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JIMHUYECKUH CITy4aU OITYyXOJIH U3 OJIACTHBIX
IIA3MOIIUTOUTHBIX JJEHAPUTHBIX KJIETOK

MununxuHa E. H.', YepmHbix T. B.", Kowkuu C. B.2", Makcumos 0. 1.3

TOIKY3 «4 BoeHHbIN rocnuTanb Boiick HalnoHanbHol reapaun Poccuiickoit deaepauumn»

610044, Poccuiickas ®enepauns, r. Kupos, yn. Jlyrackas, o. 57

2KpoBCKWiA roCyapCTBEHHbIA MeAULMHCKNA YHUBEpCUTET MUHMCTEPCTBA 3[1paBoOXpaHeHns Poccuiickoit Geaepadinn
610027, Poccuiickas ®enepauns, r. Kupos, yn. K. Mapkca, . 112

$KpoBCKUit HayYHO-CCNEA0BATENLCKINA UHCTUTYT FeMaTonorun 1 NepenuBaxus Kposu

denepanbHOro MefuKo-61M10N0rnyeckoro areHTcTea Poccuiickon Meaepaliy

610027, Poccuiickag ®efepauns, r. Kupos, yn. KpacHoapmerickas, 4. 72

[MoBOAOM ANS HaNMcaHWa JaHHOM CTaTbM ABUIUCH CMOXXHOCTM B AMddEPEHUManbHOM AnarHocTnke
nopakeHuns Koxu y naumeHTa 40 neT, ¢ NpeaBapuTeNbHbIM AMarHo30M T-KNeTOYHOM NMMAoMBI. [Mpu
nposeaeHun o6cnenoBaHns, BKOYAOLLErO MMCTONOMMYECKNIA, MIMMYHOMOPMONOTMYECKII, NMMYHOT -
CTOXVMUYECKMA METOMbI, BbISIBNEHbLI MAPKEPbI Pa3NYHbIX KNETOUHbIX NnHWM (T-, B-, MmmenomnaHoit). Jar-
Has 0cO6eHHOCTb xapakTepHa Ansa NMMMAQOM 13 NNasdMoLMTONaHbIX AeHAPUTHBIX KneTok (MOK), HoBoi
Hogonornyeckon eanHnuel. B knaccudmkaumm BO3 (2001 r.) onyxonun ¢ noAo6HbIM GOEHOTUMOM BXOAWUM
B pasaen nMMAOM 13 eCTECTBEHHbIX KUMNepHbIX kneTok (NK-6nacTHbix numdoom). OnmncaHHbIn HaMu Knu-
HUYECKUIA Cnyvain NnntocTpupyeT HeoBXoAMMOCTb KOMMIEKCHOrO NoAxoaa B AMarHoCTUKe NMMMAOM, YTO
[aeT BO3MO)XHOCTb CBOEBPEMEHHOIO Ha3Ha4YeHWa agekBaTHoOM Tepanuu.

KntoueBble cnosa: T-numdoma, MMMdoMa 13 MnasmMoLMTOMaHLIX A8HAPUTHLIX KNEeTOK, UMMYHOMOPAOSOrusi, UMMYHOMUCTOXMMUS

KOHQOMUKT MHTEPECOB: aBTopb! 3a9B0T 06 OTCYTCTBIN NMOTEHLMANbHOr0 KOHAMMKTa MHTEPecoB, TpedytoLLero
pPacKpPbITUS B [aHHOW CTaThbe.

Ona umtupoBaHnd: Mununxura E. H., YepmHbix T. B., KowwkuH C. B., Makcumos O. [. KnuHUYeckuii cnydai onyxo-
M 13 6NacTHbIX NNasMoLUMTOUOHbIX AEHAPUTHBLIX KNeToK. BeCTHWMK aepmatonornm n seHeponornm. 2018;94(6):52-59.
https://doi.org/10.25208/0042-4609-2018-94-6-52-59
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Clinical case of a blast plasmocytoid dendritic cell
tumor
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The reason for writing this article was the difficulty in the differential diagnosis of skin lesions in a patient

