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OnpepeneHue

 [lepBuyHblie NuMd oMbl KoXu (J1K) npegctaBnatoT
coboun reTeporeHHyo rpynmny
numadonponudepaTmBHbiX 3adboneBaHnn. 65%
Bcex JIK obpasytoTcs u3 3penbix T — KNeTok
(koxkHaa T — knetodHaa numadoma (TKIIK)), 25% -
n3 3penbiX B — kNneTok (KoXHble B — kneTto4yHas
numdoma (BKIIK)), 10% npomncxogaT nx
HaTyparnbHbIU KUNnepHbix knetok (HK). JIK
BKMKOYaOT NPENMYLLLECTBEHHO KOXKHbIW
KOMMOHEHT, C nuMmdraTnieckon nponmdepaumen B
KOXe, 6e3 BOBe4YeHuns B npouecc numdaTnyecknx
Yy3n0B, KOCTHOIO MO3ra 1 BHyTPEHHUX OpraHoB Ha
MOMEHT MNOCTaHOBKW AnarHoaa.



YacTtoTa. OT BCeX HEXOPKCKUHCKUX NMMMEOM - 0,75 n 8% cpeam NMMAOM KOXU, N 2,5% BCeEX
T-KNeToYHbIX IMM{POM KOXN.

Bo3pacT n non. CpegHuin BospacTt gebtota 6onesHun 50-60 nNeT, COOTHOLLEHNE MYXXUNH U
YKEHLUMH - 2-3:1.

Atnonorusa. OnucbiBaloT accoumaLmio BUpyca repneca Yenoseka 8-ro tmna n BUpyc
QbwTenHa-bapp ¢ aton nMmdomon y 605bHbIX C CUHAPOMOM NPUOBPETEHHOIO
nMmmyHogeduumta. AHannacTnyeckasi KpynHokneTouHas numdoma pas3BmMBaETCs B KOXE
nndo nepBunYHO, NMBO BCrneacTame TpaHcopmaLnm B Hee rpnbKoBOBMOHbLI MUKO3.

CumnTombl. 3aboneBaHne xapakTepusyeTcs NOSBNEHNEM OANHOYHbIX UK
MHOXECTBEHHbIX Y3r10B (B TOM YMCNe MOAKOXHbIX), UMEILLNX TEHOEHLMIO K U3bA3BIEHMIO.
Haunbonee yactas nokanmsaunst BbICbINaHUIN - BEPXHUE U HUXKHNE KOHEYHOCTH.

N'McTonorusa koxu. B nepme n runogepme andpdysHole MHPUNBLTPaThl, COCToALLMNE U3
KPYMHbIX KITETOK C MOAKOBOOBPa3HbLIMK, KPYIibIMU, KOHBANKOTHLIMWU UIIM MHOTONIONACTHLIMK
A4paMM C XOPOLLIO BblPaXXEHHbIMU A4PbILLKAMUY U LLMPOKMM 0604KOM LIMTONasMbl.
XapakTtepHo hopmMmpoBaHne aTUNNYHLIMU TMM@OLMTAMM KPYMHbBIX CKOMNMEHUN, Hanndne
MHOros4epPHbIX KIETOK, HanomuHarowmx knetkn Pug-LUtepHbepra, 60nbLioe Konm4ecTso
MUTO30B. PeakTUBHbIN MHUNLTPAT BblpaXeH He3HaYUTENbHO 1 NpeacTaBneH MasibiMu
nuMmdounTaMmm n rMcTMoLmMTamum.

NmmyHodeHoTun. Skcnpeccusi CD30 AomkHa obHapYKMBaTbCs HE MeHee YeM Ha 75%
OMyXONeBbIX KMETOK.



KpynHble KNeTKN AEMOHCTPUPYHOT BblpaXXeHHOEe MeMBpaHHOE 1 TOYEYHOE NapaHyKreapHoe OKpallnBaHne
komnriekca lonbgxu ¢ aHTn-CD30-aHTUTENamm (BerH2, Ki-1). Takke akcnpeccmpoBaHbl NaH-T-aHTureHbl (CD2,
CD3, CD4, CD5, CD45R0).

OnyxoneBsble KMEeTKN aHannacTU4eCckon KpYNHOKNETOYHON NMMMAOMbI KpaHe peaKo aKCNpeccupyoT
aHTUreH anuTenmanbHbiX MeMOpaH 1 ALK-NpoTeunH, 4To no3sonseTt anddepeHunpoBaTsb €€ oT
aHannacTn4ecKon KpynHOKNETOYHOM SIMMAOMbI C BTOPUYHBLIM BOBSIEYEHNEM B OMYXONEBbIN MPOLECC KOXM.
[narHos cTaBAT No KNMHUYECKUM 1 MOP(PONMMYHOTMN-CTOXMMUYECKUM MPU3HaKaM, a Takke npu OTCyTCTBUN
KIMHUYECKUX NPU3HAKOB rPUBKOBOBMAHOIO MUKO3a, APYrMX T-KNETOYHbIX JIMM(POM KOXN N BHEKOXHbIX
ovaroB NOpaXeHus.

Te4yeHue u NporHo3. Xapakrepuayetcs 6rnaronpmusiTHbIM NPOrHO30M C 5-NIETHEN BbKMBAEMOCTbIO MeXay 76
n 96%. BapmaHTbl, xapakTepuayoLmnecsa orpaHNYeHHbIMU BbICbINaHUAMU Ha KOXe, UMELOT
npeuMyLLEeCTBEHHO NHAOOMNEHTHOE TeveHne. AHannacTuyeckasa KpynHokneTovHasa numdoma c
reHepann3oBaHHbIM NOPaAXXEHNEM KOXXHOMO NOKPOBa NPUOBpPETaOT arpeCCMBHBIN XapakTep TEYEHMS.

