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Fnasa 1. ANropuTMbl 4MArHOCTUKM
nnMmoonponndepaTUBHbIX
3abonieBaHN KOXM

C/OXXHOCTh [IMarHOCTUMKYU nuMonponnde-
paTMBHBIX 3a00/IeBaHUII KOXU OOYCIOBIeHa
HMIVPOKMM CIEKTPOM HO30JIOTMYecKux Gopm,
B KOTOPBIil BXOAAT IePBUYHBIE TNMGOMBI KOXMI
(tabm. 1.1), Bropu4Hble MOPaKEHMUS KOXU IIPU
CUCTeMHBIX nMMMdOMax U JIefiko3ax U ICEeBJO-
muMQOMBbI, HanmuumeM OOJIBIIOTO KOMUYECTBA

UX MOP(OIOrNYecKuX ¥ MMMYHO(eEHOTUIIYe-
CKMX BapMaHTOB. [1/11 IOCTaHOBKM IIPABMJIBHOTO
[IMarHo3a B OOJBIIMHCTBE CTy4aeB HEOOXOHMMO
COIIOCTAB/IATh JAaHHbIE KIMHMYECKOV KapTUHBI,
VIMMYHOTYICTOXVIMIYECKOTO Y MOJIEKY/IIPHO-0110-
JIOTYIYECKOTO VCC/IeOBaHMIl (TaK HasblBaeMas
K/IMHUKO-MOP(]o/IornyecKast Koppeaiys).

Ta6nuua 1.1. BO3-EORTC-knaccubukauma nepsuuHbix nnMeoom koxu (nepecmotp 2018 r.)'!

Ko>xHble T-KneTouHble TMMPOMbI

[pnboBUOHbIA MUKO3.

o OonNMKyNOTPONHbIN rPUBOBUAHBIA MUKO3.
e [lef>KeTONOHbIV PETUKYNES.

e CUHOPOM rpaHyneMaTo3HON BAMON KOXMU.
CuHpgpom Cesapu.

T-KneTo4Has neikos/numMpoma B3poCbIX.

[epBunyHble kKoxxHble CD30+ numdbonponndepatnBHble 3aboneBaHUs KOXMW.
e [lepBUYHas aHannacTUyeckas KpynHokieTouHas anMdoma Koxu.

e JlumbomMaTonaHbIV nanynes.

[opKkoxHas naHHWKynuTonofobHas T-kneTovHas nnuMdoma.

kcTpaHomansHas NK/T-knetouHas nuMdboma, HasanbHbI TUM.

XpoHuyeckas akTuBHasa uHbekLus Bupyca AnwtenHa-bapp (EBV).

MepBnYHasa koxXKHas nepudepuyeckas T-kneToyHas TMMPoMa, pefKkme BapuaHThl.

o [lepBuyHas KoxHas arpeccusHas snugepmotponHas CD8+ T-knetoyHas numpoma (BpemeHHas).

e epBuyHas koxkHas y/d T-kneToyHas numdoma.

e [lepBuyHoe koxHoe CD4+ T-knetoyHoe numponponnpepatnsHoe 3aboneBaHne M3 KIETOK MasbiX U CPEAHUX

pasmepos (BpeMeHHas).

e [lepBMYHas KoxHas akpanbHas CD8+ T-kneToyHasd nuMdoma.
e [lepBMyYHas KoXHasi nepubepunyeckas T-kneToyHas nMMboMa, HeyToOYHEHHas.

Ko>kHble B-KneTo4yHble 1IMMGOMbI

dkcTpaHoganbHas nuMdboMa MapruHanbHon 3oHbl MALT-Tina ¢ nopaxeHneM Koxu.
MepBrYHaa KoXKHas nMMdoMa U3 KNeTok GOoNNUKYNSPHOro LeHTpa.
MepBryYHana koxkHas anbodysHas KpynHokaeToyHas B-kneTouHas nuMdoma, TUN HUKHUX KOHEYHOCTEN.

EBV+ cansuncto-koxHas 38a (BpemeHHas).

BHyTpucocyancTas kpynHokieToyHasa B-knetouHas numdboma

Kypcueom BbifieleHbI BpeMeHHBIe HO30/I0I4ecKye (POPMBL

' BO3 — Bcemmpnas Opranusanys 35paBoOXpaHeHN .

EORTC (European Organisation for Research and Treatment of Cancer) — EBpormeiickas opraHusanus mno

M3YYEHIIO 1 JIEYEHNIO paKa.
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MbI npejiaraeM ynpolieHHbI IOAXOH K -
arHOCTVKE KOXXHBIX JUMM(POM, OCHOBAHHBIN
Ha pacIO3HaBaHUM HECKONbKUX MOpGOomoru-
4eCKUX MAaTTepHOB (Moperneit). JTOT IMOAXOJ
VIMeeT CBOV OTPaHNMYEHNS BBUAY BbILIEYIIOMSI-
HYTOTO pa3HooOpasus MOpQOIOrMyecKux Ba-
puaHTOB MM$onponupepaTUBHBIX IIPOLECCOB,
TeM He MeHee OH, II0 HAIIeMY OIBITY, MOXeT
OBITb IIOJIE3€H B JMAarHOCTUKE, OCOOEHHO s
[IaTOJIOTOAHATOMOB OOIIIell IIPaKTUKI.

