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AUATHOCTUKA 3PUTPOACPMUUCCKIX COCTOAHUN

KapamoBa A. 3., YukuH B. B., 3HameHckas J1. ©., BopoHuosa A. A.*

[0CYAapCTBEHHBIA HayYHbI LEHTP 1EPMATOBEHEPONOrAI U KOCMETONOr UK
MuHncTepcTBa 3paBooxpaHerus Poccuiickoin Gefepauum
107076, Poccuitickas ®enepauns, r. Mocksa, yn. KoponeHko, A. 3, ¢Tp. 6

Oputpoaepmmnsa — nopaxeHne He meHee 80-90 % MOBEPXHOCTU KOXW, XapaKTepUIYIOLLIEECH SpUTe-

MOW U LLENYLLIEHNEM, KOTOPbLIE MOMYT ObITh MPOABNEHNEM Pa3NMYHbIX 3a60NEBAHUI KOXM 1 BHYTREHHNX
OpraHoB, B TOM 4M1Cre 310Ka4eCTBEHHOro NuMdonponndepaTtneHoro npouecca. CuHapom Cesapu (CC)
n spuTpoaepMmyeckas dopma rpnboBnaAHOroO Mrko3sa (3-'M) 0oTHOCATCA K arpecCrBHbIM BapraHTam
TevyeHNs T-KNeToYHOM NMMMAIOMbI KOXM, ANarHOCTUKA KOTOPbIX COMPS»XKeHa CO MHOMMMW CIOXHOCTSAMM
BBUIY CXOXXECTU KNMMHNYECKON KapTWHbI 3TUX 3aboneBaHui ¢ o6poKavyecTBEHHbIMI AepMaTo3amMu.

B cTatbe npencTtasnexb! ABa KNMHUYECKMX Cryvasn apuTpoaepMmm npun T-KNeToYHOM NMUMAOOME KOXN.

B pesynbrate aHanmsa aHaMHeCTMYECKMX AaHHbIX, KIMHUYECKOM KapTUHbI 1 pe3ynbTatoB nabopaTopHOro
obcnepoBaHmsa y 60MbHbIX YCTAHOBNEH AMarHo3 cuHapoma Cesapu. MNpeactaBneHHble cnyyYan noadepku-
BalOT BaKHOCTb BbIABNEHMSA NPUYNH 3PUTPOOEPMUM.

KntoueBble cnosa: apurpoaepmms, T-kneTouHas numMdoMa Koxu, rpu6oBuaHbIi MUKo3, cuHapoM Cesapu, 3puTpoaepMUYeckas
copma rpmboBMAHOrO MMKO3a

