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MPUYNHU 3A PA3SPABOTBAHE HA METOOUWYHU HACOKU 3A OUATHOCTUKA HA
TYMOPU HA TUM®OUAHATA TbKAH:

1. JleyeHueTto Ha nuMdoOMUTE 3aBUCK HENMOCPEACTBEHO OT TOYHUA cyOTUN Ha
numcoma, cTagus M OOLWOTO KIAMHUYHO CbCTOSHWE Ha BonHuS.
3HayeHneTo Ha XUCTOMorMyHMs cybTvn npu AuarHosaTa 3a xoda Ha
3abonsaBaHeTo M wu3bopa Ha TepaneBTMYEH NoAXo4 € [JoKasaHOo OT
3HaAYMMN KMNHUYHWU NPOYYBaHUS.
XucronaTonornyHaTa gmMarHosa e OT 3HayeHue 3a:

1.1. onpepensiHe Ha rpyna NPOrHOCTUYEH PUCK NPU KOHKPETHUSA BorneH

1.2. onpegensiHe Ha nogxoAsila cCxXxemMa Ha Jle4yeHue Mpu KOHKPETHUA
6oneH

1.3. onpepensiHe Ha rpynu Ha G0OMHM NpY BKMIOYBAHETO MM B KITUHWUYHU
npoy4yBaHuns

14. ocurypsiBaHe Ha npaBunHa peructpaumsa Ha TymopuTe Ha
XemMonoetTuyHata M numdonaHa TbKaH, KOETO € OT 3HayeHue 3a
onpegensHe Ha HauuvoHanHaTa 3gpaBHa MoONUTUKa W NnaHupaHe Ha
MEOWLUUHCKATE OEeNHOCTM U obe3nedyaBaHe C MeOUKaMEHTU B
obnactra.

2. Xemaronaronorusita € obnacTt Ha 6bp30 U HEMpPeKbCHATO HaBMNM3aHe Ha
OWarHoCTUYHU MeToan B pyTUHHaTa npakTtuka. Npes nocnegHwute rognHu
BCe MNnoBeYe HOBW TapreT-opueHTUpaHn MegMkaMeHTn cTaHaxa gOCTosAHue
Ha KMMHMYHaTa XemMaTonorus, U3nosi3BaHeTo Ha KOUTO € NPSAKO CBbp3aHo
C Bb3MOXHOCTTa 3a YCTaHOBSIBAHE Ha CbOTBETHUTE “MULLEHU’(QHTUIEeHN,
reHeTu4Hn abepaumm u Op.) NpU KOHKPEeTHUs OGoneH. ToBa wu3ncKBa
YCrOBUSA 3a CbXpaHsaBaHe Ha Marepuan 3a nocnegsaly nscriegsaHnsa u
noTebpXJaBaHe Ha guarHosara.

3. EnngemunonorusTa Ha TymopuTe Ha xeMmonoeTuyHaTta n numdongHa TbkaH
Bapupa B OTOENHATE CTpaHM M € CIOXHO 3aBucMma OT peguua
NONyNaunoHHN, TEHETUYHWN, WHMEKUMO3HM U Apyrn daktopy M camo
KOpeKTHaTa permcTpauus nossonsiea n3y4yaBaHeTo Ha
pas3npoCTpaHEeHNETO Ha oTaenHuTe 3abonsiBaHMs B OdadeHa CTpaHa.
HacTtoawmuTe Hacoku He morat ga dopMynumpaTt O4yakBaHaTa 4YectoTa Ha
AuarHoctmuupaHe Ha oTAerIHUTE HO30MOMYHN eguHium B bbnrapus, kato
Hacoka 3a nartosfio3anTe, nopagu nunca Ha CUCTEMHU NpoyyYBaHUS gocera.
KopekTHOTO perncrpmpaHe Ha OKOHYaTenHata AuarHo3a M aHanu3bT Ha
JaHHWUTE cnep onpegeneH nepvog OT Bpeme OGU NO3BONMN adekBaTHO
npepaboTBaHe Ha HAaCTOALLOTO PHLKOBOACTBO 3a HyXXAMTe Ha bbnrapus.

HomeHknaTypaTta Ha numdomute BuMHarM e OGuna crnopHa obnacr,
CBbp3aHa OT efJHa cTpaHa C AedWHMpPaHEe Ha KIMHWYHO HEMPUMOXMMM
NaToXMCTONMOMMYHM Knacudukauumn, a oT gpyra, ¢ BktoYBaHe Ha GonHM ot
pasnnyHM HO30MOMMKU B €4HW CbLUM KMMHUYHK KaTeropuu. ManonseaHeTo
Ha pasnuyHn  knacudmkaumoHHn cxemn (Kuncka knacudukaums B
EBponeinckute cTtpaHu n knacudukaumata Ha Lukes and Collins n
cvotBeTHO Working formulation B CALl) pgoBege 4o nbfHa
HeCbnocTaBUMOCT Ha OaHHuTe 3a enuaeMmornorusTa,



pasnpoCTpaHeHWEeTo, KINMHUYHUA XO4 U NpexuMBaeMocTTa npu 6onHuTe ¢
numdomu.

Mpe3 1994 roamHa, International Lymphoma Study Group, B cbCcTaBa Ha
KOATO BfM3aT XemMaTonaTtonosn OT pasnuyHu CTpaHu Mo cBeTa, npegnarat
Taka HapedyeHaTa REAL (Revised European American Lymphoma)
knacudpukaumsa. [peasaputenHoTo ycrnoBuMe B TO3M  MPOEKT e
dopMynupaHeTo Ha KnacudukauMoHHa Cxema, B KOATO OTAenHuTe
3abonsBaHMsa Oa ca XxapakTepusvpaHu C uganaTta 4OCTbIHA 3a NpakTukaTa
mBdopmMauna — MopdoniormyHa,  MMYHOMEHOTUMNHA, LUTOreHeTu4Ha,
WHopMaLMA 32  KIUHUYHUTE MPOSIBU U KNUHUYHMA  Xod. Taka
cb3dageHata knacudukaums msnonsea TepmuHonornara Ha Kunckata
Knacudgpukaums, Kato OTrpaHMyaBa HofarnHaTa OT eKcTpaHodanHaTta
nokanusaums KaTto CbLUeCTBEH MPOrHOCTUYEH NapameTbp.
Bb3npousBogMmocTTa, npakTudeckata npUIoOXMMOCT W KIUHUYHOTO
3HayeHve Ha REAL-knacudgukaumsita e BanuanpaHa B LLMPOKO MallabHo
MHOrOLEHTPOBO nNpoyyYBaHe W ce noTBbpXAaBa B pesynratute,
nybnukysaHu npe3 1997 rognHa B oKkoHYaTenHus goknag ot “ MNpoekTa 3a
Knacudukauunsa Ha He-xogxkuHosu numcpomn” (Non-Hodgkin’s Lymphoma
Classification Project”). 3a no-rongmarta 4act oOT 3abonsBaHusiTa €
yCTaHOBeHa Bb3npou3soaMmocT Hag 85-95% Ha guarHosata. OyepTtasa
ce pellaBallaTa pons Ha MyHodeHoTMnNM3aLumsaTa ocobeHo B rpynara Ha
nepudepHuTe T-kNeTbyHM NMMgomMn. AHaNM3bLT Ha AaHHUTE NoKas3Ba, ye
rpynMpaHeTo Ha OonHuTe camo CbOobpa3HO MPOrHOCTUYHUSA MHAOEKC BOAU
00 BKNKOYBaHE Ha pPasfMyHW HO3O0MOMMYHU edVHUUWM B rpynute, KOUTO
M3nCKBaT pasnuyeH TepaneBTMYeH noaxod. Taka ve NpUNoXeHWeTo Ha
REAL knacudukaumsita ce okasBa He camo NPaKTMYHO 3a gMarHocTukara,
HO 1 32 B3eMaHe Ha KOHKPETHU KNUHUYBU peLLeHUS.

OcHoBaBaliku ce Ha Te3u aHanu3u, CBeToBHaTa 3ApaBHa opraHusauus
npvema TO3M noaxod kaTo Oas3a 3a knacudukaums Ha TymopuTe Ha
numconaHata TbkaH. Bb3anoxeHo e Ha 52 naTonosm oT pasnuyHn CTpaHu
B HAKONKO paboTHM rpynu, C nogkpenaTta Ha KOHCYNTaTMBEH KOMUTET OT
35 KNMWUHUYHM cheuuanucTi, ga paspaboTaAT npeanoxeHue 3a obuia
Knacudpukaumss Ha MuenovaHuTe n numdounaHM Heonnasmu. 3anaseHa e
TepmuHonoruaTa Ha REAL knacudukaumarta, kaTo ca HanpaBeHU Marku
NPOMEHN B OnNpedensHeTo Ha OTAENHU  HO3O0SIOMUYHU  eOUHULN.
MpeonoxeHneTo e NoANOXEHO Ha LUMpoka AUCKYCUs M e npueTto oT
NPUBBXKEHUUUTE Ha pPasfMyHW KnacuukauuoHHN CXeMu KaTo HOBUSA
MeXayHapoAeH cTaHdapT B ob6nacTra Ha xeMaTonorusaTa.

OkoHuaTenHuat BapuaHT e nybnukyBaH npea 2001 roguHa B cepusaTa
“cHn kKHMrn” Ha C30 u cbabpxa AePUHULMUTE, KaKTO U WUIOCTpupa
OTOENHUTE HO30MOrMYHU KaTeropum MopgonornyHo, MMyHOEHOTUMHO 1
LUTOreHeTNYHO.



Knacuoukaums

Knacudukaumata Ha  CBeToBHaTa  34paBHa  opraHu3avs  Ha
XemMaTonornyHNTe Heonnasum e MexayHapogHo Bb3anpreTaTa TakCoOHOMUS
3a numdonponudepatuBHuTe 3abonsBaHMa 1 € OCHOBHA 3a AmarHosaTta,
KnacuuuupaHeTo U KIMHWUYHOTO MoBedeHue npu 6onHu ¢ numdomu
(Tabnuua 1).
MpenoptbkKa
lMpenopbyBa ce Bcska nabdopatopusi, aHraxvpaHa B AuMarHoctukaTta Ha
XEeMaTonornyHnTe Heonnasvv, Aa paspaboTu cTaHgapTHa onepaTuBHa
npoweaypa 3a npakTU4ecKkoTo NPUNoXeHne Ha Tasu knacudukaums, kaTo
dopmynmnpa SCHO HOMeHKnatypata W W3MNon3BaHUTe AuarHOCTUYHU
Kputepum.
1. TakcoOHOMWYHA CTPYKTYypa
Knacudgukaumata Ha C30 pasrnexga HeonnasumTe Ha numdougHaTta
TbKaH B Tpu ronemu rpynu: B-kneTbyHu Heonnasum, T-u NK-kneTbyHM
Heonnasun n XomKKkuHoBK numdomun. OT cBos cTpaHa, B- kneTbyHUTE M
T-n NK-kneTb4YHU Heonnasum ce nNoapasfensit Ha TakMBa OT NMpeKkypcopeH
KneTbyeH npousxoq (numdobnactHn neskemun/nMmdomMmn) n Ha TakuBea,
KOMTO NpomM3XoXpaT OT BEpPOsATHU MO-KbCHM eTanu B B- u T/NK-
KneTbyHaTa oOHTOreHesa (nepudpypHu  wnM  3penn  Heornnasuwu).
NpeHTuduumpaHn ca u egmHULmM, rpynupady B3aBuCMMOCT OT MbpBUYHATa
nposiea — OUCEMUHUpaHa/NeBKkeMUYHa, MbPBUYHO eKCTpaHodanHa wnu
npeauMHoO HodanHa. Hactodwara knacudukaums He gedouHupa cteneH
Ha ManurHeHocT.
2. TpygHocTu npu knacuduumpaHeTo
3.1. Heknacuduuupyemum numgomu.
HesaBsucumo, 4ye C30 knacudukaumara He npegswxga kKaTeropus
“Heknacndumumpyemm nmmdomn’, B npakTukata ocTaBa ManbK Osan
crnyyam, KOuUTO He MoraT pa 6bpaTr knacuduuyupanHu (nopagu
HeajekBaTeH MaTtepuar, nunca Ha UMyHOEHOTUMHO U3cneasaHe unu
nopagu 0GEeKTMBHaA HEBBL3MOXHOCT). Te3u cnydau Tpsbea ga 6baar
KaTeropuampaHu 40 MakcumarnHaTa Bb3MOXHa CTEneH, HO He TpsibBa
HenpemMeHHO [a ObaaT OTHACsHM KbM OMpederneHa HO30M0rMYHa
KaTeropusi, ako He OTroBapsAT Ha MUHUManNHWs OpoVi ANarHOCTUYHU
KpuTepuu, cneumduyHn 3a Hes. Hanpumep, “B-kneTtbyeH numdom,
Heknacuduumpyem, BEPOSATHO C BUCOKA CTeneH Ha MarMrHeHocT
nopagu BMCOKa MUTOTUYHA aKTUBHOCT".
3.2. lumcbomu B “cnBaTa 30Ha”.
B peokm cnyyam e HEBB3MOXHO KaTeropuyHo OTrpaHM4yaBaHe Ha
HexomxknHoB OT XOMAXKWUHOB nNumdoM [Opy OT ONUTHM EeKChepTw,
nopagu 3HaYMTENHO MOPONOrNYHO " NMYHO(EHOTUMNHO
npunokpmeaHe. Hamn-yecto 3aTpygHeHWsiITa ca MO OTHOLIEeHWe Ha
XOMKKMHOB NTMMAOM — HoAdynapeH ¢ nuMdounTHO npeobnagaBaHe K
B-knetb4eH numdom ¢ 6oratctBo Ha T-NMMAOLMUTU, UMM KNAaCUYECKM
XOMKKMHOB NMMAOM OT edpoKneTbyeH aHannacteH nvMMdom.
Bb3MOXHO € uvacT OT Te3au cnyvyaum pfda npeactaBnsdBaT MCTUHCKU
npexogHn dopmMn Mexay ABeTe HO30MOMMYHU KaTeropuu, HO CblUO
Taka e Bb3MOXHO B YacT 3aTpydHeHuWsTa Aa HAMaT CblUMHCHA
B6uonornyHa ocHoBa.




3.3. “CbcTaBHu niumdomu”.

C30 knacudukaumaTa He cbabpXa AeUHULMSA 3a Taka HapeyeHuTe
“CbCTaBHM NUM@POMN”, KOUTO MOraT fa ce cpelHaT MHOro psgko KaTto
€OHOBPEMEHHO HanuyuMe Ha [dBa U noBeye MoOpPdONOrMyHoO
oTrpaHmuumMmn HexompxkkuHoBu n/unu XomKKMHOBU NUMAOMU B €4uNH U
CblUM NuUMdeEH Bb3eN UMM eKCTpaHodarnHa TbKaH, KOMTO MoraT ga
ObaaTt unu He 6bAAT KNOHANHO CBbP3aHM.

3.4. “duckopaaHTHU numdomn”.

