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Pe3iome

B crarbe NPeACTaBNEH KpaTKWi 0630p NMTepaTypb! 0 360/16BaEMOCTH, KNACCHDMKALMM, KNHHIYECKHX NPORBNIBHHUAX, 3 TAIOKE
COBPEMEHHbIX METOZAX AMATHOCTAKM U NIEYEHNMA IEPBMYHLIX KOXHbIX AWCDPY3HBIX KDYNHOKNETOUHDIX B-KNETOUHBIX NUMGIOM.
OnKMCaH KNUHA4BCKWA CRYYai AHArHOCIMKW K NEYEHUA A3HHOA NATONOIUK.

Knioyesble CoBa NepBuuHas KOXHaA Auchchy3Has KpyNHOKNETOYHaA B-kneTOYHAA NMMOMA, TR HIDKHUX KOHEYHOCTEH, KNMHKK],

QIMArHOCTHKA, NeveHue

Summary

The article provides a brief review of the literature about the incidence rate, classification, clinical manifestations, as well as
modern methods of diagnostics and treatment of primary cutaneous diffuse large B-cell lymphomas. Here is also presented a

case report.
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Bsenenue

TMepsHuHble KOXHblE THMPOMBI NpeacTaBaoT coboit
reTepOreHHylo rpynny 3aboneBaHHH, pa3BHTHE KOTOPhIX
ofycnoaneHo HeomnacTH4Yecko# mnponHdepauyer B Koxe
wioHoB T-numdounrtos, NK-kierok unH B-anmdounTos,
adPHHHBIX K kOXHOH TkaHH. [To NaHHBIM JIHTepaTyphl 3a-
6onesaeMOCTs NEPBHYHBIMH KOXKHBIMH THM(POMAaMH B MHpe
BapsHpyeT of 0,3 no 1,18 cnyvyaes Ha 100 Thicay Hacene-
HHA H MpOAO/KAeT YBETHYHMBAThCA. [lepBHYHBIE KOXHBIE
B-kierounsie numpoMel coctaBnaoT ot 10% no 30% scex
dopm mHMPOM KOXH, XapPAKTEPH3YIOTCA, KaK MPaBHIIO, OT-
HOCHTENBHO O/IHOTHNHBIM KJIHHHYECKHM TeYeHHeM H Onaro-
NPHATHLIM Nporyo3om [1,2,3].

CornacHo KnacCH(GHKaLHK WHO-EORTC
B-xneTounnie THMOOMBI KOKH MOAPA3AEAAIOT Ha 5 THNOB:
nepeHyHas KkokHaa B-wkieTouyHas nHMdomMa MapruHaibLHOR
30HHI; NEPBHYHAA KOXKHas THMGOMA H3 KIJIETOK GOLIHKYIAp-
HOTO UEHTPA; NepBHYHAA KoXkHas AH}y3Has KpyNHOKIETOU-
Han B-wieTouHas nuMpoMa, THIT HHXXHHX KOHEYHOCTEH; nep-
BHYHad KOXHaA AHdYIHan KPYNMHOKIETOUHaA B-kieTounas
numdoma, Ipyras; HHTpaBacKymasApHas KpYNHOKIETOYHAs
B-knerodnas numdoma [1,2,4,5).

lepeuuHas woxHas auby3Has —KpyTHOKIETOYHAR
B-knetoyHas nuMQOMa, THIT HHKHHX KOHEYHOCTEH COCTaRNA-
€T NprHMepHO 5-10% 0T BCex KOXHBIX B-1ieTouHmx aruMboM.

96

Orta dopma B-xneTouHbix muMpoM BCTpedaeTcs MpeHMYyILe-
CTBEHHO Y NOXHIIBIX XEHIHH (MeAHaHa - 78 nieT), mposanser-
¢ GBICTPO pacTyINHMH y31aMH H GAlIKaMH, pacnofnaraioim-
MHCS Ha KOXe€ HHXKHHX KOHeqHOCTeH. B nepme onpenensercs
HHOHWIBTPAT H3 LEeHTpoOnacToB, HMMYHOGNACTOB H B MEHB-
e CTENEHH UeHTpoLHTOB. Omyxonesbie k1eTkH aHddysHo
HHOHIBTPHPYIOT ICPMY C 3aMELICHHEM HOPMAJBHBIX TKaHEH
H obnHTepanmert mpuaarkos. MHGHALTPAT MOXET MPOHHKATH
H B MONKOXHYIO KIETIaTKy. JMHAECPMHC OOBIYHO HHTRKTEH
H OTAeNeH 30HOH HeM3MeHeHHoro kotareHa (Grenz zone).
PeaxkTuBHBI# HHQHIBTPAT H CTPOMATbHAS peaKuHMs BbIpa-
KeHbl cnabo. Onyxonesnte KneTkH akcnpeccHpyror CD20+,
CD79a+, bcl2+, MUM-V/IRF4+ u FOX-Pl+. Ilamunetnss
BLDKHBAEMOCTL GOMLHBIX COCTABIAET B CpefHeM 55%. Bo-
BieYeHHE PYTHX Y4acTKOB TeNa MPH ITOM THIE BO3MOXHO H
acCOLMHMpYETCA ¢ YXyTlIeHHeM MporHo3a [6,7,8].