of 40 years, with a preliminary diagnosis of T-cell ymphoma. During the examination, including histologi-
cal, immunomorphological, immunohistochemical methods, markers of various cell lines (T, B, myeloid)
were detected. This feature is characteristic of lymphomas from plasmacytoid dendritic cells (MAC), a new
nosological unit. In the WHO classification (2001), tumors with a similar phenotype were included in the
lymphoma section of natural killer cells (NK-blast lymphomas). The clinical case described by us illustrates
the need for an integrated approach in the diagnosis of lymphomas, which makes it possible to promptly
assign adequate therapy.
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Il TpakTnyeckun BCe onyxonn NMMAaTN4ECcKoi CUCTEMBI
Ha pasHbIX 3Tanax CBOEro pasBuUTHSs, HO Yalle B TepMu-
HanbHOWM dhase, MOryT COMPOBOXAATHCS OMYyXONEeBOW WH-
dunsTpaumen koxu [1]. NpuyrmHa BO3HMKHOBEHMSA NMUMEOM
ocTaetca HemaBecTHOW. Cpedn hakTOpoB puUcka Tpaavum-
OHHO paccmaTtpuBaloTc Takve obLiue Ans Bcex Heorna-
CTUYECKUX 3aboneBaHnn (hakTopbl, Kak MOHWU3WpPYyloLLas
paguaums, XMMM4eckne KaHueporeHbl, HebnaronpusaTHble
YCNOBUWS OKpYXXaloLLlen cpedbl (KaHUeporeHHoe pdewicTene
Y®-ny4yen) [2]. B pspe cnyy4aeB pa3Butua nMMgOoM Mpo-
ClnexmnBaeTca B3anMOCBA3b MeXAy BO3OeNCTBMEM BUpyCca
T-KNeTo4HOro Nnerko3a/nMMgoMbl Yenoeeka, AnwiTenHa —
Bapp, BUY [3]. Cpeaun numdaTndeckmx onyxonen, npm Ko-
TOPbIX KOXHbIE NOPaXeHNs ABNAOTCA €AMHCTBEHHBLIM UM
BeOyLLUUM nposiBNeHneM 605ne3Hu BbIOeNsaTcs crnepyto-
wue: K T-KNeToyHbIM nuMdomMam OTHOCATCA pasfvyHble
hopMbI FPUBOBUOHONO MUKO3a M ero reHepanv3oBaHHas
dopma — cuHgpom Cesapwu, KoxHas chopma aHannacTtu-
YeCKOM KPYMHOKMNETOYHON NMMAOMbI, IMMEOMATONAHBIN
nanynes, NaHHUKynuTonogobHas T-kneToyHas numdoma
NOAKOXHOW XMPOBOWN KneTyaTku, nepudepnyeckne T-kne-
TOYHbIE NIMMOMBI C MPENMYLLIECTBEHHO KOXHbBIM Nopaxe-
HMeM; K B-KneTo4HbIM MMM OoMaM MOXHO OTHECTU KOXHbIN
BapuaHT oNnuKynapHon numdomsl, NnMmdgomMy Mapru-
HarbHOW 30HbI C NOpaXxeHueMm KOXn 1 auddysHyto B-kpyn-
HOKNETOYHYI0 Numdomy. [oasneHne MHpUnsTpaumnm Koxm
BO3MOXHO B TepMUHaNbHOM pase OCTPbIX MUENOUOHbIX
1 NMMAO6NACTHBIX NENKO30B (Tak Ha3biBaeMble NernkeMu-
Obl), B dpa3e 611acTHOro Kpu3a XpOHNHECKOrO MUESIONENKo-
3a; pasfnuyHble BapuaHTbl MMCTUOLMTO30B, MacToumTo3a
MOFyT CONpOBOXAAaTbCs NopaxeHuem Koxu [1, 4]. OcHos-
HbIMM MOMEHTaMK, ONPEAENAILLNMN KIMUHNYECKME HepThl
3aboneBaHns 1 NPOrHo3, ABNATCA cTaansa auddepeHun-
POBKM KIMETOK, U3 KOTOPbIX COCTOUT OMyXoSb, N Xapakrep
pocTa onyxonu.

C KNMHWYECKON TOYKM 3peHMst HanmbosbLUMI MHTepec
NPeacTaBnsAloT Te remartonornyeckne sabéonesaHus, npu
KOTOpbIX YXXe B Ae6toTe 3aboneBaHnsa KOXXHbIE NPOsIBNEHUs
SIBNAOTCA €QNHCTBEHHBIM UK BEAYLLUM NposiBneHnem 60-
nesHw. [inarHocTnka atux 3abonesaHnin JOCTaTOYHO CIOX-
Ha n TpebyeT ouddepeHunanbHOM ONarHOCTUKM OT paga
HeonyxoneBbIX 3a60neBaHN KOXU, TaKNX Kak NceBaonnm-
hoMbI KOXMK, ncopuas, napancopuas, BonyaHka, pasnuy-
Hble dopMbl epMaTuToB 1 ap. B 6onblunHCTBE cnyyaes
MakcumarbHO paHHsAs Bepumrkaumns guarHosa u ceoespe-
MEHHO HavaTas Tepanus no3sonaoT 3PPHEKTUBHO KOHTPO-
nvpoBaTb Te4deHue 60Me3HN U CnocobCTBOBaTbL [OCTUXE-
HMIO MOMHOM peMmnccun y OaHHOW KaTeropuv naumeHTOoB.
Haunbonee nHpopMaTUBHLIM METOAOM OMarHOCTUKU fIUM-
hoM TpaAMLMOHHO CUHUTAETCA MMCTONOrMYecKoe uccneno-
BaHue. OgHako Heo6X0[NMOCTb MPOBOAUTEL MOBTOPHbIE M-
cTonorn4yeckme uccrnefoBaHua QOCTaTo4HO YacTa, Tak Kak
Jaxe KpuUTepuu, pacueHmBaemMble BpadyaMn Kak focToBep-
Hble (kneTkn Cesapu, annaepmMoTponmnam, MMKpoadcLeccsl
MoTpue — o6pasoBaHMe HeGONbLUMX FHe3n IMMGOLUTOB
M MMCTUOLUMTOB B 3NMAEPMUCE), ONUCaHbl Npu psige Bocna-
nuTenbHbIX AepmMaTos30B. [lceBOONMMMOMbI KNUHUYECKU
N TUCTOSIONMYECKN YacTO CXOAHbI C NMMAOMaMM KOXW.
CyliecTBeHHO o06ner4nn AuMarHoCTUKY W onpegenieHve
cTagun NUMAOMbl  METOL, MOSIEKYNAPHO-TEHETUYECKOro
nccnegoBaHus, KOTOPbIN NO3BONSET OOHAPYXUTb HapyLLe-
HWA NepecTPorKK Lenn T-KNeTo4HbIX peuenTopos NnMmdo-
LMTOB B KOXe M nepudepunydeckort Kposn. COBpEMEHHbIM
MeToAoM, 6rarogaps KOTOPOMY MOXHO ONpeaenuTb rmcTo-
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reHes, cteneHb nponudepaTMBHOM aKTUBHOCTU U aHanna-
31K OMyXOoneBbIX KNETOK, YTOYHUTbL MPOrHO3 U Ha3Ha4uTb
A(PDHEKTUBHYIO CENEKTUBHYIO Tepanuio, fBASETCHS UMMY-
HOMMCTOXMMUYECKas anarHocTuka [5)]. JledyeHne oHkorema-
TONMOrM4Yeckmnx 3aboneBaHNn MOMUMO TPAAULMOHHON XU-
MuoTepanuMu BKIOYaeT UCNOMb30BaHWe MOHOKMIOHANbHbIX
aHTUTeN, pasnnYHbiX WMMMYHOMOAYNMPYIOLMX areHToB,
a TaKkxe NpMMeHeHue NeKapCTBEHHbIX CPeACTB, BUSIOLLMX
Ha FreHOM OMyXOMEeBbIX KNIETOK (MIHIMOUTOPbLI TUPO3NHKUHAS,
curHanbHbIX NyTer U T. 4.). B HacTosiwee Bpemsi npocnexu-
BaeTCs TeHAeHUMs B pa3paboTke apeKTUBHBLIX CNOCO60B
Tepanuu nsa Kaxxgoro KOHKpeTHOro 3abonesaHums.