Mopddonornueckue mopenu aUMQONIPONU-
dbepaTuBHBIX 3a00/I€BaHUII KOXU BKIOYAIOT
SMUAEPMOTPOIHBIN NATTEPH, XapaKTepPU3yIo-
INIICS BHYTPUONUAEPMANTbHBIM PacIIOIOXKe-
HueM TMMQOUIHBIX KIETOK MAjIoro M CPeHEro
pasMepa, KOTopble MOTyT pOPMUPOBATH MEJIKNE
CKoITeHMs (Tak Has3bIBaeMble MUKpoabcijec-
coi Ilorpue), nuddysHo pacnpocTpaHATbCA
B SMMJEPMICe MM PAcHONaraTbCs B BUJE «Iie-
moyek» B 6aszampHOM cnoe (puc. 1.1). Cpenn
mMM}OM KOXM, HEMOHCTPUPYIOIINX 3Ty MO-

4 °
‘..‘ .:o

Jienb, Hamboree 4acTo BCTpedaeTcs IpUOOBU-
HBIII MUKO3 (IATHUCTO-OMsiIedHass CTajgus).
SNuepMOTPOIIHBIN MATTEPH HEOOXOAUMO AVd-
bepeHIMPOBATh OT CIIOHTMOTUYECKUX PeaKIINI
¢ MMMQOLNTAPHBIM 9K30LMTO30M U JIAHT€PraH-
COKJIETOUHBIMIU MUKPOAOCIieccaMit B SIU/ePMI-
Cce IIpM 9K3eMe/aTONMYeCKOM JAepMaTuTe 1 JApy-
TMX [epMaTosax, a TaKXe OT JIMXEHOUJHOTO
IIaTTEePHA B BBIPOCTAX SINIEPMIICA IIPU KOJIbIie-
BU/[HOM JIMXEHOUIHOM JiepMaTUTe HOPOCTKOB
(annular lichenoid dermatitis of youth, ALDY).

HesnupepMOTPONHYI0 MOJeIb C HaIM4M-
eM JepMaJIbHOTO HORYIAPHOro win gudgys-
HOro MHOWIBTpPAaTa MOXXHO IOAPAa3[eIUTh
Ha HeCKOJIbKO IAaTTepPHOB: MHQOWIbTPAT U3 /IUM-
poudHvix knemox manozo (puc. 1.2), cpednezo
(puc. 1.3), xkpynnozo (puc. 1.4) pasmepoB U MH-
¢unbrpar ¢ popmMupoBaHUEM PONAUKYIAPHBIX
cmpyxmyp (puc. 1.5).

Kpynabie mumdonpHbie K1eTk 00bI9YHO 10-
MUHMPYIOT B IepMaJbHOM MHUIbTPATE U MO-

SMUAEPMOTPONMHbIN NATTEPH

— rpvboBMAHbIA MUKO3 U BapuaHTbl (NATHA,
6NALWKK, MefneHHas nporpeccusi, CD4+)

— nepBuYHas KoxHas CD8+ arpeccusHas
anupepmoTponHas T-kneTo4yHas numcoma
(nATHa, BNALLKKM, Y31bl C HEKPO30M, BbICTpas
nporpeccus, CD8+)

— nepBuYHas KoxHas y/d T-kneToyHas
nuMmcpoma (NaTHa, 6MALLKK, Y3Mbl C U3bSA3BNEHNEM,
6bicTpas nporpeccus, TCRy+, pF1-, CD56+)

— numcpomaTonpgHbiv nanynes, Tun Bu D
(MHOXEeCTBEHHbIE CMOHTAHHO paspeLuatoLmecst
nanynbl ¢ 3BOMOLMOHHLIM noniMmopdnamom, CD30+)

Puc. 1.1. 3nnugepMoTponHbIN NnaTTepH



AnroputMbl fuarHocTukn nuMdonponndepaTueHbIx 3abonesaHmnii koxu 11

HESMNWAEPMOTPONMHbLIV AEPMAJIbHbIN
OYArOBbIN UNN ANDOY3HbIN UHOUNIBTPAT
NMPEMMYLLECTBEHHO
N3 KNETOK MANOIro PASMEPA

— MepBuyHoe KoxHoe CD4+ numconponudepaTus- x . 5
Hoe 3a6oneBaHue U3 KJIETOK MasibiX U CPeaHUX
pa3mepoB (conuTapHbie 6AALKN AW Y31bl, UHOONEHTHOE
TeyeHue, eHoTUn honnmMkynapHelx T-xennepos (CD4+,
PD1(CD279)+, ICOS+, CXCL13+, bcl-6+)

— MepBuyHasa KoXHas akpanbHas CD8+ T-knetoyHas O ORI D T
numcpoma (conuTapHble y3eNkn B akpasibHbIX 0611acTsXx, ety 7
MHOoNeHTHoe TeveHne, CD8+)

— XpoHuyeckum numdouutTapHbiv nemnkos/numdoma i ool
13 manbix nuMmcoumnToB (Nanynbl, GNALLKK, Y3nbl, e e Aok 3
nopaxeHue kposu, CD5+, CD20+, CD43+) 2d 3 9.9

— Jlumchoma 30HbI MaHTUM (MOPaXKeHME KOXM BCTpeya-

eTCcs KparHe pefgko, NATHa, 6MALWKK, Y3nbl, arpecCUBHOE AT

TeyeHune ¢ nopaxeHvem n/y n gpyrux opraHos, CD20+, Eev o oo

bcl-2+, cyclin-D1+, SOX11+) Sk R e

Puc. 1.2. HeanupgepMoTponHbIi fepManbHbil o4aroBbin Mnn AudodysHbli MHOMABTPAT NPEeUMYLLLECTBEHHO
N3 KJ1eTOoK Masoro pasmepa

HE3NWAEPMOTPOMHbIN AEPMAJIbHbIA OYAIOBbIN
WIn AN dY3HbIN UHOWUSbTPAT
NMPEUMYLUECTBEHHO
M3 KJIETOK CPEOHENO PA3MEPA

— OI'IyXO.ﬂb M3 6MacTHbIX NIa3MOLUTOUAHbIX AeHOPUT-
HbIX KJ1IeTOK (FeMOppaFI/I‘-IeCKVIe BbICbINaHus, 6bicTpas o i e