MepBuunas koxHaa aupdysHas KpyMHOKIETO4HAR
B-ksetoyHas AHM¢pOMa APYroro THNA MO MHOTHM MATOMOp-
$onOrHyeCKHM XApaKTEPHCTHKAM COBMAMNAET C MEPBHYHOM
KkoXHOH A dy3HoH KpynHoxIeTouHOH B-KieTouHoH NHM-
($HOMO#A, THN HHXHHX KOHEHHOCTeH, KNMHHHYECKH XapaKTe-
PH3YETCA COMHTAPHBIMH Y3IAMH, PAacNoNOXeHHHIMH Ha ApY-
MHX y4acTKax KOXKHOIO MOKpOBa, Yaule - B 06/1acTH ronosu
1 wed. OnyxoneBuifi HHQHNBTPAT 3KkcnpeccHpyer CD20+,
CD79a+ [4,7].
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JleyeHve NepBUYHBIX KOXHBIX AM(HY3HbIX KPYMHOKNe-
TOYHbIX B-KNETOUHBLIX IMM(IOM 3aBUCUT OT TUMa ONyXonu u
CTafjm OHKONOrMYEeCKOro npouecca. CXembl Tepanuu BKO-
YatoT NIOKaNbHYI0 paguoTepanuio, KopTukoctepousbl (B TOM
yucne WX BHYTPUOYAroBOe BBEfEHUE), MOHOK/IOHA/IbHbIE
aHTuTena (pUTyKcumab), UMMyHOMOAYNATOPbI (MHTepepoH
anba-2a, BHyTPMOYarosoe BBEJEHNE), MOHOXMMUOrepanuio
(ookcopybuuuH), nonuxumoTepanuio  (Lmknodochamug,
[OKCOPYOULIMH U BUHKPUCTWH), B TOM YUCNE B COYETAHUN C
MOHOK/IOHaNbHbIMK aHTUTenamm [1,2,6].

B KauecTBe mpumepa KAWHWYECKUX MPOSBNEHWUN, Ana-
FHOCTUKM U NleYeHUs NePBUYHON KOXHON Anddy3Hoii Kpyn-
HOKNETOYHOV B-KNeTouHoli MMMGOMbI MPUBOAUM ONWCaHKe
CO6CTBEHHOTO HabNoAeHUs.

bonbHas 3., 1949 r.p., o6patunach B KanHuky OOO
«EBpONencKnii MeguUUHCKNA LeHTp YT MK-340poBbe» €
Xanobamn Ha onyxoneBuiHoe 06pa3oBaHWe Ha KOXe BOMO-
CUCTOIA YacTW ronoBbl, 601€3HEHHOE NPU Nanbnaluu.

AHamHe3 3a6oneBaHus: cunTaeT cebs 60bHOI ¢ uons
2015 rofa, Korga Bnepsble obpaTuna BHUMaHWe Ha MOsB-
NeHne HeBONbLLIOro 37eMeHTa Ha KOoXe BOMOCUCTON YacTu
ronoBbl, He CONPOBOXAAIOLLEr0CA CYOBLEKTUBHBIMW OLLYyLLe-
Huamu. B TeueHune nepsoro mecsua 3abonesaHns 60nbHas
obpatunach K flepMaToBEHEpPONOry Mno MecTy XXWTenbcTBa,
rfe 6bina nNposefeHa GUONCUS KOXM W MO pesynbTaTam na-
TOMOP(ONOrNYECKOr0 UCCNeA0BaHNA bbln YCTaHOBNEH Auna-
rHO3: /I0KaIM30BaHHas cknepofepmust. Mo 3aBepLueHnn Kyp-
ca Hapy>kHoii Tepanuu (rMAPOKOPTU30HOBas Masb X 2 pasa
B CyTKW, B TeueHue 14 fHell) ynyuylleHns He Habnoaanochb.
Co cnos 601bHOIA, 06pa3oBaHNe NOCTENEHHO YBeNMUYNBANOCH
B pa3mepe, nossunacb 60N1e3HEHHOCTb MpU nanbnauyuun. B
CBA3N C HeahPeKTUBHOCTLIO MPeALIECTBYIOLLE/ Tepanun u
YXYALLEHNEM KOXHOF0 mpouecca 60/bHas 6bina HanpaeieHa
B MBY CO «YpHUWNABUW» ans yTouHeHUs guarHosa.