[anee ™Mbl NpuBOAMM NpUMEp eLle OOHOro OHKore-
MaToNorMyeckoro 3abonesaHnss — onyxonn n3 6nacTHbIX
nnasmoumMTonaHbIX AeHapUTHbIX knetok (OBMNAK). JaHHasn
ONyXxofib yXe B fiebloTe 60M1e3HN XapakTepuayeTcs pasnmy-
HbIMW BapuaHTamu rnporpeccupyroLLero NopaxeHns Koxu,
3aTem No Mepe pasBuUTUA 3aboneBaHus B NPoLECcC BOBMe-
KaroTCs KOCTHBIN MO3r, nuMmdaTnyeckue y3anbl, BOSHUKaeT
nenkemmnsaums npowecca, 1 3abonesaHne NpUHUMaeT Jyep-
Tbl OCTPOro nenko3a. Onyxonb 4pes3BblHalHO pefka, Co-
craBnseT npumepHo 0,5 % OT BCel OHKOreMaTonornyeckomn
naronornv. [ina Hee He BbIABMEHbI 3THNYECKME N pacoBble
npegnoyTeHuns. Myxu4uHbl B cpeiHem B Tpu pasa 6onetoT
YaLe XeHwwmH. CpefHuid Bo3pacT pa3suTus 3abonesaHus
60-67 net, Tem He MeHee OBIOK MOXeT BcTpevaTbcs
B pasnunyHbIX BO3PACTHbIX rpynnax, Bko4vaa geten [1].
lMopaxkeHne KOXM MOXET ObITb CONUTapHLIMU U MHOXe-
CTBEHHbIM, NPOSBATLCA B BUAE Y3N0B U 6MsLLEK PO30BO-
h1oneToBoro unu 6arpoBoro UBeTa, a Takxke HanoMmnHaTb
KOXHble KPOBOU3NUAHWSA. [pu conuTapHbIX NopaxXeHUax
B MPOLIECC Yalle BOBMEKAKOTCA LLEs N HUXKHNE KOHEYHOCTH,
pasmepsbl o4aroe gocturaiot 10 cm B gnametpe. MHoxe-
CTBEHHbIE 04arn MoryT JlIoKanu3oBaTbCs Ha CamblX Pasnuy-
HbIX y4acTkax Tena. fucronornyeckas kapTvHa nopaxeH-
HOWM KOXW xapakTepuayeTcs anddysHbIM poCcTOM B Aepme
6nacTHbIX KNETOK cpefHero pasMmepa CO CKYOQHOW LMTO-
nnasmomn, NpenMyLLeCTBEHHO C HernpasBuibHOW opMOoW
A0pa, TOHKOOANCMNEPCHOM CTPYKTYPOM XpoOMaTtuHa, Hanmym-
€M HeCKOSbKUX agpbiiek. Onyxofb pacnpocTpaHaeTcs Ha
NOOKOXHYIO XMPOBYIO KNeT4aTKy, anuaepMuc 1 npuaaTku
KOXW B MaTonorn4yeckMin npouecc obbl4HO He BOBIeYe-
Hbl. B aTOM onyxonu, KoTopas XapakTepusyeTcsl KOXHbIM
M KOCTHOMO3rOBbIM TPOMM3MOM, NponudepupytoLne Knet-
KU SIBNAIOTCA HEenocpeaCcTBEHHbIMWU NpefaLlecTBEHHNKaMm
naasMouMTOMAaHbIX OeHAPUTHBbIX Knetok CDA4(*), CD56(*).
OunarHoctnka MoXeT ObITb NIErko BbIMOSIHEHA C NMOMOLLBIO
MMMYHOIMCTOXUMWUW, C UCNOSb30BaHWEM NaHenn nnasmo-
LMTOMOHBIX MapKepoB AeHOPUTHBLIX KNeToK [6, 7].

