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Mycosis fungoides — xucmoao2uutu puckoGBu
¢dakmopu

MBaH KungekoB
Knuruka no Xemamonoeus, BoeHHomeguuuHcka akagemus, Codus

Peslome

KoxkHume AuMbomu ca XemepozeHHa 2pyna
AuM@onpoaupepamuBHu HeonAasuu. 1o onpegeAeHue, nopBuyHUME
kokHu aumpomu ca ekcmpanogaHu Aumpomu ¢ KoXKHO 3acszaHe
U noHAKo2a CUCMEMHO 3acsA2aHe npu nocmaBsHe Ha guazHo3ama.
JuazHocmuyHume kpumepuu ca gobpe geGuHupaHu, HO noHAkoza
gudepeHuuanHama guazHosa e wupoka. Mycosis fungoides e
XeMamOoAO2UYHA HEONAA3UA, NPOU3AU3ALLA OM 3PEAU HEONAACMUYHU
T-aumpouumu, koumo umam npeguAekuuOHHO aH2akupaHe Ha
koxkama. Mo npaBuao Aumpomom ce Xxapakmepusupa ¢ UHgOAEHMEH
X0g, kamo cumnmomMume Ha 3ab0AsBaHemo mMo2am ga nposBam
npogomkumeano Bpeme mexgy 2 u 10 2oguHu. lMpo2Hozama 3a
nauueHma ce onpegeAs Had-Beye om cmagus Ha 3aboAaaBaHemo npu
gebloma, Bv3pacmma, XucmoAo2u4Ho gokazaHama egpokaemoyHa
mpancdopmauus, LDH, koumo ca nesaBucumu puckoBu pakmopu
32 AOWa NPo2HO3a. XucmoaozuyHama guazHocmuka e BakHa npu
omgudepeHuupaHemo Ha koXHua T-kaemouen auvdom om gpyeu
gobpokayecmBeHU UHJOABHMHU CCMOAHUA.

KalouoBu gymu: kokHu T-kaembuHu aumdpomu, Mycosis
fungoides, xucmonoauyHu puckoBu pakmopu
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Abstract

Cutaneous lymphomas are a heterogeneous group of several
lymphoproliferative neoplasms. Primary cutaneous lymphomas
are extranodal lymphomas with a cutaneous manifestation and
sometimes a systemic manifestation at the time of diagnosis.
Diagnostic criteria are well defined, but the differential diagnosis
is wide. Mycosis fungoides (MF) is a haematological neoplasia
(extranodal T cell lymphoma) of malignant T lymphocytes that
usually are with skin involvement. By definition, MF is indolent,
and the symptoms may present for long periods, between 2
and 10 years. The prognosis is based on the extent of disease
(stage) at presentation, age, large cell transformation, and levels
of lactate dehydrogenase (LDH), which are independent markers
for worst prognosis. The histological diagnosis is substantial for
differentiation between cutaneous T cell lymphoma and others
benign indolent conditions.
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KokHu aumdomu

MopBuyHume Aumdomu Ha kokama npegcmaBaaBam
CaMOCMOAMEAHU KAUHUYHU U XUCMOAO2UYHU Ccy6émunoBe Ha
ekcpadogaaHume Aumdomu. Jedurupam ce kamo XxemamoAao2uyHU
HeonAasuu, xakmepusupawu ce ¢ npoAudepauus Ha amunuyHu T-
uAau B-aumgpouumu ¢ uspaseH koxkeH mpomnusbm. MopBuyHume
kokHu AuM@oMu ca ekcmpaHogaAHu Aumpomu ¢ koxkHa usaBa u
gpyea cucmemMHa u3nBa 8 MomeHmMa Ha nocmaBsaHe Ha guagHo3ama
(nepudepHa kpbB, AumdHu Bb3au, BucuepaaHu opeaHu, pAagko
kocmeH mo3vk). lMocaeghama peBusua om 2018 2. Ha World
Health Organisation (European Organisation for Research and
Treatment of Cancer) Ha knacudukauusma Ha koXkHume Aumpomu
e ocHoBama Ha npaBuAHama guazHo3a, cmagupaHe, OCHOBHU
kauHuko-AnabopamopHU u3cAegBaHuA U 0bpasHu uscaegBaHua [1-
6]. BakHo € ga ce ombeaexku, Ye npaBuAHOMO CHeMaHe Ha koXHuA
cmamyc Ha nauueHma, BkalouumeaHo uscaegBaHemo Ha kocama,
Hokmume, AuzaBuuume, e BakHO npu Ha4yaAHOMO cmagupaxe.
Cowo maka e BakHo ga ce gokymeHmupam U onuwam
gobpe munom Ha kokHume Ae3uu (makyAu, naaku, mymopu,
2eHepaAu3upaHa epumpogepmus) U NPOUEHMbM Ha 3acA2aHe Ha
OMQEeAHUME PE2UOHU HA MAAOMO.