AHaMHe3 XW3HW, anneproaHamHes U NpoeccnoHanb-
HbIA MapLUpPyT y 60nbHON 6e3 0cO6eHHOCTeR. HacneacTBeH-
HOCTb MO KOXHbIM 3a60/1€BaHUAM 1 OHKOMATONOMMN He OT-
roweHa.

O6beKTUBHO: 60/1bHAA CpefHero pocta, NpasuIbHOMO
TEeNOCNOXeHWs, YAOBNETBOPUTENIbHOTO MUTaHUA. B nerkux
AbIXaHne Be3NKyNspHOe, XpPUMoB HeT. TOHbI CepALa ACHbIE,
puTMnuHble, AL 130/86 Mm pT. cT., YCC 70 B MUHYTY. XKu-
BOT MArKWiA, 6e360Me3HeHHbI NPy Nanbnauyuun, nedeHb U
cene3eHKa He yBenuyeHbl. ManbnupyoTcs Nog4entoCTHbIE U
3ayLUHble IMM(aTNYecKue y3nbl 0BanbHO W OKPYrioii dop-
Mbl, 371aCTUYECKON KOHCUCTeHUUW, 6e360ne3HeHHble, nof-
BUXHblE, O 1 cM B anameTpe. PU3MONOrMYeckne OTnpas-
NeHVs B HOpMe.

JToKanbHbI CTaTyC: HemOpaXKEHHbIE YYaCTKN KOXHbIX
NOKPOBOB (DM3MONOTMYECKOW OKPacku, HOPManbHOW Bnax-
HOCTW 1 Typropa. Bugumblie cimsncTble BNaXHble, (KU3nMono-
rM4eckoii okpacku. KoxHbIii npouecc npefcTaBaeH Onyxo-
NeBUAHLIM 06pa3oBaHNEM HenpaBuIbHOW (hOpMbI, NAOTHOM
KOHCWCTEHLMW, PO30BO-KPacHOro LBeTa, AuvameTpom 4x4,5
CM, 10KaIM30BaHHbIM Ha KOXe BOMIOCMCTOMN 4acTu ro/oBbl, B
NpoeKLMM 3aTbINOYHON 06nacTu cnpasa. Ouar UHOUALTPU-
pOBaH, BO3BbILLAETCA Haf, MOBEPXHOCTbIO KOXM Ha 0,5 cm,
MNMEET HEPOBHYHO W 6YTPUCTYIO MOBEPXHOCTb C YaCTUYHO CO-

Puc. 1. BonbHas 3., onyxonesnaHoe o6pasoBaHme Ha
KOX€ 3aTbl/I0YHON 061acTM BONOCUCTONR YacTy ronoBbl ¢
4aCTUYHbIM COXPaHeHNeM pocTa BOJOC.

XPaHeHHbIMWY BONOCAHbIMU (DONMKYNaMU U POCTOM BOJOC.
Mo npaBoMy Kpato oyara, B MecTe U3bsATUS 6UOMNCUIAHOTO Ma-
Tepuana, onpegensetcs py6LoBas geopmaua Koxu HopMo-
Tpothnyeckoro xapaktepa (puc. 1). Bonocbl 1 HorTesble nna-
CTUHKW He U3MeHeHbl. [epMorpatnam KpacHbIii, GbICTPbINA.

JlabopaTopHble AaHHble. O6WWIA  aHanU3  KpoBu:
Hb - 131 r/n, 3p. - 4,21x1012/n, neiik. - 5,5x109/n, HeiATp.
- 2,8x109/n, 303. - 0,3x109/n, numd. -2,1x109/n, MOH. -
0,3x109/n, CO3 - 5 mMm/4. B 06Liem aHanm3e MOYU U UM-
MyHOrpamMmMe OTKNOHEHWUI He BbifBNEHO. B 6roxumuyeckoi
renatorpamMme - noBsblLEHNE X0NecTepuHa 4o 6,53 MMonb/A.
Komnnekc ceponorunyeckmx peakumii k Treponema pallidum
oTpuaTenbHblin. AHTUTENa K BUY, renatntam B u C He 06-
Hapy>XeHbl.

Ha KoHcunnyme [epmMaToBEHeponoros B KNnMHuke MbY
CO «YpHUWOBUW» 6bin 3an0803peH AnMarHo3 OHKONaTono-
TN KOXW, B CBA3N C YeM 6osibHas Oblna HanpasneHa K Xupyp-
ry 415 NPOBEAEHWSA NOBTOPHON MHLM3NOHHOW BMOMNCUN KOXN
13 06nacTn ovara.