INeyeHue. Bo3amoxxHa CnoHTaHHaA KIMHUYeCcKast peMuccus, No3ToMy BHavarne gonyctumMo HabnogeHve 6e3
neyeHus (Npy OTCYTCTBUN NOPaXXEHUSI BHYTPEHHUX OpraHoB). [1pn e AMHNYHBIX U NOKarIM30BaHHbIX
NopaKeHUsX KOXK, He NoaBeprarLmxca odbpatHoMy pasBuUTUIO, 0BLIYHO NPUMEHSIKOT JTy4YeBYHO Tepanuio
N/Mnu XMpypruyeckoe yaaneHue ¢ 4OCTUXKEHMEM MOSTHOM peMuccumn B 95% cnyyaes. PeumanBbl BO3HMKAKOT y
40% NauneHTOB C OQUHAKOBOW YacToToM nocne obomx BuAoB neveHus. MNMpu peungneax, orpaHUYeHHbIX
KOXeu, He HabntogaeTca yxyalweHns NporHo3a, U OHU He TpebyoT Apyrix BUAOB NneyeHus. B cnyyae
MHOXECTBEHHbIX 04aroB 6e3 nopaxeHnsi BHyTpeHHNX opraHoB ncnonb3ytoT [MTYBA-Tepanuio, MecTHyto
XUMUOTEPanuIo, HU3KOL4030BYH Tepanuio METOTPeKcaToM (5-25 Mr/Hen) n/unu nyyesyto Tepanuio. MNpu
OTCyTCTBUM AhphekTa MOXXHO KOMOMHMpPOBaTbL ¢ UPHa. [1na aHannacTtn4ecKkom KpynHOKIETOYHOM SIMMOMBbI
C BHEKOXHbIM pacrnpocTpaHeHneM pekoMeHAoBaHa NnonnxumMmoTepanus, Hanbonee 4YacTo NPUMEHSAETCS
pexum CHOP.



[lepBUYHaAA aHannacTu4yeckasa KpyrnHoKneTo4yHas
nnmdoma koxu (INMAKJIK)

[MAKJIK BO3HUMKaET, B OCHOBHOM, Y B3POCSIbIX MY>X4UH. KnuHnyeckas kapTuHa
XapaktepusyeTtca Hannymem eguHUYHbIX (80%) UM MHOXECTBEHHbIX (20%) y3noB, oT 1 0
10 cm B anametpe. B 1/3 cny4yaeB oanHOYHbIE Y35bl pa3peLlaroTcs CNoHTaHHO. BTopuyHoe
nopaxkeHne permoHapHbIX MMM aTnyYecknx y3nos HabngaeTcsa y Kaxaoro 4ecaToro
OONbHOroO, B 3TOM Cry4yae HeobXo0ANMO UCKNIOYNTL pa3BUTME CUCTEMHOIO npoLecca
MAKIJIK, numdombl XomkknHa v rpuboBuaHoOro Mmkosa. [mcronoruna: B gepme
npucyTCTBYET AP AY3HLIN MHPUNLTPAT N3 KPYMHbLIX KNETOK, C NoTepen O4HOro Unu
HEeCKOSbKMX NaH — T — KNeTOYHbIX MapKepoB, Takmx Kak, CD2,CD3,CD5. [1si nOCTaHOBKM
anarHo3a NAKJIK Heobxogmmo obHapyxeHune, no kpanHen mepe, 75% CD30 KpYMNHbIX
kneTtok. OnyxoneBsble KNEeTKU SKCNPECCUPYIOT KOXKHbIA NMMMOLMUTAPHLIN aHTUIEH, HO NP
9TOM OTCYTCTBYIOT anuTENMarnbHbli MEMOPAHHLIA aHTUMEH N SKCNPECCUS annacTU4eCKOn
NUMJOMHOU KMHas3sbl ALK. [1ng nedeHnsa npuMmeHdaeTcsa MeToTpekcar B Jo3e 30 Mr
eXXeHeernbHO, npenapar NpUMeHSeTCA B TPU NpMemMa ¢ nHTepsanom 12 yacos. [locne
OOCTUXKEHNS pEMUCCUM Tepanuio NOCTENEHHO NpekpaLLatT. PeunansoB 06bIYHO He
HabnogaeTcd. B cnyvyae eguHUYHOro ovara MeTogoMm nedeHust aBnsoTcs nmbo obnyveHne
(cymmapHas gosa: 30 — 40 'p), nnbo xupypruyeckoe nccedeHme onyxonu, Nnpun aTom oTCTyn
OT Kpas y3na AoSHKeH COCTaBnATb 2 — 3 CM BOKPYr ovara nopaxeHus. [Joctuyb NonHom
peMmnccum BO3MOXHO Yy 95% nauuneHToB. CamopaspelueHne onyxosnu unmv 4actuyHas
peMunccusi HabntogaroTcs y 44% naumeHToB (Yepes3 1 Heaerno — 6 MecsaLueB nocre Havyana
3aboneBaHus). B peoknx cnyyasix, npu nopaxeHnm BHYTPEHHNX OPraHoOB, PEKOMEHOYETCS
nposegeHne xummotepanum (CHOP, unknodocdamna, 4OKCOPYOULINMH, BUHKPUCTUH,
npeaHn3oH). Takke BO3MOXHO npumeHeHne NMH® — a, bekcapoTeHa nnm MOHOKMOHanNbHbIX
aHTn — CD30 aHTUTEN (OpeHTyKcnMmab, BedoTuH). HecmMoTpsa Ha To, 4TO npu
FMCTONOrMYECKOM UCCreaoBaHnm HabnogaeTcs BblpaXkeHHas knetodHas atmnus, NAKJITK
nMeeT BrnaronpuUsiTHbIN NPOrHO3 C NATUNETHEN BblXKNMBAEMOCTbIO 90%.



[TaumneHT C. 1963r.p.

CuuTtaet cebsa 6onbHbIM OKOSo 30 NeT, koraa
3ameTun obpasoBaHUA Ha MOBEPXHOCTU
KOXXU KOHEYHOCTEMN.

31.10.16 BbinonHeHa buorcmns obpasoBaHus,
OCTaTo4Hasi onyxorsib paaukansHoO
cKoaryrnmpoBaHa 3J1EKTPOHOXOM.



« 3aKnto4YeHne rmcTosnoros oT 05.10.16:
MHTEHCUBHbLIN NONTMMOPHbIN
MHAOUNBTPAT, KIMETKU C TMNEePXPOMHbIMU
aapamMun, anonTto3Hble Tena. Anga

NCKIKOYEHUSA T- NTMM@POMbI KOHCYINbTaLUUA B
PKOL.



