepeHumansHom
OnarHocTuke y KNUHMUMCToB. HeagekBaTHas oueHka gepmMa-
TONMOMMYECKON KapTUHbI, HECOOTBETCTBME KOXHbIX U3MEHe-

HABJIIOOEHWE 13 MPAKTUKW / CLINICAL CASES 4 68

HUI TAXKECTU COCTOAHUA NauueHTa, y3koe BUAeHe KInHnye-
CKOW KapTMHbI CMEXHbIMU crieLuanicTaMu, npeHebpexeHune
MOPMONOrM4eCKUMU Y UMMYHOIUCTOXUMUYECKMMU MeTofa-
MW UCCNefoBaHUsA NPUMBOAMT K HECBOEBPEMEHHOI NOCTaHOB-
Ke OuarHosa, norepe BpeMeHW ANns afgekBaTHOW Tepanuu,
YXYALLEHUIO COCTOSIHMS 60MbHOr0, 60ree HebaronpUATHOMY
nporHo3y 3a6onesanvs. i
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