KOHMAMKT MHTEPECOB: aBTOPbI 3asBMSAOT 06 OTCYTCTBUM MNOTEHLMANBHOrO KOHAIIMKTA NHTEPEeCcOoB, TpebytoLlero
pacKpbITVS B AAHHOW CTaTbe.
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KOXW: AnddepeHumanbHas AMarHocTnka 3pUTPOAEPMUHECKIX COCTOAHMI. BECTHMK epMaTonormm 1 BEHEPONOrUK.
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utaneous T-cell lymphoma: Differential diagnostics of
erythrodermic conditions
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Erythroderma is a condition damaging at least 80-90 % of the skin surface, characterized by erythema
and peeling. This condition may be a manifestation of various diseases of the skin and internal organs, in-
cluding malignant lymphoproliferative disorders. Sézary syndrome and the erythrodermic variant of myco-
sis fungoides are aggressive forms of cutaneous T-cell skin lymphoma, the diagnostics of which is chal-
lenging due to the similar clinical pictures of these diseases with benign dermatoses. This article presents
two clinical cases of erythroderma in the setting of cutaneous T-cell lymphoma. An analysis of the anam-
nestic data, the clinical picture and the results of laboratory examinations in patients suffering from this
condition allowed the diagnosis of Sézary syndrome to be confirmed. The presented cases reflect the
importance of identifying the causes of erythroderma.
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Il OputpogepMusa (CMHOHMM: 3KCONMATMBHBIN Aepma-
TUT) — NOpaXKeHNe KOXMN B BUOE 3PUTEMbI U LLEMYLLIEHUS,
3aHnmatoLlee 90 % u 6onee NOBEPXHOCTU KOXKHOIO NOKpPO-
Ba [1-3]. V B3pocnbIXx apuTpoaepMUs Halle oTMedaeTcs
B Bo3pacTe oT 41 go 61 roga, B cpegHem — B 55 neT [4].
Y MyX4MH 3TO NaToNiorM4eckoe COCTOSIHME BCTpedaeTcs
B 2—4 pasa valle, Y4eM y XeHLWH [4]. Y peTten sputpopep-
Musi pa3BMBaEeTCs B cpefgHeM B Bo3pacTe 3,3 roga, COOTHO-
LeHe Manb4mMKoB U aeBo4yek coctasnseT 0,89 : 1 [5].
Hanb6onee 4acTor NpuyMHON pas3BUTUS SpPUTPOAEPMUN
y B3pOCHbIX ABMSETCA Ncopmas, K Apyrum npuymMHam OTHO-
CAT aTONMYECKNIA EPMATUT, NIEKAPCTBEHHYIO TOKCUAEPMUIO,
NUTUPMa3 KpacHbI BONTOCAHOM OTpy6eBUAHbIN (6onesHs [e-
BEPXM), IMCTOBUAHYIO Ny3bIpHaTKy, pexe — 3k3emy [6-8].
Cpeon nepBUYHbIX T-KNETOYHBLIX JUMOM  KOXMW
(TKJIK) spuTpogepMMyeckoe COCTOsSIHME BCTpevaeTcs
npv cuHgpome Cezapu (CC) n aputpogepmMmnyeckor oopme
rpnéosmgHoro mukosa (3-N'M) [6, 9, 10]. KnuHuyeckne npo-
ssneHnsa npu 3-'M n CC cxoxm 1 NOMMMO 3pUTPOAEPMMU
MOryT BKJOHaTh B ce65 rmnepkepaTos flafoHewn 1 NoJoLLB,
onddysHoe BbiNnageHne Bonoc wunu anoneumto. Kpome
KOXHbIX NPOSABAEHUN Yy 60/bHBIX MOXET HabnaaTbCa IMM-
hageHonatTvs 1 BOBMEYEHNE B NATONOMMYECKWUIA MpoLecc
nepudepny4eckon Kpoeu, rge 06HapyXMBaKTCA M3MEHEH-
Hble T-numdoumnTbl — Knetkn Cesapu, HecyLme Ha cebe
abeppaHTHbIN MMyHobeHoTun [11, 12].
OueHka cTeneHn BoBrie4eHus1 NepndepnyHeckon Kpoeu
B NaToNorM4ecknii NpoLecc ABNSETCA OCHOBHbIM Andde-
peHUManbHO-ANarHocTM4eckum Kputepnem mexagy 3-I'M
n CC. CornacHo npepJioxeHHor MexpayHapoaHbiM obLLie-
CTBOM Mo n3yyeHuto numdom koxu (ISCL) n EBponerickon
opraHmsaumei no n3yyeHuto 1 nedveHuio paka (EORTC) cu-
cteme ctagupoBanus 'M n CC, otcyTcTBue knetok Cezapu
B KPOBW Unn o6HapyxeHue nx <5 % (B0), a Takxe Hanu4me
B KpoBW >5 %, HO <20 % kneTok Ce3sapu (B1) npuHATO cum-
TaTb HU3KOW ONyXONeBOW Harpy3kom, Bbicokas onyxornesas
Harpyska onpegensetcsa npu o6Hapy>xxeHun >1000 kneTok/
Mkn unm >20 % knetok Cesapu (B2) [13, 14]. Mpu 3-T'M
YPOBEHb OMYyXONEBOW Harpy3kun B KPOBU He NpeBbiaeT B1,
B TO Bpems kak npyu CC cTeneHb BOBMEYEHUSI KPOBM B Na-
TONMOrMYecKMin npouecc oueHneaeTcsa kak B2. KoHcopuwny-
mom ISCL—EORTC BBegeHbl JONOMHUTESNIbHBIE KPUTEPUN
KnaccudmKaumm, BKYaoLme oUeHKY UMMyHOodeHoTna
KneTokK; Tak, npn CC HabnogaeTcs COOTHOLLEHWE KNETOK,
HecyLLMX Ha CBoew noBepxHOCTU Mapkepbl CD4 : CD8 >10,
a Takxe noteps mapkepa CD7 Ha 40 % vnnm CD26 Ha 30 %,
B TO BPEMS KaK Kraccuyeckui ummyHodeHotun npu MM
COOTBETCTBYET 3penbiM T-KneTkam namsTu, IKCnpeccupy-
towmm CD3+, CD4+, CD5*, CD7+, CD45R0O*, akcnpeccust xe
CD8 B 60nbLUMHCTBE cny4aeB oTcyTcTBYeET [15—17].
[dvarHoctuka 3puUTPOSEPMUYECKUX COCTOSHUIA Npu
nmdonponugepaTMBHbLIX Npoueccax CNoXHa He TOSMbKO
BBUIOY CXOXECTW KIMHUKO-MATOMOrMYeckux AaHHbIX 3TUX
3a6oneBaHUn C TaKOBbIMM MPW JOO6POKAYECTBEHHbIX Aep-
mMaTosax, HO U Mexgay cobon. B kavectBe unnioctpauum
HenpocToro anroputMa gudydpepeHumnanbHOM AMarHoCTUKM
3TUX OBYX COCTOSIHUIA NPUBOAUM KIIMHUYECKME Cryyau.

Knunuyeckuit cnyyai 1

MaumeHt @®., 50 net, noctynun B otaeneHne OIrbY
«MHUOK» MuH3gpaBa Poccum ¢ xanobamm Ha pacrnpo-
CTPaHEHHbIE BbICBINAHNA Ha KOXe BOSIOCUCTOM YacTu ro-
NoBbI, NMUa, TYNOBULLA, BEPXHUX U HUKHUX KOHEYHOCTEWN,
COMPOBOXAABLUMXCS BbIpaXKEHHbIM 3YA0M.

