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Diagnostics of a rare variant of the cutaneous T-cell lymphoma

Pe3iome

MpeacTasneHo CoGCTBEHHOE HaBNIOREHNE NAUKEHTKH C PeIKMM BaPHAHTOM T-KNeTOUHOH NMMEOMbI KOXKM - IEPBUIHON KOXHON
CD4+ nneomopdHoA T-KNETOYHOM NUMMOMOR KOXK K3 KNETOK Manoro M cpeaHero pasmepa (Pleomorphic small/medium-
sized cutaneous T-cell lymphoma (CSMTCL). [luarkos 6bin yCTaHOBNEH HA OCHOBAHMK KOMANGKCHO OLGHKK KIMHHYECKUX
NPORBNEHAH, Te4eHHA 3300NEBAHNS, XaPAKTEPHbIX TUCTONOrMYECKHX W HMMYHOMOP(ONOrUYSCKHX MPHIHAKOB.

Kntoyesbie cnosa; nepsuyHan koxHas CD4+ nneomopdHan T-knetouHas NUMAOMA KOXH U3 KNETOK Manoro U CPeHero pas-
mepa (Pleomorphic small/medium-sized cutaneous T-cell lymphoma (CSMTCL)

Summary
This article presents a case of a rare variant of the T-cell lymphoma of the skin - primary cutaneous CD4+ small/medium-sized
pleomorphic T-cell lymphoma (SMPTCL). Diagnostics was based on the clinical manifestations, the characteristic histological

and immunomorphological signs of the disease.
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Bsenenue

[MepBHunas koxHas CD4+ nneomopdHan T-kreTouHas
AMMpOMa KOKH H3 KIETOK MAIOI0 M CPEQHero pasmepa
(SMPTCL) cornacio knaccupukauun BO3/EORTC se-
ASETCA MOATHNOM MNEPBHYHOH KOXHOH nepudepHueckor
T-knetouno TMMPOMBI ¢ HHAOMEHTHBIM TedeHueM [1].

3aboneBanne peakoe, 4acTOTa BCTPEYAEMOCTH COCTaB-
aset 5-10% B cTpykType T-K1€TOUHBIX KOAKHLIX THMGOM.
Yalue BOIHHKAET Y B3POCbIX, XaPAKTEPHIYETCH BLICHIMAHHS -
MH B BHAE ONHHOUHOW ONSLIKKH HIH OMYXONH, KaK NPaBHIIO,
Ha 1Hie W wee (75%) HaK BepxHeH NONOBHHE TYIOBHING, B
cB3H ¢ YyeM, SMPTCL neobxoaumo auddeperunposars ot
nepBUuHOH B-kneTounoit iuMbombl KOXKH, aHANNACTHYECKOR
kpynHokieTounod CD30+ numdoMbl KOXH, Onyxonesow
cTaauHu rpuboBHIHOMO MUKO33, NCEBIONHMGBOMbL, 1epMaTO-
$HEPOMBI, 410 NPOIHKTOBAHO PAa3HOCTBIO TEPaNneBTHYECKHX
noax0/10B H Nporuo3a jabonepannii [2-4].

IlnarHoctuka nepsuunoi koxHoit CD4+ nneomopd-
HOH T-KJ1ETOYHOW AHMPOMBI KOXKH H3 K1ETOK MAJIOTO W Cpea-
HEIO Pa3MEPa OCHOBLIBALTCA HA COBOKYNHOCTH KTMHHYECKOH
KapTHHBI, THCTOIOIHYECKHUX H HMMYHOMOPGOIOrHIECKHX
JaHHbIX [ 5]

138

Mopdonornueckan kapTuHa OHONTara KOXKH NPH
SMPTCL xapaktepH3yerca HanuuHeMm aHbdysHoro HmH
y3/10BOr0 HHQHABTPaTa B epMe C TeHACHUMEH K NPOHHK-
HOBCHHIO B MOAKOKHYIO KIeT4arky. B cocrase nHdHIbTpaTa
THMHYHO mpeobnanaHHe MANBIX H CPeOHHX IIEOMOPOHBIX
T-xnerok. Kpynusie niaeoMopdHbie KIETKH MOTYT NPHCYT-
CTBOBATH, HO cocTamnATh He Gonee 30%. Bo3moxua 3Haum-
TeNbHAA MPHMECH MAJTBIX PEAKTHBHBIX NTHMGOLUHTOB, THCTHO-
UHTOB H 303MHO(HI0B. B-KIeTKH MOTYT MPHCYTCTBOBATH OT
10 no 40% B coctaBe HHHUNLTPATa B BHflE AHCKPETHO pac-
NOOXEHHBIX KPYMHBIX HMMYHO01aCTOB H Y3e/1KOB H3 Ma-
AbiX NHMOUHTOB, HANOMHHAIOLIHX NEPBHYHBIE GOLTHKYBL.
[3.4].