OuckopgaHTHMTE nNUMAOMU Cce  OonpedensaT Kato  XUCTOMOrMYHO
OTrpaHNyMMM  NUMAOMMU, YCTOHOBEHMU eHOBPEMEHHO unu
nocrnegoBaTtenHo B pasnuUuHM NUMAHU BBL3NU WUAW  aHATOMUYHU
nokanusauuMu npu eguH u cbluyn GoneH, 6e3 ga e 3bAbIDKUTENHA
KNnoHanHa Bpb3ka Mexay Tax. YacT oT Te3u cnyyam npegcrasnssaT
nporpecus OT HUCKa KbM BUCOKa CTErNeH Ha MarMrHeHocrT.

MpenoptbkKa

BbB BCnukn cnydam ot 2.3. u 2.4. XMCTOMNMOMMYHUAT pesynTaT TpsibBa ga
CbAbpXa BCEKN euH OT HO30MOorm4yH1UTE NOATUMNOBE.

Ta6bnuua 1. Knacucpmkaumsa Ha TymopuTe Ha numcomaHaTa TbKaH Ha
C30, 2001 (* - International Classification of Diseases (ICD-O)

B-KNETHYHW HEONNA3UU

1. [MpekypcopHu B-kneTb4HU Heonnasuu
1.1. | MpekypcopHa B-numdobnactHa neekemus'/ numdom® (npekypcopHa | 9835/3"
B-knetbyHa ON) 9728/3*
2 3penun B-kneTb4HU Heonnasum
2.1. XpOHWYHa NMOLIMTHA neBkeMus ' /apebHOKNeTbYEeH NMMBOLUTEH 9823/3"
numdom? 9670/3?
BapuaHT: BonecTt Ha M0 TeXKUTE BepUrn
2.2. B-kneTb4Ha nponumMdounTHa NeBKeMns 9833/3
2.3. JinmcbonnasmoumTeH numdom 9671/3
BapuaHT: Bonect Ha ramMma TexKnTe Bepuru
2.4 CnneHaneH MaprvHanHo-30HOB NMMMAOM 9689/3
2.5. Tpuxoneskosa 9940/3
BapwuaHT: Tpnxoneskosa BapuaHT
2.6. Mna3MokneTbyYeH MrUerom 9732/3
BapuaHTu:
HecekpeTunpaly mmenom
BbaBHopa3sBMBaLL ce (MHOONEHTEH) MUENOM
Tneew, muenom
[Mna3mokneTbYHa NeBKEMUS
2.7. ConutapeH nnasMoLMTOM Ha KoCcTTa 9731/3
2.8. EkcTpaocaneH nnasmounTom 9734/3
2.9. EkcTpaHoganeH maprvHanHo-30HOB B-knetbueH numdgom oT mykoso- | 9699/3
acoumnpaHaTa numgongHa Tekad (MANT-numdom)
2.10. | HoganeH maprmHanHo-30HoOB B-knetbyeH nMmdom 9699/3
2.11. | ®onukynapeH numdom® 9690/3"
CreneH 1° 9691/3*
CreneH 2° 9695/3°
CreneH 3% (3a; 38) 9698/3*

Tun: ®onukynapeH; PonukynapeH n gudyseH; AndyseH
BapuaHTu:




OndyseH nuMdom oT PonNUKyNHMSA LeHTBbP (CTeneH 1; cTeneH 2)

KoxxeH nmdom 0T pOnMKYNHUSA LEHTBP
2.12. | MaHTenHo-kneTb4YeH NMMdom 9673/3

BapuaHTu:

BnacroupeH knacuveckn BapuaHT

BnactongeH nneomopdeH BapuaHT
2.13. | OndpyseH B-egpokneTbyeH nMmdom 9680/3

BapuaHTu:

LleHTpoGnacTeH

MmyHobnacTeH

C 6oratcTtBo Ha T-KNEeTKU/XUCTUOLINTK

AHannactuyeH
2.14. | MeguactuHaneH (tTumyceH) B-egpoknetsyeH numdom 9679/3
2.15. | NHTpaBackynapeH B-egpoknetbyeH numcom 9680/3
2.16. | MNbpBMYEH NMMEPOM B U3NMBU B TENECHUTE KYXUHWN (€dDY3MOHEH) 9678/3
2.17. | Bbpkutos numcdom'/neskemns’ 9687/3"

BapuaHTu: 9826/3?

C nnasmouuTongHa andepeHumaumus

AtunnyeH bepkutos/bbpkuTonogobeH
3 B-kneTb4HM nponudiepaunn ¢ HeCUrypeH ManurHeH noTeHunan
3.1 JlnmdomaTonagHa rpaHynomaTosa 9766/1
3.2. MocT-TpaHcnnaHTaumMoHeH numdonponudepaTmseH npouec, | 9970/1*

nonnumopdgeH

T- 1 NK-KNETbYHM HEOMMNA3UN
1. MpekypcopHu T-kNeTb4YHU Heonnasuu
1.1. MpekypcopHa T-numdobnacTHa neekemusi -/ numcom® (npekypcopHa | 9837/3!

B-knetbyHa OfT) 9729/3°

1.2. BbnacteH NK-kneTb4YeH NmMdom 9727/3
2 3penun T-kneTb4Hu 1 NK-KNneTb4YHU Heonnaasum
2.1. T-kneTbYHa NponnMAQoLMTHA NEBKEMUS 9834/3
2.2. T-kneTbYyHa NeBKEMUS OT ronemu rpaHynnpadm numcpoumTtu (T-LGLL) | 9831/3
2.3. ArpecusHa NK-kneTb4YHa neskemus 9948/3
2.4 T-kneTb4Ha neeBkemus/ NMMGOM Ha Bb3pacTHUTE 9827/3
2.5. EkctpaHoganeH NK/T-kneTbyYeH nMMAOM, Ha3aneH Tun 9719/3
2.6. EHTeponaTtuyeH tun T-kneTbYeH numMdom 9717/3
2.7. XenartocnneHaneH T-kneTb4yeH NnMmgom 9716/3
2.8. CybkyTaHeH naHakynutonogobeH T-kneTb4eH numdom 9708/3
2.9. Mwukosuc dyHrongec 9700/3
2.10. | CuHgpom Ha Sezary 9701/3
2.11. | NbpBMYEH KOXEH aHannacTeH egpokneTbyeH NMmMgom 9718/3
2.12. | NepudpepeH T-kneTby4eH NMMAOM, HEYTOYHEH 9702/3
2.13. | AHrmommyHobrnacteH T-kneTbyeH NMMdoM 9705/3
2.14. | AHannacTuyeH egpokneTbYyeH Mg om 9714/3
3 T-kneTb4Hu nponudepaunn ¢ HeCUrypeH ManurHeH noreHuman
3.1. | NlumcpomaTongHa nanyrosa | 97181
XOMmKKMHOB NMM®OM
1. XOOXKKMHOB NMAOM — HodynapeH ¢ numdouuTHa npeobnagaBaHe 9659/3
2. Knacnyeckn XogKKMHOB NMMGOM 9650/3
3. Knacnyeckn XogXKMHOB NUMAOM — HoAyrnapHa ckneposa 9663/3
4, Knacnyeckn XooKKMHOB NMMAGOM — ¢ 6oratcTBo Ha nMMgoLmTH 9651/3
5. Knacuyeckn XogXKMHOB NMMEOM — CMECEH KIeTbYEeH CbCTaB 9652/3
6. Knacnyeckn XogKKMHOB NUMAOM — NIMMAOLMUTHO U34YepnBaHe 9653/3




JIABOPATOPHA AUATHOCTUKA.

1. [OwarHoctuumpaHeTo Ha TyMopuTe Ha numdoungHata TbkaH TpsioBa Aa
Ce ocCbllecTBsBa B nabopatopum C HeobxogMmMuTe Ccheumanuctn u
MaTepuanHo-TeXHM4ecko obeaneyaBaHe. [lpu nunca Ha TakMBa e
HeoOXoAMMO  npepasrnexgaHe Ha  AMarHoCTMYHMS  MaTepuan B
npodununpaHa nabopatopusi.

2. MNpenopbyBa ce nabopatopuuTe MO XUcTonaTosfiorvs ga onpeaenat
NnepcoHanHo naTtosior CbC CrneuManeH MHTepec KbM XemaToNormyHuTe
3abonsBaHMs, 4YMMTO 3agaynm pda ObaaT: cb3gaBaHe Ha  YCrNoBuS
(obopyanBaHe, peareHTH, KBanMpukauns) 3a 3nbiHeEHNEe Ha NMbiHUS 00eM
n3crneaBaHus; olueHKa Ha KOCTHO-MO3bYHUS CTaTyc; OOMEeH Ha KIMHUYHA
WHopMauns; edeKkTMBHa Bpb3ka CbC 3BEHa, KOMUTO OCbllecTBsiBaT
MEeAMUMNHCKM OEeAHOCTM U n3crefBaHnsa Ha 6onHuTe ¢ nuMdomMu; yyactue
B XemaTtoriormdieH KOMWUTET, (PyHKUMOHMpaALL B CbLOTBETHOTO IeyebHOo
3aBegdeHve. Taka We ce rapaHTMpa M3cnegBaHeTO Ha agekBaTeH 3a
AunarHosaTta MaTepuan 1 U3roTBSIHETO Ha 3aKtoveHune.

3. lMpodwunupanata nabopatopuss TpssbBa Oa e B CbCTOsHME [Aa
ocbllecTBsABa B NblieH obem mnn ga mMMa edekTMBeH MexaHu3bM 3a
[OCTbM A0 crnegHuTe ANarHOCTUYHU NOAXOAM:

3.1. MopdonornyHa ekcnepTunaa.

CneumnanmampaHute nabopatopum Tpsibea ga pasnonarar ¢ obydeH n
ONUTEH B AMAarHocTMKara Ha XemMaTorlorMYHUTE Heomnnasmmn nepcoHan,
KOATO Oa € B CbCTOsiHME [Oa OCbllecTBABa NpodunupaHa
UMTONMOMMYHA WM XUCTOMOIMMYHA OUEHKA Ha  XemaTosIorMyHu
3abonsBaHus.

MmyHObeHOTMNIM3MPAHE.

JlabopaTtopusaAta TpabBa pOa € B CbCTOsIHME [Jda u3cnedsa
UMYHODEHOTUMHM  MapKepu,  Banuaupawm  mopdonornyHaTa
auarHosa Ha nuMmdomMmnte U/vnM Mmat CbLIEeCTBEHO MPOrHOCTUYHO
3HayeHune. MimyHodeHoTMNIM3aumnsaTa MoXe ga Cce OCbLLEeCTBsIBA Ypes
UMYHOXUCTOXMMMYHO  U/nn  bnoyunToOMETPUYHO  U3cneaBaHe.
JlabopaTopusaTta TpsibBa ga popmynupa 3a cebe ¢y N3non3BaHeTo Ha
eOVHMS UNW 1 Ha ABaTa noaxoaa.

MonekynsapHo-6MoNornyHu nscneaBaHus.

lMoHacTosilLleM, OCHOBHUTE TEeXHUKW, KOUTO Cce npunarat B
KNMHMYHaTa npakTMka ca [onumepasHata BepwkHa peakuums
(polymerase chain reaction, PCR), 3a ycTaHOBsIBaHE Ha KrOHanHOCT
N HSKOWM XapaKTepHW TpaHcrokauuumn, n dryopecueHTHaTa in situ
xnbpuamnzaumsa (fluorescent in situ hubridization, FISH) 3a
YyCTaHOBSIBaHE Ha TpaHcrokauum 1 GPONHN XPOMO3OMHM aHoManuw.
Te3n nogxogu ce npunaraT, aHanorMyHo Ha MMYHOEHOTUMHOTO
n3cnegBaHe, 3a BanvaupaHe Ha AvarHosaTa u uaeHTuduumnpaHe Ha
NPOrHOCTWYHM dbakTopn, B
4. CneunanuaupaHata nabopatopus TpsibBa ga nputexaBa e(eKkTUBHO
OefcTBall MexaHu3bM, KOWTO Oda ocurypsiBa CbMoCTaBka Ha BCUYKK
mMaTepuanu, B3eTh 3a uscneaBaHe B Xxoda Ha 3abonsBaHeTo (OT pasnnyHu
nokanusaumMm — NMMHU Bb3NKU, KOCTEH MO3bK M ApP., KbM MOMEHTa Ha

3.2.

3.3.

’
’

Comment: Kiacuyeckara
IIUTOT€HETUKA UMa OTPAHUYCHO
HPHIIOKEHUE IIPH IMarHOCTHKATA
Ha mMdomure. Be3moxHO €
MIPUIIOKEHHETO 1 1pu BepkuToB
THIT JIeBKeMusi/THM(bOM Harnpumep.
Hosure MeTonuku 3a
TEHOTUMHM3UpPaHe (T. Hap.
GHOYHIIOBE) ca B MPOLIEC HA
Ppa3paboTBaHe U MOHACTOSIIEM Ca
TIPAKTUYECKU HEPUIIOKUMHU 3a
OBIrapcKUTE yCIOBHS.




noctaBdHe Ha AuarHosaTa Wnu npu npocrnegsiBaHe W oOuUeHKka Ha

eBeHTyanHun peungusm).

5. PesyntaTbT OT U4MNOCTHOTO nabopaTopHO  wu3cnegBaHe  3a

AnarHocTuumpaHe n knacuduuyupaHe Ha numdougHa Heonnasnsa Tpsabea

Aa 6bae n3roTeeH Npeamn HayanoTo Ha TepanuaTa.

5.1. Jlabopatopuata TpsAbBa Ha € B CbCTOsSHME Jda  W3rOTBM
npeaBapuTeneH XWUCTONMOrMYeH pesynTtat 3a 5 paboTHM OHU OT
nonyyaBaHe Ha GMONOrMYHMA MaTepuan 3a U3creaBaHe.

5.2. B vact oT cnyyaute MONEKynspHO-OMONOrMYHNTE WK3CrneaBaHus
MoraTt ga M3ucKBaT Mo-NpoAabIpkMTENeH nepuod. HeobxogmMmo sicHO
Oa 6bae NOCOYEHO OO0 KakBa CTEMeH OKOHYaTernHaTa guarHo3a unu
cybknacuduupaHe e 3aBUCMMA OT TAX UMW MMA OTHOLUEHUE KbM
oueHKaTa Ha MPOrHOCTUYHMS PUCK.

5.3. lNpu nony4yaBaHe Ha pe3ynTatute OT MbiHMA 006eM M3crnedBaHus,
TpsibBa 4a ce M3roTBU USANOCTEH akTyanuanpaH pesynrart.

6. NabopaTtopuaTta TpsbBa fa npuTexaBa e(EKTMBEH MeXaHu3bM 3a

ocurypsiBaHe Ha KadecTBO.