MaumeHT 60neH ¢ 2010 roga, korga B Bo3pacTte 45 neT
NosSIBUSICA YMEPEHHbIN 3yd KOXM TYSIOBULLA, BEPXHUX
M HWKHUX KOHeYHocTel. Mpu obpalleHun K gepmatonory
B KB[] no MecTy XutenbcTBa AnarHo3 yCTaHOBEH He 6bl1,
neyeHne He NPOBOAMIOCL. YMEPEHHBIN 3y[ COXpaHACs.
B 2014 rogy nauveHT OTMETUN MOsIBAIEHUE BbICbINaHWIA
APKO-PO30BOro LIBETA, CONPOBOXAABLUNXCA LUENyLLIEHNEM
M MHTEHCMBHbLIM 3Y4O0M, B CBA3W C YEM HaxoOucsa Ha cTa-
umMoHapHoM nedeHun B MHMNUAOK dununan um. B. I'. Kopo-
NeHKO ¢ guarHo3oMm: «[lcopuatnyeckas aputTpoaepmus»,
roe nposogunack Tepanusa gunpocnaHom 2 mn B/M Ne 1,
a TakxXe Oe3MHTOKCUKaUMOHHBIMU 1 OeCeHCUBUNN3npyo-
LLMMKU CPEeacTBaMmn C KpaTKOBPEMEHHBLIM MONTOXUTENbHbIM
adhpekToM. Mpu yxyaweHnn co CTOPOHbI KOXHOro naTo-
JIOrMYeckKoro npouecca naumeHT caMoCcToATEeSIbHO NPOBO-
OUN BHYTPUMbILLEYHbIE UHBEKUMM AaunpocnaHa no 1 mn
1 pa3 B 1-2 Mecsiua B Te4eHue nonyTopa feT U Hapyx-
HO UCMOMb30Ban TONUYECKME TMIOKOKOPTUKOCTEPOUHbIE
cpenctea. B mapte 2016 rofa B CBA3M C COXPaHAOLLMMN-
CSl BbICbINAHMUAMM N OTCYTCTBMEM 3chbdekTa OT NpoBoan-
MOW Tepanuu nauneHTt obpaTtuncsa B KAU ®reY «MHUOK»
MwunHagpaBa Poccun, roe pekomeHOoBasnoCb fedyeHue
B YCNOBUSAX cTalMoHapa.

Mpy NOCTYNNEHNN KOXHbIA NaTONOrMyeckuini npouecc
HOCUN XapakTtep aputpogepmMun. KoxHble NOKpoBbl MMe-
NN SPKO-PO30BYI0 OKPACKY C MHOXECTBEHHbIMU YeLlyi-
KO-KOpPKaMu 1 MHOXECTBEHHbIMW 3KCKopuauusamn. Ha koxe
BOSIOCUCTON 4YacTW ronoBbl HA6MKAAN0Ck 06UMbLHOE Mef-
KOMNnacTuH4YaToe LuenyLeHne, y4acTkn nopeneHus BosocC.
Ha KoXe CnuHbl, BOSIOCUCTOM YacTu ronoBbl Ha hoHe sp-
KO 3pUTEMbI UMENUCH €AUHUYHbIE 3PO3UMK APKO-PO30BOro
useta o 1,5 cM B gnameTpe C BAAXXHOW MOBEPXHOCTLIO.
Ha koxe 60KOBbIX MOBEPXHOCTEN TynoBULLA — Y4aCTKM
«MPOCBETNEHUSA», HaNoOMMHAKOLLME «OCTPOBKM 340POBOM
KOXW». B o6nactu ny4e3ansCTHbIX U rOfIEHOCTOMHbLIX CY-
CTaBOB MMENUCb Y4aCTKU BbIPaXXEHHOW WHGUNLTpaumMm
M nnxeHngpunkaummn. Ha Koxe nagoHHbIX MOBEPXHOCTEN KU-
CTel oTMedarncs yMepeHHbIN rmnepkepaTos, Ha Koxe nopo-
LLIBEHHbIX NMOBEPXHOCTEN CTOM — BbIPAXEHHbIN TUNepKe-
pato3 (puc. 1). Y naumeHTa BbisiBieHa nuMmdageHonaTms:
nog4ventocTHble, MNOAMbILLEYHbIE U NaxoBble NUMAEOY3Sbl
6bINN yBENU4YeHbl 0O 3 CM B AnameTpe, ninoTHO3nacTuye-
CKOW KOHCUCTEHLMU, HE CNasiHbl C OKPYXXaloLUMM TKaHSAMU,
6e360Me3HeHHbIe Mpy Nansnaumu.

YunTtbiBas KIMHUKO-aHaAMHECTUYECKME OaHHble, NPOBO-
aunace guddpepeHumansHas guarHoctuka mexay T-kne-
TOYHOW NMMAPOMON KOXWM, KPacHbIM BOSIOCSAHbIM NULLAEM
Oesepxun. Hannune runepkeparosa nagoHen v MopoLuB,
nMMmdoageHonaTMm, a TakXxe MosiBfIEHME KOXHOro 3yaa
3a40Mro go nepBbiX BbICbINAHWUIA yKasbiBasio Ha NUMAO0-
nponudepaTveHoe 3abofieBaHNEe KOXU; C OPYro CTopo-
Hbl, «OCTPOBKW 300POBON KOXW» Ha (POHE 3pUTpOoaEepMUM,
rmnepkeparo3 nagoHen 1 NOAOLUB XapaKTepHbl NS Kpac-
HOro BonocsHoro nuwas [fesepxu. Hanuune aposuii no-
CNY>XWUI0 OCHOBaHWeM AN MpoBeAEHUsT LIUTONOMMYECKO-
ro uccnegoBaHus Maska-otnedarka. AKaHToNmMTUYeckue
KNEeTKM 06HapYXeHbI He BbIN.