[MepBuyHbIM ocmoTp B PKO/L 31.10.16:

XKanobbl Ha Hann4YMe MHOXEeCTBEHHbLIX 00pa3oBaHNN KOXU
TYNoBMLLA, KOHEYHOCTEN B TEYEHNU OSNTUTENBHOIO BpeMeHU. B
nocrnegHue gsa Mecsila yBenmuinnochb Nx Yncno, nepuognyeckoe
NoBbILLEHME TemnepaTtypbl Tena ao 37.5 — 38,7 C, obwyo cnabocTb.
Bec ctabunbHein, CTyn, ouypes B HOpPME.

Ob6bekTnBHO: COCTOAHME YOOBMETBOPUTENBHOE, NMMMOY3rbl HE
yBenunyeHsbl, 2Knusot — 6/0.

JlokanbHbIN CTaTyC: Ha KOXe BEPXHUX U HMXKHUX KOHEYHOCTEWN, KOXe
CNWHbI, MHOXXECTBO obpasoBaHnn A = 0.8 — 6.0 CM, MMOCKUX K
B6rnokoBUAHbLIX, HENpaBUNbHOW OOPMbI, PO30BO-CUHIOLLIHOIO LIBETA, HE
KpOBOTOYAT, LWesnyLlaTcs.

[MpenBapuTenbHbin anarHos : [llogospeHne NMMoMbl KOXN.,

[1naH BegeHus : buoncust obpasoBaHUiM KOXKW NPaBoro npeanseyns,
KOXW npaBoro begpa + rucronorus. ABka yepes 14 gHen 3a
pe3ynsLTaToM rMCTOSTI0OMNMYEeCKOro nccrnegoBaHus.












Mopdonorunyeckoe
nccrnengoBaHue

1,2 — B obpasuax koxxunnponmdepaums
KPYMHbIX TMMMONAHbLIX KIMETOK,
npeanonoXuTenbHo numdgoma. NokasaHo
NI X-uccnenosaHue.



MIMMYyHOrMcToxnmMmmyeckoe
nccnegoBaHme

Munkpockonu4yeckoe onncaHue npenapara:
CD3 (-), CD20 (-), CD30 (+) bonee 80%
onyXxosieBbIX KIIEeTOK, OKpacKka MeMOpaHbl|
n 30HbI NonbaXxu, CD246 ALK(-), CD5(-),
CD7(-), CD4(-), CD8(-), CD56(-), rpaH3unm B(-),
Kie7 0o 60%.

3akntoveHue: [ McTokapTnHa v
MMMYHOMEHOTUN aHanIacTU4eCKou

KPpYNHOKNETOYHOU NUM@oMbl, ALK —
HeraTtuBHOMWU. (Glll).



KoHcynsTayuma xummortepaneBTa
29.11.16

 [lnannpoBatb XT — COEP?
PekomeHaooBaHa rocnutanusauma B XT10
08.12.16.

* 08.12.16 ocnuTtanusnposaH B XTO PKO/L.



KIMMHUYecKnm amarHos:

OcHoBHou: [lepBNYHas aHannacTn4yeckas
CL30(+) KpynHOKeTo4YHas nMMdomMa KOXU
T3bNOMO.

ConyTcTByHOLWUN: XPOHUYECKNIN BUPYCHbIN
renatut C, pemuccus. A3seHHasi 6ornesHb

ABeHaguaTUNeEPCTHOM KNLLKKU, pEMUCCUA.



AHanu3bl NPU NOCTYNNEHUMN:

RG nerkmx 6es oyaroBon naTonornu.

MDA Ha cudomunuc, BUY, renatntsl B, oT

oTp.

[MonHbIN aHann3 KpoBn oT 07.11.16T. Le 6.3*10°/n,
Er-5.18*10'% Hb-138r/n.n-1,c—54,1—-38,M — 7.
[TonHbIN aHanNn3 Mo4yn oT 08.11.16: OTH.NNOTHOCTb
1025, pH 5,5, anuT 1-2, 6erok OmMr/n, nenk eq, apuTp
0-1-2.

buoxmnmmyeckmn aHanmns Kposu ot 09.12.16
AllT-26.5e/n, ACT —32.9 e/n, rmtoko3a 5.5

MMOInb/n, ooLwunmn 6enok 72.1r/n, kpeaTuHuH 80
MKMONb\I.



KnnHmnyeckmne pekomeHgauunm npu
nevYyeHnn HEXOOXKKUHCKUX TMMAOM.




NMauneHTy Ha3Ha4YeHoO
criegyloulee neyeHue:

LnknodocdaH 750 mr B/B Ne5.
BuHkpucTuH 2mr B/B Ne 1.
MpeaHn3onoH 8-6-21ab BHyTPb No5.

OceTpoH nepBbIN AeHb 16 Mr B/B,
CO BTOPOro AHSA Mo 8Mr 6 AHEN.

PactBop PuHrepa 500.0 B/B Ne6.
JlandpdepoH 3mnH eq. B/m Ne3,
Mapauetamon 1T1ab BHyTpb Ne3.




[pynna nepBUYHbIX KOXHbIX CD30+
numadonponudepaTtmBHbix 3adbornesaHnn (J113)
ABNAETCA BTOPOMW NO YacToTE BO3HMKHOBEHUS
(mocne rpnboBMAHOIo MMKO3a) N cocTaBnsieT 25%
BCEX NEPBUYHBLIX NTMMMPOM KOXWN. OHa
npeacrtaBnsieT cobon criekTp 3aboneBaHumy,
BKNoYaowmmnm numgomatomaHsin nanynes (Jinl'l) v
NnepBUYHYIO aHanmnacTudeckyto CD30+
KPYMHOKNETOYHY numdomy Koxn (AKJIK).