6.1. JlaGopatopusita TpsbBa ga nputexaBa paspaboTeHa cucTema 3a
BbTpelueH kayecTBeH KOHTPON.

6.2. Jlabopatopusita TpsibBa pfOa ydvacTBa BuHarM, Korato ToBa e
Bb3MOXHO B CUCTEMMW 32 BbHLIEH KaueCTBEH KOHTPOI.

7. NabopaTtopuaTta TpsibBa Aa u3paboTn edekTMBeH MexaHu3bMm 3a

obCcbxaaHe Ha BCEKM AMArHOCTMYEH Cnyvan OT MyNTUAUCUMMIIMHAPEH

€KuMn, CbCTaBeH OT CcneumanucTu, KOWUTO YydacTBaT B AumarHosata wu
neyeHMeTo Ha OOMHM C XemaTonorMyHu HeonnasuuM (3a  KpaTko

XemaTtonornyeH KOMUTET).

7.1. Bcekn HoBoamarHoctMumpaH OoneH TpsibBa ga 6bae obcbaeH ot
XeMaTonorMyH1s KOMUTET Mpean CbCTaBsaHE Ha nedebHus nnaH.

7.2. XeMaTonorMyHuaT  koMmuteT Tpabea pfga obcbxaa  BCUYKM
HOBOAMArHOCTUUMpPaHN 6OSTHK 1 BONHKU C peunamB.

8. PesyntatbT OT XMCTONATOMOIMYHOTO WU3cnegBaHe Ha OoneH ¢

Heonnasusi Ha numdoungHaTa TbkaH MOXe Aa e npegBapuTeneH unu

OKOH4YaTeneH, KOeTo 3agbipkutenHo TpsbBa ga Obae BNMCaHO BbPXY

noAnMcaHns pes3yntar oT U3BbPLUMMIUS U3CNEABAHETO CNELManmcT .

8.1. npegBaputeneH e pesynTaT, W3roTBeH Ha ©Oaszata Ha
MOpP(ONOrM4YHO M3cneaBaHe, KOWMTO He CcbabpXa [[aHHuM OT
UMYHOPEHOTUNHO M3cneaBaHe, AaHHU 33 KOCTHO-MO3bYEH CTaTyC,
LUTOreHeTUYHO u3criegBaHe (KbAeTo ToBa € MPUIOXUMO) U He e
obcbaeH OT MyNTUAUCUMMNMIMHAPEH KOMUTET OT crneuvanucTi,
KOWTO  KOHCynTMpa BCEKM HoBogumarHoctuumpaH 6oneH ¢
XemaTtornormyHa Heonnasus (3a Mno-KkpaTko, XemaTonoruyvex
komuteT). [MpeaBapuTenHuUaT pesynTar MOXe Aa He Cbabpxa
TOYHUS cyOTUN Ha Heonnasuata cbrnacHo MKB —10-0-3

8.2. oKoHYaTeneH e pesynTaT, KOMTO CbabpXa onucaHue u obcbxaaHe
Ha JaHHWUTE OT MOPEOMNOrMYHOTO U NMYHOEHOTUMNHO N3cneaBaHe,
KOCTHO-MO3BbYHUA CTaTyC, LUTOreHeTMYHO u3cnedBaHe (KbaeTo
TOBa € NPUMoXMMo) U e obcbaeH OT XeMaTonormyeH KOMUTET.
OkoHYaTenHUAaT pesyntar cbAbpXa TOYHMS CyO6TUN U KO4 Ha
HeonnasusTta cbrnacHo MKB 10 — 0.3.




MATEPUWAN U METOOU 3A U3CNEABAHE

BrnoncnyHn TeXHUKU

1. 3a gmarHocTuumpaHe Ha HeonnasuuTe Ha numdounagHata TbkaH Han-
YecTO Cce u3non3Ba marepuan OT eKcuM3anoHHa 6uoncust Ha numdeH
Bb3en. [lpn 3acsaraHe Ha eKkcTpa-HoganHu fokanusaumu guarHosaTa ce
OCHOBaBa Ha XUCTOOMOMCUYHO M3criegBaHe Ha MaTepuan OT CbOTBETHUS
opraH (xpaHocMmunaTeneH TpakT, KoxXa, crneska, KOCTeH MO3bK Unu ap.).
2. MpenbpbyBa ce GuoncuaTa da ce nnaHyea cnepn obckxoaHe Mmexay
KIEHWYEH XxemaTornor, Xupypr v nartonor. [NpegBapuTenHa oueHKa Ha
andepeHuManHa KpbBHaA KapTuHa OM nNpedoTBpaTUNO HEHYXHW Buoncum
npu 60MNHN C OCTPU NEBKEMUM U XPOHMYHA NMMMAOLINTHA NEBKEMUS.
3. HanpaBneHneto 3a XxucToOmaTonorM4yHO u3crnedBaHe TpsibBa Aa
cbabpXa TOYHA WHopMaumss 3a nokanusaumsata Ha 6uoncupaHus
MaTtepuan W KIMHUYHM WU nabopaTopHM OaHHWM, CbLUECTBEHW 3a
KnacmdpuuupaHeTo Ha HeonnasusTa cbrnacHo knacuguckauuara Ha C30.
3.1. o npaBwno, matepnanbT 3a uU3crnegBaHe ce uanpawia oT XMpypr.
MpenopbyBa ce HanpaBneHNeTo KbM nabopartopusiTa Aa cbabpXka
MMETO Ha KNUHUYHNSA XemMaTonor, HasHa4mn buoncuaTa.
3.2. HanpaBneHneto 3a u3crneaBaHe TpsibBa Oa cbAbpxa cnegHaTta

WHopmaLms:
e [Jemorpadckn gaHHM - non, Bb3pacT, paca (KbaeTto ToBa e
HeobxoaMmMo)

e [ata Ha B3eMaHe Ha maTtepuana

e To4Ha nokanusauusi Ha GuoncupaHusa marepuan

e [HaHHn 3a  pasnpocTpaHeHne Ha  3abonsBaHeTo  —
numdageHomeranuns, opraHomeranus

e KnuHmyHO npoTWyaHe, KAMHUYHM Oemne3an Ha OuonoruyHa
aKTUBHOCT

» BaxHu nabopartopHu nokasarenu

e [aHHM 3a CbMbTCTBAWO CbCTOSIHUE, CBbP3aHO C UMYHEH
aecvumnt  (HIV, EBV, aBTOMMyHHM 3abonsiBaHus, BpOAEH
UMyHeH geduumT u ap.)

» [aHHu 3a npegxoxgallo HeonnacTnyHo 3abonsasaHe

e WmeHa Ha xupypra, ocbliecTBun Owuoncudata. KVmeHa Ha
KMMHUYHMS Xemaroror, HasHauun buoncusaTa.

3.3. MNpenopbyBa ce cneumanuampaHuTe nabopaTopum ga W3roTBAT
cneunaneH duw-HanpaBneHme 3a OONHWM C  XemMaToNornyHu
Heonnasuu .

4. 3a pgunarHosata e HeobxogumMa oOueHKa Ha BCUYKM  XUCTOMOrUMYHM
npenapaTtu, MNpuM HanUuMeTo Han-manko Ha eguH napaduHoB 610K,
npeacTaBuUTerneH 3a Tymopa.

5. Ako matepuanbT He e NpeAcTaBuUTENEH 3a onpedensHe Ha gnarHosaTta
(HepocTaTbyeH, HeagekBaTHO 06paboTeH, B3eT U3BBLH NoKanu3aunsaTa Ha
HeonnacTUYHUSA NPoLec 1 T.H.) ce NPUCTbMNBA KbM MNOBTOPHa Buoncus.

6. TwHKOUrNeHaTa acnupaumoHHa Buoncus unM TbHKOUINEeHaTa true-cut
Guoncnsas Ha nuMdeH Bb3EN WNM APYr opraH He ce npernopb4yBa 3a
MbpBOHAYarHoO guarHoctuumpaHe Ha numdom. Ta Moxe da ce npueme



camMo MO W3KMYEeHUe, Npu HEBBL3MOXHOCT 3a AobuBaHe Ha Mo-rofnsm
OuoncuyeH martepuan u4pes3 XupyprmiyHa WHTEPBEHUMS U KoraTo €
cbyeTaHa C  afekBaTHO UMYHOEHOTUMNHO  M3cnedBaHe Ha
HeonnacTuyHaTa nonynauums.

7. 3a ocurypsiBaHe Ha onTMManHa pguarHocTuka Ha numdomnte ce
npenopbyBa CnasBaHeTO Ha onpederieHy npasmna npu obpaboTkata Ha
GuoncmyHna matepman.

7.1. TpaHcnopTupaHe Ha BuoncmyHmsa matepuan.

o [penopbuutenHa e paboTa ¢ HedMKCHMpaH maTepmarn.

0 MaTtepmanbT ce TpaHcnopTMpa MO HaW-6bp3nMs HauuMH Ao
naTtoxucronornyHata nabopaTopusi B 3aTBOPEH CTEPUIEH CbA U
CbMNPOBOLEH OT HanpasfieHne cbrnacHo 3.2.

o TpsibBa ga ce u3bsrea uscbxeaHe Ha MaTepunana. lNpenopbysa ce
npeHacaHeTo My YBUT B HanoeHa ¢ PU3NONOrMYeH cepym XxapTus
UM B CbA CbC CTepuneH U3NONOrMYeH cepym, pasTBOp Ha
HANKSs mnnun cpega RPMI 1640 Ha cTarHa TemnepaTypa 4o 2 Jaca
uim npu 4°C go 24 vaca. [la He ce [fonycka 3ampb3BaHe Ha
MaTepuana.

7.2. NbpBrNYHa 06paboTka Ha XMCTONOTMYHMUS MaTepuan

0 buncuuHmaTr matepuan TpsibBa ga ce o06paboTu MakcumanHo
Obp30, 3a ca ce CbxpaHyu MOpPdONOrvATa U aHTUreHHUTE ENUTONU

0 JlumMdHUAT Bb3EN ce cpA3Ba NepneHanKynsapHoO Ha HagnbXHaTa cu
ocC, crief KOeTo ce U3roTBAT YCNopeaHu CepuiiHM cpesun ¢ gebenvHa
OKOJS10 2 MM.

o CneskaTta ce HapsasBa npeaBaputenHo npes 0,5 cM 3a oueHka Ha
€BEeHTyanHn HoaynapHu WHUATPaTU. AKO KOHCUTEHUuATa He
no3BorisiBa M3roTBAHE Ha TbHKM Cpesu ce npenopbyBa ouKcuMpaHe
Ha TbKaHTa, cpsAsaHa npe3 1-1,5 cm, crneg KOeTo ce U3roTBAT U
onuceaTt AOMbAHUTENHO ThHKU Cpesu.

0 Heobxogmmo e nonyyeHnaT matepuan ga 6bae onucaH nogpobHO
— pasmepu, UBSAT, KOHCUCTEHUUS, Hanu4Me unu nunca Ha suauma
HOOYNapHOCT, KPbBOM3NMBM  WMNU  HEKpo3a Ha  cpesHaTa
NOBBHPXHOCT.

o [lpuroTBAT ce HAKONKO TyndepHu npenapaT OT NPSCHO cpsidaHaTa
NOBBLPXHOCT Cred KaTto eQHOKpaTHO Ce NoCTaBu BbpXy (PUMTbpHa
XapTus 3a LUMTONOrM4yHa OLeHKa W ce wu3cylwaBaT Ha cTavHa
TemnepaTtypa.

0 Han-manko gBa oT cepuinHuTe cpesoe ce dukcupaT B 5-10 nbTH
no-ronam obem cumkcaTop.

» [IpenopwvuyBat ce cumkcatopm Ha Cysa, Buen unm B5 ¢ pH
7,0. [Jonycka ce dukcaumara BbB 10% HeyTpaneH
dopmManuH, Kato 3agbiMKUTENHO ce KoHTponupa pH 7.0.

» He Tpsabea aa ce gonycka dumkcaumsa Hag 4 yaca ¢ oukcatop
Ha Cysa unu B5 nnn Hag 24 yaca ¢ dmkcatop Ha Buen mnnu
dopmanuH nopagn yeBpexgaHe Ha aHTUreHHUTE enuTonm 3a
MMyHOEeHOTUNM3aLMS.

8.1. YacTt oT cBexus matepuan Moxe ga Obae msnpaTeH 3a

LUMTOTEHETUYHO WM  MWUKPOOMOMOIrMYHO uM3credBaHe B CbOTBETHa

cpega npu Heob6xo4MMOCT.
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9.

10.

11.

8.2. MpenopbyBa ce 4acTt oOT MaTepuana pga 6baoe 6bp30
3ampaseH Ha —80°C unu B TeyeH as3oT 3a MocneaBall MOSeKynspHU
/N UMyHOMOTNYHM U3cneaBaHus.
Mpn Bcekn GoneH ¢ numcoM 3a LenuTe Ha CTaaupaHEeTO M B peaku
cnyyau, 3a guarHosa, ce wmscnegsa GuoncuyeH maTtepman OT KOCTEH
MO3bK (B3eT OT crista iliaca 4ype3 TpenaHoGuoncus), Npu Bb3MOXHOCT C
acnvpauus,
9.1. [MpuroTBs ce NOHe eduH OTMNeYaTbK OT KOCTHO-MO3bYHaTa
Groncus 3a UMTONOMMYHO M3crenBaHe.
9.2. MatepuanbT ce (pukcupa 3a He noBeyvye OT 24 vaca B
6ydepupan 10% dopmanuH.
9.3. lMpenopbyBa Cce METOA4 Ha [AeKkanuuHauus, wagsw, no
OTHOLUEHME Ha aHTUrEHHNUTE EeNUTOMNMW.
Heobxooummn ca TbHKM KayeCTBEHW XUCTOMOMMYHWM cpesoBe (2-4um),
PYTUHHO OLIBETEHU C XemarnayH-e0o3uH, OLBeTsABaHe 3a PeTUKYNHU BrakHa,
*+ NAC 3a oueHka Ha CbAOBUTE CTPYKTYPU, a Npu Hyxaa n ouBeTsBaHUS
3a amunouna, 3a xenss3o u no Van Gieson. B nabopatopuu, nocTurHanm
Bb3MNPOU3BOOUMUN pe3ynTaTu npu ouseTsBaHe nNo Giemsa, OUBETABAHETO
MOXe [a npefocTaBu AOMbIIHUTENHA MHAOPMaLMA 3a uMTonnasMeHaTta
6asodunus, naeHTndULnpaHe Ha 6racTHU KNETKA U MAacTOLUTM.
Tyndep npenapatuTe pyTMHHO ce ouBeTsiBaT no May-Grunwald-Giemsa.