Mpn MopdonoruyeckoMm unccnegosaHun Guonrarta
KOXW C MOPa>KEHHOro y4vacTka OOHapy>XeHO YTOosLleHue
anugepMmmca ¢ yMepeHHbIM rMnep- 1 napakeparo3om, cna-
60BbIpaXEHHbIN aKaHTO3 U CMOHIMO3, B COCOYKOBOM CJl0€
rycton nponudpepar n3 numgoumMToB pasnuyHON cTene-
HW 3penocTU C HanmyMem MmanbIX IMMEOLMTOB C Npu-
MECbI0 303WHOMUIOB, AApa KNETOK pasfnuMyHon opMbl



27 x

Ne 5, 2019

LA 5~

Puc. 1. T-kneToyHas numdoma koxu: cutapom Gesapu IVA ctaginm (T4Nx-
MoB2). KoxHble NOKPOBbI PO30BOTO LIBETA C 06UbHBIM MENKOMNACTUHYATbIM
wenytieHrem (A, b, B); eanHn4Hble Cyxie 3po3im ApK0-po30BOr0 LiBETA C
wenyLwexnem no nepucpepiu (I); BEIp@XEHHbIA runepkeparos cron ([)

Fig. 1. Cutaneous T-cell lymphoma: IVA stage Sézary syndrome (T4NxMoB2).
The skin is pink in colour with abundant small-plate peeling (A, b, B); single dry
erosions of a bright pink colour with peeling on the periphery (I'); pronounced
hyperkeratosis of the feet (1)

Puic. 2. Mopdhonorieckoe 1ccneaoBatie G1onTara Koxu 601bHOr0 CUHAPOMOM Ce3apu. YTONLLgHNE 3NUaEPMICA C YMEPEHHbIM MUTE- U NapakepaTo30M, Clla0BbIDXEHHbIM
aKaHTO30M Y1 COHT1030M. B COCO4KOBOM CI0E rYCTOV Mponuthepar 13 NMMOLTOB PasfinyHOM CTENEHIA 3DENOCTY C Han4MeM Manbix IMMAOLUTOB G NPUMECHHO 303UHO-
(h1noB, A1pa KNETOK PasniA4Hoil (hopMbl 1 Pa3MepOB. BbIDaXXeHHbII MAAEPMOTPONM3M Ha OTAEMbHbIX y4acTKax ¢ TEHAEHLMEI K hopMIPOBaHNIO MIKPOABCLIEcCoB. Okpacka

rematokcuaMHoM 1 303uHoM, x100 (A); x200 (b)

Fig. 2. Morphological examination of a skin biopsy sample from a Sézary syndrome patient. Thickening of the epidermis with moderate hyper- and parakeratosis, mild acanthosis
and spongiosis. The papillary layer features a thick proliferate consisting of the lymphocytes of various degrees of maturity with the presence of small lymphocytes mixed with
eosinophils, the cell nucleus of various shapes and sizes. Pronounced epidermotropism in individual areas with a tendency to form microabscesses. Staining with hematoxylin

and eosin. x100 (A); x200 (B)

1 pa3mepoB. OTMeYancs BblpaXKeHHbIA 3NMAEPMOTPONU3M
Ha OTAEenbHbIX yYacTkax ¢ TeHAeHUMen K (hopMnpoBaHuio
MukpoabeueccoB (puc. 2). BbiaBneHHble Mopdonornye-
CKMEe U3MEHEHUS He NO3BONANN UCKIIOHYUTL ANarHos Nnm-
HOMBI KOXW, Ha OCHOBaHWUW Yero naumeHTy 6bin BbiCTasneH
OuarHos: «3Jputpogepmuyeckas copma rpuboBUEHOro
Muko3a T4NxMx. CuHpgpom Cezapu?» OTcyTcTBME Y 60Mb-
HOrO B aHamHe3e ykKasaHui Ha MposiBNIeHNs NATHUCTON
1 GnsiLLeYHON cTagum rpuboBUOHOrO MUKO3a, SpUTpoaEp-
MUYECKUIA XapaKTep BbICbINaHUIA, reHepann3oBaHHas M-

W BecTtHuk gepmaTtonorumn n seHeponorun. 2019;95(5):24-32

hoafeHonaTtus, NagoHHO-MOOOLLBEHHbIA rMnepkepaTos,
anoneuusi ctannm OCHOBaHWEM [ANs MPOAOIKEHWs obcne-
[OBaHUSA C LeNblo NOATBEPXAEHNA AnarHosa — cuHapoma
Ce3zapw.