MIMMyHOrMcToxmmMmyeckoe uccnegoBaHne BbISIBNAET
Ha 3TuX Knetkax mapkepbl CD4, CD43, CD45RA, CD56,
CD123, CD303, TCL1. Kpome TOro, onyxoneeble KieTKu
MOryT 3KcnpeccupoBaTe aHTureHol CD7, CD33, wnHorga
CD2, CD36, CD38. MiMmeeT MeCTO NonoxuTenbHas peakums
¢ TdT (B 30 % cny4aes), npu4yem CD34 n CD117 Bcerpa
HeraTuBHbl. AHTUreH CD68, o6HapyXuBaembli Ha nnas-
MOUMTOMAHBIX AeHOPUTHBIX KneTkax B Hopme, npu OBMNAOK
BCTpeyaeTcs Tonbko B 50 %. Granzym B, perforin n TAI1
npu OBIMNOK He BCTpevaroTCs, XOTA OHU OObIYHO BbISB-
NAOTCA Ha HOPMAasbHbLIX MNa3MOLUMTOUOHBIX AEHOPUTHBLIX
knetkax. Mingekc nponudepauun (Ki-67) npn atom 3a60-
neesaHun coctaensiet ot 20 go 80 % [1, 2, 8]. TpyoHocTb
OMarHocTUKN faHHoro 3aboneBaHuns 3akr4yaeTcs B onpe-
OeneHvn npu MMMYHOMEHOTUNUPOBAHUM MapKepoB pas-
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JINYHBIX KNETOYHbIX NMUHWUIA. Tak, mapkepbl CD2, CD7, CD4
oTHOCATCS B T-Kneto4dHou nonynsumm, CD56 — Kk Haty-
panbHbIM Kunnepam, CD68 — k moHoumTapHoin, a CD33 —
K MUENOVHON NMUHUK guddepeHUMpoBKN. OCKONbKY re-
MaTosnormyeckne HoBoobpasoBaHus, Takme kak OBIOK,
AML, akcTpaHopganbHas NK/T-knetoyHast numdoma, Ha-
3anbHbIA TUN U 3penble T-NMMMGOMbI C BOBIEYEHUEM WU
6€e3 y4acTmsa KoXu, MoryT akcnpeccuposatb CD56+ ¢ CD4+
mnun 6e3 Hero, guarHo3 OBIMOK cnepyeT yunTbiBaTL TOMb-
KO nocne NofiHOro MccnegoBaHns MapkepoB Nias3MoumTo-
MOHbIX OEHOPUTHBLIX KINETOK, rapaHTUMpys OTCYTCTBUE 3KC-
npeccun MMENONZHbIX UM MOHOLUMTAPHbLIX MapKepoB Ha
6nacte [9]. 3a6oneBaHne xapakTepu3yeTcs arpecCUBHbIM
TEYEHNEM, CPEeLHSIA MPOJOIMHKUTENBHOCTb XMU3HU 0ObIYHO
coctaBnset 10-19 mecsues. Bengy pegkocTn v TpyaHo-
CTW QMarHoCTMKW OaHHOW MaTosiorMm ee Tepanus OO KOH-
ua He paspaboTtaHa. [NpegnpvHMMaloTCs MOMbITKU feve-
HWUA NaUMEHTOB MO MPOTOKOMaM OCTPbIX NMMAO6IACTHBIX
N OCTPbIX MWENOMAHbIX NIENKO30B. B cnyyae gocTmxeHus
pemuccumn 3abonesaHusa y 90 % naumeHToB, Kak npasuio,
BO3HMKAIOT paHHUe, pedpaKkTepHble K Tepanun, peLmamnBesl.
MpopmomKnTenbHbIE PEMUCCUM CRy4HalOTCA B pedkux Cry-
Yasix, 06bI4HO Y MAUMEHTOB, KOTOPbIE MOMyYann neyeHne
Mo MPOTOKOMaM OCTPbIX NIENKO30B C MOCNEAyHOLLEN TpaHe-
naaHTaumMen KOCTHOrO MO3ra B MepBOM MOSIHOW PEMUCCUM
3abonesanua [1, 10].