MMYHOXUCTOXUMUYHO uni3cnegBsaHe

1. JlabopaTopusi, KOATO OPOPMSA OKOHYaTenHa AumarHo3a npu GoneH ¢
Heonnasns Ha nuMmdonaHata TbkaH, TpsbBa Oa e B CbCTOosHME [Ja
nposexga WMYHOXUCTOXMMWUYHO u3cregBaHe KaTo wuaeHTudumumpa wu
nokanusuMpa aHTUreHn B TbKaHHW Cpe3u U LMTONOrMYHU npenapartu
ype3 CbLOTBETHO WMYHOXUCTOXMMUYHO MapkupaHe C aHTuTena,
M3NON3BaHNW KaTo CrneunduyHu peareHTM B aHTUreH-aHTUTAMNO
peakuuns 7 nocnepasatla BU3yanusauusa nocpeacTsom
driyopecueHTHU 601 UM eH3UMHU CUCTEMU.
1.1. B H#Akou crniy4yanm WMyHOEHOTUNM3UPAHETO € abComTHO
3a0bIKUTENHO 3a dopMynupaHe Ha ToudHusa cybtun (Hanp. [lpwu
efpokneTbyeH aHannacteH numdom, audyseH B-egpokneTbyeH
numdom u ap.)
1.2. [lpenopbyBa ce MMYHO(EHOTMNHO BanuaupaHe Ha guarHosarta
OOpu B criydau, Npu Kouto T Moxe ga 6vae dopmynupaHa camo npu
PYTMHHO ouBeTsABaHe (donukynapeH numdcom, 6onect Ha XO4KKUH U
Ap.), 3a U3kn4YBaHe Ha eBeHTYyanHn ANarHOCTUYHU FPELLIKN.
1.3. MMyHOXMCTOXMMWYHOTO Mu3cnedBaHe MOXe [da He 0Obae
npoBexaaHo B Ccriyyau, MNpu KOUTO ManurHeHaTa nonynauus e
UMyHOeHOoTUNM3npaHa 4ype3 ProyunToMeTpms U HaMa CbMHeEHVe 3a
Hanu4ve Ha guckopgaHTeH NMMdOM UM Metactasa..
2. JlabopaTopus, kosSTO OoOpMs OKOHYaTernHa guarHosa npu 6oneH c
Heonnasusi Ha NumdonaHaTa TbkaH, TpsabBa Aa pasnonara ¢ onTMMareH
naHen ot aHTuTena 3a umyHodeHoTunmaaums (Tabnuua 2.)
2.1. B noseyeTo cnyyau e HeobxoouUM MUHMMAreH naHen oT aHTuTena
3a pyTWHHa [JuarHocTuKa, KOWUTO MO3BOMsBaT onpefensHe Ha
NMHerHaTa NpPUHaANEeXHOCT Ha HeonnacTuyHaTa nonynauus.
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2.2.

2.3.

2.4.

2.5.

2.6.

Mpu TpyaHu B andepeHLmanHo-gMarHoCTUYHO OTHOLLEHME Criyyau,
KaKTo 1 npu HeobxoauMOCT OT npepasrnexaaHe Ha guarHosara, ce
npunara no-wWupokK naHen aHTuTena.

Jlabopatopusita nogabpka naHen oT aHTUTena B obemM, cbobpaseH
¢ Opost Ha gnarHocTUUMpaHuTe 6oNHU ¢ NMMGONIHN TYMOpPMU.
Jlabopatopusita TpsibBa ga e 3ano3HaTta C TMna Ha OLBETsIBAHETO
npyv WU3MNON3BaHETO Ha pasnUYHK aHTuTena (LMTonnasmMeHo,
MeMOpaHHO, SAPEHO), NOMNOXUTENHO U OTPULIATENTHO MapKupaHute
CTPYKTYpPUY, EBEHTYANHUTE TEXHNYECKN OrPaHNYEHUS.
JlabopaTtopusata TpsibBa pga € paspaboTuna v Aa npunara
CbOTBETHM MEeToAM 3a amnnudukaumss Ha curHana, npu
U3Mnon3BaHe Ha aHTUTenNa, 3a KOUTO ToBa € Heobxoanmo.

[onycka ce koonepupaHe Mexay nabopaTopun, KOUTO paboTaT B
obrnactta Ha numdouagHUTEe  TYMOPW, 3a MOCTUraHe Ha
MKOHOMMYECcKa e(EeKTMBHOCT U  No-4obpo  KayecTBO  Ha
anarHocTukaTa.

Tabnuua 2. AHTMTena 3a AuarHo3a WM cyo6knacucpuumpaHe Ha

numdomu.
AHTUTANO KnuHu4HO npunoxeHue
CD20, CD79a MaH-B mapkepu
CD5,CD10,CD23 Mapkupat B-kneTb4HM cybnonynauum 1 CbOTBETHUTE Heomnnasuu

(nmumcpoumTteH numdgom CD5+, CD23+; donuvkynapeH numdgom
CD10+, CD23-, CD5-; maHTenHo-knetbveH nmmcgom CD5+,
CD23-, CD10-). CD5 e T-kneTb4eH Mapkep M Mapkupa
NonoXnUTenHo n 3penu T-numdoumnTu.

Kappa/lambda neku | 3a ngeHTudeuupaHe Ha KONOHaNHOCT npu B-kneTbyHM numMmdomu.

BEPUTM

TexHU4ecku nscrneaBaHeTo e TPYAHO U pesynTaTuTe Tpabea aa ce
MHTEpnpeTMpar ¢ 0cobeHo BHUMAHVE.

Bcl-2

Mapkupa noBeyeTo B-kneTbyHM U T-KNETbYHU NMMEPOMM.
OtpuuatenHa peakumss B B-numcouutute Ha UeHTbpa Ha
peakTMBHM NUMAHN POMUKYNU 1 NoneseH 3a oTrpaHWyaBaHe Ha
peakTMBHa (onukynapHa xunepnnasus oT  donuKynapeH
numeom. He oTrpaHunyaBa donukynapeH numdgom ot apyru
nmMmgomn.

Cyclin D1 Mapkvpa nonoxutenHo numcdomm ¢ t(11;14), Hanl-vecTo

MaHTEMHO KNeTbyHU. TexXHWYecku u3criegBaHeTo e TPYAHO U
M3UCKBA U3MNOM3BaHe Ha cUCTeMU Ja aMnnuduKauma Ha LBETHUNA
NPOAYKT.

CD3, CD45RO MaH-T mapkepu

(clone UCHL1)

CD4, CD8, CD7 Mapkupat cybrnonynaumm Ha T-nUMOUUTM U CbOTBETHU

Heonnasuu.

CD56, CD57 NK-knetbyHn mapkepun. CD56 mapkupa noseyeTo NK-KneTbyHU

Heonnasmn. CD57 mapkmpa n T-numdouuTn B repMUHATUBHU
LEeHTPOBE U e NoreseH nNpu avarHosata Ha XO4XKMHOB NUMEOM 1
HogynapeH ¢ NMMAdOoUMTHO NnpeobnagaBaHe.

CD30, CD15 lMonesHn 3a oTrpaHuMyaBaHe Ha XOMKKMHOB numdcom (CD30+,

CD15+) oT egpokneTbyeH aHannacteH numegom (CD30+, CD15-)
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ALK1 Mapkupa ¢ysmoHHusa npotemH NPM-ALK, acoumupaH ¢ t(2;5) u
Opyrn TpaHcnokauuu, 3acgarawm ALKL reHa npu egpokneTbyeH
aHannacteH numdcom ¢ gobpa nporHosa.

Ki-67 Mapkvupa sgpeH aHTUreH B fensawm ce kneTku. [loneseH 3a
AeduHpaHe Ha NMM@OMM C BUCOK NponudepaTesBeH noteHuman,
npu numcom Ha bbpkut — o 100%.

EBV(anti-LMP1) Mapkupa EBV-nonoxutenHn numdoumTu.

CD34 Mapkupa XxemMonoeTuyHM CTBOMOBW  KMETKM W 4acT OT
NpeKkypcopHUTE NMMGONAHU Heonnasuu.

3. Bcsko nscnegsaHe TpsibBa ga BKoYBa NOMOXMTENHA 1 OTpULlaTenHa
KOHTpona.

3.1. ®oHOBOTO MapkupaHe TpsbBa Oa ce HaManuM MakCUMarnHo 4pes
crneuunduryHo BnokupaHe Ha eHOoreHHUTe cybeTpaT B 3aBUCUMOCT
OT u3nonssaHaTa Bu3yanusmpalia cmctema.

3.2. Karto oTpuuartenHa KOHTpona Ha HecneumguyHOTO CBbpP3BaHE Ha
aHTMTenata TpsAbBa ga ce u3non3yBaT KOHTPOMHW MW3OTUMHU
aHTUTena, crneumdu4HM CnNpsMoO aHTUreHW, KOUTO He ce cpellaT U
He moraT Aa 6baaT nHAyuMpaHu B TbKaHM Ha 603anHuLM.

3.3. Karto oTtpuvuatenHu KOHTPOMM Ha WMYHOXUCTOXUMMWUYHOTO UMK
UMYHOLIMTOXMMUYHOTO M3CreaBaHe C Lern OueHKa Ha HanvyneTo Ha
eHgoreHeH cybcTpaT Ha  Bu3yanuauMpawiata cuctema B
uscnegBaHUTe TbKaHW WM KNeTkW, ycnopegHo Tpsibesa ce
WHKYBupaT npenapatv OT W3crnedBaHWs maTepuarn, npu KouTo e
NponycHaTo MbPBUYHOTO @HTUTANO.

3.4. Kato nonoxwuternHa KoHTpona TpsabBa Aa ce M3nonsBaTt TbKaHu UIu
KNeTKW, 3a KOUTO € M3BECTHO, Ye ca NOMOXUTENHU 3a TeCTBaHUA
aHTUreH. Mpn m3cnegBaHe Ha  NEBKOUUTHW  @aHTUTEHWU
XemMonoeTuyHata TbkaH nNpefocTaBd BbLTPELWHU  MONOXUTENHU
KOHTPOSMX 3a U3Non3yBaHUTe aHTU-NEBKOLUNTHU aHTUTena.

4. 3a oTandbepeHLmpaHe OT Heonnasuu ¢ Apyra XxmcroreHesa rno npeLeHka

nabopatopudta crnegBa Aa BKMAKYM W aHTUTEna cpeLly UMTOKepaTuH,

BUMEHTUH, HEBPOH-CreumdnyHa eHonasa n MmenaHoMH1 MapKepu.

UmyHodeHoTMNM3aLMA Ype3 hnoyumntTomeTpus

1. JlaGopatopusi, KosiTo 0chopMs OKOHYaTENHa AMarHosa npy numdongHu
Heonnasum TpsbBa Oda € B CbCTOSHME [fa wugeHTMduuMpa K
Xapakrepuaunpa UMYHOEHOTUMHO ypes drioyumntTomeTpus
HeonnacTUYHO paspacHanm XeMONoeTUYHN KIEeTKN OT pasnuyHu NUHUN
Ha numdonaHa gudepeHumaumss unu ga mMma gobpe OyHKUMOHMPALL
MEexXaHM3bM 3a Bpb3ka C dnoyuutomeTpnyHa nabopaTopus,
ocbLecTBsABaLla UMyHOEHOTUNU3aUuaATa.

1.1. Bcekun ouonornyeH maTtepwuarn, nsnpateH 3a
UMyHodeHoTUNM3aLms, TpabBa pga  Obpge nscnensaH
MOPPONOTMYHNO 1 NPU HEOBXOOANMOCT — LIUTOXUMWNYHO.

1.2. Bcsako HecboTBeTCTBME MeXOy AaHHUTE OT MOPOSIOMMYHOTO U
UMYHOPEHOTUNHOTO u3cneaBaHe cnensa na 6bae U3ACHEHO.

2. 3a nmyHodeHoTUNM3auusa Ypes grnoyumMtoMeTpmsa KbM guarHosata Ha

numdcongHn Heonnasuu, npobu 3a mscrneasaHe ce npenopbyBa Aa
6baat nonyyeHn oT nepudepHa KPbB WM KOCTEH MO3bK, M MO
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N3KNK4YeHne OoT JIMKBOP, MalurHeHn wu3nmeu, CBEX MaTtepuan oT
NUMHN BB3NKU Unn TYMOPHA dopmaumm crneq UsroTBsiHe Ha KneTbyHa
cycneH3usd.

2.1.

2.2.

2.3.

Mpu MyHOEHOTUNMU3AUUA Ha KIETbYHU CYCMEH3NU, U3FOTBEHU OT
numMmdeH Bb3en, cneska unu TymopHa opmauusa Tpabsa ga ce uma
npeasugd, 4Ye He wMoraT fa 6bgat oueHeHn TonorpadckuTe
XapaKTepucTUKM Ha uscneaBaHuWTe nonynauMm W He BUHarM e
Bb3MOXHO OTrpaHM4aBaHe Ha npumeca OT HOpMarHu pes3vgyanHu
W peakTuBHM numdcpounaHu knetkn. MHTepnpeTtauunsaTa Ha pesynrara
uanckea ocobeHa MpeanasnMBoOCT U TsCHa Konabopauus ¢
Mopconor.

Mpu uMyHObeHOTUNHO u3cneaBaHe 4pe3 NoyLMTOMETpUs Ha
MaTepuarn OT KNEeTbYHU CYCMEH3UU, U3rOTBEHM OT NUMMHN Bb3NK 1
OpyrM  OpraHu, 3agbiKUTENHO Ce MpOoBEXAa XUCTOMNOrMYHO
uscnegBaHe Ha CbLUMS KMMHUYEH maTepuan.

Mpn HecbOTBETCTBME Ha [JaAHHWTE OT MMYHO(EHOTUMHOTO
uscnenBaHe 4pe3 royuuUTOMETpUS Ha MaTepuan OT KIEeTbYHU
CYCMEH3UN, U3rOTBEHM OT NMM@HM BB3NU WU OPYrU OpraHu, u
XUCTOMOMMYHOTO M3CNEeABaAHE Ha CbLUMSA KIMHWYEH maTepuan, 3a
nokasarterneH ce nprvemMa XUCTONOTMYHUAT pe3ynTaTr, Cb4YeTaH C
UMYHOXUCTOXUMWYHO U3CNeLBaHE.

MMmyHodeHoTMNU3auns Ha numgonaHun Heonnasuu ypes
dhnoyunToMeTpusi NPefocTaBs Bb3MOXHOCT 32 6bp30, YyBCTBUTENHO U
Bb3NPON3BOAMMO ornpedensHe Ha MMyHOeHOTMNa Ha HeonnacTuyHaTta
nonynayus B 4acT OT HO30M0rM4yH1UTE CyOTUNOBE:

3.1

3.2.

3.3.

3.4.