MaumeHT KOHCYNbTMPOBaH B [eMaTonornyeckomM Hayu-
HOM UueHTpe MuH3gpaBa Poccuu, roe BbINOSHEH nepe-
CMOTP TUCTONOIrMYECKUX MpenapaToB KOXW, Pe3ynbTatbl
koToporo: «B rotoBom npenaparte 1 npenaparte, U3roToB-
neHHoM u3 6r1oKa, hparMeHTbl KOXWU C runeprnapakepa-
TO30M, HepaBHOMEpPHbLIM akaHTO30M. B BepxHux otgenax
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AepMbl — y4acTku hmbpo3a COCOHKOBOro Cros € Nnosnoco-
BUOHOW NMMPONAHON MHPUNLTPaUmen nNpemmyLLLEeCTBEHHO
N3 cpefHero pasmepa KieTok ¢ uepebpmudopMHeIMK aapa-
MU, HanMM4YMeM KpYrHbIX KNEToK C MPUMECHIO NTMCTUOLMUTOB,
HEepes3Ko BbIpaXeHHbIMU MNpU3HakamMu 3SnMaepMoTPOnua-
mMa». [lpoBeeHO MMMYHOrMCTOXUMUYECKOE NCCnefoBaHne
(UrX) Ha cpesax ¢ napadunHOBOro 6510ka C UCMOb30Ba-
Huem aHTuTen k CD3, CD4, CD5, CD7, CD8, CD20, CD30,
TCR(bF1), Ki67: «BbisiBneHa pe3ko npeobnagaroLias
T-knetoyHas nHcunstpaumsa bF1+, CD3*, CD4*, CD5*. OT-
MeYanock Pe3Koe CHUXEeHWNE anMaepManbHOW/aepMasnbHON
akcnpeccmun CD7 knetkamu numdpongHoro nHdpmnstpaTa,
NPUCYTCTBME B YMEPEHHOM KOSIMYECTBE pacCesiHHbIX
unTOTOKCHMYEecKux numdgoumTos CD8*. OTgenbHble nUM-
dovfHble KNeTKM HeBOoMbLIMX pPasmMepoB, MCTUOLUTHI
N OTAenbHble MNIasMoumThl 3KCMpeccMpoBann akTuBaum-
OHHbIN aHTUreH CD30*. Menkne B-knetkum CD20* pacno-
NOXeHbl pa3po3HeHHO cpean T-KNeTo4Horo numaonaHoro
nponudepata, 661N KparHe manodncneHHsiMu. UHaekc
nponudepaTMBHON akTUBHOCTU KiB7 — HW3KWIN, cocTas-
naet 5-10 % NO3UTUBHBIX KNETOK NMMMAOnAHOro nponude-
pata». MeTonom hparMeHTHOro aHannsaa B KoXe U KOCTHOM
MO3re naumeHTa BbliBfieHa MOHOK/OHANLHOCTL Mo raMmmMa-
uenn T-kneTto4Horo peuentopa. Mpn mMopdonornyeckom
nccnefosaHMM KOCTHOMO MO3ra AaHHbIX 3a numdongHoe
nopaxeHve He BbisiBNieHo. B remorpamme ot 25.04.2016
remMorno6uH — 149 r/n, TpoméounTbl — 234 ThIC./MK, NEW-
KounTbl — 16,2 TbIC/MKN, 9303MHOGUNEI — 2 %, CErMEHTO-
saaepHble — 34 %, numdounTbl — 47 %, MOHOUUTBI — 5 %,
knetkn Cesapy — 22 %, CO3 — 1 mMm/4. lMpu BbINonHe-
HUM KOMMNbIOTEPHOW TOMOrpadun opraHoB rpyaHON KNneTkn
N ynbTpa3BykoOBOro UccnefoBaHus opraHos GPHOLLHON Mo-
NOCTU AaHHbIX 3a BOBMEYeHue BUcLepanbHbIX nnmdaTnde-
CKWUX Y3I10B Y BHYTPEHHMX OpraHoB He rnosy4eHo. Ha ocHo-
BaHMW npoBefeHHOro obcnefosaHus  BepuguumMposaH
AnarHoa: «T-kneToyHas numdoma koxu: cuHgpom Cesapu
IVA ctagun (T4ANxMoB2)».

Knunuyeckuit cnyvaii 2

MaumenTka 4., 40 net o6patmnace B ®IrbY «HUOK»
MwuH3gpaBa Poccun ¢ xanob6amu Ha BbICbINaHUSA Ha KOXe
rONoBbl, NMUA, TYNOBULLA, BEPXHUX U HUXKHUX KOHEYHOCTEN,
BbinazeHue Bosioc. Co COB NaumMeHTKn, 3yn He 6eCrokousl.

lMepBble BbICbINAHUSA MNOSABUNIUCL Ha KOXEe rpyau
B 2008 rogy, BbICbiNaHWs npeacTaBnanu cobor nsaATHa
po30BOro useta 6e3 LwWenyLlweHns, ConpoBoXaaroLLmecs
ymepeHHbIM 3yoMm. Mpu obpatteHnn B KB no mecTy Xu-
TenbCTBa YCTAHOBMEH AMarHo3 «KOHTaKTHbIA gepMaTtut»
W Ha3Ha4YeHo feyeHne TONUYECKUMM MIOKOKOPTUKOCTEPOU-
JaMu C BpeMEHHbIM MOonoXuTeSbHbIM 3adypekToM. B Teue-
HWe ABYX NIeT aHasnIorn4yHble BbiChINaHWs pacnpoCTpaHUcb
Ha KOXY nuvua, TYNoBuLLLa, BEPXHUX U HUKHUX KOHEYHOCTEN,
CaMOCTOSITENbHO MCMOMNb30Bana ToNMMYecKne rMiKOKOPTU-
kocTepounabl 6€3 BbIpaXXEHHOrO MONOXUTENbHOrO adhdek-
Ta. B 2014 rogy 8 KB[J no mecTy xutensctea nposefeHa
AnarHocTn4eckas 6Moncust KOXu ¢ odara nopaxeHus, Mop-
donornyeckas kKapTuHa cooTBeTcTBoBana gnarHosy «llco-
puas». Ha 0CHOBaHUN KIIMHUKO-MOPMONOrM4eCKNX AaHHbIX
naumeHTKe yCTaHOBMEeH auarHos «llcopmatuyeckasn aput-
pogepmusi» 1 NpoBefeHa Tepanns CUCTEMHbIMU U TONu4e-
CKUMW TTIIOKOKOPTUKOCTEpOMAAMU, a Takxke Oe3UHTOKCU-
KaLUMOHHbIMU U OEeCEeHCUOUNUIUPYIOLLUMMU N HaPYXHbIMK
CMSr4alLLMMmM 1 yBrnaxHswwmmm cpegcteamu. C 2014
no 2017 rog HeOOHOKpPATHO Haxodunacb Ha cTauuoHap-

HOM neveHumn B KB no MecTy XuUTenbCTBa, rae nony4yana
aHanoruyHyto Tepanuio. B mae 2018 roga B cBs13u C yxya-
LLIEHWEM CO CTOPOHbI KOXHOr0 NnaTonorn4eckoro npouecca
M OTCYTCTBUEM 3hdeKTa OT MPOBOAUMOrO fleYeHus Bnep-
Bble obpatunack B ®IbY «MHUOK» MuH3gpasa Poccuun
ONa yTOYHEHUs AnarHosa n neyeHuns.