3aboneBaemocTsb Jlul'l n AKJIK B Mupe coctaBnsieT
0,1-0,2 cny4as Ha 100 000 HaceneHus. Jinll n AKJIK
MOTYT BO3HMKaTb BO BCEX BO3PACTHbLIX KAaTEropusx,
cpeaHunin Bo3pacT aebtoTta 3aboneBanuns ang Jinl
35-45 net, ana AKJ1K 50-60 net. CooTHOLLEeHue
3abonesLunx JInll My>X4mH 1 XXEeHLWNH COoCTaBnsaeT
1,5:1, AKJIK - 2-3:1



OUWATHOCTUKA

« [lnarHo3 CD30+J13 yctaHaBnmMBaeTcs Ha
OCHOBaHWUM KOMMJIEKCHOM OLEHKU XapaKTepHOW
KITMHUYECKOW KapTUHbI 3aborieBaHus,
’MCTONTOMMYECKOro u UMMYHOPEHOTUNNYECKOIO

nccnegoBaHns bMonTaToB U3 o4aros NnopaxeHn4d
KOXXW.



 KnuHu4yeckoe obcnepgoBaHue nauneHTa nmeeT bonbLuoe
3Ha4yeHune B anarHoctuke Jlull, Tak Kak gaet BO3MOXXHOCTb HE
TONbLKO 3anoao3puTb Jlnll, HO N onpegenuUTb oNTUManbHbLIN
3IIEMEHT KOXHOW CbINKU ON49 Nofy4YeHnsa bruonrtaTa KOXMu.

[1ns rmcTonorn4eckoro nccrieqoBaHus PEKOMeHO0BaAHO
BbINOMHATL NOMHOE yaaneHne Hanboree BblpaXXeHHOro
y3erKoBOoro anemeHTa (npu Jnll) nnn nHUmM3noHHyo drnoncuio
yana (npu AKJIK).

« B 6onbwmnHcTBe crny4vaes Jlull xapaktepnsyeTcs XpOHUYECKUM
nobpokayecTBEHHbIM TEYEHUEM N HE BNUSAET Ha BbIXKMBAEMOCTD,
ogHaKo nauueHTbl ¢ JInll nmeroT BbICOKUN PUCK pa3BUTUSA
BTOPUYHBLIX KOXHbIX UM HOoAanbHbIX nuMdonponmdepaTuBHbIX
3aboneBaHunK, BKNo4vas rpnbosBuaHbiv MUKO3 ([TM), KOXKHYIO UNu
HOOANbHY aHan1aCTUYeCcKyo KpYNHOKNETOYHY NnMdpomy U
numdomy XomgxkuHa. 3tu Jlull-accounmpoBaHHble NMM@POMbI
pa3BnBaloTCA B 4-25% crnydaes y naumeHTos c Jinl'l v moryT
npeawecteoBaTthb J1nl'l, BO3HMKaTL OAHOBPEMEHHO C HUM UMK
nocrie ero Hadana, 4YTo HeobxoaMMo y4nTbiBaTb B NpoLecce
yCTaHOBIIEHUA AMarHo3sa.

« AKIJIK Takxe xapaktepuayetcs onarornpuaTHbIM NPOrHO30M C 5-
NeTHeU BbPKMBAEMOCTbo Mexay 76% n 96%.



[1na anarHoctuku Jnl'l ncnonbaytotca
cnepyroLuime anarHoCcTu4eckmue Kputepun:

e KnUHN4Yeckue Kputepum
 ncronorn4yeckKkune Kputepumm
* AMMYHOIrMCTOXMMUYECKNE KPpUTEPUN



 KnnHuyeckune Kputepum

* peunansBumpytoLLe BbiCbiNnaHMA CaMOnpPoOn3BOSbHO
pas3peLlarLLmMxXca CrpynnmpoBaHHbIX UK
OVNCCEMUHUPOBAHHbIX Nanyrie3HbIX 3JIEMEHTOB
(moa camonpoun3BOSibHbIM paspelleHnem
NOHMMAIOT CMOHTAHHY PErpeccuro KaXaoro
NMHOMBUOYAIIbHOIO 3NeMeHTa B Te4eHue Heernb
Unn mecsaues, He3aBUCUMO OT NOABIIEHUSA HOBbIX
BbICbIMaHNN)

* B cnyyae ogHoBpemeHHoro pa3sutua Jiull n I'M
KnnHnyeckas kaptuHa Jlull byget
COMpPOBOXAaTbCA NOSABIIEHNEM MATEH, ONALLEK U
y3noB (B 3aBUCUMOCTW OT ctagmu ['M)



'ucrtonormn4yeckune Kputepumm

[uctonornyeckmne npmnsHaku Jlnll BapnabernbHbl 1 3aBUCAT OT CTaanu
pa3BUTUSA anemMmeHTa. BeigensawoT 4 ructonorndyecknx nogruna Jivll.
Heobxoaumo yunTbiBaTb, YTO pa3Hblie NOATUMbI MOTYT HabnaaTbes Yy
OAQHOro U TOro e nauneHTa ogHOBPEMEHHO B pa3HbIX BbICbINaHUAX.

« JlullTnn A (Hanbonee YyacTo BCTpevaowmnncs): gepmMmarnbHbIn
o4aroBbln «KIMMHOOBpPa3HbINY MHOUNETPAT, COCTOSALLNI N3 OTAENbHbIX
NN CrpynnnupoBaHHbIX CD30+ OMyxoneBbIX KIETOK C MPUMECHI0
MHOMOYUCIIEHHbIX ManbIX IMMJOLUNTOB, TMCTUOLUTOB,
HENTPOPUNBbHBIX N 303UHOMUIBbHBLIX NTEUKOLNTOB

e Jlul'l Tn B: anngepmMoTponHbiv MIHUNLTPAT, COCTOALLNN N3
aTUnMYHbIX CD30+ nnu CD30- NMMMPONAHbLIX KIETOK MarnbIX U CpeaHunX
pa3MepoB C LepedbpuopMHbIMU SapamMn (TMCToNorMvyeckast KapTuHa
HanomuHaet M