3.5.

uMyHodeHoTUNM3aumaTa Ypes pnoyuutoMmeTpus e AnarHoCTUYeH
noaxon OT MbpBa nNUHWUSA (3aegHo C  Mopdionoruata) npwm
NPeKypcopHu NMMAGOoBNacTHU NEBKEMUN, XPOHUYHA NUMOOLMTHA
neeBkemusi, TpuxoneBKko3aTa, nponudepaummte OT  ronemu
rpaHynupaHm nmmounTy, Kato 3Ha4yMMo nosuvLaBsa
OuarHocTnyHaTa NpeumnsHOCT U Bb3MOXHOCTUTE 3a OTrpaHn4yaBaHe
OT Apyr1 numdonponudepaTnBHU NPoLECH, U MO TO3M HaYUH AaBa
cbllecTBeHa uvHGopMauMs 3a  MNO0-HATaTbLIHOTO  KIWUHWYHO
nosegeHue.

uMyHodeHoTunM3aumaTa ypes royLunuTomeTpus uMa orpaHnyeHo
npunoxeHne 3a MbpBOHAYarHo AnarHoctuumpaHe Ha
NnasmMoKNeTbyYyHN AUCKPa3UM MU MUENoMm

UMyHobeHoTMNN3aLMATa Ypes hNoyLUTOMETPUS He e nokasaTenHa
3a onpegensHe Ha HeonnacTuyHata nonynauus npu 6omHu ¢
XOOKKMHOB NUM oM

UMyHobeHoTMNN3aLMA Ha nepudepHa KpbB ce npenopbyBa npu
Bb3PaCTHM C HeACHa nepcucTupalla numdouuntTosa npegm KOCTHO-
MO3bYHO n3crenBaHe

UMyHobeHoTMNN3aLMA Ha nepudepHa KpbB He ce npenopbysBa
KaTo CKPUHWHIOBO Wu3crneaBaHe 3a numdonponudepaTMsHo
3abongBaHe npu nmnca Ha abconwTHa  nMMdoUMTO3a,
MOPMONOrMYHN  AaHHM 3a abHOPMHU NUMAOMAHU KNEeTKUn wnu
cnneHomeranus
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3.6. npu B3emaHe Ha maTepuan OT KOCTEH MO3bK 3a CTagupaHe Ha
6ornHn ¢ numdomMu e yMecTHO OoThensdHe Ha 4acT OT Hero 3a
€BeHTyanHo UMyHOEHOTUMHO n3cneaBaHe.

4. NmyHOoeHoTUNn3anpaHe Ha MM ongHu Heonnasuu c

dnoyuutomeTpnsa Tpsabea da ce npoBexga MUHMMYM C BanugupaHa

AByuUBeTHa MMyHodnyopecueHums (4-napameTbpHa dnoyuutometpus). C

u3nonseaHeTto Ha 5- wnu 6-napameTbpeH aHanu3 ce yBenuyaBsa

Bb3MOXHOCTTa 3a UAEHTUdUUMPAHe U xapakTepuaupaHe Ha abHopMHa

nonynauusi B paMKuTe Ha XeTeporeHHaTa npoba.

5. Jlabopatopusi, KosiTo npoBexaa ¢rnoyumMTomMeTpuss npu GonHM ¢

Heonnasuy Ha numdonagHaTa TbkaH, TpsabBa Aa pasnonara ¢ onTuMarneH

naHen ot aHTuTena 3a umyHodeHoTunmaauus (Tabnuua 3.).

Tabnuua 3. AHTMTENa, 3Ha4YMMK 3a AMarHosaTa u cybknacupuumnpaHeTo Ha
numconaHn Heonnasum B nepudepHa KPbB U KOCTEH MO3bK

FITC PE Tpemu yesm Yemebpmu yessm
Ig kappa Ig lambda CD19 CD20
CD103 CD22 CD19 CD11c
CD5 CD10 CD19 CD38
MoHoKnoHanHu . "
anmumena 3a B- CD34 CD133 CD19 CD38
KI1iembYHU CD20 CD22 CD19 CD38
numgboudru CD10 CD34* CD19 CD20
Heonnasuu
CD23 FMC7 CD19 HLA-DR
cyCD79a CD79b CD19 CD20
Smig cylgu CD19 CD20
CD10 CD5 CD3 CD7
CD1la CD38 CD3 CcD7
Kom6uHayuu om MA | CD2 CD57 CcD8 CD7
3a T/ NKknemby4Hu
numpousHu CD16 CD56 CD8 CD7
Heonnasuu CD4 CD8 CD3 CD7
TCRap TCRyd CD3 CD7
CD33* CD117* CD34* CD7

3abenexka: * - aHTWTEna, 3Ha4YMMK MpU AMarHOCTUKaTa Ha MPEeKypcopHU nuMdouaHu
Heonna3suu; FITC — fluorescein thiocyanat, PE — phycoerythrin, Tpetn ugat — PerCP unu
ECD; 4yeTBbpTH UBAT - PE-Cy5 unn APC B3aBMcMMOCT OT hrioyumutomeTbpa.

6. TecT naHen®uT cnegsa ga 6bae noabpaH Taka, ye Aa BKMOYBa NOHE eanH
aHTUrEH C sipka eKkcrnpecust BbpXy NOBEYeTO KNeTku B npobaTa, KakbBTO €
CD45.

7. Kato oTpuuatenHa KOHTpona Ha HecneuudpuyHOTO CBbp3BaHe Ha
aHTMTenarta TpsbBa ga ce U3Non3yBaT KOHTPOSTHU U3OTWMMHWM aHTUTena,
crneundmryHM CNpsaMo aHTUreHn, KOUTO He Ce cpeLlar 1 He moraT ga 6vaar
WHOYUMPaHU B TbKaHW Ha 603aMHMLM, KOHIOMMPaHW CbC CbOTBETHUTE
hrIyopoxXpomu.

8. Pesyntatute npu NoBTapsLLO Ce aHTUTAMNO (aHTUTena) B pamkuTe Ha TecT
naHena Ha nauuweHTa TpsbBa ga ca yctonuuBu (B rpaHuumTe Ha 5%),
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OCBEH aKo pYTMHHO He ce Mnonyyasa Mo-ronisiMa pasnuka, nopaau
M3MON3BaHeTO Ha pasnuyHM NyopecueHTHU Mapkepu unum aHTutena,
pasno3HaBaly pasnnyHn aHTUrEeHHW enuTonu, KOeTo ce npenopbyBa ga
6bae oTpaseHo B pesynTara.

Pesyntatute ce npeacTtaBAT KaTo MPOLEHT MOMNOXWUTENHO MapKupaHu

KNeTkn B eNneKTPOHHMSA Mpo3opeL, Ha npegrnonaraeMmte HeomnnacTUYHM

KNeTKn U BKMHOYBA KOMEHTap 3a NUHenHaTa NpuHagnexHocT M CTeneH Ha

Cb3psiBaHe.

9.1. Tlpn nonyyaBaHe Ha abHopmarnHa peakTUBHOCT (MO-BMCOK UNu no-
HUCBK MHTEH3UTET Ha CBETEHE OT HabnogaBaHUS BbpPXY HOPMarnHu
KneTku, abepaHTHO CbyeTaBaHe Ha JIMHENHO-aCcoLUNPaHN aHTUTEHM
M Op.) pesyntarbT Om TpsbBano ga Bknw4dBa M onucaHue (cnabo
WU C HUCBK WHTEH3UTET U/MNWN SIPKO MMM C BUCOK WMHTEH3UTET,
NNHENHO-KPBCTOCaHa UMM aCUHXPOHHA eKCnpecus N T.H.).

H_VITOFGHGTM‘-IHM N MONEeKynAaApHu n3cnenBaHua.

LinToreHeTUYHNTE N MONEKYNsIPHM M3cregBaHnsa No npaBuSio M3UCKBAT
CBEX WNM 3ampaseH Han-manko Ha —80°C GuonornyeH matepwan oOT
nepudepHa KpbB, KOCTEH MO3bK, IMMpeH Bb3en wunm TyMopHa
dopmauus.

1.1. Ekctpakuusa Ha OHK moxe ga ce ocbLecTBM U OT OMKCUpaHu
BbB dopManuH M BKAOYEHM B nNapaduMH XUCTOMOrMYHU
marepuanu.

1.2. FISH moxe Oga ce OCbLLEeCTBUM U BbPXY TbHKM XMUCTONMOMUYHMU
cpesn OT (pukcupaH BbLB (popManvH M BKMOYEeH B napaduH
XUCTOMOrM4YeH maTepuarn.

1.3. [lpenopbunTenHo e BbBEXAAHE Ha npoueaypu 3a 3ampassiBaHe
Ha O©OwuomnorMdeH Marepvan KbM AuarHosaTa OT OonHuM C
Heonsnasmm Ha NuMmdonaHaTa TbKaH.

M3cnegBaHeTo Ha KIOHANMHOCT [FeHW Ha MMYHOINOOYNMHOBUTE TEXKU
Bepurn — IgH, n T-knetbyHuTe peueptopn — TCR] ypes PCR moxe pa
Oboe o0cobeHO nMnone3Ho B OMAarHOCTMYHO TPyOHM cnydan  3a
OTrpaHM4yaBaHe Ha KNOHaNHM HEeOoNSacTUYHM MpPOLUECH OT pPeaKTUBHU
CbCTOSIHUS UNK onpefensiHe Ha NUHUS Ha audepeHumaums (B-kneTbyHa,
T- unn NK-kneTb4Ha), 6e3 Aa e 3aaAbiMKUTENHO BbB BCUYKM.
N3cnegeaHeTo Ha OPOMHM M CTPYKTYPHU XPOMO3OMHM abepaunn 4ypes
KOHBEHUMOHanHa kapuotunusaumnsi, FISH wmnn PCR Moxe pa page
CblUecTBeHa MHGOPMaLMA 3a nporHo3aTa B ONpenerieHn HO30M0MMYHK
cybTunose.

M3cnegBaHeTo Ha KIOHANMHWM Mapkepu Wunu onpegeneHn OponHU unu
CTPYKTYPHM XpOMO3OMHM abepaumn ype3 FISH wnn PCR moxe paa
nNpeaocTaByM MOJSIEKYNSIPEH MapKep 3@ MOHUTOPMpPaHEe Ha fie4YeHNeTo npwm
JapneH doneH B nepudyepHa KpbB /MMM KOCTEH MO3bK U OLEHKAa Ha NMbieH
TepaneBTMYeH oTroBop (Hanp. acnenBaHe Ha bcl2/IgH npu donumkynapHu
numcomu, nekyeaHn ¢ aHTn-CD20 megukameHTn — Mabthera; BCR/ABL
npu Ph+ npekypcopHu numdobnactHn nesBkemmm u gp.).
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TYMOPU HA TUM®OUOHATA ThKAH

MpekypcopHa B-numdcdobnacTtHa neskemua/nmnmdom

Mopdonorus numaobnactu 3
AHaTOMMYHa KocteH MoO3bK, nepudepHa KpbB wunm numdHu |3
nokanusaums Bb3NW, crneska, YepeH Apob, BanganepoB npbCTeH U

ap., U.H.C., TecTuc
VIMyHOheHOTMNHO | DNoyLUTOMETpPUSA: 3
n3cnegpaHe CD45+, CD19+, CD22+, CD79+, HLA DR+

CD34+, CD104, CD20+, CD134, CD33+

NmyHoxncToxumwms:

CD45%, CD20+, CD34+, CD10+, CD13+ T
LintoreHeTnyHo BponHM 1 CTPYKTYpHU aHOManuu, xunep-gunnounams, |3
nscnegBaHe Xunogunnongus
MonekynsapHo RT-PCR: BCR/ABL, AF4/MLL, PBX/E2A, TEL/AML1 |3
n3cnegpaHe FISH: 11923

M

3-zagbmkuTento, M-npenopbuntenHo, T-Npyu AMArHOCTUYHO TPyAHWU crydau, H-

He3aabIPKUTEINTHO

XpoHuyHa numdouunTHa NeBKkeMuUs /gpebHoKNeTLYEH NMMdounTeH

numdcom
Mopdonorus Manku 3penu numdoumTu 3
AHaTOMMYHA KocteH MO3bK — HogynapHa, uHTepcTuuuanHa unu|3
nokanusauus andysHa nHpunTpaumna 3
MepudepHa KpbB — NmdoumTosa >10.10%L 3T
nvnn  numdHM  BB3NKM, cne3ka —  audysHa
NMHpMATPaLmsa £ NceBAOGONUKYNN H
YyepeH apob n ap.
VIMyHOheHOTMNHO | DRNoyLUTOMETpPUSA:
nscnegBaHe CD45high+, CD19+, CD5+, CD23+, HLA DR+, sigM |3
low+, FMC7-, CD204, CD10-,
CD38+*, ZAP 70+* M
UmyHoxnctoxumms:
CD45+, CD20+, CD10-, CD5+, CD23+ T
LnToreHeTn4HO +12 B 30% n
n3cnegpaHe 13qg aHomanuu B 25%
t(11;14), 17p-, 110-
MonekynapHo PCR: IgH npeHapexaaHus M
nscnegBaHe

* MPOrHOCTUYHWN MapKepu
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B-kneTtbyHa nponumdcounTHa neBkeMus

Mopdonorus CpenHu no pasmep NUMGOUOHN KIETKU C YMEPEHO
KOHOEH3MpaH XpoMaTWH, NpOMMHUpAaLLA LeHTpanHa
Hykneona W ymepeHo KonuyectBo 6HasodunHa
yutonnasma

AHaToMn4Ha KocteH Mo03bk — pgudysHa wuHTepTpabekynapHa

nokanusaums NHUNTpauus
MepudepHa KpbB — WU3paseHa NuMGpounTosa
>100.10°/L n Hag 50% nponumdoLuTm
Cneska — gudysHa nHpuntpauus

VIMyHOheHOTMNHO | DnoyLuTOMETpUA:

nscnensaHe CD45high+, CD19+, CD5% (30%), CD23-, HLA DR+,
slgM cunHa ekcnpecusa+, FMC7+, CD20+, CD10-
UmyHoxnctoxumms:
CD45+, CD20+, CD10-, CD5-, CD23-

LintoreHeTnyHo t(11;14) — 20%, 139-, 110-

nscnegsaHe

MonekynapHo PCR: IgH npeHapexaaHus

nscnegsaHe

NumdonnasmounteH numdom

Mopdonorus JInmdpountn, numdonnaMmoumTy, NNasmounTn

AHaTOMUYHa KocteH Mo3bk (+) — HogynapHa wwunu gudysHa

nokanusaums NHUNTpauus
MepudpepHa kpbB () — ymepeHa nMMdoUMTO3a C
Mopdhonorus Ha 3penu numdounTn n
numdonnasmoumnTn
JlumcbeH BBb3en (+) — andysHa nHPUNTPaUUs, HaAMa
ncesgoMunmkynu, numdouunTn, numdonnasMmoumTu, +
MAC-non. WHTpaHyKneapHU BKIHOYBAHUA, €4MHWUYHU
umyHobnactM, =+ eneTtenougHN  XUCTUOLUMTU U
MacTouuTw.
Opyru: koxa, YepeH Apob 1 T.H.

VIMyHOheHOTMNHO | DRnoyuuTOMETPUSA:

nacrnegpaHe CD45high+, CD19+, CD22+, CD20+, CD23-, HLA
DR+, sl/cylgM cunHa ekcnpecusi+, CD5%, FMC7+,
CD10-
UmyHoxnctoxumums:
CD45+, CD20+, CDl10-, CD5-, CD23-, IgM+,
kappa/lambda

MMYyHOXMMUYHO IgM MOHOKNOHaneH napanpoTenH B cepyma

nscnegsaHe

LintoreHeTnyHo t(9;14) — 50%

nscnegsaHe

MonekynapHo PCR: IgH npeHapexaaHus

nscnegsaHe
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CnneHaneH MaprmHanHo-3oHoB NIMMc oM

Mopdonorus

Mankn n cpegHn no pasmep NUMAOUOHW KNEeTKU C
yMepeHo KOHAEeH3upaH XpPOMaTWH, oburnHa
uutonnasma, B nepudepHaTa KpbB — 4eCTO C BUNO3HA
XapakTepucTuka, KoATO MoOxXe da € MOMspHo
pasnonoxeHa

AHaToMMn4Ha
nokanusaums

Cneska — nonynauus OT Manku nMMAOUAHN KIeTKu
orpaxga unv samecTsa repMmMHaTUBHUTE LIEHTPOBE Ha
G6Anata nynna, 3anvM4aBa MaHTenHata 30Ha U ce
cnmBa ¢ nepudepHarta (MaprvHanHa) 3oHa, B KOATO ca
Hanvue no-egpw KNeTKW, BKIOYUTENHO MpPbCHATU
TpaHcopmMupaHu 6nacrtu.