Nporpeccus ¢ MopaxxeHNEM KOCTHOrO MO3ra, KPOBM U [PYrvX ._'::.';:. e o ey
OpraHoB, aKcTpasasatbl aputpoumtoB, CD3-, CD4+, CD56+,  *3%° e LS e
D123+, BDCA-2/CD303+, TCL1+, TCR-, Igh-) S
Eas d TR .
— Numcboma BepkutTa (4acTo AT, «3BE3AHOE HE6O», oo 2S5 S 002 : O O
CD20+, PAX5+, MYC+) e e
°° o° 0 o g4 b
— AHrnoummyHo6nacTtHasa T-kneTo4yHas numcpoma . : S .’ o .
[B KOXe BCTpevaeTcs penko, KNeTkM CO CBETMION unuTonnas- e = 7 Ay
MOMW, Nnponudepaums NOCTKaNUMNAPHbIX BEHYN, (heHOoTUN R -.'. N o it o
honnukynspHbix T-xennepos (CD4+, PD1(CD279)+, ICOS+, ' oo R ' Ofeg
CXCL13+, bcl-6+), TCR+] (i B e v
e 99 O, S r R IR B
— lMopaxeHue KoXu Npu MuenonponudepaTUBHbIX R g . O .
3a6051eBaHMUAX [PaCMONOXEHNE KIIETOK «Lienovkamu» o220 4T SR N A
MeXay KomnnareHoBbIX BONokoH (“Indian files”), akcnpeccus Ty S e
MapKepoB MUENOMAHON AN dEePEeHUMPOBKM (JIM30LMM, T R
muenonepokecuaasa, CD13+, CD14+, CD33+, CD163+ u ap.)] | o 4 S 5

Puc. 1.3. HeanugepmoTponHbli fepManbHbil o4aroBblin Mnuv AuddysHbli MHGUABTPAT NPEUMYLLLECTBEHHO
M3 KNeToK CpefiHero pasmepa
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TYT OBITH IIpeACTaBIeHbl KPYI/IBIMU ONacTHBIMU  K7emok Puda—IlImeprbepea, knemox Xooxkuna
bopmamn (yenmpobnacmuol, UmMMyHOOMACMbL, U UM NOOOOHBIX OHV COCTAB/ISIIOT MEHBIINHCTBO
nnasmobnacmot), KPyIHBIMU dHaniacmu4ecku-  KieTok uHpunbrpara (cM. puc. 1.4).

mu (unu nieomopPHuIMuU) VI NAASMAMULECKUMU [Tpn ouenke mHUIBTpaTa, COMEpPIKAIIErO
knemkamu. B cmydae HamuuuA B MHQWIbTpaTe  AUMPOUOHbIE CTPYKMYPbl, HEOOXOMMO OT/IN-

HEQMUAEPMOTPOIMHbIV AEPMAJIbHbIA OYATOBbIA U AN®®Y3HbIA UHOUNBTPAT
N3 KJNETOK KPYTHbIX PASMEPOB

Q ) ) — MNepBuyHas KoxHas audpdpy3Has KPynHOKNeTouHas
B-kneTo4yHas numcpoma, TN HUKHUX KOHEYHOCTEN
Do () (yanbi, CD20+, bcl-6+, PAX5+, MUM1+, IgM+)
— MeTtoTpekcaTt-accounmnposaHHoe (ATporeHHoe)
B-kneto4yHoe numcponponudepatmsHoe 3ab6onesaHue
Koxwu (CD30+, EBV+/-)

'S @ @ — MepsuyHas KoxHasi aHannactuyeckas CD30+
KpyrnHokneto4yHas numdoma
@ L (conuTapHble kpynHble y3nbl, CD30+)
— JlumcpomaTtompgHbi nanynes tun C
(MHOXeCTBEHHbIE CaMOCTOSATENBHO pa3peLuatoLmecs
nanysbl ¢ 3BOJIOLMOHHBLIM nonumopgunamom, CD30+)

.  — JlIumdpoma XopKKuHa
& 5 (nanynbl, 6n9LwwkKK, yanel, nopaxexve n/y, PAX5+, CD20+, CD30+, CD15+, EBER+/-)
@ — JlumcphomaTomaHbIN rpaHynemaTo3
(nATHa, 6NALWKKY, Nanynbl, y3nbl, NOpaXXeHue nerkunx, airunogectpykums, PAX5+, CD20+, EBER+/-,
CD30+/-)
— EBV+ cnu3ucTo-KoXxHas fi3Ba (MMMYHOCYNpPeccus, conMTapHas s3sa opodapuHreansHom
obnacTtm)

— Mnasmo6nacTHasa numcpoma

(MmMmyHOCynpeccus, nanynbl/y3nbl, 3KCTpaHodanbHble 06nacT rofnosbl 1 weun, CD38+, CD138+,
MUM?1+, HHVS-, yacto EBER+)

— ConupaHbli BapuaHT NepBUYHON NIMMGOMbI CEPO3HbIX NONIOCTEN

[ummyHogedunumT (BNY), natHa, 619LLKN, Y31bl, TOPaXXeHWe ApYrMx OpraHoB, HEPEOKO coveTaHne

C capkomoW KanoLuu, onyxoneBble KNeTKW B BbINOTe Cepo3Hbix nonocter, HHV8+, CD38+, CD138+,

EBER+]
@& — Mna3moknetTo4yHas muesnoma
V (nanynbl, 6NALLKK, y35bl, MOHOKIOHAsbHbIE NAapanpPoOTENHbI B KPOBM, MOPaXKeHMEe KOCTHOMO MO3ra,

KOCTHble o4arn, CD38+, CD138+, CD79a+)

— OKcTpaHopanbHas numdoma mapruHanbHoW 3oHbl MALT-TMna ¢ nopaXeHnem Koxu
(nepBuYHas KoxHas nMMdoMa MapriHanibHOM 30HbI ¢ NpeobnafaHneM nnasmMaTnyeckux KNeTok,
KOXHas nnasmoumToma)

(nanynbl, 6nawku, ya3nsl, CD79a+, CD138+, CD38+)

%«%

Puc. 1.4. HeannaepMoTponHbIv gepManbHbl 04aroBbl MAn Anddy3HbIn MHOUNLTPAT U3 KNeTOK KPYMNHOro pas-
Mepa



AnroputMbl guarHoctukm numebonponmdepaTuBHbIX 3aboneBaHUN KOXM

YaTh HeOIIaCTUYeCKye MMMQOoniHbIe POIIKY-
JIBI OT PeaKTUBHBIX (cM. puc. 1.5).

AHTMOTPONHBII/aHTMOAECTPYKTUBHBIIN NaT-
TePH XapaKTepuU3yeTcsl MPeVMYIeCTBEHHbIM I10-
paKeHMeM COCYAMCTBIX CTEHOK IMMOUIHBIM
MHQWIBTPATOM C UX JleCTpyKIMelt wi 0e3 Hee
(puc. 1.6).