 JlullTun C: cnnBarowmecd nonda CD30+ KPpyNHbIX aTUMNUYHbIX
J'II/IMCbOI/ILI,HbIX KNEeToK, NpuMecb BOCMNaJinTesibHoOro I/IHCbI/IJ'IpraTa
HE3HA4YNTEIIbHA

e Jlnl'l T1n D: annaepmMoTPOrnHbIN MHUNLTPAT, COCTOALLNN N3
aTUNUYHbIX CD8+ N CD30+ NMMAOUNAHbLIX KINETOK MarblX N CpeHUX
pa3MepoB (rnMcTonornyeckasd KapTnHa HanoMmMHaeT NePBUYHYIO
KOXHYH arpecCcmuBHY0 aNMAepPMOTPONHY CD8+ LMTOTOKCUYECKYHO T-
KIETOYHYO numMmdoomy)



MMMyHOrmctoxmmmyeckue Kputepum

B 6onblumHcTBE crnyyYaeB CD30+ onyxorsieBble
KIETKN SKCnpeccupytoT CD4, pexe MoryT
HabntogaTbcs CD8+ unn CD56+ heHoTunbI

T-KneTo4yHo-accoUnpPOBaHHbIE aHTUMEHDI
(CD45R0) akcnpeccupytotcsa ¢ BapmabenbHom
notepeun naH- I-kNeTo4YHbIX aHTUreHos (CD2, CD3,
CD5)

Heobxoanumo yunTbiBaTh, YTO KPYMHbIE aTUMNYHO
Bbirnaadwme CD30+ KNeTKn MOryT BCTpe4YaTbCs
Npu pasnnyHbIX BOCNannTeNbHbIX U
MHEKLNOHHBIX 3aboneBaHnsAX



[na anarHoctukn AKJIK ncnonb3ayroTcs
cnegyroLwime anarHocTu4eckmue Kputepun:

 KnuHn4yeckune Kputepumn
* [UCcTONOrMYecKmne Kputepumn
* AMMYHOIrMCTOXMMUYECKNE KpUTEpUNn



 KNnuHn4yeckune Kputepun

* CONUTapPHbIE, CTPYNMUPOBAaHHbIE, UMK
MHOXECTBEHHbIE BbICbINaHUS

* OTCYTCTBME KNNHNYECKNUX npusHakos Jlull,

['M nnu gpyrux T-KNeToYHbIX TMMJOM
KOXW

* OTCYTCTBME BHEKOXHbIX O4HAlroB NMOopa>xeHn4d



 [ncronornyeckKkune Kputepum:

* MMOTHbIN 04YaroBbIN UM ANAPAY3HLIN
MHAOUNBTPAT, COCTOALLUN U3 KPYMHbIX
nNneoMopdoHbIX, aHanNnacTUYeCKMUX KNeTok
NN KNETOK C UMMYHOBONacTHON

MOPdONornen

* B UHUNbTPATE MOryT OOHapYy>KMBaTbCH
CKOMJ1eHUa MarblX peakTUBHbIX
NMM@POLIMTOB 1 303NHOMPUITBHBIX
NENKOLNTOB



NMMyHOrmcToxumMmmnyeckmne Kputepum:

akcrnpeccus CD30 gormkHa obHapyXUBaTbCA HE
MeHee YeM Ha 75% OonyxoneBblX KNeToK

B OONbLUMHCTBE CrlyvyaeB OMyXxosieBbIE KIETKU
akcnpeccupyroT CD4 nnu CD8 aHTUreHbI C
BapuabenbHom notepen naH-T-KNneTovYHbIX
aHTureHoB (CD2, CD3, CD5)

B OTNMYMe oT HoganbHoun opmbl Npu AKJIK
aKkcnpeccupyetca CLA (HECA-452) n He
aKkcnpeccupyetca EMA

B OTNM4YMe OT HogaNnbHOM OOPMbI SKCNpeccus
ALK-1 1 t(2;5) TpaHcnokauns obbI4YHO OTCYTCTBYIOT
npun AKJIK



CTAOUWPOBAHUE U NMNAH
OBCJIEOOBAHUA

« CtagupoBaHune CD30+J1IN3 npoBoanTCcs cornacHo
pekoMmeHgaunam MexayHapoaHoro obLiecTsa no
nmmdomam Koxum n EBponenckon opraHmsanunm no
N3YYEHUIO N JIEYEHMNIO paKa, KOTOpble DbINK
pa3paboTaHbl A1 TMMMOM KOXWU, OTITUYHBIX OT
['M/cuHpgpoma Cesapu (ISCL-EORTC staging system
for cutaneous lymphomas other than MF/SS) (Tabn.
1).

* [lpoBOOAUTL CTaanpoOBaHUE MO cxemam Ann Arbor
nnm TNM He pekoMeHAYyeTC4, TaK Kak NaymneHTbl C
ONCCEMUHNPOBAHHbLIMU BbICbINAHUAMW NonagarT
B KaTteropuio 1V, 4To nogpasymMeBaEeT MNo3QHI0K0
cTaguio, NJI0XOW NPOrHO3 U MOXXET NPUBECTU K
Ha3Ha4YeHU HeaaekBaTHOro NIe4YeHus.



Tabnuua 1
CTtagmnpoBaHue nepBuYHbIX NMMMMOOM KOXU, oTNnYHbIX oT TM/CC, cornacHo
pekoMmeHaauunsim ISLE-EORTC

Koxa

T1 OQNHOYHbIV 3NEMEHT KOXHOM CbINu

T1a — KOXHbIN 3N1EMEHT < 5 CM B AnameTpe

T1b — KOXHbIW 3NIEMEHT > 5 CM B AnameTpe

T2 OvyaroBoe nopakeHne KoXu: MHOXXECTBEHHbIE BbICbINaHNS, OrpaHNYeHHbIe 1
30HOW NN ABYMS1 pALOM pacrnonoXeHHbIMM 30HaMn*