JIumbHM BB3MKM B Xunyca Ha cneskara.

KocteH MoO3bK () — HoAynapHa WHTepcTUUManHa
NHUNTPaLMA, MHTpacUHyconganHu MHUNTPaTu
MepudepHa KpbB (+) — BUNO3HWM NMMEOLMTH

3*

I-I*

MMyHOMDEHOTUMHO
nscnegsaHe

dnoyuntomeTpus:

CD45hight, CD19+, CD20+, CD22+, CD5-, CD10-
CD23-, HLA DR+, CD103-

NmyHoxncToxumwms:

CD45+, CD20+, CD10-, CD5-, CD23-, kappa/lambda

3**

I-I*

LintoreHeTnyHo
nscnegsaHe

_7q

H

MonekynsapHo
nscnegsaHe

PCR: IgH npeHapexaaHus

T

* - amarHosaTa Moxe ga 6bae nocTaBeHa Ha GasaTa Ha XMCTONMOMMYHO M3crnegBaHe npu
CNIIEHEKTOMUSA, **- CNNeHanHWUsT ManrMHanHo-30HoB NuMdoM Moxe Ja 6bae AuarHosa Ha
M3KMoYBaHe MpyY MOPCONOrMYHO M3CneaBaHe Ha KOCTEH MO3bK U MNepudupHa Kpbe,

CcbyeTaHo C (royuMToMeTpus 6e3 CnieHeKToMus.

TpuxoneBko3a
Mopdonorus Manku n cpegHu no pasmep numdonaHu Knetkn c|3
0oburnHa uMTonnasmMa C BUIIO3Ha XapakTeprcTumka
AHaTOMM4YHa KocteH MO3bKk — HavanHa wHTepctMumanHa u|3
nokanusaums OfHUWHA, a B HanpegHanuTe cTagum AudysHa
WMHUATPaUMa oT NUMAOUAHU KIEeTKM C XapakTepeH
“Knnunndect” XapakTtep; nponudepaums "
3apebensiBaHe Ha PETUKYNHUTE BNakHa.
MepudepHa KpbB — BUMO3HU NUMQPONOHN KNETKU +
LUUTONNa3MeHn BaKyonv u/unm BKIOYBaHUS. 3
Cneska — nonynauusa oT Mankv numdonaHu KNeTkn B
YyepBeHaTa nynna, atpoduyHa 6ana nynna H*
VIMyHOheHOTMNHO | DNoyLUTOMETPUSA:
n3cnegpaHe CD45+, CD19+, CD20+, CD103+, CD22+ cunHa|3
ekcnpecusi, CD11lc+, CD25+, FMC7+, CD5-, CD10-
CD23-, HLA DR+
UmyHoxncToxumwms:
CD45+, CD20+, DBA.44 r*
LinToreHeTnyHo HecneundunyHo H
nscnegsaHe
MonekynsapHo PCR: IgH npeHapexgaHus T
n3cregBaHe

* - Mpu u3cnenBaHe No NOBOA Ha CrEeHEKTOMUS.
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MnasmouuTom

[narHosaTa Ha Nna3MoKNeTbYHUS MMESTOM MPU CUMMTOMEH BOrEeH ¢ NporpucupaLlo
3abonsBaHe U3MCKBa MUHUMYM:

€[ViH rMaBeH 1 eAunH BTOPOCTENEH KpUTepun nnu
TPW BTOPOCTENEHU Kputepus Bkntoysawm (1) u (2)

FmaBHU KpUTEpUN:

KocTHO-Mo3b4Ha nna3moumTHa nHguntpauunsa >30%
MopdonornyeH cybectpat Ha nnasmoumTom Ha BuoncuyeH
MaTepuan

M-komnoHeHTa:

Cepym: 1gG > 35 g/L, IgA > 20 g/L

YpuvHa: 6entbk Ha Bence-Jones > 1g/24 yaca

BTopocTeneHu Kputepum:

KocTHo-Mo3b4Ha nna3moumTHa nHduntpauusa 10-30%
M-KOMMOHEHT, HO NO-HUCBK OT rOPEnoOCoYeHUTE

JINTUYHM KOCTHM ne3unn

HamaneHn HopmanHu umyHornobynuum (<50% ot HopmaTa):
1gG<600 mg/dL, IgA<100 mg/dL, IgM<50 mg/dL

BapuaHTu:
HecekpeTunpall mmenom Jlnnca Ha M-KOMNOHEeHT
MHponeHTeH Myernom - M-komnoHeHT: 1IgG<70g/dL, IgA<5g/dL
- <3 NIUTUYHM KOCTHM Nne3umn, 6e3 KOMNPECUOHHU
pakTypu
- XeMorno6uH, cepymMeH Kanuuin n kpeaTuHH — B
HopMa

- Jlnnca Ha nHdekumm

Tneew, muenom

- M-KOMMOHEHT KaTo MUENoOM
- KocTHO-M03b4Ha nnasMounTHa MHUATpaLus
10-30%

lMnasmokneTb4YHa NeBKEMUSE - umMpkynupawm nnasmoumtn >2.109/L unn 20%

OT NIeBKMLMTUTE B NepudepHaTa KpbB
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EkcTpaHoganeH MapruHanHo-3oHoB B-knetb4yeH numcgpomM OT MyKo30-

acouuupaHata numdoungHa Tokad (MANT-numdom)

Mopdonorus EkcTpaHoganHa  uwHcunTpaumMsa OT  xeTeporeHHa | 3
nonynauus  oT  Mamku*  NUMAOWMOHM  KNEeTKM,
BKIMIOYMTENHO MapruHanHo-30HoBKM (Hanogobssallm
LUEHTPOLUNTM), MOHOLMTOMAHM KINETKU U Marsku
nMMoLUTA, €OVHUYHU MNPBbCHATU UeHTpobnactm wu
nmyHobnactu.

AHaTOMMYHa JlvraBuum (xpaHocmunaTteneH TpakT — ctomax, aeberno | 3

nokanusauus 4YepBO, THHKO YepBO, 65N Apob, rmaea M wWKsA, KoxXa,
OYHW afHEKCM, LUMTOBUAHA XNes3a U MreyvHa xresa —
nonynauns ot Mankum nuMAOMAHW KMAeTKM orpaxga
peakTnBHM B-chbonukynn 6e3 oa 3anvyaBa MaHTenHaTa
30Ha OO0 odopMmsaAHe Ha  No-AMdY3HM  30HW.
JInmcpoenutenHn nesmn.

MmyHOheHOTMNHO | UMyHOXUCTOXMMUSA:

n3cnegsaHe CD45+, CD20+, CD21+ un CD35+ donukynapHu ([l
AeHgputHu kneTku, kappa/lambda, IgM, CD10-, CD5-

LnToreHeTn4HO +3 — 60%, T

nscnensaHe t(11;18) — 25%

MonekynsapHo PCR: IgH npeHapexgaHus T

nscnegBaHe

* - MAJNT numdomnte ca cbCcTaBeHn Mo NpPaBMo OT Manku NUMAOUOHN KNeTKWU, KaTo
edpakneTbyHUTE erieMeHTU ca MnpbCHaTU C pasnuyeH OTHOCUTEneH AAn, HOo
HanMuneTo Ha AMdy3HM noneta oT LeHTpobnactu u nmyHobnactn CLOTBETCTBA Ha
“omdyseH B-egpoknetbyeH numdom”. TepmuHsT “MAJTT numdom ¢ BUCOKa cTeneH
Ha ManurHeHocT” He crnefsa fa ce u3nonssa.

HopganeH maprmHanHo-3oHoB B-knetb4yeH numdom

Mopdonorus MbpBMYHO HOJanmHa WMHUNTPaUUA OT XeTeporeHHa |3
nonyrnauus  OT  Mankm  NMMAOWUAHU  KIETKM,
BKIMIOYMTENHO MapruHanHo-30HoBM (Hanogobssallm
LUEHTPOUUTK), MOHOLMTOMAHW KNEeTKn U Marku
nMMOLUTA, €OVHUYHU NpbCHaTW UeHTpobnactu wu
nMmyHobnactu.

AHaTOMMYHa JInmpHM BB3NM — nonynauusa ot mManku numdounanm |3

nokanusauus Knetkn (MOHOUMTOWZHM, LEHTPOUUTOUOHW, Marku
nmmcounTm) B MapruHanHara 30Ha "
WHTepdonukynapHute  npoctpaHctea.  [pbcHaTtu
NoeanHUYHO ueHTpobnactm " nmyHobnactu.
Bb3moxHa nnasmountHa andepeHunauymns. BuamoxHa
KOMOHM3aLus Ha cponukynure.

myHodeHoTUnHO | UMyHOXUCTOXUMUA:

n3cnensaHe CD45+, CD20+, CD21+ un CD35+ donukynapHu ([l
OeHopuTHK KneTku, kappa/lambda, 1gD, CD10-, CD5-

LintoreHeTnyHo HeyctaHoBeHU H

nscnegsaHe

MonekynsapHo PCR: IgH npeHapexgaHus T

nscnensaHe
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donukynapHu numdomu

Mopdonorus Heonnasusa oT knetkute Ha PONMUKYNHMA LEeHTbp -|3
LUeHTpouMTM 1M UeHTpobract, C  MPesMMHO
donukynapeH ctpoex (npu >75% conukynapeH
cTpoex), donukyrnapeH u andyseH (npu 25-75%) mnu
MWHUMarnHo donvkynapeH (npw < 25%).
Heonnactnynute donukynu ca Hepobpe
OTrPaHUYEHN, PasnonioXeHN MNMbTHO “rpbO-B-rpbO”,
nuncBa MaHTenHa 30Ha, MO MpaBuIio He ce
Habnogasat Makpodarn. Bb3MOXHO € 1 HanMumeTo
Ha audy3Hn 3oHK. B 25-35% HacTbnBa nporpecus Kbe
B-eapokneTbyeH NMMdoM, Han-4ecTo andyseH.
B3aBucumoct ot 6posa Ha ueHTpobnactute ce
aeduHnpaT cnegHUTe CTEneHu:

I-Ba — npu 0-5 yeHTpobnacTa Ha hpf*

ll-pa — npu 6-15 ueHTpobnacta Ha hpf

Ill-ta — npu > 15 yeHTpobnacrta Ha hpf

AHaTOMMYHa MpeanmHo numdHM BB3NKU. 3acarat ce cneskarta,|3
nokanusauuvs KOCTHMS MO3bK, nepudpepHaTta kpbB, Bangarneposus
npbCcTeH. Bb3MoxHa ekcTpaHoganHa nokanusauus -
MEKM TbKaHMW, KOXa, XpaHOCMUIaTerneH TpakT,.

Mpwn 2/3 ot 6onHute ce nposieaea B -1V ctagui cbe
3acaraHe KakTo Ha nepudepHuTe, Taka W Ha
abgoMuHanHuTe 1 MHTpaTopakanHuTe NMMMQHN Bb3nu,
crieska U KOCTeH MO3bK (40%).

myHodeHoTUMHO | UMyHOXMCTOXUMUA: 3
n3criegsaHe CD45+, CD20+, CD10+ [donukynapHuTe 30HW >
NMHTepdonMKynapHuTe], sig+, bcl2+ [MHTpa-

donukynapHo], bcl6+ [agpeHo mapkepaHe], CD5-
MnbTHa Mpexa OT MONUKYNHWU AEHOPUTHMN KNeTKU BbB
donukynapHute 3oHm CD21+, CD23+
dnoyuutomeTpus: M
CD45+, CD19+, CD20+, CD22+, CD10+, slg+, CD5-,
CD23+/-, HLA DR+, CD103-

LintoreHetnyHo LintoreHetnyHn aHomanum — B 100% oT cnyyauTe T
nscnensaHe t(14;18) (932;921) — 80%; +7 — 20%,; +18 — 20% v Ap.
MonekynspHo PCR: T
nacnegsaHe IgH npeHapexpaHus — 100%

AHOManuu, 3acsraiiy OHKOreHu
Bcl2 npeHapexagaHuns — 80%
Bcl6 npeHapexagaHunsa — 15%
Bcl6 5’'myTaumm — 40%

* - hpf [high power field] = 0,159 mm? (o6ekTus 40X, okynspv 18 mm) cpeaeH 6poi
ueHTpobnactu ot 10 n3dpoeHn noneta
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MaHTenHokneTb4eH nMmmMmdom

Mopdonorus MoHomopcbHa nonynaums OT MankM A0 cpefHu Mo
pasmep nUMAOUAHU KNEeTKM C HenpasBunHW Sapa,
MOPONOrMYHO  HanogobsBawy  LEHTpoUMTHN, C
Ondy3eH, MaHTENnHo-30HOB unu crabo HoaynapeH
cTpoex. Jlunceat TpaHcopMMpaHu HeonnacTUYHN
KNeTkn (ueHTpobnacTu, napammyHobnacTw).
XvannHusmpaHu Marku CbAoBe. MpbcHaTU
enutenongHn xuctuountn. [lo npasuno, He ce
HabnopgaBa  TpoHcdopmauuss B edpoKneTbyeH
MM om.
BapuaHTu:

BnacrouaeH, knacudeckn — KneTknte Hanogobsisat
numcobnacTm C BUCOKA MUTOTUYHA  aKTUBHOCT
(>10/10 hpf)
BnacrouaeH, nneomopdeH —  XeTeporeHHa

nonynauma OT edpu KMeTkM C rorieMum BrbHatm u
oBarnHu agpa.

AHaToMn4Ha MpeoumHO nMMdHM Bb3NMU. 3acdraT ce cneskara,

nokanusaums KOCTHMS MO3bK, nepudepHata KpbB. BbamoxHa
eKcTpaHoJanHa nokanusauns — HaW-4ecTo XpaHo-
cmunateneH TpakTt  (30%), BKI.  MHOXECTBEHa
nnumcomMaTosHa nonunosa.