TpH MMMYHOTHCTOXHMHYECKOM HCCAENOBAHHH OITY-
xonesble kaeTkH npH SMPTCL umeror CD3+, CD4+, CD8-
. CD30- ¢eHotHn, B GOMBLIIHHCTBE CTy4aes ¢ HOPMaNbHOH
ykenpeccued T-xnerounnx autredos CD2, CD3, CDS, u
CD?7, pexe - ¢ norepei nau T-wieToussix MapkepoB. Ki-67
Ixcnpeccupyiot He Gomee 10-30% xnerox MHHAbTPaTa.
[MnaIMaTHueCcKHe KIETKH IKCIPECCHPYIOT K- H A-JIerkHe LienH
HMMYHOToOynHHOB. LiuToToKCHYeckHe GenkH, Kak NpaBH-
10, HE IKCNpECCHPYoTes. B GoNbUIHHCTBE ClTy¥aeB METOROM
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[P BHABNACTCA KIOHaNbHas nepecrporika T-kietounoro
peuenropa [6].

O6wem Tepanuu npu SMPTCL nomken 6uts copas-
MEPEH C BRIPAKEHHOCTBIO KIHHHYECKHX MposBneHui. Jns
YAQ/IEHHS H30NHPOBAHHBIX, COUTAPHBIX O4ArOB NIPHMEHSAET-
Al JIOKAIbHAA NY4€BAs TEPANHA H METOAB! XMDYPFHYECKOTO
nevernA. B ciydae IHCCEMHHHPOBAHHEIX NOpaXeHHH KOXH,
BOBJIEYEHHA B MPOLECC BHYTPEHHHX OPraHOB, NPHUMEHSIOT-
CA Pa3IH4HLIC BAPHAHTH MOMHXHMHO- H JIy4€eBOH TepanmH,
a-HHTEP(EPOHRI, a Taloke TPAHCILTAHTALMA ayTONOrHYHBIX
CTBOJIOBRIX KJI€TOK [7-9).

OnucniBaemule THMBOMEI HMEIOT A0BOIBHO 6naronpu-
ATHRIH NPOrHO3, 5-NETHAA BBIKHBAEMOCTh GONBHBIX COCTaB-
nret 60-80%. Ciyyan CONHTAapHBIX HIH JOKATH30BAHHBIX
nopakeHHH kOXH, a Tak xe Hannune CD4-no3uTHBHOMO H
CD8-neratusHOro QenoTHNa nMeloT HanGonee Gnaronpust-
HBIH NpOrHo3.

B KkauecTse npHMepa KIHHHUECKHX MIPOSRIEHHH H HM-
MYHOTHCTOXHMHYECKOA IHarHOCTHKH NEPBHYHOR KOXHOM
CD4+ nneomopoHoi T-K1eTOUHOH THMAOMBI KOXH H3 Kiie-
TOK MaJIOTO H CPEIHEro pasMepa MPHBOIMM COBCTBEHHOE Ha-
6monenne.

Bonbhas I, 42 ner, obpatwiack B knuuuxy 00O
«EBponefickuit MeanuMHCKkuA uentp YIMK-3nopobe» ¢
xanobamH Ha onmyxoneBuaHoe ofpasoBanHe Ha Kkoxe n6a,
GonesHeHHOCTL B 067aCTH 3ayWHBIX H BEPXHHX UIEHHBIX
nHMGOY3NOB cripaBa.

Cunraer cebs 60nbHOH B TeYeHHe 5 €T, Ha npoTAXe-
HHH KOTOPhIX OTMEYAET MEJICHHOE YBENHYCHHE Pa3MepoB
HoBoOOpaloBaHua Ha koxe n6a. Habmonanacek y nepmarose-
HEPONIOra No MECTY XHTEAbCTBA C AHATHO30M: «IEMAHIHO-
M), Te4eHHe HE NPOBOAHIIOCH.