T2a — Bce BbICbINAHUA pacrnonararoTcs B 30He < 15 cM B AnameTpe

T2b - BCe BbICbINaHMA pacnonaratoTcsa B 30He > 15 cM < 30 CM B AnamMeTpe

T2c — BCe BbICbINaHUs pacnonaratTcs B 30He > 30 CM B AnameTpe

T3 eHepann3oBaHHOE NOpaXXeHNE KOXN

T3a — MHOXXECTBEHHbIE BbICbIMaHUS, 3aHMMalLLNE HE PAOOM PacnonoXeHHbIe
30HbI

T3b — MHOXECTBEHHbIE BbICbINaHUSA, 3aHUMatOLLE = 3 30HbI

JIlnmdpaTnyeckue yanbl

NO HeT yBennyeHns nepngoepruvecknx 1 LeHTpanbHbIX IMM{aTn4ecknx yanos,
nx éuoncumsa He TpebyeTcs

N1 [NopaxeHue 1 rpynnbl nepndepmnyecknx numaaTtmyeckmx y3nos,
OpeHNpYoLLMX 00racTb HAaCTOALLMX NI NMPEeSLLECTBYIOLLMX KOXHbIX BblCbINaHUN
N2 [NopaxeHue 2 nnu donee rpynn nepngrepnyecknx numgaTnyecknx y3ros,
NI nopaxeHme nbbIX Nnepndepryecknx NUM@aTny4ecknx y3nos, He
OpeHNpYoLLMX 06rnacTb HAaCTOALLMX NI NMPESLLECTBYIOLLMX KOXHbIX BbICbINaHUN
N3 [NopaxeHune LeHTparnbHbIX IMMdaTnyecKnx y3nos

BHyTpeHHUe opraHbl

MO HeT BoBrne4yeHnsa BHyTPEHHUX OpraHoB

M1 BoBnedeHne BHYTPEHHNX OpraHoB (C yToOYHeHNeM opraHa u
MOPJPONOrMyecKkuM NOATBEPXKOEHNEM)



NnaH oobcneaosaHusa nauneHToB ¢ CD30+J1MM3
BKJ1HOYaeT:

TwaTenbHbI cbop aHamMHe3a

PELNaNBUPYIOLLIME BbICbINaHUSA CaMOMPOU3BONbHO paspeLlaloLLNXCS CrPYNNMPOBAHHbLIX UMK
ONCCEMUHUPOBAHHbIX Nanynes3Hbix anemMeHToB (ans Jlul)

npeaLecTByOLWME UM conyTcTByoWwmMe numdonponudepaTnBHile 3abonesaHna (6onesHb
XOOXKKMHa, HodanbHasa aHanmactuyeckas KpyrnHoknetoyHasa numdoma, ['M)

B-cumnTOMBI (NOBbLILWLEHME TEeMNepaTypbl Tena > 380, NPOSIMBHbIE HOYHbIE NOTLI, NOTEPS BECa
bonee 10% 3a nocneaHne 6 MecsLeB)

dunamkanbHbIN OCMOTP

KOSIMYECTBO M pa3Mep BbICbINaHNN (Hanmume NATEH U bNALeK ykasblBaeT Ha BO3MOXHYIO
accouunauuto c 'M)

naeHTuuKkaums nanbnMpyembix n/y n opraHoMmeranum
JTabopaTopHble nccrnegoBaHms

KITMHUYECKUI 1 DMOXMMUYECKUIA aHann3abl Kposu (Bkrtodaa J14In)
Paanonoruyeckoe obcrnegosaHue

JTnl: peHTreHorpadous rpyaHou knetku, Y3 opraHoB OpoLLHOM NOMOCTN 1 Manoro tasa, unm
KOMMNbIOTEPHas ToMmorpadumsa (4ns naunmeHToB C OTCYTCTBUEM YBENUYEHHbIX 11/Y,
renarocnneHomeranum n B-cumntomos)

AKTJIK: komnbloTepHas Tomorpaduns ¢ KOHTPaCTUPOBaHUEM (FPyAHas KneTka, 6prollHas NonocTb,
Manbin Tas).

Buoncusa koxu

r’McTonorn4yeckoe nccriegosaHmne, MMMYHoOrmnCtToxmMmn4eckoe nccriegoBaHme, BKroyarulee
cnepywlwme mapkepsbl: CD3, CD4, CD5, CD7, CD8, CD20, CD30, ALK-1, EMA, CLA, CD56, TIA-1, granzim B,
perforin)

Buoncus n/y: npu yBenuyeHun > 1,5 cM B AnameTpe U/Unn nnoTHON, HepaBHOMEPHOW
KOHCUCTEHLIMM

TpenaHoburoncus KOCTHOro Mo3ra
Jlull: He BbINonNHAETCS

AKIJIK: BbinonHaeTcs Y nauneHToB C MHOXECTBEHHbIMIU BbICbINMaHNAMU U NMOPa>KeHNEM
NArMoHaANHKIY A/v



30HbI KOXXHOIo NoKpoBa

'l — ronoBa u wes;
[pKn — rpygHas knetka;
BC — BepxHssa yacTb
cnuHbl; HC+A — HWXKHAA
YacCTb CMNUHbI U AroanLbl;
K+AI —xmnBoTt n
aHoreHuTarnbHas
obnacrtb; I'lNn — npaBoe
nnedo; [NMNp+K — npaBoe
npeanneybe N KUCTb;
JITMn — neBoe nrneyvo;
JMMp+K — neBoe
npeanneybe N KUCTb;
[1b — npaBoe 6eapo;
[MM+CT — npaBagd rofieHb
N CTON3;

JIMr'+CT — neBas roneHb U
crona.

MMn )

NMp+K

ne

nr+Cr |




ONPEAOENEHUE ODOPPEKTUBHOCTU
NNEHEHWA

* ISCL, EORTC 1 AMepMKaHCKUM
KOHCOPLUMYMOM MO KOXHbIM nuMdpomam
(USCLC) ObInu npegnoxeHbl criegyrowme
KpUTEPUM OTBETA Ha NevyeHune npu
CD30+J1I13:



1. Koxa
o A.Jlull:

NMonHasa pemuccus (MNP): 100% paspeLleHns BbICbINaHUMN.