[Tpr MHTpaBacKy/IApPHOM HaTTepPHE OIyXO-
JIeBble KJIETKU PacCIIONIaraloTcsi BHYTPU KpoBe-
HOCHBIX MU TMMATUIecKuX cocynos (puc. 1.7),
4TO TpebyeT muddepeHIaTbHON fUATHOCTUKY
¢ MHTpanuMQpaTn4ecKuM TUCTUOLUTO30M (IIpo-

MNATTEPH C ®OJUTUKYIAPHbBIM TUMOM
POCTA NHO®UJIbTPATA

— lMepBuyHaga KoxHasa numdoma U3 KneTok ponnmky-
NAPHOro ueHTpa ¢ PoNMUKYNAPHbLIM TUMOM pocTa
uHdunbTpara (nanynsi/6naLLKK/y3sbl, ronoea, crnvHa
(numdoma KpocTu), onyxonesble nMMAonaHbIe ONSMKY-
nbl, CD20+/bcl-6+ KNeTkn B MeXMONNNKYNIAPHbIX 30HaX,
IgH+)

— JKcTpaHopanbHasa nuMcoma MmapruHanbHOW 30HbI
MALT-TMna ¢ nopaxxeH1Mem KOoXu (nMmdoma MapruHanb-
HOW 30HbI) (peakTuBHble MM ongHble ONNNKYIbI,
CKOMneHne Ha nepudepuny HdUnsTpaTa nnasMaTmyeckmx
KIETOK, KOTOPbIe OBHAPY>XMBAKT PECTPUKLMIO NErKNX
uenen MMMYHOro6YNMHOB, OTCYTCTBUE B MEXAONNKY-
nApHbIX 30Hax bcl-6+ ueHTpoumnTos, IgH+)

— B-knetoyHas ncesgonumdoma (peakTrBHble OONN-
Kynbl, IgH-)

PeakTuBHble (hONNNKYNbI OTINYHAIOTCA OT ONMYXONEBbIX:
— NpaBuUIbHOM HOPMOWN,

— XOPOLLO BbIPa>XEHHOW 30HOM MaHTUMK,

— nonspusaumen Ha CBETNYO N TEMHYIO 30HblI,

— cofepXaHneMm Makpodaros, aroumMTUpyoLLmMx 06510M-
K1 sgep,

— BbICOKOM NponndepaTMBHON akKTUBHOCTBIO KNETOK

Puc. 1.5. MaTTepH ¢ ponnunkynsapHbim

13

1IeCC, IIPU KOTOPOM PpEaKTUMBHbIE T'MCTUOLMTDI
HaXOJATCS BHYTPYU TMMQATUYECKNX COCY/IOB).

ITaHHNKYINTONOXOOHBINI MAaTTEPH Xapak-
TepU3YyeTCs MOPAKEHMEM IIOJKOXKHOI KUPOBOII
KJIeTYATKY 10 TUITY JIOOY/IAPHOTO IIAHHUKYJ/INATA.
Han6ornee 4acTo BCTpeyaeMbIM ITpefICTaBUTENIEM
3TOJ MOJENN SB/ISETCS MaHHUKYIUTOIORO0HA
T-xnerounas numeoma (puc. 1.8), apyrue mum-
($OMBI ¢ IpPEeNMYIIeCTBEHHBIM PaCIIOIOKEeHMEM
VMHQWUIbTPATa B MIOAKOXXHOI >KMPOBOJ K/IeTYaT-
Ke BCTPEYAITCA PENIKO.

)
WK
e 'Q

PeakTuBHbIN
NMMAONIHBIN
DONNNKYN

OnyxonesbIn
NMMONIHBIN
donnukyn

TUMOM pocTa MHGWUALTPaTa
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AHIMOTPOMHbIN/AHTMOAECTPYKTUBHbIN
NATTEPH

— JiumcponponucpepatnsHoe 3abonesaHue, nogobHoe
BaKLMHOOPMHOW ruapoa (4eTCKuii BO3pacT, CTPaHbl
JlatnHckon Amepukun n A3uu, 3ygsLine norocTHble
SMEeMEHTbI, U3bA3BAILLMECH OALLKKN, OTEK NLa, LUTO-
TOKCMYECKUIA T-KneTouHbIA Unn NK-KNeTo4HbIn heHoTrn)

— JlumchomarounpHeiv nanynes Tun E (camoctosTensHo
paspeLuaroLmecs eAMHNYHbIE HEKPOTUYECKME Nanyrbl 1
y31bl € YepHbIM cTpynomM, CD30+, yacto CD8+ n/vnun
LIMTOTOKCUYECKMI cheHOoTnM)

— OkcTpaHopanbHasa NK/T-knetouyHas numcoma
Ha3anbHoOro Tuna (6NALWKW/y3nbl C NU3bA3BNEHNEM B
Ha3ogapvHreasnbHoM 0611acTn, arpecCMBHOE TEYEHUE,
remodparouutapHbein cuHgpom, CD2+, CD3epsilon+,
CD56+, EBER+)

— JlumcphomaTonaHbIA rpaHynemMaTos (nNaTHa, 6sLLKK,
nanynbl, y3nbl, TOPaXeHne Nerknx, eaMHNYHbIE KNETKN,
HanoMuHarLme KneTkn XomxkknHa n Pupa-LLtepH6epra,
CD20+, EBER+)

— EBV+ cnu3ncto-KoxHas s3Ba (MMMyHOCYnpeccus,
conutapHas s3sa opodapvHreansHor 061acT unm
XKenyao4HO-KULLIEYHOrO TpakTa, aHrmogectpykums, PAX5+,
EBER+)

Puc. 1.6. AHTMOTPOMHbIN/aHIMOAECTPYKTUBHbIV NaTTepH

WHTPABACKY/ISAPHbIW NATTEPH

— BHyTpucocypucTas KpynHOKneTo4YHas
B-kneTto4Has numcpoma [naTHa/6NALLIKK,
TefnieaHrMakTasuum, NMBefo, Nypnypa, «3anagHblin»
BapuaHT (koxa+LHC), «BOCTOYHbIV» BapuaHT
(MynsTHMOpraHHoe nopaxexue), 6racTHble KNeTKu,
CD20+, bcl-2+]