UmyHodeHoTUMHO | UMyHOXUCTOXUMUA:

nacrnegpaHe CD45+, CD20+, CD5+, CD10-, bcl2+, bcl6-, cyclinD1+,
CD23-
PexaBa Mpexa OT (ONUKYNHW OEHOPUTHU KNeTKu
CD21+, CD35+
dnoyuntomeTpus:
CD45+, CD19+, CD20+, CD22+, FMC7+, CD10-,
CD5+, CD23-, HLA DR+, CD103-

LinToreHeTnyHo LinToreHeTn4yHn aHomanumn — B 75% OT crnyvauTe

nscnegBaHe t(11;14) (q13;932)
TeTpannonans — bnactongeH BapuaHt

MonekynspHo FISH:

nscnegBaHe IgH — bcll npeHapexganns
PCR:

Cspbxekcnpecus Ha cyclinD1 mRNA
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Oudy3eH B-eapoknerbyeH numcom

Mopdonorus

OndpysHa nponudepaund oT rornemm
TpaHchopMUaHn HeonnacTuyHn B-kneTkn, sapaTta Ha
KOUTO Ca CbNOCTaBMMW C Te3n Ha Makpodarn unu
OBYKPATHO MO-rofieMu OT Te3u Ha 3penu NnuMounTy.
MopdonornyHum BapmaHTu:

LleHTpobnacteH (MOHOMONEH, MONMMMONAEH Wnn
MynTUNobynupaH) — CpegHn 0o eapuy KIeTKU ¢ OBarnHu
UNuU Kpbrn sapa ¢ ouH XpomMaTuH 1 2-4p CBbpP3aHn C
sapeHaTa membpaHa, Hykneonu.

MmyHobnacteH — > 90% OT KNeTbYHUAT CbCTaB € OT

eapy KneTkM € eguHuYHa NpoMMHMpalla LieHTpanHa
Hykneorna W 3HauMMmoO komnuyectBo HasodurnHa
uuTonnasma  nnasmaTtusauus.
C _O6orarctBo _Ha  T-knetkn /| XUCTUOUMTU —
HeonnacTuyHuTe KNeTknm ca < 10% OT KNeTbYHUSA
CbCTaB C XapakTepuctuka Ha UueHTpobnactu,
umyHobnactm wnm  Hanogobsasawm LlepHGeprosu
Knetku, npeobnagaBawjata nonynauuMa ca  He-
HeonnacTMyHn  T-KNeTkn *  XUCTUOUUTW,  PSaKO
NpbCHATK NOEANHNYHO 3penu B-kneTtku.

AHaToMM4Ha
nokanusaums

JInmpHn  BB3NM — OOMKHOBEHO FOKaNU3npaHo B
HayamnoTo.

EkctpaHoganHo 3acdraHe (40%) — xpaHocmunaTeneH
TPaKT, KOXa, L.H.C., KOCTW, crieska n ap.

MbpBryHa KM3ABa B KOCTHMA  MO3bK  U/vnu
nepudepHaTa KpbB € psgKo cpeLuaHa.

VIMyHOhEHOTMMNHO
nscnegBaHe

UmyHoxnctoxumums:

CD45+, CD20+, slg+ (50-75%), CD5+, CD30%, bcl2+
(25-50%), bcl64, cyclinD1-, Ki-67+>40% oT KneTkuTe.
dnoyuntomeTpus:

CD45+, HecneuudunyeH B-knetbyeH  peHoTUN
[CD19+, CD20+, CD22+, CD79a+], CD10+, CD54,
CD23+, HLA DR+, CD103-

LinToreHeTnyHo
nscnensaHe

HecneundunyHo

MonekynsapHo
nscnegBaHe

FISH:

IgH — bcl2 npenapexaaHus — 20-30%
EBV

PCR:

Bcl6 npeHapexgaHus — 30%
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MeguactmHaneH (TnmyceH) B-egpoknetsbyeH numdom

Mopdonorus BapuaHt Ha audysHua B-egpokneTbyeH numdom ¢
BEPOSATEH TUMYCEH NPOU3XOA.
HeonnactuyHata nonynauuMs € OT pasnuyHy Mo
pasmep 1 dopma Ha sigpata KrneTku, 0OGUCHOBEHO C
OoTHocuTenHo obwunHa umTonnasMa. Manbk Gpown
peakTMBHM nuMmdouMTn M eosnHodpunu. WN3paseHa
pubpo3sa + pesnayanHu CTPYKTypu OT TUMyca.

AHaTomMmnyHa TymMoOpHM Macu B NnpedeH MeanacTuHyMm.

nokanusaums Mpn reHepanusaumsa — 3acaraHe Ha eKcTpaHodanHu
opraHn kato 6b0peuun, HaobBLOPEYHU Xnean, vepeH
Opo0, koxa, L.H.C.

myHodeHoTUnHO | UMyHOXUCTOXUMUA:

n3cnegpaHe CDA45+, CD20+, slg-, CD5-, CD10-, CD30+

LintoreHetnyHo HecneundunyHo

nscnegsaHe

MonekynapHo Ig npeHapexgaHus

nscnegBaHe

UHTpaBackynapeH B-egpoknetsyeH nuMmdpom

Mopdonorus Pagko cpewaH BapvaHT Ha audysHua  B-
e[poKneTbyeH NMMEGOM C WU30NMPaHO BbTPECHAOBO
3acaraHe OT  B-egpokneTbyHM  enemeHTM C
BE3UKYNapHW siapa 1 NPOMUHUPALLN HYKITEONMN.

AHaTOMM4YHa LLnpoko  pasnpocTpaHeHMe CbC 3acdaraHe Ha

nokanusaums eKcTpaHodanHu opraHu Kato U.H.C., Koxa, 6enu
apobose, 6bLOpeun, HagbbLOPEUH XKesu.
BbTpecbaoBo 3acsaraHe Ha KOCTHUSI MO3bBK.

MmyHOheHOTMNHO | UMyHOXUCTOXMMUSA:

n3cnegpaHe CD45+, CD20+, CD5+

LintoreHetnyHo HecneundunyHo

nscnegBaHe

MonekynapHo Ig npeHapexxgaHus

nscnegsaHe
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MbpBrYeH NMMPOM OT U3NTUBU B TeNEeCHU KYXUHU (edy3uOHEH) *

Mopdonorus Pagko cpewaH BapuaHT Ha  audysHua B-|3
e[poKneTbyeH NMMGOM C M3onMpaHa ussBa KaTo
ceposeH n3nue 6e3 HanMune Ha yCTaHOBMMU TYMOPHMU
macu.

LinTonornyHn  LMTOUEKTPOY>KHM  npenapatv  OT
n3nven — edpu nnasmobnacrtHu, MMyHOBNACTHU UK
aHannacTUYHU KNeTKX C roremMu sapa u npoMuH1paLLm
Hykneonu, obunHa 6asocdwunHa uuTOoMMasma *
BaKyonu.

Buvoncua ot nneeBpa — egpokneTbYyHU enemMeHTn C
pasnuMyHa CcTeneH Ha aTtunu3bm U NoNUMMOPU3BM,
agxesvpanum KbM nnespata M 4ecto o06BUTU OT

PUBPUH.
AHaTOMMYHA MneBpanHa, nepukapananHa u NepuToHeanHa KyxuHa | 3
nokanusauus — 0BbVKHOBEHO Ce 3acsra camo efHa.

MmyHOheHOTMNHO | UMyHOXUCTOXMMUSA:

n3cnegsaHe CD45+, otpuuaTenHu naH-B mapkepu [CD20-, CD19-, | T1
CD79a-], CD30+
HHV8/KSHV-latent protein+, LMP1 - 3
LinToreHeTnyHo HecneundunyHo H
nscnegsaHe
MonekynspHo PCR: H
nscnegsaHe Ig npeHapexaaHus
FISH: 3
HHV8/KSHV genome
EBV [EBER]

* acoummnpa ce ¢ HHV-8 [human herpes virus 8)/KSHV [Kaposhi sarcoma herpes
Virus] u CbCTOAHMS Ha UMYHEH gednunT.
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Numdom/neBkemus Ha BLpkUT

Mopdonorus

Mponndepauunsa oT cpegHn No pasmep HeonnacTUYHU
B-knetkm ¢ 6Gasodmnea umtonnasmMa W BUCOKa
MUTOTUYHA aKTUBHOCT.

MopdonornyHm BapmaHTu:

Knacnyeckn — audpysHa MOHOTOHHaA WHURTpauus
oT HeonnacTuyHM KneTKn ¢ KOXe3uBHa
xapaktepuctuka (0cobeHO npu U3norn3BaHe Ha XMBakK-
cbaobpxalm dukcaTopm). FAgparta ca Kpbrnu, € Mno-
rpy6 XpomMaTuH U MHOXECTBEHM LieHTparnHu cpeaHu no
pasmep Hykneonu. Ha uuTonorMyeH npenapar —
cunHo  6asodmnHa  uMTonnasMa C  MHOXEeCTBO
Bakyonu. Bucoka MUTOTMYHA aKTUBHOCT W CMOHTaHHa
KneTbyHa cMbPT. MHOXECTBO Makpodaru, norbmnHanm
anonTosvpany TYMOPHM KNeTku (Tvn “3se3gHo Hebe”).

C nnasmarougHa andepeHumaums.

ATnnmyeH numdom Ha Bbpknt / BbpknuT-nogodbeH —
no-uspaseH fgpeH nneomMopdusbM U MPOMUHMPALLM
HYKNeornu.

AHaTOMMYHa
niokanunsauus

EkcTpaHoganHo 3acsaraHe C BMCOK pPUCK OT 3acsiraHe
Ha U.H.C.

Hai-yecto — abgomuHanHu wmacu (Mneo-uekanHa
obnactl). Andnmum, OBOpeun, MneyHa xnesa
(aBYCTpaHHO 1 MacuBHO).

JInmdHM B3NN (BB3pacTHM > feua).

KocTeH Mo3bK 1 nepudpepHa KpbB (neBkemus).

MmyHOMDEHOTUMHO
nscnegsaHe

NmyHoxncToxumwms:

CD45+, CD20+, slgM+, CD10+, bcl6+, bcl2-, CD5-,
CD23-, Ki-67+ B 100% OT KkneTkuTe.
drnoyuuToMeTpUs:

CD45bright+, CD19+, CD20+, CD22+, CD79a+,
CD10+, CD34-/+, CD23-, HLA DR+, slgM+

LinToreHeTnyHo
nscnensaHe

t(8;14); t(2;8); t(8,22)

MonekynsapHo
nscnegBaHe

FISH:
IgH — MYC npeHapexgaHua
EBV
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MpekypcopHa T-numdobnacTHa neBkemus/nmmdom

Mopdonorus numcobnacTtu
AHaToMn4Ha KocteH MoO3bK, nepudepHa KpbB Wunu numdHu
nokanusaums Bb3Nn, megmactuHym (50%), cneska, 4yepeH Apob,
BangarnepoB npbLCTEH U Ap., U.H.C., TECTUC
VIMyHOheHOTMNHO | DNoyLuTOMETPUSA:
n3cnegBaHe CD45+, CDla+, CD2+, CD3+, CD5+, CD7+, CDA4+,
CD8+, CD344, CD10+, CD79at+, CD13+, CD334,
CD117%
UmyHoxnctoxumms:
CD45%+, CD3+, CD46RO+
LinToreHeTnyHo BpoHM 1 CTPYKTYPHW aHOManuu, XxXunep-gunnovans,
nscnegsaHe Xxvnogunnonauns
MonekynsapHo RT-PCR:
nacrnegpaHe RanBP17,HOX-11 like/CTIP2 — 20%,

MTS1/MTS2 — 7-15%,
RHOM2/TCRd — 5-7%

BnacteH NK-Kknetb4eH numdom

Mopdonorus Ilnmcpobnact, cpogHM C Taka  HapeyeHuTe
NNasMoLUMTOUAHN OEHOPUTHW KNeTKW, unuM Tun 2
AeHgputHu kneTku (type 2 dendritic cell, DC2)

AHaToMn4Ha MHoXecTBeHO 3acsaraHe C npegnoynMTaHne KbM

nokanusauuvs koxaTta. KocteH Mo3bK, nepudepHa KpbB, NUMQHU
Bb3MN, MEKWN THKaHW.

MmyHodeHOTUMHO | PnoyuuTOoMeTpUS:

n3cnegpaHe CD45Hucka ekcnpecusa+, CD4+, CD56+, CD2+/-, CD3-
, CD5-, CD7-/+, CD34-/+, TdT+/-, granzyme B+, TIA-
1-/+, CD8-, CD33-/cnabo+, CD13-, CD123(IL3R-a)+,
CD45RA+ 1 HLA-DR+
UmyHoxnctoxumums:
CD43+, CD3-, CD56+

LinToreHeTnyHo HecneunduyHu

nscnegsaHe

MonekynsapHo TCR reHu— repmmHaTMBHa KOHpMrypaums

n3cregBaHe
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T-kneTb4yHa nponumMmdounTHa NeBKkeMus

Mopdonorus CpenHu no pasmep NUMOUOHN KIETKU C ymepeHo | 3
KOHOEH3MpaH XpoMaTWH, NpOMMHUpAaLLA LeHTpanHa
Hykneona W ymepeHo KonuyectBo 6HasodunHa
yutonnasma c XapaKTepHu uutonnasmeHm
“ncesgonoan”.

AHaTOMMYHa MepudepHa KkpbB [OCHOBHA 3a AuarHosata] —|3

nokanusauyusa nspaseHa numdgounTosa >100.10°%L u Hag 90%
nponMmMdOoLMT, CUMHO MNOMNOXWTENHW 3a anda-
HadTUN aueTaT ecTepasa
KocTeH Mo3bk — gudpy3Ha nHuntpauus 3
JIumcbHM BB3NM, crieska, YepeH Apob, koxa — andysHa | T
MHUNTPaLUA, NMOHAKOra C YaCTMYHO CbXpaHeHWe Ha
NMMAHUTE OSTUKYIIN.

VIMyHOheHOTMNHO | DnoyLuTOMETpUA:

nacrnegpaHe CD45high+, CDla-, CD3+, CD2+, CD7+, CD4+/CD8- |3
(60%), CD4+/CD8+ (25%), CD4-/CD8+ (15%)

LintoreHeTnyHo Inv (14), t(14;14) M

nscnegBaHe

MonekynapHo PCR: TCR npeHapexgaHus M

nscnegBaHe

T-kneTb4YHa NNIEBKEMUA OT rofieMu rpaHynupadu numdoumtu (T-LGLL)

Mopdonorus Mepcuctnpaly 3a noseye oT 6 mMeceua nosuwleH > 2-|3
20.10%1 Bpon Ha ronemu rpaHynMpaHn NMMOLUTM B
nepudepHaTta KpbB - LGL, ¢ paamepu okono 15 oo 18
gm, obunHa uuTonnasMa, cbabpXawa TUMUYHK
asypHW rpaHynu K OKpbIMeHun wunu 6b6pekoBuaHM
agpa.