3a oueHka Ha mepaneBmuyHus omzoBop CAeg NPUAOXKEHa
AokaAHa mepanus MH020 Yecmo ce usnoasBa Modified Severity-
Weighted Assessment Tool (mSWAT) [7-8], kodmo moxe u
gUHaMU4yHO B x0ga Ha AeYEHUEMO ga npPOCAegU cmeneHma
Ha kokHomo 3acsz2aHe. Hakou om kokHume Ae3uu mozam ga
koHdayupam u eBoaloupam B xoga Ha Ae4eHUEMO, ga Ce HaCcAOXKU
bakmepuanHa uHdekuus, koemo ga ycAOKHU npomuyaHemo Ha
3aboAdaBaHemo u ga goBege go HamaAABaHe Ha npeXkuBaemocmma.

XucmonamoAo2UYHUAM  aHaAau3 Ha kokHama 6buoncus
onucBa cmeneHma Ha UHGUAMpupaHemo B gepmama U
HaAUYHUME  NAMOAO2UYHU NPOMEHU, UMYHOXUCMOAOSUYHUME
Memogu geduHupam HaAU4uemo Ha MOHOKAOHAAHU T-AuMdouumu
[9]. Peapankupanemo Ha T-knembyHua peuenmop (TCR-gamma)
u npomeHume B8 mexkkume Bepuau Ha UMYyHO2A0BYAUHOBUME
2eHu gaBa uHpopmauus 3a knoHaaHocmma Ha T-, pecnekmuBHo
B-knemvyHama Aum@ouumHa nonyaauua. Kamo HesaBucumu
npozgHocmuyHu Gpakmopu ce onucBam: Bv3pacmma Ha nauueHma
npu nocmaBaHemo Ha guazHo3ama, noBuweHomo HuBo Ha LDH,
egpokaembyHama mpadcdopmauun, noBuweHomo HuBo Ha B2
Mukpoz2nobyAuHa, kKAuHUYHUA cmagul Ha 3a6oadaBaHemo [10-14].

lMpukoXkama, 3a pasauka omaumpHume Bb3au, T-aumpomume
npegcmaBaaBam ocHoBHama 2pyna AUM@ONpoAudepamuBHu
3aboaaBaHua, mycosis fungoides (MF) e Hali-uecmo CpewaHuam
kokeH T-kaemuoueH HexogkkunoB Aumdpom (CTCL) >50%. BoB
Bmopama Yacm Ha mo3u 0630p BHuMaHuemo we ce ¢okycupa
Bopxy kokHama 6uoncus, XUCMOAO2US, UMYHOXUCMOXUMUSA U
puckoBume ¢akmopu npu mesu nauueHmu.

Kokna 6uoncus — koza, kege, Xucmoaozu4Hu

ocobeHocmu u NPO2HOCMUYHO 3HA4YeHuUe

Mpu nauueHm ¢ koXkHa Ae3us, nogospumeAHa 3a koxkeH
AuMdoMm, ocHoBHama npuyuHa 3a koXkHa buoncus e ga ce gokaxke
XUCMOAO2UYHO npucbcmBuemo Ha Aum@oma. AKo nauueHmbm
Uma egHa Ae3ua UAU me ca HAKOAKO, HO ca UQgeHMuYHu, ce
buoncupa Haid-nogxogAawama (Hal-HoBama u Had-munuyHama
guazHocmuyHo). Kozamo uma MHOXecmBo Ae3uu C pasAuyHa
KAUHUYHA U mopdoAao2uyHa Xxapakmepucmuka, ce u3bupa egHa
Ae3uf u ce 6buoncupam Hakoako yacmu om Hed, koumo ce
uscaegBam XucmoAoz2uy4HO. [pu HeybegumeAHU XuCMOAOUYHU
pesyamamu e yMecmHo noBmopeHuemo Ha buoncuama cAeg eguH-
gBa meceua, AokarHume kopmukocmepougu mpA6Ba ga ce cnpam
Hal-manko gBe cegmuuu npegu buoncuAma. EkcuusuoHHume
U buoncuyHume mamepuaau ce B3umam nocpegcmBom Punch-
puoncus, XuCMOoAO2UYHUME CPpe3u ca ¢ gebeauHa npubAU3UMEAHO
4 mcm u ce ouBemaBam ¢ xemamokCuAuH eo3uH, Giemsa u PAS.
BaXkHo e ga ce ymouyHu, 4ye xucmoaozuyHama kapmuna npu MF
Bapupa cnopeg cmagus Ha 3acseaHe [15-17].