— BHyTpucocyaucTasa KpynHoKeTo4Has
NK/T-kneto4Has numdoma (CD2+, CD3+,
CD56+)

— WHTtpanumdatnyeckan CD30+
KpyrnHokneTto4yHasa T-Kneto4yHas numcoma
(aHannacTnyeckme KneTku, BapuabdenbHas
aKcnpeccus T-KneToyHbIX Mapkepos 1 CD30,
3HOOTENNIN COCYA0B JKCrpeccupyet
D2-40/podoplanin)

— WHTpaBacKynsipHbIA CONUAHDbINA BapuaHT
nepBUYHON NMMAGOMbI CEPO3HbIX MOSIOCTEN
(M30MMpOBaHHOE MHTPABACKYNAPHOE NopaxeHue
BCTpeyaeTcs kpaviHe pegko, HHV8+, CD38+,
CD138+, VS38c+, MUM1+)

Puc. 1.7. IHTpaBackynspHbIn naTTepH
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NAHHUKYJIUTONOAOBHbLIW NATTEPH

— MopkoxHas naHHUKYyNUTONoA06HasA
T-kneto4Has numcpoma (61ALLKN/NOOKOXHbIE Y3nbl,
H/KOHe4HocTK, BF1+, TCRy-, CD3+, CD8+, TIA1+,
perforin+, granzyme B+)

— lMepBuyHas KoXxHasa y/d T-kneto4yHas numdoma
[penkas Ho3onorunyeckas copma, y/6 perotun (BF1-,
TCRy+), CD56+, CD8-]

— lMepBUYHan KoxHasa aHannactuyeckas CD30+
KpynHoKneTo4Hasi nmmcoma (M3011MpoBaHHoe
nopaxeHue NMXXK BcTtpedaeTcs pegko, KpynHble
aHannacTuyeckune unm nneomMopHble KNeTku,
CD30+)

— JkcTpaHopanbHasa NK/T-kneto4Hasa numdoma
Ha3anbHoOro Tuna (M3onMpoBaHHoe nopaxexue MKK
BCTpevaeTcs pedKko, HazoapuHreanbHas o6nacTb,
aHrnogecTpykums, NK/T-kneTo4HbIi heHoTuUn,
CD56+, CD8-, EBER+, TCR-)

AL AR NN RNEY

Puc. 1.8. MaHHWKynnTONogobHbIN NaTTepH



Fnasa 2. [lepBuyHble T/NK-kneTouyHble
NMMGOMbI KOXMU

¢ Hauano 3a60eBaHusA IpOABIAETCA IIATHAMU
PasHbBIX pa3MepOB Ha y4acTKaxX KOXU, 3aKpbl-
TBIX OT COJTHEYHOTO OOTy4eHMs, KOIN4IeCTBO
IATEH BapbMpPYyeT OT €JVHUYHBIX [0 MHOXe-
CTBEHHDBIX; 3y/I MOXXET IpeAIlecTBOBaTh 1/
VWIN CONPOBOXX/ATh BBICHIITAHNSA; Y HEOONb-
IIOJ1 YaCTY MAIVIEHTOB B 00/IaCTY BBICHITAHMII

2.1. TpnboBNAHBLIN MUKO3

OnpepeneHue

¢ Hambonee 4acTo BCTpevaoOI[asAcsa IepBUY-
Hast T-xmerouHas nuMdoma KOXU, Xapak-
TepU3YOIIAACA MeIIeHHBbIM, MOCTEIIeHHBIM

IIporpeccupoBaHneEM IIATEH, 6J1A1IeK U y3710B
n 2MMAEepMOTPOITHbIM (aI[HeKCOTpOHHbIM)
I/IH(bI/IHI)TpaTOM n3 III/[M(i)OI/I,'E[HbIX KJ/IETOK IIpe-
VMYIIECTBEHHO MaJIbIX U CPpE€IHNX Pa3MEpPOB

VIV Ha BU3Ya/TIbHO 3I0POBOJI KOXKe pa3BMBa-
erca anorenusd (tabm. 2.1).

Hepenko 3aboneBaHme MOXeT HAYMHATHCS
C HeXapaKTePHBIX 3PUTeM, YPTUKAPOIOf006-

HBIX, IICOPUA30- U MapancopuasonofoOHbIX,
9K3€MOMNO/JOOHBIX BBICHIAHNII, HAaIIOMMHAS
XPOHUYECKYIO 9K3eMY, aTOINYeCKNil fepMa-
TUT, MUKO3 ITIATKOM KOXU, TOKCUKOLEPMMUIO
U Jpyrue [epMaro3bl; JOBOJIbHO 4acTO —
IAIUTEeNbHOE Te4YeHMe, TOPNUAHOE K Tepa-

C KPYIVIBIMU WU LiepeOpupOpMHBIMMI SAApaMu
u peHoTUNOM 3P PEKTOPHBIX KJIETOK MaAMATH.

KnuHuka

* B3pocnbie (55-60 met) ¢ mpeobnamaHmem

MALIEHTOB MY)KCKOTO IIO/Ia, peXe — JeTHn MY, CO CMEHOJ BBIIIENePeYNCIeHHbIX IU-
U IOAPOCTKM. aTHO30B.
¢ B 6onpummHCcTBe cy4yaeB (Kmaccudeckuii rpu- ¢ IlaATHuCTas cTagyMs MOXKeT HIUTHCA TOfAMMU

OOBMHBII MUKO3) 3a00/IeBaHMe MPOTEKAET
CTaUIIHO, BK/MOYas 3 KaumHu4eckue ¢asbl:
IATHUCTYIO (9PUTEMATO3HYIO), O/ISIIEYHYIO
VI OITyXOJIEBYIO.

U IeCATUIETUAMH C Y€PEJOBAHMEM PEMUCCHIA
u obocTpenuii, y 90% manueHToB He MPONUC-
XOIUT IIPOTPeCCUPOBAHNA B MO3JHIE CTANUN
)l HE pa3BUBAIOTCA BHEKOYKHBIE IOPAXKEHNA.