MpuBOOUM  KNWMHUYECKOE HabnwaeHue nauyneHTa.
BonbHon B., 1977 r. p., nocTynnn B UHMEKLMOHHOE N KOX-
Hoe oTtaeneHne OKY3 «4 BoeHHbI rocnutans BHI Pd»
23.09.2015. Cuntaet cebsa 6onbHbIM ¢ sHBaps 2015 roaa,
Korga BrepBble OTMETWN NOSBIEHNE NATEH, Y3EJIKOB PO30-
BO-CMHIOLLIHOIO LiBETA Ha KOXE CMUHbI. B panbHenwem Bbl-
CbINaHWs MOSABMINCL Ha KOXE BOSIOCMCTOM YacTW FOMoBbl,
nvua, wew, TyNoBuLLa, BEPXHUX KOHEYHocTel. o aTomy
nosofy Bnepsble o6patunca 01.06.2015 kK pgepmarono-
ry ®KY3 «MCH MBLO Poccum no Kuposckor obnactu»,
C npepBapuTeNnbHbIM AMArHO30M «iMMdoMa?» PeKoMeH-
JOBaHO cTaumoHapHoe obcnegoBaHve U nedeHuve. [pu
NOCTYMNJIEHUN B OTAENEHNE NATOSIOrMHECKUIA KOXHbBIA NPOo-
LlecC pacnpoCTpaHeHHbIN, aCUMMETPUYHBIN, TOKanM3yeTcs
Ha KOXe rosioBbl, LUeW, TYNOBULLA, BEPXHUX KOHEYHOCTEN.

Puc. 1. be36onesHeHHble GAALWKIA NI0THONACTUHECKON KOHCUCTEHLIAW TEMHO-
KPACHOr0 UK CUHIOLLHOMO LIBETA C OYpOBATbIM OTTEHKOM

Fig. 1. Painless dense elastic dark-red or bluish-coloured plaques with a brown-
ish tint

B BecTHuK gepmaronorum u BeHeponorun. 2018;94(6): 52-59

XapaKTepusyeTcs pe3Ko orpaHMyYeHHbIMU, HECKOMbKO BO3-
BbILLAKOLLMMUCA MAIOCKUMU UHPUIBTPATUBHBIMKU GRisiLLKa-
MU C rpybon LLUarpeHeBor NMOBEPXHOCTbIO, pa3mMepamu OT
3 oo 10 cM. Bnawku oTnn4aloTca HacbIWEHHbIM TEMHO-
KPacCHbIM WU/ CYHIOLLHBIM LIBETOM C 6YpOBaTbIM OTTEHKOM,
NAOTHO3MACTUYECKON  KOHCUCTEHUMN, 6e360Me3HEHHbIe
npy nanbnauum (puc. 1-5). Horteeble NNacTUHKN He U3-
MeHeHbl. [lepmorpadmam cmellaHHbli. [Nepudepunyeckme
NMMAOY3ibl HE YBENIUYEHDI.

29.09.2015 KoHCynbTMpOBaH remaTonorom Kuposcko-
ro HAN rematonornm, ¢ [UarHo30M: HEXOLKKMHCKas
nmMMdomMa KOXW HeyToYHeHHoro Tuna. PekomeHgoBaHO
npoeefeHne 6MONCcUnN N rMMCTONOrMYECKOro uccnegoBaHuns

Puc. 2. be3bonesHeHHble GNALWKIA NI0THOIACTUHECKON KOHCUCTEHLIAW TEMHO-
KpACHOr0 UK CUHIOLLHOMQ LiBETA C OYpOBATbIM OTTEHKOM

Fig. 2. Painless dense elastic dark-red or bluish-coloured plaques with a brown-
ish tint

Puc. 3. be3bonesHeHHble GNALWKIA MI0THOINACTUHECKON KOHCUCTEHLIAW TEMHO-
KPACHOr0 UK CUHIOLLHOMQ LBETA C OYpOBATbIM OTTEHKOM

Fig. 3. Painless dense elastic dark-red or bluish-coloured plaques with a brown-
ish tint



HABJIOOEHVE U3 NMPAKTUKW / CLINICAL CASES 4 56

Puc. 4. Be360ne3HeHHbIe BAALLKIA NNOTHOINACTUYECKON KOHCUCTEHLIAM TEMHO-
KPAcHOr0 UMW CUHIOLLHOMO L{BETA C OYpOBATbIM OTTEHKOM

Fig. 4. Painless dense elastic dark-red or bluish-coloured plagues with a brown-
ish tint

06bEMHOro 06pasoBaHus, B cBsa3n ¢ 4em 01.10.2015 6bin
nepeeeneH B ctaumoHap KMpoBckoro o6nacTHOro KivHu-
Yeckoro oHkogucnaHcepa. o gaHHbIM peHTreHorpadum
rpygHor knetku, ®IOC, ynsTpa3BykoBOro UccnefoBaHus
OPIOLLIHON MOMIOCTM M MOYEK MPU3HAKOB OMyXOSIeBOro Mo-
paxeHns 3TUX OpraHoB He 06HapyXeHo. lNauneHTy Bbinon-
HeHa 6uorncusa onyxonesoro 06pas3oBaHns Ha KOXe, rmcTo-
florn4yeckoe 3akniodeHne — numdocapkoma, lllb ctagma
C NopaxKxeHNeM KOXHbIX MOKPOBOB, Il KnuHu4eckas rpynna.

JanbHenwee nedeHne naumeHT ¢ 26.10.2017 npoxo-
avn B ®NBYH «KHUUTUMNK ®MBA Poccun». Pe3ynetatsl
crneumanbHbIX UCCNEefoBaHun cnegytoLwme.