AHaTOMMYHa MepudepHa KpbB [ocHOBHa 3a AuarHosaTta] KocteH|3

nokanusaums MO3bK — WHTEepCcTUUManHW wnuM Manky okanHu | 3
WHUATPaTM Ha oHa Ha XxunepuenynapeH KOCTeH
MO3bK, Crneska — 4epBeHa nynna, 4epeH Apob -
CuHycouam.
JlInmpHM BB3NKM ce 3acaraT psgako H

MmyHodeHoTUMHO | PnoyumuTOoMeTpUS: 3

nacrnegpaHe T-kneTbYHa LGL-neBkemusi (85%) CD3+,
CD45high+, CDla-, CD16+, CD4-/CD8+,
TCRalpha/beta+, CD57+/-

NK-knetbyHata LGL-neskemus CD3-, CD16+,

CD56+, CD57+

LinToreHeTnyHo HecneunduyHu H

nscnegsaHe

MonekynspHo PCR: T-knetTb4Ha LGL-neskemus TCR|H

nscnegsaHe npeHapexgaHusi
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ArpecuBHa NK-knetb4Ha neskemus/numcom

Mopdonorus ManurHeHun KneTku ¢ xapaktepuctvka Ha bnactu mnu
atunuyHM  nMUMAOMAN € XUNEPXPOMHW agpa U
npoMuHMpalLla Hykneona. Liutonnasmarta e obunHa,
GasodumnHa u cbabpXa CpegHW U roremMm asypHu
rpaHynu.

AHaTOMMYHa MepudepHa KpbB [oCHOBHa 3a AuarHosaTta] KocteH

nokanusaums MO3bK — MacuBHa unu cokanHa uHUNTpaumus oT
MarnurHeHN KneTKku, NPUMECEHN C XUCTUOLMTW, BKIT. C
benesn Ha xemocdparoumTosa. JInmpHM BBH3NN, cneska
— MOHOMOpMeH wHUNTpaT, YecTn anonToOTUYHK
Ternua, + MHBa3usi Ha Cb0BE.

MmyHodeHOoTUMHO | PnoyuuTOoMeTpUS:

n3crnegpaHe CD3-, CD45high+, CD2-, CD16-/+, CD56+, TCR-,
CD57-,
perforin+, TIA-1+, granzyme B+

LintoreHeTnyHo Hecneundunyxm

nscnegsaHe

MonekynapHo PCR: TCR reHu H repmuHaTBHaA KOHUrypauns

nscnegsaHe

EkctpaHonaneH NK/T-kneTb4eH numcdom, Ha3aneH tun

Mopdonorus

XeTeporeHHa KneTbYHa nonynauusa ¢ XxapakTepucTuka
Ha Mankm 3penu nuMmdouMTn W pasnuyeH 6pon
aTUNUYHU  NMUMAPONAHN  KNETKM U MMyHobnacTw,
NMPUMECEeHN C MrasMaTuyHU KINEeTKW U eOVHUYHU
€03MHOUMM U XUCTMOUMTW, C  XapakTepHO
pas3norioXXeHne OKONO CbAOoBETE (aHMMOLEHTPUYHOCT)
MW MHBa3ng Ha CbOOBUTE CTEHM (@HIMOWHBA3MBOCT),
OKIy3Usi Ha CbAOBUS NIYMEH OT aTUMMYHU NMUMONIHN
kneTtkn, 6enesm Ha pubpmnHOMaHaA CbAoOBa HEKpPO3a U
MCXeMUYHa HEKPO3a KaKTO Ha TYMOPHUTE KIETKM, Taka
1 HA HOPMarHWUTE TbKaHU.

AHaToMM4Ha
nokanusaums

MpeoumMHO  ekcTpaHogapHo  —
Has3odapuHKC, Hebue,  Koxa,
raCTPOUHTECTUHANEH TPaKT U TECTUC.
AHraxxmpaHeTo Ha KOCTHMA MO3bK U nepudepHaTa
KpbB ca HeobunyamnHu.

HOCHa
MEKN

KYXWHa,
TbKaHW,

MIMyHOhEHOTMMNHO
nscnegsaHe

UmyHoxnctoxumms:
NK-knetbyeH (80%) CD3—, CD16+, CD56+, CD57+
T-knetbdeH  (10-30%)  uumTonnasmeH  CD3+,
membpaHeH CD3-, CD5+, TIA-1+, granzyme-B+

LinToreHeTnyHo
nscnegsaHe

Hes3agbmxkutenHo

MonekynspHo
nscrnegsaHe

PCR: TCR reHu B repMuHaTvBHa KOHUrypaums npuv
NK-knetb4eH
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EHTeponatnyeH tmn T-knetbyeH nMMdom

Mopdonorus XeTeporeHHa ManurHeHa nonynauus OT  Marku,
cpegHn M ronemMu, Jopyv  aHannacTHU  TYMOPHM
nMMdonaHn  KNeTku, 4YecTto C  BUCOK  Bpon
WHTpaenuTenHn T-kNeTkM B CbCeOHWUS NUraBuUYeH
enuten n oopmMsiHe Ha NMMMAO-ENUTENHN NE3NMN.

AHaTOMMYHA WetoHyma 1 uneym, C passsBsBaHWS, B MHOTO OT

nokanusaums crnyyante MHOXeCTBeHU 1 ¢ nepdopaums, 6e3 Buamma
TYMOpHa maca.

AHraxxmpaHeTo Ha KOCTHMS MO3bK U nepudepHaTa
KpbB ca HeobunyamnHu.

myHodeHoTUMHO | UMyHOXMCTOXUMUA:

n3cnensaHe CD3+, CD5-, CD30+

LinToreHeTnyHo HesagbmkuTtenHo

nscnegsaHe

MonekynsapHo PCR: TCR npeHapexgaHusi

n3crnegBaHe

MepudepeH T-kneTby4yeH numdcom

Mopdonorus XeTeporeHHa rpyna, KOATO Ce Xapakrepusupa c
audpysHa nnu uHTepdonukynapHa nponudepaums Ha
NUMAOMHN KMETKU - B YacT OT criydamte aTUnu4Hu
MankM u cpegHu numdounTn, B Opyrn - rornemu
NMMONOHN  KNeTKM, CbC 3HAUUTENHO  KNEeTbYHO
pasHoobpasne, KakTo No OTHOLWeHWe Ha pa3mepa,
Taka W No OTHOWeHWe Ha sapeHus atunusbm. B
OTOENHW crnyvyanm ce cpewar CUIHO  aTUMNUYHU
€[ApOKIeTbYHA enemMeHTH, HanogobsiBaLLm
LLlepHGeproBu, Ho knacuyeckn LLepHBeproBu Knetku
He ce cpeluat. 3HauuTeneH npMmMec oT eo3nHOUNN 1
EenNUTENongHN XUCTUOLUUTMN.

AHaToMn4Ha JInmdHM BB3NN.

nokanusaums YecTo reHepanuaupaHo 3abonseaHe — KOCTEH MO3bK,
YepeH Apob, crneska, Koxa, nepudgepHa KpbB.

myHodeHoTUnHO | UMyHOXMCTOXUMUA:

n3cnegsaHe CD3+, CD4+

LinToreHeTnyHo HesagbmxkuTtenHo

nscnensaHe

MonekynsapHo PCR: TCR npeHapexgaHusi

nscnensaHe
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AHrmonmyHobénacteH T-knetbyeH numdom

Mopdonorus ExkcnaHama Ha manku T-numdcoumtn B T-KNeTbyHUTE
30HW, B gunatupaHuTe nepudepHu CUHYCU U U3BBH
npegenute Ha kancynarta, B nepuvHoganHaTa MacTHa
TbkaH. [pynn OoT Taka HapedeHuTe “CBeTnn” KneTku,
CbC cpefHu pa3mepu n obunHa ceeTna yutonnasma.
3HauuTenHa nponudepauns Ha paskroHsABaliM ce
BeHynm C Bucok eHgoten (HEV), Tpynm ot
enuTenongHu XUCTUOLUTY " MHOro6poiHu
€03nHOUNKU, NNasMaTUYHN KNETKU, HeyTpounu.

AHaTOMMYHa eHepanuanpaHa nepudepHa numMmdbageHo-Mmeranus,

nokanusaums yepeH opob, crneska, KOCTEH MO3bK.

myHodeHoTUnHO | UMyHOXUCTOXUMUA:

n3cnegpaHe CD3+, CD4+

CD21+ FDC okono cbaoBe

LintoreHeTnyHo HesagbmkuTtenHo

n3crnegBaHe

MonekynapHo PCR: TCR npeHapexgaHus

n3cnegpaHe FISH: EBV

Muko3uc cdoyHronaec / CuHapom Ha Sezary

Mopdonorus JlumcbounTn ¢ xunepxpomHu LepebpudopmeHn sapa
B ManunapHWs CAOM Ha KoXata C u3paseH
enuaepMoTponnsbM, “MuKpoabcLiecn Ha Pautrier”.

AHaToMM4Ha Mwukosuc dyHrongec

nokanusauus | cTaguin — Koxa

Il ctagnii — yronemeHu, HO HeaHraxupaHm
pernoHanHu nMMMEHU Bb3nun

Il cTagnin - aHraxkxmpaHu perMoHanHu AMMQHU Bb3nun

IV — BrcUepanHo aHraxvpaHe
CvHopoMm Ha Sezary — neskemusauusa B nepudepHa
KPbB.

NmyHodeHoTMnHO | UMyHOXucTOXxumua (Mukosnc dyHromaec):

n3cnegpaHe CD3+, CD5+, CD4+
®dnoyumntomeTpus (CuHgpom Ha Sezary):
CDA45high+, CD3+, , CD2+, CD4+

LinToreHeTnyHo HesagbmxkuTtenHo

nscnensaHe

MonekynsapHo PCR: TCR npeHapexgaHusi

nscnensaHe
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MbpBUYEH KOXEH aHanacTUYeH eapoKeTbYeH nMM(bOM

Mopdonorus MoBnekna unu ronemy rpynu oOT ronemu 6nactHu
KNeTkn - aHannactHu, ¢ nneMopdHu, noHsaKora
nogkosoobpasHn aapa, NPOMUHMPALLM HYKMEeonu u
obunHa uuTonnasma, pasnoriokeHu B Aepmata U
NoOKOXMETO, C KOXEe3UMBEH pacTex W nunca Ha
enuagepMmoTponuabM. B pasnunuyHa cteneH - npumec ot
peaktnBHn kneTtku (T-numdcountn, €03NMHOMPUMHN 1
HEeyTPOUIHU rpaHynounTu, Makpodaru)

AHaTOMWNYHA Koxa

nokanusaums PervoHanHu numMgHM B3NN - BTOPUYHO

myHodeHoTUMHO | UMyHOXMCTOXUMUA:

n3cnegBaHe CD30+, CD34+, CD54+, CD4+ , EMA-, ALK-

LinToreHeTnyHo HesagbmkuTtenHo

nscnegsaHe

MonekynsapHo PCR: TCR npeHapexgaHusi

nscnensaHe

AHannacTuyeH eapokneTbyeH HMMQOM

Mopdonorus Fonemn 6GnacTtHM KNeTtkn € nnemopdHKU, MOHsIKora
nogkoBoobpasHn sapa M NPOMUHUPALLU  HYKIEeOonMu,
BKITIOUMTENHO MHOrosapeHn copmu, HanopobsiBalm
LLlepHGeproBu kneTku, NO MpaBuno C Mo-rofiemMu OT
obunyanHNTEe pasmMepu Ha eApOoKNeTbYHUTE NUMAOMY,
oburnHa uMTonnasmMa, KoaTo UM NpuaaBa enuTenonaeH
unu xuctmoumTeH Bug.  KoxesmBeH Xxapaktep Ha
TYMOPHUS pacTex, KOWTO 3acara.
BapuaHTu:
1. ObwuyaeH
2. Jlumcpoxmctnounter
3. [pebHokneTbyeH
AHaToMn4Ha JInMdHM BB3NM - NPeauMHO CUHYCUTe Ha NUMHUTE
nokanusaums BBb3NW UMK NapakopTekca .
EcTpaHoganHu nokanusauuMum — Koxa, KOCTU, MeKu
TbKaHW, YepeH apo0.
NmyHodeHoTUnHO | UMyHOXUCTOXUMUA:
n3cnegpaHe CD30+, EMA+, CD15-, CD45+, CD34,
ALK+ [agpeHa u uutonnasmeHa] noatun / ALK-
noarTun
LintoreHeTnyHo XpOMO3OMHM TpaHCnokauun, B KOMTO € BbBrieYveHa
n3crnegBaHe Xpomo3soma 2
MonekynsapHo RT-PCR: NPM-ALK
nscnegBaHe
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HoaynapeH XomkkuHoB numdomM ¢ numcbounTHO NpeobnagaBaHe

Mopdonorus HogynapeH u audpyseH WHUATPAT, KIEeTbYHUAT
CbCTaB, Ha KOWTO € OT NMMAOUUTU, XUCTUOLUTW,
enuTenongHn XMcTMouuTu, NNasMouuTh U NpbCcHATU
noeguHnyHo L&H (MMMOLUTHO-XNCTUOLMTHM) KIETKM
— TroneMu Knetkm C  Myntunobynupanu appa
BE3UKYNapHN sapa ¢ HAKOMKO 6a3ouiHM HyKneonu u
OCKbJHa uuTonnasma.

AHaToMn4Ha JINMHY BB3NN — LUMRHW, aKCUNapHU U UHFBUHAMNHW.

nokanusaums Pagko ce sacarat meguacTvHanHW NUMQHU HB3MK,
cneska M KOCTEH MO3bK.

myHodeHoTUMHO | UMyHOXMCTOXUMUA:

nscnensaHe L&H kneTtkn — CD20+, CD45+, EMA+ (50%), CD30-,
CD15-, Oct2+*, BOB.1+*

Jinmcpountn okono L&H knetkm — CD3+, CD57+,
nHpuntpatn ot CD20+ numdounTn

LinToreHeTnyHo HesasbmkutenHo

n3crnegBaHe

MonekynsapHo HesagbmkuTtenHo

n3crnegBaHe

Knacuyeckun XomKKMHOB NTIMMcOM

Mopdonorus OndyseH nHmnTpaT, KNETbYHUAT CbCTaB, Ha KOMTO €
oT numdoumnTy, XUCTUOLUTH, enuTenongHu
XUCTUOLMTU, MMa3MOLNTU, €03UHOMUMHU NEBKOLUTU U
npbcHatn 0,1-1% LepHGeproBu Knetkn — ronemu
MHOrOSiAPEHN KMNETKU C MPOMMHUPALLN HYKMNEeonu, u
BapuaHtu — efHosapeHn XOMXKKUHOBWU  KNETKU U
“rnaxkyHapHu” KneTku.
BapuaHTu:
1. C 6oratcTBO Ha NUMdOUNTH
2. HopynapHa ckneposa
3. CMeceH KkneTb4eH CbCTaB
4. JInMdOoUUTHO n3yepnsaHe
AHaTOMMYHA JlumcbHn BB3NU — wunHKM (75%), MeamacTUHarHu,
nokanusaums aKcunapHu 1 UHrBMHaIHW.
Cneska (20%), kocTeH Mo3bK (5%).
myHodeHoTUnHO | UMyHOXUCTOXUMUA:
nscnegBaHe LWepHb6eproBn knetkm — CD30+, CD15+, CD45-,
CD20+ [40%], EMA- , ALK-, Oct2-*, BOB.1-*
Jinmcpoumtn — CD3+ > CD20+
LnToreHeTn4HO HesagbmkutenHo
nscnegsaHe
MonekynspHo HesagbmxuTtenHo
nscnegBaHe
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