Tabnuua 2.1. KnuHnyeckne cMMNTOMbI, XapakTepHble A8 NATHUCTOM cTaauu rpuboBMAHOI0 MUKO3a

BapunabenbHocTb GopMbl, pa3aMepoB U1 LiBETa NATEH.

®eHOMEeH 0JHOBPEMEHHOIO NMPOrPeCcCUPOBAHUS U PerpeccupoBaHms OTAENbHbIX BbICbIMaHWA.
MHoXeCTBEHHbIe BbICbIMaHWs, HECKOIbKO 30H BOBIEYEHUS.

XapakTepHas oKkann3aluuns BblCbIMaHWI Ha y4acTkax KoXu, He NoLABepralLMxcs CoTHEYHOMY 0byYeHmo.
BbicbiNaHWs 4acTo CONPOBOXAATCS 3YA0M.

B page cnydaes — novikunogepMus (MATHACTas NUrMeHTaLus, TeNeaHrnakTasum, aTpodus Koxm)

¢ JIns OnA1IeYHOI CTafuy XapaKTepHo 0b6paso- BaTh WJIM paspellaTbCs C IMIepIUrMeHTal -

BaHue OJIAIIeK PaslINYHONM BeJIMYMHBL U CTe-
HeH) MHQWIBTPUPOBAHHOCTY (TaK HasbIBa-
eMble TOHKME U TOJICTble OJIAIIKM) CO CiIerka
HIesTylaneiicss win MUMXeHnpuuupoBaHHON
IIOBEPXHOCTBIO, KOTOPbIE MOTYT IIPOrPeCcCUpo-

el VIV JIeTKOJ1 aTpodiert; MOTYT pasBUBATbCS
ouary ayonenuy (Ha O/SIIKaX ¥ BHE UX).

* B onyxoneBoii cragyuy Ha ¢GoHe IATEH U O/s-

meK 00pasylTcsA y3/Ibl, KOTOPbIe BIIOCTIE]-
CTBUM 3PO3UPYIOTCA U MIBAIBIATCA; MO-
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JKET MPUCOENVHNUTDHCA TOPAXKEHME CIU3UCTBIX IIVIEHTOB C O/ISALIIeYHOIT ¥ OITYXOJIeBOI CTafjuei

060/109€K POTOBOII ITOTIOCTY Y1 TEHUTAJINIA COOTBETCTBEHHO ¥ MOXET ObITb 00YC/IOB/IEHO
¢ [Ipu BHEKOXKHOM paclpocTpaHeHuu 3abore- HE TO/IbKO OITyXOJIEBBIM IIPOLIECCOM, HO U pe-

BaH Yallle BCEro MOPaXKaTcs nepudepude- aKTUBHOI rumepryiasueit (Tak HasbpiBaeMas

ckye muMQaTIYecKye y37Ibl, JTeTKIe, Cele3eH- fepMaTonaTiyeckas mumdasieHomaTms).

Ka I [IeYeHb, peXKe — JIpyTue OpraHbl. ¢ Accoumanys ¢ mMMGOMaTOUIHBIM IIAIIY/IE30M,
¢ YBenuuenne nepudepndeckux numbarmye- KO>XHOJM M/IM HOJAJIbHONM aHAIUIACTUYECKON

CKUX y3710B oOHapyxuBaeTcs y 20 u 50% na- T-k7eTOYHOI KPYIHOKIETOYHOM NUMEOMOI

Tabnuua 2.2. CtaguposaHue rpubosuaHoro mMukosa/cuHppoma Cesapu cornacHo pekoMmeHpauusm ISCL'-
EORTC

Koxxa
T, — orpaHuyeHHble NATHa, Nanynbl u/unun bnawkm, nokpeisaowme <10% KoXHoro nokposa.

T,, — TO/IbKO MATHA.

T,, — b6nawku £ naTtHa.

Tz— naTHa, nanyasl u/unv 6aawku, nokpbisatowme >10% KOXHOro NoKpoBsa.
T,, — TO/IbKO MATHA.

sz — OnAWwKM + NnATHa.
T,— oaviH unu Gonee ysnos (21 cM B gnameTtpe).

T, — cnuBawollaacs spuTeMa, nokpbiBatoLLas >80% noBepxHoCTM Tena.

JiumpaTnuyeckue ysnbl
N, — HeT yBesimyeHuna nepudepnyecknx nMumdaTtnyecknx ysnos, nx buoncua He tpebyercs.
N, — nepudepuyeckne numdatnyeckue y3nbl (LN) yBennyensl; ructonatonorus Dutch grade 1
nnn HaunoHaneHoro nhctutyTa paka (NCI) LN ,.
N, — KIOH-HeraTuBHbI; KIOH He onpefensieTcs.

la

N,, — KJIOH-NMO3UTWBHBI, KJIOH OMpefesserca.
N, — nepudepunyeckune numbatnyeckue yssbl ysennyeHol; ructonatonorua Dutch grade 2 unn NCI LN,
N, — KJIOH-HeraTuBHbI.

N,, — KJIOH-MO3UTUBHbI.
N, — nepudepunyeckune numpatnyeckue yssbl ysennyeHbl; ructonatonorua Dutch grade 3-4 nnan NCI.
LN, — KJIOH-NO3WUTUBHbI MW HEraTUBHbI.

NX — nepmq)epvlqecwle J'IVIMd)aTMHECKMe Y3J1bl yBEJINYEHbI, HET TMCTOJIOTMYECKOro NoaTBep>XXaeHnd.

BHyTpeHHue opraHbl
MU — HeT BOBJIe4YeHNA BHYTPEHHNX OpPraHoB.
M, — BOBfieYeHNE BHYTPEHHNX OPraHoB (c yTouHeHMeM opraHa U MopdOosorMyYeckMM MoaTBEPXKAEHNEM).

KpoBb
B, — OTcyTCTBME 3HauNTENbHOrO BOBNEUEHNs KpoBY: aTunnyHele (Cesapu) kneTku coctaBnsioT 5% nnm-
doumnToB Nepndeprnyeckon KpoBMU.