AHanunz kpoBu o6wwmii ot 27.10.2015: 6. — 160 r/n,
Op. — 5,4x10'?/n, . — 7,56x10%n, COQ — 2-5 mm/yac,
TpombounTbl — 222x10%n, MeTamMmnenounTbl HernTp. — 1,
nano4ykosiaepH. HemTp. — 1, CEerMeHTOsAepH. HEUTp. —
64, cermeHTOAnepH. 6a3. — 2, NMMAOUNTbI — 26, MOHO-
unTbl — 6; 06LMAn 6enoK — 77 /N, anb6yMuUHbl — 64 %,
rno6ynuHbl — 36%, UHAEKC anb6yMuH/rnobynui — 1,77,
anba 1-5 %, anbpa-2 — 7 %, 6eta — 12 %, ramma —
12 %. Bbuoxummyeckmi aHanma kposu oT 27.10.2015:
KpeaTuHMH — 89 MKMonb/n, 6unMpyéuH obwmn —
7,2 MKMOnb/N, MoyeBas Kucnota — 427 MKMOSb/N, MoYye-
BMHa — 3,7 mmonb/n, ACT/ANT — 18/15 Ep/n, rnoko3a —
5,8 mmonwe/n, NAr — 160 en/n, TTF — 1,87 mMMEQ/mn.
AHann3 kpoeu Ha PB oT 25.09.2015 Ne 1120: peakuus
oTpuuaTenbHas. AHanM3 KpoBM Ha aHTUTena/aHTureH
k B/4Y, HBsAg, aHTu-HCV ot 28.09.15: He 06Hapy>XeHsbl.
AHanna mo4m obwmin ot 25.09.2015: YB — 1014, 6enok —
0,309 r/n, rntoko3a — 95,8 mmonw/n, J1. —3-5 B n/3p., Ip.
Hen3M. — 1-2 B N/3p, KETOHOBbIE Tena — oTp.

Y3WU opraHoB 6ptouHoi nonoct oT 25.09.2015, 3a-
KNtoYeHne: anddysHble N3MEHEHNA MOOXKENYO0UYHON Xe-
nesbl. PrOC Ne 194 ot 30.09.2015, 3akntoyeHne: opraHu-
YecKoW naTonorum He BbisiBNEHo. PeHTtreHorpadma OrK
Ne 2510 oT 24.09.2015: naTtonorum He BbisiBNieHO. KoMnbto-
TepHasa Tomorpadus ot 27.10.2015: neroyHas TkaHb BO3-
JylHa, 04aroBbIX U3MEHeHW HeT. B cpepgocTeHun obbem-
HbIX o4yaroB He BbisiBfeHo. KT: npu3HakoB O6BLEMHOro
06pas3oBaHMs OpraHoB OPHOLLHOM MNOAOCTU U 3abpHOLLMH-
HOrO MpOCTpaHcTBa HET. MHOXECTBEHHblIE 0OGbEMHbIE 06-

Puc. 5. be36onesHeHHble GAALLKIA NAOTHOINACTUHECKON KOHCUCTEHLIN TEMHO-
KPACcHOr0 UMM CUHIOLLHOMO LiBETa C BYpOBaTbIM OTTEHKOM

Fig. 5. Painless dense elastic dark-red or bluish-coloured plaques with a brown-
ish tint

pasoBaHuAa Ha nepegHen 6POLLIHON CTeHKe. Muenorpamma
oT 28.10.2015: npenapat KOCTHOro Mo3ra nofMMopPHbIN.
HelTpousbHbIi POCTOK NpPeAcTaBfeH BcemMu dopma-
MK co3peBaHus. HabnogaeTca NoBbILLEHHOE KONMYECTBO
NMMAONIHbIX 3NeMeHTOB: 25 % (3,2 % numdrobnacTbl, 2 %
nponumdounTsl). Muenorpamma ot 11.11.2015: npenapart
NMOHWXEHHOW KneTo4yHocTW. [lpefcTtaBneHbl BCE POCTKM
KpPOBETBOPEHUS, BCE (POPMbI CO3pEBaHUA. YBENMYEHO CO-
aepxaHue nUMAONAHbLIX 3NEMEHTOB, CPEAN KOTOPbIX 3pe-
nble KNneTkn coctaensioT 17,8 %, nponumdoumntsl — 1,4 %,
nmmadoumnTbl — 2 %, MerakapuoumTbl — eAnHNYHbIe. Pean-
XUPOBKM TCr reHOB He BbISBNEHO.