Mpn obpaweHnH B KIHHHKY obuiee COCTOSAHHE Gonb-
HoMt ynomnersopHTenbHoe. Co CTOPOHB! BHYTPEHHHX Opra-
HOB MaTONOTHYECKHX HIMEHEHHH HE BBIARIEHO.

Status localis: Ha koxe BucouHOH oOnacTH cnpa-
Ba JIOKAJTH3YETCA ONMyXONeBHIHOe OOpa3oBaHHE TLIOTHO-
3/1aCTHYECKOH KOHCHCTeHUHH, GesbonesneHHoe npH nane-
NauKH, HenpaBHAbHOH (opmbl, pasmepoM ao 5x7 cM, co
cnerka GyTpHCTOH NOBEPXHOCTBIO, N0 NepHGEPHH KOTOPOro
HMEIOTCA HECKONMbKO y3enkoB oT 3 go 10 MM B AHaMeTpe.
Bce o6pajoBaHHs HMEIOT PO30BO-LHAHOTHYHYIO OKPAcKy H
Gnectamyio noeepxHocTh Ge3 wenywenns (puc. 1 - smom
U Opyzue pucyHKu K cmamoe cM. HA CREYUATbHOL {8emHOl
dcmasxe xwcypHana - npum. ped.). PernoHapHsie nuMbarnye-
CKHE Y3Ihl YBE/THYEHBI, MATKO-3TACTHYECKOH KOHCHCTEHIIHH,
¢ nerkoii 601€3HEHHOCTBIO NPH NabNALKH.

JlaboparopHbte aaHHbie: O6wmit aHann3 xposu: Hb -
126,0 r/n, 3puTpounTH - 4,2x1012/0, nefixounTs: - 4.2x 109/,
CO3 - 10 Mm/u. B obiem aHann3e Mo4H, GHOXHMHYECKOM
aHaJin3e KpOBM H MMMYHOTPaMMe OTKJIOHCHHH HE BhIABJIE-
HO. Uccnenosanne kpoBH Ha BHpYyCHele renatth, BUY H
KOMILIEKC CEpOIOrHYeckux peakunit k Treponema pallidum
orpHuaresbHble. [0 1aHHBIM PEHTTEHONOTHYECKOTO HeCne-
NOBAHMA IPYAHON KIETKH MaTONOTHYECKHX H3MEHEHHH He
suisBeHo. Y3H opranos 6pIolHOH NONOCTH 663 NATONOTKH.
V3H wefinnix 1uMPOyINoB: Cipasa yBeaHueHs! THMPOY IR
BEpXHe#l rpynnsl, 3aylHuA AumMboylen - 25x19 mMm, ylen y
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6udypraunn obuieit coHHolt aprepun - 32x12 MmM. MPT ro-
TIOBHOTO MO3Ia: NATONOTHH HE BhIABIEHO.

B winnnke ®I'BY «YpHHUHUABuU» Mursapasa Poc-
CHH 6nlna npoBeaeHa HHUM3HOHHAA GHoONCHA KOXHM H3 06-
NacTH oyara. [aromopdonoruueckoe HeenenoBanue GHonra-
Ta KOXH: B 3MHAEPMHCE FHIEPKEPATO3, AKAKTO3, O4AroBhIi
cnoHr1os. Bo Bcex oraenax nepmml ruiotHuiR auddysHo-
HOAYNAPHHHA MHOHILTPAT 6€3 NPH3IHAKOB INMHAEPMOTPONH3-
Ma, NPENCTABNEHHBIA CMECBIO KIETOK, CPEAH KOTOpLIX npe-
obnanaot mMGOHIHBIE KIIETKH MANOTO H CPEAHErO pa3Mepa
€ YMEPEHHO BRIPOKEHHBIMH NPH3HAKAMH KIIETOYHOH ATHIHH,
HMEIOILHE Y/UTHHEHHRIE THIEPXPOMHNE AAPAa HEMPABHIIb-
HBLIX OYepTaHHii. B 3HaYHTENbHOM KONHYECTBE ONpeneNAIoT-
Cs THMGOUHTH OOBIYHOTO BHAA, THCTHOLUMTRI, B TOM YHCNE
FHT@HTCKHE MHOTOANEPHBIE KIETKH, HEPaBHOMEPHO pPacmo-
NOXEHHBIE J0IHHOQHIR, HMMYHOGIACTH M IUIA3MOLMTH.
Umeercs nponndepauns kanwiipos. B norpannunoii one
pacnonoxeHo GonblIoe KOMHUECTBO NHMbaTHYecKHX don-
NHKYI0B C KPYITHBIMH CBET/IBIMH LEHTPaMH (PHC. 2,3).