BOa — KJIOH-HeraTuBHbI.

BDb — KJIOH-MO3UTUBHDbI.

B, — yMepeHHoe BoB/ieYeHMe KPOBM: aTUMNYHbIe (Cesapu] knetku cocrasnsaioT >5% numMbouuToB nepude-
pUYEeCKON KPOBW.
B,, — KNOH-HeraTBHbI.

B,, — K/IOH-MO3NTUBHbI.

B, — 3HaunTenbHoe BoBneyeHune kposu: >1000/uL kneTok Ce3apn ¢ NO3NTUBHbLIM KIIOHOM

' ISCL (International Society of Cutaneous Lymphomas) — MexpayHapogHOoe OOIIeCTBO IO KOXXHBIM
mMQoMaM.
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Crapuun T
PaHHue
A 1
IB 2
[1A 1,2
Mo3pHue
1B 3
[ 4
1A 4
1B 4
IVA, 1-4
IVA, 1-4
IVB 1-4

u mumpomort XOKKMHA, KOTOPble MOTYT
IPeJIeCTBOBATh, BO3HUKATh OHOBPEMEHHO
VIV TIOC/Te Hadasia TPOOBUHOTO MIKO3a.

¢ CragupoBaHye MALNEHTOB C TPUOOBUIHBIM
MIKO30M IPOBOJUTCSI COITIACHO PEKOMeEHIa-
nsiM MeX/TyHapOgHOTO 00IecTBa Mo KOX-
HbIM TuMpomam (Tabm. 2.2).

MucTonorusa

Pannue cmaouu
¢ Jns paHHUMX CTafuil TUNMYEH HOBEPXHOCT-

HBIIl MHOUIBTPAT U3 MAJIbIX U CPEIHUX JIM-

GONUHBIX K/IETOK ¢ BapuabeTbHBIM SIIN-

IepMOTPONM3MOM (OT TOTHOTO OTCYTCTBUS

mo obpasoBanus Mukpoabcueccos IloTpue)

¥ HeOO/IBIINM KOTMYECTBOM aTUIINYHBIX KIle-

TOK C LjepeOpu¢OpMHBIMI ATPAMIA.

¢ ApXMTeKTypa pacronoxeHus MHPUIbTpaTa

XapaKTepPU3yeTCs] HECKOMBKVMU «MOJEISMIU»:

¢ 1) mepuBacKynsipHble MHOUIBTPATHI BOKPYT
COCYZIOB ITOBEPXHOCTHOJI CETH, SMUEPMO-
TPOIN3M MOXKET OTCYTCTBOBATD;

¢ 2) dparmMeHTapHO-TMXEHOUIHBI MHPWUIB-
TpaT, IpU KOTOPOM MUMQOUTHbIE KIETKU
«3aTEHSAIOT» JIePMOSMUEPMaIbHOE COYsIe-
HeHUe Vi IPOHUKAIOT B 6a3a/IbHBIIT U BbIIIIe-
NIeXallye CIou;

¢ 3) TO/IOCOBU/HBIN MHPWUIBTPAT, pacoiara-
OLMIICA BAOJb SMNJIEPMICA B COCOYKOBOI
YaCTU AE€PMBIL

Oxonuanue mabnu. 2.2

N M B

0 0 0,1
0 0 0,1
1,2 0 0,1
0-2 0 0,1
0-2 0 0,1
0-2 0 0
0-2 0 1
0-2 0 2

3 0 0-2
0-3 1 0-2

¢ [ucronornyeckas KapTuHa Ha paHHUX CTafiii-

AX MOXKeT OBbIThb HecnennUYHa; JUATHOCTH-

YeCKMMM KPUTEPUSAMIU, UCIIONb3YEMBIMU /IS

JIMATHOCTYKY, SIBJISIIOTCSL:

¢+ Haymaye MMMQPONTHBIX KJIeTOK, pacIiosara-
IOLIVXCS 1eTIOYKOIT B 6a3a/IbHOM C/IOe SIN-
nepmuca (3 u 6omee);

¢ MHTpasNNjepManbHble CKOIUIeHNS MuMQo-
UJIHBIX KIeToK (MuKpoabcueccsl [Torpue);

¢ HajIM4ue MHTPAsNNAepMaabHbIX TMMQOI-
TOB, OKPY>KE€HHBIX CBET/IBIM IIepUHYKJIeap-
HbIM 060pikoM (haloed lymphocytes);

¢ TIOBBIIIEHHOE KOINYECTBO MHTPadIUep-
Ma/IbHBIX TMMQOLNUTOB HpPY OTCYTCTBUM
CIIOHTHMO3a (AMCIPONOPIVIOHATIBHBIN SMN-
IepPMOTPOI3M);

¢ pasMep anKepMaIbHbIX TMMQOIUTOB 60Ib-
111e, 4YeM iepMajIbHbIX;

¢ pubpo3 u/unm OTEK COCOYKOBON da-
CTU JIepMBL.

Ha paHHMX cTaiMsx y OfHOTO M TOTO >Ke Ia-

[MeHTa TUCTOJOTMYeCKasi KapTMHA PasHBIX

OMOIICHIT MOXET OT/INYAThCA.

bnaweunas cmaous

[is1 G7siIIedHOI CTaguy XapaKTepeH aMupep-

MOTPOIIHBI/I IOJIOCOBUHBIN VHPUIBTPAT,

COCTOSIIINIT IPEVMYIIeCTBEHHO M3 MaJIbIX

U CPeHUX aTUMNYIHBIX TMMQOUTHBIX KIeTOK

¢ uepe6pudOpMHBIMK SAPAMMU, IIOTHOCTH

u ry6uHa MHQUIbTpaTa 6oee BBIPaXKEHBDI,

YeM MPU MATHUCTON CTAVMN.