Pesynbrat peHotunmposaHusa ot 11.11.2015: cpe-
M NMMMAONOHBIX 3NEMEHTOB KOCTHOrO MO3ra HECKONbKO
pacwmpeHa nonynaums 3penbix T-numMmdoumToB 6e3 npu-
3HAKOB MMMYyHOdeHOTUNM4Yeckux abeppauuii (CD3+CD4+
CD8+*CD2+CD5*CD7+). BblpaxeHHble Npu3HaKu nopaxe-
HWA KOCTHOMO MO3ra Knetkamm nuMdOMbl HE BbISIBIIEHbI.
BbinonHeH nepecMmoTp TKaHeBOro 6uonTtara u npoBefe-
HO MMMyHornmcroxummyeckoe uccneposaHve 30.10.2015:
CTPYKTYpa KOXM 4aCTMYHO cTepTa 3a cyeT auddy3Homn
MOHOMOPMHON MHMUNLTPaLUUN NPEUMYLLIECTBEHHO [Iy-
60KMX CnoeB 6nacTHbIMW KneTkamMu C agpamu CpepHux
pa3mepoB, OKPYrfion 1 HenpaeubHOM OPMbI, MENKOONC-
NepPCHbIM XPOMaTUHOM C HEHETKUMW AQPbILLKAMW, CKYOHOMN
umMTonnasmon. AnuaepMuc UCToH4veH. OTmedvaeTcs npo-
pactaHne onyxoneBoro cybcrparta B OKpYy>XaloLme TKaHMu,
y4acTku pmbposa. B onyxonesBbix KneTkax BbIABAAOTCA
sinepHble peakuun ¢ TdT#, TCL1*. B aTux xe knetkax oT-
Me4aloTcsl NonoXxuTenbHble peakumm CD56+, CD45RAF,
CD43*, BCL2*, HLA-DR*. B-numdouutbl (CD20, PAX5,
BOB1) u T-numdoumntsl (CD3, CD2, CD4, CD8, CD7) B He-
601bLUOM KOMMYECTBE PACMONOXEHbI OUCKPETHO MO BCEMY
cpedy. Oona Ki67 (mapkep nponudpepaumm) B onyxone-
BbIX KneTkax coctasnsaet 70 %. Peakuyun ¢ CD30, CD33,
ALK1, CD1a, CD23, CD10, GrB, CD11c, CD14, CD68,
CD123, MPO, S100, CD163, nu3oumMm — B ONyXOneBbIX
KneTkax oTpuuaTenbHble. 3akio4eHUe: rmcTonormyeckas
N KNMHMYECKas KapTuHa OnyxoneBoro o6pasoBaHns KOXu
Hanbonee COOTBETCTBYET ONyXonu u3 6r1acTongHbIX nnas-
MOUMTONAHBIX OEHOPUTHbIX KNEeTOoK. TpenaHo6woncus oT
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11.11.2015: gaHHbIX 3a NopaxeHne KOCTHOro mMo3ara KneT-
KaMu IMMOMbI HE BbISIBIIEHO.

Xo4eTcst OTMETUTB, YTO NaumeHTy aeaxabl (28.10.2015
1 11.11.2015) BbINOMHAMNOCL MCCnegoBaHME MUeNorpam-
Mbl, FAe 6blf0 BbISBIEHO MOBbILLIEHHOE KOAMYECTBO fUM-
dobnacTtoB (3,2 1 2 % COOTBETCTBEHHO), MOPEONOrn4ecKm
He OTIM4YUMBbIX OT onyxoneBbix knetok npy OBMNAK. OgHa-
KO AaHHble TpenaHobuoncum 3agHen ocTU NoAB3O0LLHOMN
koctm oT 11.11.2015 He ycTaHOBUAN WHUNLTPALMIO
KOCTHOIrO MO3ra OnyxofieBbIMU KNeTkamu, Y4To B NpUHUMNe
MOSIHOCTBIO HE UCKMOHYAET HavasibHOEe NopaXKeHMe KOCTHO-
ro Mo3sra, KoTopoe B COOTBETCTBUM C AaHHbIMU NuTeparty-
pbl B Ae6ioTe 3a6oneBaHns 6biBaeT He3HAYNTENbHBIM.

C 19.11.2015 naumeHTy Ha4aTta Tepanus, paspaboTaH-
Has AN fedYeHUs OCTPbIX NMMEO6AaCTHbLIX JIENKO30B MO
npotokony OJ11 2009 ropa. [aHHbIA NPOTOKON paccyuTaH
npuénn3nTENIbHO Ha ABa C MOSIOBMHOWM rofa HenpepbIBHOM
XUMMOTEPANUN HECKOSNIbKUMU LIMTOCTaTUYECKMMM Npena-

pataMmu 1 BKNOYaeT MHOYKLUMOHHYIO, KOHCONWAMPYIOLLYIO
1 nogaepxusaroLlyo Tepanuio. Ha ¢goHe npoBegeHHOro
nleyeHnst oTMeYarncs perpecc KOXHbIX BbICbINaHUn — yrno-
LeHMe SMeMEHTOB C OCTaTOYHbIMWU SIBNEHUSIMU B BUAE
nurmeHTaumm (puc. 6-8). Mo OKOH4YaHMKM neyeHws narto-
JIOrNYeCcKUn KOXHbIA npouecc 6bin NpefcTaBneH oyaramm
nocTBOCNANUTENLHON rMnepnurMeHTaunmn Ha MecTtax pas-
PELLUMBLLMXCS 3IEMEHTOB B BUAE MATEH OKPYrnon hopMel
C YeTKUMM rpaHuLtamm, pasmepamm ot 1 8o 5 cMm (puc. 9-12).
MaumeHT 3akoH4MN Tepanuio B Aekabpe 2017 roga, y Hero
B HacTosiLLee BpeMs COXpaHseTcs MnosiHas pemMuccus 3a-
6onesaHus. TeM He MeHee, yuynTbiBas HebGnaronpuUATHbLIN
NPOrHo3 3a6oneBaHns N BbICOKYIO BEPOATHOCTb pPasBUTUA
peuvamea, Ana 60MLHONO paccMaTpvBaeTcs BapuaHT Bbl-
NOSTHEHUS annoreHHon TpaHcniaHTauMm KOCTHOro mosra
OT HEepPOACTBEHHOro AOoHOpA.