YactnuHaa pemuccus (UP): 50%-99% paspelleHns BbiCbiNaHUN OT UICXOLHOro
YPOBHSA, OTCYTCTBME HOBbIX D0riee KpynHbIX Y3eNKOBbIX BbICbINAHUI > 2CM B ANaMeTpe.
Ctabunusauusa sabonesBaHusi: OT <50% yBenmyeHusa 4o <50% paspeLleHus
BbICbIMaHNN OT NCXOOHOIO YPOBHS, OTCYTCTBME HOBbIX BOnee KpyrnHbIX Y3eSIKOBbIX
BbICbIMaHMN > 2CM B AMAMETpE.

YTpaTa oTBeTa: yBernyeHne BbiCbINaHn OT HAMMEHbLLErO YPOBHSA Ha 50% MCXOQHOro
YPOBHS Y 00nbHbIX ¢ gocturHytTon MNP nnn YP.

lNMporpeccunpoBaHune 3aboneBaHns: NOsABNEHNE HOBbIX Dosiee KPYMnHbIX U
NepPCUCTMPYIOLLNX Y3ESTKOBbLIX BbICbINaHUN > 2CM B AMaMETPe UNU BHEKOXHOE
pacrnpocTpaHeHmne 3aboneBaHuns.

PeunaumB: nossBneHne KOXHbIX BbICbINaHUW Y NAUMEHTOB B COCTOSIHUM NOSTHOM
pemuccun 3aboneBaHuns.

 B:AKIJIK:
MNMP: 100% pa3pelueHns BbICbINaHUN.
YUP: 50%-99% pa3speLueHns BbiCbiNaHUU OT NCXOO4HOTO YPOBHS, OTCYTCTBME HOBbIX
y3r10B.
Ctabunusauusa saboneBaHusi: OT <25% yBenmyeHusa o <50% paspeLleHus
BbICbIMAHUN OT UCXOLHOIO YPOBHS.
lNMporpeccupoBaHune 3aboneBaHus: yBenmyeHne BbiCbinaHnin bonee 4em Ha 25% OT
NCXOLHOMo YPOBHSA, N YBENUYEHME BbICbINMaHUM OT HaMMEHbLLErO YPOBHSA Ha 50%
NCXOLHOro YPOBHSA y 60mbHbIX ¢ gocturHyTomn MNP nnu YP
Peunauns: nogaeneHmne KOXHbIX BbICbIMAaHUM Y NMaLMEHTOB B COCTOSIHUN NOJSTHON
pemuccun 3aboneBaHmns.



2. JinmdaTnyeckme yanol

MNP: Bce numdratnyeckme y3nbl <1,5 cM B HANbosnbLLEM AnamMeTpe nUnm
rMCTONIOrMYECKN HeratuBHble. Kpome Toro, numdgarmnyeckume yansol,
KOTOPblE HA MOMEHT NMOCTaAaHOBKWM AnarHo3sa 6binm meHee 1,5 ¢M 1 nNpu
9TOM MMCTOSTIOrMYECKN NO3UTUBHbI, OOMKHbI YMEHbLNTLCA 40 1 CM NUnu
ObITb TMCTONOrNMYECKN HEraTUBHBLIMM.

YP: kymynatuBHoe cHmxeHue =250% CI1P (cymma npounssegeHum
MaKCMMarsibHOro NpoaofbHOro pasamepa x MakCMmMmarsbHbIN
nonepeyHbIn pasmMep Kaxxgoro nopaKeHHoro n/y) n oTCyTCTBMUE HOBbIX
n/y >1,5 cM B anameTpe no AfIMHHOW OCK Unun >1 CM No KOPOTKOW OCK
Ctabunusauua sabonesaHusa: otcytcTame kputepmnes anda MNP nYP n
nporpeccnpoBaHua 3aboneBaHns

lNMporpeccunpoBaHue 3aboneBaHus: noBblleHne =50% CI1P ot
NCXOOHbIX pa3mMepos n/y, Unn HoBbIN N/y >1,5 cMm B guameTpe no
ONMHHOW OCU U >1 CM NO KOPOTKOU OCU, UMM OTCYTCTBUE OTBETA:
yBenudeHne CI1P Ha >50% OT H13LLero ypoBHSA y naumeHTos B UP
PeunguB: nogBrneHne HOBLIX TMCTONOMMYeCckn oKasaHHbIX 1/y >1,5
CM B HamnborsbLliemMm gnameTpe y nauueHTos c NP



3. BucuepanbHble opraHbl

e [1P: oTcyTCcTBME YBENNYEHMSA OpraHa npm pusmkanbHOM
OCMOTPE U OTCYTCTBME NaToNorm4ecknx naMmeHeHum npu
TomMorpadumn, bruoncmsa nobbix HOBbIX 04aroB, MOABMBLLMXCS
rnocne ne4vyeHuns, ans UCKMoYeHns NMMJQOoMsbI.

UP: 250% perpeccuun o4aroB nevYeHun, ceneseHkn nnu gpyrux
M3HayarnbHO NOpPa)KeHHbIX opraHax Npuv BO3MOXHOCTU
nameputb obvem nopaxxkenua (ClP), otcyTcTBmne yBennyeHus
opraHa B pa3mMepax 1 BOBie4eHNHA HOBbLIX OpPraHoB
Ctabunusauusa sabonesaHna: OTCYTCTBME KpUTEPMEB ON1A
[P, YP n nporpeccunpoBaHunsi 3aboneBaHus
[MporpeccupoBaHue 3aboneBaHus: >50% yBennyeHuns
opraHa B pa3mMepe, U nopakeHne HOBOro opraHa, unm
oTcyTcTBue oTtBeTa: yenmndeHune CI1P Ha >50% OT HM3Lero
YpOBHSA Yy nauneHToB B 4P

PeunguB: BoBnevyeHne HOBOro opraHa y nauueHtos c 1P



NNeyeOHaAa TakTUKA

 [1lpoBeaeHHbIe nccnegoBaHmns adodPeKTUBHOCTH
pa3HbIX BUOoB nedvyeHusa Jlvl'l nokazanm, 4To Ha
HaCTOALLMN MOMEHT He CYLLEeCTBYET Tepanuu,
CNOCOBHOU N3MEHUTL TeEYEHNE 3aborneBaHUAa UnNu
npeaoTBpaTUTb BO3HMKHOBEHME J1nll-
accouUMnpoBaHHbIX BTOPUYHbLIX TMMJIOM, NO3TOMY
TaKTUKa BO3OepKaHNA OT aKTUBHbIX
TepaneBTUYECKMX BO3OENCTBUN ABMAETCS
npegnovTUTENLHOWN.