Pe3ynbTaThl  MaToMOPGONOrMYecKOro uUccnesoBaHus
6uonTata Koxu: anuaepmuc 6e3s CyLecTBEHHbIX U3MEHEHUIA.
B gepme nNnoTHbIA AM(Y3HbIA MHQUALTPAT 6e3 NPU3HaKoB
3NWAEPMOTPONHOCTM, 06Pa30BaHHbIN KPYMHbIMU NMMABONS-
HbIMW KneTKamu ¢ amouabHON LIMTONNA3MOIA, OKPYTNbIMU
1 OBa/IbHbIMU fifpamn. OTMevaeTcs BbICOKWIA YPOBEHb MUTO-
3a 1 anonTosa (puc. 2).

VIMMYHOrMCTOXMMUYECKOE — UCCefoBaHWe 6uonTaTa
KOXW: KNeTKn onyxonu avddysHo akcnpeccupytoT CD20
(L26) n He akcnpeccupytoT CD3 (SP7), Bcl-2 (100/D5),
CD 10 (56C6), CD30 (Ber-H2). Onpegensietca MUHWMaNb-
HOe KONMYecTBO peakTMBHbIX T-numgouutos (CD3+, Bcl-
2+, CD20-). NHgekc Ki67 (SP6) - okono 90% (pwuc. 3). 3a-
KNHOYEHWE: TUCTONOMMYECKOe CTPOEHNE U UMMYHOEHOTUN
OMyXO/N COOTBETCTBYIOT MEPBUYHON KOXHOW Anddy3Hoi
KPYNHOKNETOYHOW B-KNeTouHoW numdome TMna HUKHUX KO-
HeuHocTel, Bcl-2 HeraTMBHOWA.

Ha ocHoBaHWM aHamHe3a 3a60neBaHNs, KNMHUYECKMX
N NaToMopdoNoruyecknx AaHHbIX, pe3ynbTaToB MMMYHO-
FMCTOXMMWUYECKOTO MCCnefoBaHns buonTtata KOXW 60Nb-
HOV 6blN YCTaHOBNEH OKOHYaTeNbHbIA HO3010rMMYECKMIA
[MarHo3: nepBuYHas KOXHas AuddysHas KpynHOKNETOYHas
B-KneToyHas NMMGOMa, TUM HUKHUX KOHeuHoCTeld, Bcl-2



Puc. 2. B gepme andy3HbIA MHPUALTPArT U3 AMMAOnS-

HbIX KNETOK, MPeuMyLLeCTBEHHO KPYNHOTro pasmepa, ¢

fAapaMn BapnabenbHoO hopMbl 1 BbICOKOW MUTOTUYe-

CKOVi @aKTUBHOCTbIO. ONHAEPMOTPONU3M He BbIPaXKEH.
Ysenuuexue 400.

HeratusHas, IA (Ann Arbor). BonbHas 6bina HanpasneHa Ha
NeYeHwe K remaronory.

B ropofickoM remMaTonornyeckom LieHTpe B pesynbTare
MPoBeEHHbIX 2 KypcoB MOAMXMMMOTepanum no npoToKony
R-CHOP 6bIn 4OCTUTHYT NOMHBbI perpecc onyxonu (puc. 4),
6onbHas ocTaeTcs nog HabnaeHNem y remaroniora no Mecty
XUTENbCTBA.

3aknoveHve

MpeacTaBieHHbIA  KNMHWYECKUIA ClyYail AeMOHCTpU-
pyeT Heo6XOAMMOCTb MOBbILIEHUS WH(OPMUPOBAHHOCTM
Bpaueli [epmMaToBEHEpOIoroB amBynaTopHOro 3BeHa O nep-

Puc. 4. CocTosiH1e 60MbHOI Nocne NpoBefeHNs
2 KypCcOB NOAMXMMMOrepanum.

Puc. 3. bonbLioe KonyecTBo KpynHbix CD20+ nnm-
(houMTOB B fiepManbHOM UHGUNbTPaTe. HTaKTHbIN
anuiepmuc, Hannume grenz zone. Ysenuuexue 400.

BUYHBLIX NMMEOMax KOXMW, NOAYEPKUBAET HEOBXOAMMOCTb
CBOEBPEMEHHOr0 NPOBeAeHUS KIMHUKO-N1abopaTOpHOro 06-
CnefjoBaHNs 60/bHbIX C MCMONb30BAHWEM TUCTONOTUYECKNX
N WMMYHOTUCTOXMMUYECKMX METOAOB WCCNefOBaHMs 61o-
nTara Koxu.B
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