Onyxonesas cmaous

¢ JIna onyxoneBoy CTaguy TUIINYEH IUIOTHBIN
KPYIIHOOYaroBbiit wm fuddysHbiil MHGUIb-
TpPaT, KOTOPBIl PaCIPOCTPAHACTCSA BO BCe OT-
Jie/bl IepMBI U IHOT[Ja — B IIOJIKOXKHYIO XKU-
POBYIO KJIETYATKY. DIU/IEPMOTPON3M MOXKET
HO/THOCTBIO OTCYTCTBOBATh, COCOYKOBAs YaCTh
[lepMBbI HepeIKo CBOOO/IHA OT MHPWIbTpATA.

¢ [TutoMopdornornyeckie XapaKTepUCTUKIN JIM-
(OUHBIX KJIETOK B OIIYXO/IEBO CTAAMU MOTYT
MEHSATbCS, OHU CTAHOBATCS Oortee mmeoMopd-
HBIMU, HOSBJAIOTCSA KIeTKM 0oJiee KPYITHBIX
pasMepoB (Tak Ha3bIBaeMasi KPYIHOK/IETOYHAs
TpaHcopmanusa — cM. HipKe). Moryt Habmo-
[aThCs QHTVOLIEHTPY3M Y QHTMOJeCTPYKIVIA.

KpynHokneTouyHas TpaHcpopmMaums

¢ XapakTepHa /I OIYXO/IeBOJ CTafiuy, HO MO-
KeT Pa3BUTHCA U B OJIAIMIEYHOI.

¢ XapakTepusyeTcs IOAB/IeHNEM B MHQUIb-
Tpare KPYIHBIX TMMQPONIHBIX K/IETOK (C Ana-
MeTpoM sfipa, 6ojee yeM B 4 pasa IIpeBBI-
MIAIOUIMM  AMaMeTp Majoro nauM¢onnTa),
COCTAaBJIAIONIUX He MeHee 25% OT BCEro AuM-
dbougHoro mHPUAPTpaTa MM 0OpA3YOIUX
KPYIHbIE CKOIICHNA.

¢ KpynHble KIeTKM XapaKTepU3yTCA pasyind-
HoVt Mopdororueit (MMMYHOOTACTbI, KPYITHbIE
1eoMop¢HbBIe KIeTKV WV KPYIIHbIe aHATIa-
CTUYECKME KIETKN).

B penxux cmydasx Ha pasHBIX CTafusxX 3a-
00/eBaHMsI MOTYT BCTpedYaTbCsi HeOOBIYHBbIE
IUCTOIOTUYECKME CUMITOMBI: IICEBILOSINUTE-
MOMATO3HAs TUMEPIUIA3US SMUEPMICA; BbI-
Pa’KeHHBII CIIOHTVO03; BHYTPUALMAEPMaIbHbIE
U CyOKOpHea/IbHble CIIOHTMOTUYIECKIE TI0/IOCTI;
BbIpa)K€HHblE 9KCTPaBa3aTbl ISPUTPOIUTOB;
HopakeHue JepMO3IUAEPMATbHOTO COUYIEHEe-
Hus (Tak HasbiBaeMblil interface dermatitis)
C HEKPO30M KEePAaTUMHOLIUTOB; CK/IEPO3 IEePMBI;
Heflep)KaHUe NUTMEHTA C IOSBIEHUEM Me-
nmanodaroB B BepxXHell 4YaCTU [E€PMbI; MHTEP-
CTULMATBHBI MHOUIBTPAT; 3HAYUTETbHAS
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npuMech B-nmumdounros (mmasmatmyeckmux
KJIeTOK) ¢ popMupoBaHueM (OUIMKY/IAPHBIX
LIEeHTPOB; aHTMOLIEHTPUYECKNIT/aHTNOeCTPYK-
TUBHbBII KOMIIOHEHT.

UMMyHOdeHOTUN

¢ B OonbpIIMHCTBE CTy4aeB OIyXOJIeBbIe KIIeT-
k1 umenT ¢enorun o/p T-xemmepoB —
pF1+ CD3+ CD4+ CD5+/- CD7+/- CD8-
CD45RO+. Pexe BcTpedarTcsa Clydan
¢ T-uurorokcumueckum (PF1+ CD3+ CD4-
CD5+/- CD8+) u y/8 (BF1- CD3+ CD4-
CD5+/- CD8+) denorumnom.

¢ YacTu4HOe MM IONTHOE OTCYTCTBYE IKCIIpec-
cun naH-T-knetoyHbix Mapkepos CD2, CD3,
CD5, CD7 (abeppaHTHBIT peHOTHII, PEIKO —
Ha PaHHUX CTAIMAX).

¢ Bapuabenpnas skcrpeccus CD30 moxeT 06-
Hapy)XMBaTbCcA BO BCeX CTAAMAX, BKIOYAS
CIy4ay C KPYNHOKJIETOYHON TpaHcdopma-
Iyeit; B cay4ae TpaHcHopMauuy STOT HpH-
3HAaK acCOIMMPOBAH C HeOIArONpMATHBIM
IIPOTHO30M.

¢ OKcrpeccusa LUTOTOKCUYECKUX IPOTEU-
HoB TIAl, rpansuma B, nepdopuna n CD56
Ha paHHuX craguax CD8+ wm y/6 rpuboBuz-
HOTO MMKO3a U B pAAfie CTy4aeB — Ha IMO3JHIUX
cragusx CD4+ rpu6oBuHOTO MUKO3a.

¢ B MCK/IIOYUTENTBHO PegKUX CIydasx Mo-
XKeT HabmofaTbcs abeppaHTHAs 9KCIIPeCcChs
CD20 omyxoneBbIMu T-KaeTKamMu, a TakxKe
abeppanTHbii CD4+/CD8+ win CD4-/CD8-
denoTHIL

¢ EnqMHMYHbBIE CIy4au MOTYT HEeMOHCTPUpO-
BaTb QeHOTUN T-(PO/UIMKY/IAPHBIX XeIIIepoB
[CD4+, PDI(CD279)+, ICOS+, CXCLI13+,
bcl-6+, CD10+].

MonekynsipHo-reHeTU4Yeckue
NMPU3HaK“
¢ MOHOK/IOHalMbHAA peapaH)XMpPOBKa TeHa

T-xneTouHoro perenTopa y 60/IbIINHCTBA T1a-
L[VIEHTOB.