PasHoobpasne  KNUHUKO-MOPAOorn4eckux  ¢opm
NMMOM  KOXW W CXOACTBO WX PaHHUX KIMHUYECKUX

Puc. 6. Perpecc BbiCbINaHi Ha (DOHe Ne4eHNs — YNIOLLEHIE 3N1EMEHTOB,
rnepnurMeHTaums

Fig. 6. Regression of rashes during treatment — flattening of elements,
hyperpigmentation

Puc. 8. Perpecc BbICbINaHi Ha (DOHE N1e4eHNs — YNIOLLEHINE 3NIEMEHTOB,
rANepnurMeHTaLms

Fig. 8. Regression of rashes during treatment — flattening of elements,
hyperpigmentation

Puc. 7. Perpecc BbiCbinaHmii Ha OHE NEYeHNs — YNIOLLEHNE 3NEMEHTOB,
TUnepnurMeHTaLns

Fig. 7. Regression of rashes during treatment — flattening of elements,
hyperpigmentation

B Vestnik Dermatologii i Venerologii. 2018;94(6):52-59

Puc. 9. [MocTocnanutensHas runeprnurMeHTaumns B MeCTax paspeLumsLLXCS
3/IEMEHTOB Chinkt

Fig. 9. Post-inflammatory hyperpigmentation in the areas of resolved rash
elements



Puc. 10. MocTBocnannTensHas runepiurmeRTauys B MecTax paspeLunBLLXCS
9/IEMEHTOB Chinut

Fig. 10. Post-inflammatory hyperpigmentation in the areas of resolved rash
elements

NPOSIBNEHNIA C XPOHUHYECKUMWN 0O6BPOKAYECTBEHHBIMU Aep-
MaTo3amu (ncopuwas, naparncopuas, 3K3ema, aTonm4eckui
OepmMaTuT U Op.) CYLLECTBEHHO 3aTPyAHSET CBOEBPEMEH-
HYl0 OMarHoctTuky 3a6oneBaHus. OWWKMOGO4HBIN  AnarHo3
NPUBOONT K Ha3Ha4eHUI0 HEa(DEKTMBHONM Tepanun: Hepa-
LIMOHamNbHOW Hapy>KHOWM Tepanuu, namoTepanesBTUHeCcKnx
npouenyp (Y®O, YBY, neyebHbix BaHH 1 rpsaseit). OgHako
M OLUMGOYHO BbICTaBMIEHHbIV AMarHo3 B Nob3y NMMAOMbI
MOXET MPUBECTM K HeadekBaTHOMY arpecCcMBHOMY XW-
MUOTEPANeBTUHECKOMY JIEHEHWIO, B TO BPEMS KaK MCKIO-
YeHne npoBouMpyloLLero dakTtopa npu nceesgonuMmdpome
NPVBOAUT K MOSTHOMY PErPeCCY KIMMHUYECKMX NPOSBIEHWIA.
Takum 06pa3oM, KNMHULMCTY NPy NOJO3PEHNM Ha NMUMO-
nponudgepatMeHoe 3a6o5ieBaHNE HEO0OXOAMMO MOMHUTB,
yto CD4+/CD56*-remaTonorn4yeckme 3roKayecTBEHHbIE
onyxonu moryT 6biTe OBMNAOK. Takon naumeHT HyxpaeTt-
Ccsl B NPOBEAEHUN COBPEMEHHbIX METOAOB MCCIEenoBaHUS:
NPOTOYHOW LIUTOMETPUN ANt MUENOUAHbIX/ MOHOLMTaPHbIX
MapKepoB, MMMYHOIMCTOXMMUYECKOM UCCNeaoBaHnM Os
BbICOKOCNELMMPUYECKMX MNIa3MOLUTOUAHbIX AeHAPUTHBIX

HABJIOOEHVE U3 NMPAKTUKW / CLINICAL CASES 4 58

Puc. 11. MoctBOCNanuTENbHAR FUNEPNUrMEHTALIAS B MECTaX Pa3peLunBLIMXCS
3MEMEHTOB Chink

Fig. 11. Post-inflammatory hyperpigmentation in the areas of resolved rash
elements

Puc. 12. MoctBocnanuTenbHas runepniurMeHTaLins B MecTax paspeLunBLImnxcs
3/IEMEHTOB Chinkt

Fig. 12. Post-inflammatory hyperpigmentation in the areas of resolved rash
elements

KNeToO4YHO-aCCoUuMNpPOBaHHbIX aHTUreHoB Anid yctaHoBJle-
HUA TOYHOro AOmarHo3a U onpepeneHna TakTUKu 3d)cbeK-
TUBHOIO Jie4eHus.
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