[Ipy HMMYHOTHCTOXHMHYECKOM HCCIEN0BaAHHH GHoO-
NTata KOXH: HMMYHO(EHOTHN NoAaBNAIOWEro GOMbLIMH-
ctea Kkierok HHbmwistpata CD3 (PS1)+, CD4 (4B12)+,
CD8 (SP16)-, CD30 Ab-1 (Ber-H2)-. Onpenensiorca prxio
pacnonoxeHHnie HemHoroyHcaeHHnie CD8+ nnMdounTw.
B-numpounTtl (CD20+) pacnonoxeHn paspo3HeHHO B Tosl-
e HHOUILTPaTa Wi 06pa3yioT GOUTHKYIR C XapaKTepHOH
3oHanbHOCTHIO: Bel-6 Ab-2 (Bl 6.02)+, Bcl-2 alpha Ab-1
(100/DS5) - B cBeTnIX ueHTpax H Bel-2+, Bel-6 - 30He MaH-
THH. JKcripeccua Ki6é7 (SP6) cocrasnser okono 10% B 3one
T-knerouHoro HHGHALTPaTa H okono 90% B CBETIRIX LEH-
Tpax $onnHky1oB (pHC. 4).

C yueTOM WIHHHYECKHX, MOPHONOTHUECKHX H HMMY-
HOMHMCTOXHMHYECKHX JaHHRIX OonbHOH ObUT ycTaHORNEH
OKOHYATe/bHBIH HO30/OTHYECKH H AHarHo3: [lepBHiHas kox-
Haa CD4+ mneomopduas T-knerouHaa numdoma koxH H3
KJIETOK Manoro H cpeaxero pasmepa (ICD-O xon 9709/3).
BonpHas 6sia HanpasneHa Ha edeHHe K OHKOTEMATONOTY.

3axkniovenue

IMpencrabBneHHRI KIHHHYECKHA Cny4ai NOATBEpPXk-
IaeT CIOXKHOCTb YCTAHORMEHHA NHArHO3a NEPBHYHONH KOX-
Ho#t CD4+ mneomopdHoit T-kneTouHoH THMPOMEI KOXKH H3
KJIETOK MA/IOro H CPEAHErO paMepa B BHAY MalTOCHMITTOM-
HOTO TEYEHHA H MEUICHHOTO MpPOTPECCHPOBAHHA 3aboneBa-
HHA, NMOA4YEPKHBAET HEOOGXOAHMOCTL MpPOBEAEHHA KIHHHKO-
naboparopHoro o6cnenosaiHa G0NLHONO ¢ HCMONB30BAHHEM
COBPEMEHHBIX THCTOIOTHYECKHX H HMMYHOTHCTOXHMHWYE-
CKHX METOJI0B HCCIeA0BaHHA OHONTATa KOXH.B
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UHCMUMYm  0epMamoBeHepanoZuu U UMMYHONAmMOnoZuuU»
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Cnyuaii JUarHOCTUKN PeKoro BapnaHTa T-KNeTOYHON NMMAOMbI KOXH.

PucyHok 1. bonbHas I, KNIMHUYeCKne NposBIeHNs
nepBUYHOI KOXHO CD4+ nneomoptHoli T-KNeTOUYHOW
NIMM(OMbI KOXWN U3 KNETOK Manoro 1 cpefHero pasmepa:
y3enKM 1 ONyXo/neBuAHbIe 06pa3oBaHNs Ha KOXe npaBoit
BUCOYHOI 06nactu.

PucyHok 3. H(unbTpat B AepMe U3 NUMAONAHbIX
NNeoMopHbIX KNeTOK ManbiX 1 CpesHUX pasmMepos
(oKpacka remaToKCUANH 1 3031H, yBenuyeHue 400).

PucyHok 2. Andy3HbIA HE3NMAEPMOTPOMHbIA NUM-
(hONAHBIA UHQUNLTPAT B fepMe Y 601bHOI I, (OKpacka
reMaTOKCUAUH 1 303WH, yBenuyeHme 100).

PrcyHoK 4. IMMYHOTHCTOXMMHYECKOE McCnefoBaHne
6uonTaTa. Akcnpeccms CD4 MKA Ha onyXxoneBbiX KneT-
Kax MHMUAbTpaTa fepMbl y 60nbHON I (MAJ - MeTog,
yBenuueHue 400).