Mpn MOCTYNnNeHUn KOXHbIN MpoLEecC HOCKMN pacrpo-
CTpaHeHHbIN xapakTep. BeicbinaHua nokanusosanucb
Ha KOXe BOJIOCUCTOW 4acTu rofosbl, Nnvua, TYnoBuLIA,
BEPXHUX W HUXXHMX KOHEYHOCTeW. Ha Koxe BOonocmcTomn
4acTu ronosbl — 6NeAHO-PO30BLIE MATHUCTLIE BbIChbINa-
HUS C MemnKonnacTuH4YaTbIM LUenyLweHneM, npu ocmMoTpe
obpaiano Ha cebs BHUMaHve Auddy3Hoe npopeneHve
BOJIOC U Hanu4yve eauHUYHBIX 3p03UiA APKO-pO30BOrro LiBe-
Ta C BMaXHOW NOBEpXHOCTLIO. Ha koxe nba, Wwek 1 nepu-
opasnbHoM o6nactu Habnwoganuchb BbIChINAHUS APKO-PO-
30BOro uBeTa 6e3 LenylweHns, Mectamm C ymMepeHHomn
MHUNETpaumen. Ha Koxe TynosuLLa, BEPXHUX U HUKHUX
KOHEYHOCTEeN — MHOXECTBEHHbIe, CruBatoLmecs Mexmay
CO6OMN MATHUCTbIE 3MEMEHTbl 6e3 YeTKUX rpaHuL, ¢ yme-
PEHHBIM  MEeNKoMIacTUHYaTbIM LLeNyLeHneM, UHTEHCUB-
HOCTb OKpacku BapbupoBana oT po30BOro Ao sipKo-po30-
BOro uBeTa, MectaMu C 6ypoBaTbiM OTTEHKOM, Ha KOXe
CMUHbI OTMEYasnMCb HEMHOrOYUCIIEHHbIE MenKue 3po3vn
PO30BOro LBETA C BNaXHOW MOBEPXHOCTbIO. Ha Koxe rpy-
On, X1BOTa, BEPXHEN TPETU CNNHLI U NepeaHen NoBepxHo-
CTV 6efep oTMeYanucb y4acTku BUOMMO 3[00POBOM KOXMU.
Ha Koxe nafoHHbIX NOBEPXHOCTEN KUCTEN U MOAOLLBEHHbIX
NOBEPXHOCTEN CTOM — YMEPEeHHbI rmnepkepaTos (puc. 3).
Mpu nansnaumn ysenuyeHus nepudepudeckux numaartu-
YEeCKMX Y310B BbIIBIIEHO HEe 6bINo.

YunTbiBas nonnumMopdnam BbICbINaHWA, Hanuyine gud-
y3HOro nopefeHnss BOOC M YMEPEHHOro runepkeparo-
3a nafoHen 1 MopoLLB, NPosiBNeHns 3aboneBaHus Obinn
KpanHe nofo3puTenbHbl B OTHOLLEHUN numdonponudepa-
TUBHOrO 3a6011eBaHNA KOXMN.

Mpn ™MopdonoruyeckoM unccnegosaHun  Guonrarta
KOXW C MOPaXeHHOoro y4actka obHapyXeH rycTtou rnoso-
COBUAHbIN UHPUNLTPAT B COCOYKOBOW AepMe, COCTOSALLMMI
13 NONMMMOPMHBLIX TUMAOLMTOB C YKPYNHEHHLIMU fApamu
HernpasunNbHON PopMbI, a TakXe C NPUMECHIO MaslbIX JIUM-
OOUMTOB C rMNEPXPOMHbBIMU AAPaMU; C TEHAEHLMEN KNETOK
nponudpepara K 3K3ouMTo3y B anuaepmuc ¢ hopmmposa-
HMEM MHOXECTBEHHbIX BHYTpUanuaepmMasbHbIX MUKpoabCe-
ueccos no tuny lNoTpue. BoiaBneHHas natorucronoruye-
cKas kapTuHa Haubonee cooTeBeTcTBOBana T-KNeTo4YHOM
nmmdome Koxe (puc. 4).

Ons BepudukaumMm guarHo3a Ha cpesax ¢ napaduHo-
BOro 6noka nposefgexo UIMX-uccneposaHue ¢ ncnonsb3osa-
Huem aHTMTEN K CD3, CD4, CD8, CD20, CD30, Granzyme B,
Ki-67. Knetkn numdoungHoro nponudeparta, B TOM Yucne
pacnonoXeHHble WHTpasanuaepmarbHO, 3KcrnpeccMpoBanu
CD3 (mem6paHHas peakuus), CD4 (membpaHHas peakuusl),
Mupekc nponudepaTneHon aktueHocT Ki-67 cocTtasnset
Ha pasHbIX yyacTtkax oT 10 go 15 %. [lNpucytcTBoBana
CKyAHas NpuMech LIMTOTOKCUYECKON T-KNeToYHOM nonyns-
umn (CD8*, Granzyme B+), B-knetok (CD20*), ructnoum-
ToB M nnasmoumntoB Knetok (CD30+*). Mopdonormnyeckas
KapTvHa M MMMYHOEHOTUIN XapakTepu3osanu cybcTpar
rpnbéoBMAHOro MMKO3a.