B paHHume Ae3uu npeobragaBam peakmuBHu Aemdpouumu,
AauncBam amunuyHu Aumpouumu [15-17]. MakyaosHume Aesuu
nokazBam uBuuoBugeH uHduampam B gepmama, CbcmaBeH
NPEgUMHO O0mM Xucmuouumu U AUMGOUUMU, Yecmo Ce Cpewa
xunepnaasua Ha enugepmuca. lpeobragaBam maaku go cpegHu
no pasmep Aumdouumu, Mozam ga ce HabalogaBam eguHUYHU
amunuyHu  kaemku € xunepxpoMamuyHu MaAku @O CpegHu
no pasmep uepedpudopmeHu Agpa, 3aobukoreHu om 6Aega
uumonaasma, m.Hap. xano-aumdouumu [17-18]. HabalogaBa ce
enugepMomponu3bM Ha egUHUYHU AUM(OUUMU, YECMO HapegeHu
NOEJUHUYHO cpeg basanHuA cAol Ha enugepmuca. Haauuue Ha
UHMpaenugepMaAHu Aumdouumu, dopmupawu Mukpoabeuecu
Ha Pautrier, namo2HomoHu4eH beaez 3a MF, pagko ce cpewa 6
PaHHUME cmaguu Ha 3aboAaBanemo [18].

Mpu naakamHume Ae3uu ce HabalogaBa ebcm uHGuUAMpam
B 2opHama gepma. MiHmpenugepmaaHume aumpouumHu koaekuuu
nog ¢opmama Ha Mukpoabcuecu Ha Pautrier ce cpewam
omHocumeAHo pAagko [19-22], npegoMuHupam mMaaku NAeOMopGHU
knemku.

TymopHUA cmagud XuCmOAO2UYHO Ce HabalogaBa 2wvcm,
HOQYAApeH UAU gudy3eH UHduAmpam, aHzakupaw, usrama
gepma U nogkokHama macmHa mokaH. Moke ga AuncBa
enugepMomponu3bM, Hamupam Ce No-20AAM 6poll amunuyHu
knemku ¢ BapuabuaeH pasmep Ha Agpama, 6aacmHu kaemku u
uHmepMeguepHu Gopmu [23].

JeduHupaHume He6nazonpuAMHU XucmoaozuyHu Mapkepu

3a MF ca:

 Haauuuemo Ha 2oaemu Mukpoabcuecu Ha Pautrier u amu-

NUYHU AuM@ouumu B gepmanHusa uHduampam kopeaupam

C npozpecus Ha 3aboaaBaHemo u kpamka npexuBaemocm

[19-22];
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 EgpokaembyHama mpadcdopmauus, gepuHupawia ce kamo
>25% UAU HaAuvue Ha MukpockonuyHu HOgyAu om amu-
NUYHU AUM@OUUMU, koumo ca 5 nomu No-20AeMU 0M HOp-
MaAHoOmMO, kopeAupa ¢ Aowa npozHosa [19-22].

JluazHocmuyHume umMyHoxucmoxumu4Hu kpumepuu ca:

* Mpoaudepupam 3peau CD4+CD45R0+ memory T-Aumdo-
uumu;

* TunuyHusm peHomun e CD2+/CD3+/TCRB+/CD5+/CD4+/
CD8- (233). Pegku cayyau mozam ga 6bgam ¢ eHomun
CD8+ uumomokcuyHu/cynpecopHu T-Aaumdouumu [11,13-
14] ¢ buorozuyHo noBegeHue Ha CD4+ u He ce omAuyaBam
No NPO2HO3a U NpomuYaHe Ha 3aboaaBanemo [19-22];

» CvomHoweHuemo CD4:CD8 >6 e yecmo cpewaHo, ekc-
npecupa ce CD45R0+ munuyeH 3a memory T-aumdpouumu
[19-22];

e 3azybama Ha noBubpxHOCMHUME T-KAeMbYHU aHmMu2eHu
CD2, CD5, CD7 e xapakmepHa 3a Bcuuku cmaguu Ha MF
u MoXe ga ce acouuupa ¢ npozpecus, a 3azybama Ha ekc-
npecua Ha CD7 ce cyuma 3a cneuuduyeH mapkep [19-22].

3aknaloueHue
KokHume Aumpomu ca Xemepo2eHHa 2pyna HeonAasuu,

NPOMUYallu UHGOAEHMHO U C pasHoobpasHa kauHuvHa kapmuna.
XucmoaozuyHama guazHosa e BakHa, onpegeaawume pucka
XUcmoao2uyHU (pakmopu nogobpaBam mepaneBmuyHuA omaoBop
U onpegeAadm BepoAMHOCMMA 0M Npo2pecus Ha no-kbceH eman.
Mpegcmou 3agbAGOYEH aHaAU3 U MbpceHe Ha HoBU kopeaauuoHHU
3aBucumocmu meXgy Xucmoao2uyHama u3aBa Ha 3aboaaBaHemo
U BUOXUMUYHUME NPOMEHU.
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