* YunTblBas npekpacHsin NnporHo3a J1ull n BbICOKYHO
4aCcTOTYy pPeuUnanBOB NMpakTUYECKN nocre nboro
Buaa Tepanmu 00nbLIMHCTBY NaLlnNeHTOB
npearnaraeTcs TakTuka «Habrnogam n xxan».



Tepanus, peungouBbl U
nocneayrouwiee HabnrogeHue

[nsa ne4yeHns naunMeHToOB C MHOFOYUCNEHHBIMU N ANCCEMUHNUPOBAHHbLIMU BbICBINAHUSAMM C
Hauny4vwmnmMm pesyneratamu npumeHsetcs NYBA-Tepanus (cm. rmasy «[ pnbosmnaHbIN
MUKO3») U NnedeHne HU3KMMK Jo3aMn MeToTpekcaTa (5-30 mr/Hegento, ¢ 1-4-HegesbHbIMU
nepepbiBamn). Oba Buaa Tepannm Bbi3biBalOT CHUXXEHNE KONMYecTBa 1 BbICTpoe
paspeLleHmne BbiCbiNaHnW y DONbLIMHCTBA NALNEHTOB, HO MOSHast PEMUCCUS OCTUraeTCs
peKo, nocrie npekpaLleHns nevyeHunst (MM CHUXeHUs 4o3bl) ObICTPO BO3HUKAKOT peumnamBbil.
N3-3a cknoHHocTn J1ul'l K peunanBmnpoBaHnio MOXET NoTpeboBaTbCs NogaepueatoLlas
Tepanus ans KOHTposis TedeHna 3abonesaHu4. [1pn aToM HEOOXO4MMO YUUTbLIBATb, YTO
anuTtensHoe npumeHeHne INYBA-Tepanum MoXeT NPpMBECTU K NOBbILLIEHHOMY PUCKY
BO3HMKHOBEHUS paKka KoK, MeETOTpeKcaTa — K pa3BuTmio nubposa neyeHu.

Y nayneHTOoB C y3enNKOBbIMW BbICbINaHUSMUK > 2CM B ANAMETPE, He paspeLlaroLLnXCcd B
TeYeHNe HECKOSTbKNX MeCSILIEB, MOXET BbIMOSTHATLCA XMPYPruyeckoe yaaneHme anemMeHToB
NN nokarnbHaga ny4yeBas Tepanua Kak ansTepHaTUBHbIN NOAX04 BMECTO TaKTUKN «Habnogamn
nXxXxgm».

AnnTtenbHoe NepcuUCTUpoOBaHUE Y3ESKOBbIX BbICbINaHMin > 2CM B AnamMmeTpe 6e3 oTCyTCTBUS
NX CaMOCTOSITENBHOMO pa3peLleHuns TpebyeT npoBeaeHNS NOBTOPHOM BUONCUM KOXKM ANS
NCKITIOYEHNSA BTOPUYHOM aHannacTn4eckom KpynHOKNEeTOYHON NIMMMPOMBbI.

[MauneHTsl ¢ Jlnll gonxHel 6bITb NOQ HABNOAEHNEM B TEYEHNE BCEN XKN3HU U3-3a pUCKa
pasBUTUSA Y HUX BTOPUYHLIX NUMddonponndepaTnBHbix 3aboneBaHnn (4-25% criydaeB) gaxe
Yyepes HeCKOmNbKOo AecaTuneTmi nocrne Hadana Jvl'l n npu oTcyTCTBUM KOXHbIX BbICbINaHUMN
Jlul'l. PekomeHaoBaHbl eXxeroaHble OCMOTPbI C NpoBeaeHneM peHTreHorpadum royaHon



NNeyeHue AKJIK

BeneHue naumeHToB ¢ AKJIK 3aBucUT oT pasmepa,
Korim4yecTtBa U CTeNeHU pacnpocTpaHeHUs KOXHbIX
BbICbIMAaHUN U HANTM4YNA BHEKOXXHOIO pacnpocTpaHeHus
3aboneBaHus.

« [na AKJIK c conutapHbIMU nnu crpynnmMpoBaHHbIMU BblCbINaHUAMN
XUpYyprnyeckoe ygarneHne nnu nydesas Tepanms aBnsioTCS
npeanovYnTaemMblM sie4HeHnemM nepBoOU FIMHUM C JocTmxeHnewm NP B
95% cny4aeB. Peunanebl BO3HUKaAOT Y 40% NauMeHTOB C O4MHaKOBOM
4yacToToM nocrne obonx BnaoB neveHus. [Npu peunamneax,
OrpaHNYEHHbIX KOXXeW, He HabntogaeTcs yxXyaweHnst NporHo3a, U OHW He
TPeOyoT APYrMx BUOOB NEYEHUSI.

« [na AKJIK ¢ MHOXXeCTBEHHbIMU pacnpoCcTpaHeHHbIMMN BbICbIMaHNAMMU
PEKOMEHO0BAHO NeYeHne HU3KMMN Jo3aMn MeToTpekcara (5-25 mg B
Hedersn), Npu oTCyTCTBUM adopekTa MOXKHO KOMOUHMPOBATL JIEYEHUE C
NHTepdepoHOM-a.

« [na AKJIK ¢ BHEKOXHbIM pacnpocTpaHeHNeEM pekoMeH40BaHa
nonuxumMmnoTepanua, Hanmbosee 4acTo NPUMeEHSAETCS pexnm CHOP.

* - N3-3a 8bipaxkeHHOU eemepo2eHHOCMU U HU3KOU pacrpocmpaHeHHocmu 3aboriegaHus,
KO/u4ecmeo KOHMpPOupyemMbiX KIUHUYECKUX uccredoeaHull HEBEUKO, MO3Momy ece
pekoMmeHoIauuu oaHHoO20 ba3oernia uMmerom vboeeHb 0dokalzameribHocmu lll-1V. C-D
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