MauneHTKe ycTaHOBNEH AuarHo3 rpuboOBUOHOIO MWU-
Ko3a, ctagms IB 1 npoBepeH Kypc oToTepanun u Hapyx-
HOW Tepanuu, BbiNWCaHa C pekomMeHjaumsiMu NoBTOPHOW
rocnutanusaumm B OIBY «MHUOK» MuHagpasa Poccuun
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Puc. 3. T-kneTo4Has numdoma koxu: MpubosuaHbIi Muko3, ctaaus IB (T2NxMoBX). MHOXECTBEHHbIE NSTHUCTbIE BbICHINAHNS C MENKONAACTURYATbIM LenyLueHrem (A, b);
BbICbINAHIS HA KOXE N1LA MO TMY KpacHoi Bonyarkm (B); envHInYHbIE 3p03un ApKo-po30Boro Lisera (I)
Fig. 3. Cutaneous T-cell lymphoma: Mycosis fungoides, stage 1B (T2NxMoBx). Multiple spotted rashes with fine-plate peeling (A, b); rashes on the face similar to those in lupus

erythematosus (B); single erosions of a bright pink colour (I')

Yyepes 1 mecsu. B centabpe 2018 roga B cBA3M € yxydLle-
HMEM CO CTOPOHbI KOXXHOIO NaTonorMyeckoro npotecca Ha-
XoOunach Ha ie4eHnn B OHKOSIOMMYECKOM AncnaHcepe, rae
nony4ana BHYTPMBEHHbIE WMHAY3MM MeToTpekcarta (fosa
1 KONNM4YECTBO MHAY3UI B BbIMUCKE HE YKa3aHbl) U Tepanuio
CUCTEMHbIMM MIIOKOKOPTMKOCTEPONAAMUN C BPEMEHHBIM MO-
noxuteneHbIM 3dcpekTom. B okTsabpe 2018 ropa B cBA3M
C BbIP@XEHHBIM YXYALLIEHWEM COCTOSIHUS MOBTOPHO obpa-
Tunace B ®rbY «MHUOK>» MuHagpasa Poccuu.

Mpn nocTynneHun naToNorMyecKuii NpPoLEecc HOCWI
XapakTep aputpogepmun, onddysHas aputema po3oBOro
1 SIPKO-pO30BOro LBeTa 3aHumana 6onee 90 % nnowiagu
NOBEPXHOCTU Tena. Ycununuce MNposiBEHWs runepkepa-
TO3a NnafoHen n nodows, a Takke anddy3HoOro nopege-
HUSI BONOC, KOTOpOE CTano 3arparmeaTtb 06nacTb 6poBen
n pechHuy. O6pawana Ha cebsi BHMMaHWE BblpaXeHHas
WHUNBTPaUMsA Moyek ywen (puc. 5). lMpu nanbnaumm
BbISIBNIEHO YBeNU4eHne NOAYEntOCTHbIX, LUEeWHbIX, NOAMbI-

W Vestnik Dermatologii i Venerologii. 2019;95(5):24—-32

LLIEYHBIX M Max0BbIX IMMaTUHECKMX Y3IOB, B CBA3U C YEM
nauueHTke nposefdeHo Y3U nepudepuyecknx numaartnye-
CKUX Yy370B, 06HapyXeHbl 3xorpadmyeckme nNpusHakm mns-
MEHeHUs nepudepnyecknx MMM aTnHeckux y3nos no Tmny
numdonponudepaTMBHOIoO npoLecca.

Ycunenve KIMHUYECKON CUMMTOMAaTUKK (3puUTpoaep-
MUS1, BbIP2XXEHHbIN MMNepKepaTos nafoHen 1 NogoLuB, amg-
y3HOE nopeneHne BOMOC) U OBHaPY>XEHWE YBENNYEHHbIX
nMM@aTnHecKnx yasnoB Tpebosasnio nposefeHus guddpe-
peHumaneHon anarHocTrkn mexay 9-I'M u CC. MauneHtke
NPOBEOEHO VMMMYHOMDEHOTUNMPOBaHME NMMAOLMTOB ne-
pudbepuyeckon kpoeu. Cpegu nonynaummn T-nnumdoumTos
62,3 % KneTok Hocunn abeppaHTHbIN UMMYHOEHOTUN C OT-
cytcTBuem akcnpeccumn CD7 n CD26, BbisiBneHa MOHOKIO-
HanbHocTb No Vb3-uenu T-knetouHoro peuentopa. Nmmy-
HObeHOTUN COOTBETCTBOBAN AnarHo3y cuHgpoma Cesapw.

Ha ocHoBaHuM npoBeneHHOro o6cnefoBaHvs nauu-
E€HTKE YCTaHOBMEH JnarHo3: «T-KnetoyHas numdoma
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Puc. 4. Mopdonoru4eckoe nccneaoBaHe Koxu 6onbHoro cuHapomom Gesapu. Okpacka reMatokeunnHom 1 303uHom, x100. 3nupepmuc ynoLleH. B coco4koBoil Aepme — rycToil
NpoANEepaT 3 NUMAQOLMTOB C TEHAEHLMEN K 11X 3K30LMTO3Y 1 hOpMIMPpOBaHII MInKpoaocLieccoB MMotpue (A). Okpacka reMarokcinHoM 11 303uHoM, x400. B cocTase KieTok
VHCUABTPaTa — NOMMMOPGHbIE NMMCOLNTLI C PE3KO YKPYMHEHHBIMI SAPAMI HENPABINIbHOM (YOPMBI. Fpa NMMEOLMTOB, MPOHUKAIOLLAX B MMAEPMIAC, TAKKE YKPYNHEHbI (B)

Fig. 4. Morphological examination of a skin biopsy sample from a Sézary syndrome patient. Staining with hematoxylin and eosin, x100. The epidermis is flattened. The papillary dermis
features a thick proliferate of lymphocytes with a tendency to exacytosis and the formation of Pautrier's microabscesses (A). Staining with hematoxylin and eosin, x400. The composi-
tion of infiltrate cells features polymorphic lymphocytes with sharply enlarged nuclei of irregular shape. The lymphocyte nuclei penetrating the epidermis are also enlarged (b)

n

Puc. 5. T-kneTo4Has numdoma koxu: cuHapom Gesapu IVA ctagium (TANxMoB2). Sputpogepmust (A, b); nHdunbTpaLins mMoyek yiei (B); BbIpaxeHHbI runepkepatos nafoHei
1 noaows (I, 1)
Fig. 5. Cutaneous T-cell lymphoma: IVA stage Sézary syndrome (T4NxMoB2). Erythroderma (A, b); infiltration of the earlobes (B); pronounced hyperkeratosis of the palms and

soles (I, M)
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koxu: cuHgpom Cesapm IVA ctagum (TANxMoB2)». YunTbl-
Bas AMarHo3, naumeHTke 6bI10 PeKOMEeHO0BaHO 06paTUThL-
ce ANng ganbHenwero o6cneaoBaHns 1 NeYeHns K Bpady-re-
Martonory.

06cyxpeHue

Kak 6bIn0 nokasaHo Ha MpuMepe ABYX NaLMEHTOB,
B AndbdepeHumanbHOM AMarHOCTUKE 3pUTPOAEPMUYECKNX
COCTOSIHUI MpU T-KNeTOo4HbIX NUMOoMax KoXu BedyLlas
ponb OTBOAUTCHA NPOBEAEHWMIO UCCNefoBaHWn nepudepu-
YeCKOW KpOBM, HanpaBneHHbIX Ha nodcyeT kneTok Cesapu
nwvnu onpegeneHne MMMYHOMEHOTUMNA LMPKYIUPYOLLMX
T-numdoumnTos.

CnegyeT OTMETUTb, YTO pe3ynbTaTbl MOPdOSIorMyecko-
ro u MNUP-nccnegoBaHna He gatoT OAHO3HAYHOro OTBETAa
npu andpdepeHumansHon gnarHoctuke mexagy 3-N'M n CC.
Mopdonorudeckme npusHakm npu CC cxoxm ¢ TakoBbIMU
npv rpn6oBnaHOM MMKo3e, ogHako npu CC oHu obnapga-
0T MEeHbLUEW BbIPaXEHHOCTbIO MPOSIBAEHUIA: OTMeYaeTcs
6onee TOHKUA NUMAOUMUTAPHBIA MHPUNLTPAT co cnabbiM
M 3a4acTyt0 OTCYTCTBYyHOLMM 3nuagepmoTponuamom. Co-
rnacHo gaHHbim Klemke CD wn coaBrT. (2015 r.), okono Tpe-
TV pe3ynbTaTtoB rMCTONOrMHYECKNX nccnegosanuii npn CC
He 06nafaloT cneundu4ecKMMm NPOSIBIIEHNAMN U XapakTe-
pU3yIoT cy6CTpaT XpoHMYeCcKMxX gepmartosos [12, 19].

Mpu npoeegmeHun [LP-aHanua3a gnsa onpepeneHus
KMoHanbHOCTN T-NMMMOUNTOB NO peapaHXMpPOBKE reHa
T-KNeTo4YHOro peuenTopa BaXXHO NOMHUTL, YTO O6HapyXxe-
HMEe MOHOKITOHaNbHOCTUN KNEeTOK WMH(MULTpaTa MOXeT Ha-
6noaaTbca Npy 4o6poKavYeCcTBEHHBLIX AepMaTo3ax U He siB-
naeTca onpefensoLmm NpU3HaAKoM Ans 3110Ka4eCTBEHHOr0
numMmconponudepaTMBHOro npolecca, YTo TpebyeT Koppe-
NAUMU C KITMHWYECKUMW MPOSBAEHUSAMU U pe3yfbTaTaMum
apyrux ncenegosanuni [20].

HecMoTpsa Ha CXOXeCTb KIMHUYECKMX, a 3a4acTylo
1 mopdonormyeckux npossnenunn npm 3-N'M un CC, ato
OBa pasHbIx 3aboneBaHus, 6epyLUnX Ha4ano n3 pasHbix
cyénonynaumin T-KNeTok namsaTn, YTO BANAET HE TONbKO
Ha NporHo3 3aborfieBaHusA, HO N Ha TaKTUKY ero neyve-
Hua [11, 12].

MpuBeaeHHbIE KNMHUYECKMEe cry4an nNpeactasnsaoT
MHTEpPEeC He TOMbKO [Ans Bpaven-fepmMaTtoBeHeposioros,
HO W ONs remMartofioroB M OHKOJOroB. YCNeLHbIW OnbIT
B3aMMOOeNCTBUA OepMaTonoros, natoMopdonoros u re-
MaTosnoroB MO3BOMUA NPOBECTU afekBaTHoe obcnepnosa-
HMEe N YCTaHOBUTb NauMeHTaM 3aKSoYUTENbHbIN AMarHo3
cvHgpoma Cesapw, YTO NOAQYEPKMBAET BaXHOCTb MEXANC-
LUNAMHAPHOIO B3aUMOLENCTBUA B AMArHOCTUKW WU darb-
Henwen MapLpyTM3aumm 605bHbIX C T-KNeTOYHbIMU SIUM-
cpomamu koxu. [l
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