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NMEPBUYHBIE TUMPATUYECKHUE OITYXO0JIH
HETUM®ATUYECKHX OPTAHOB (3KCTPAHOJAJIbHBIE)

MepBuyHbie nuMmdbaTnyeckue onyxonu
roJIoOBHOro Mo3ra

[MepBuYHbIE NMMaTNHECKNE OryX0sin roJsioB-
Horo moasra (MJIrM) — onyxonu, U30IMPOBAHHO
nopaxatouime rojlIoBHOM MO3r, NposBASOLWMECH
nporpeccupyouein obLemMo3roBon 1 o4aroBon
HEBPOJIOrMYECKOM CUMMNTOMATUKON N ASINTENbHOE
BpeMS He CMOCOOHbIE K MeTacTasupoBaHuio [1].

UcTopus

lMepBoe onncaHue «nepBuyHO nuMmdombl LIHC»
nosieunocb B 1970-x rogax B pabotax K. JleHHep-
Ta, MMMYHOIMCTOXMMUNYECKN J0Ka3aBLUEro IMMmeo-
MOHYIO NPUPOAY 3TOM onyxonu. XapakTtepHas 0Co-
GeHHOCTb ructonormnyeckon kapTtuHbel MJILHC —
NPENMYLLECTBEHHbIM POCT OMyx0sv BAOJIb COCYA0B
Mo3ra.

Snupemuonorus

MM cocTtaBnsatoT meHee 12% BCex 3KCTpPaHo-
hanbHbIX numdartmnyeckux onyxonen [1]. B CLLIA 3a
nocnegHve oecatuneTus 4yactota 3abonesaemMocTu
B MMMYHOKOMMNETEHTHOM nonynaunm Bo3pocna
BTPOE WU CerogHsa coctasnsdeT 7,5 crny4yaeB Ha
1000000 HaceneHua B roa,. [1]. Onyxonb 4acTo pas-
BuBaetcsa y BUY-nndmnumpoBaHHbIX 1 BONbHbIX
Cnnna. CpepHuii Bo3pacTt — 51 rog. CooTHOLEHME
MY>KUYNH U XXEHLLMH NPUOAN3UTENBHO OAVHAKOBOE.

KnuHnyeckas kaptuHa

Cneundunyeckon ana MJIFM knnHn4eckom kap-
TUHbI HE CYLLECTBYET — KJIMHUYECKUE MPOSIBIIEHUS
3ab0neBaHnNg Takmne xe, Kak 1 Npu opyrux oobem-
HbIX npoueccax B LUHC n onpepensaioTca nokann-
3aumen, pasamMepoM, CKOpPOCTbio pocta. Havanb-
Hble CUMMNTOMbI 3a00/IEBAHNS — OYaroBble 1 00LLe-
MO3roBbl€ HEBPOJIOMMYECKME CUMMNTOMbI, BbIPAXEH-
HOCTb U TWUM KOTOPbIX 3aBUCAT OT JloKaan3auum
npouecca. ConutapHoe 1 MHOroo4aroBoe Ornyxo-
NleBOe rnopaxeHne BCTpe4vanTCcd O4MHAKOBO YacCcTo
(puc. 221-224). Tunn4yHOM noKanmMaauus onyxonu
B npenenax LUHC HeT, oHa MOXET nopaxaTb No-
6yto obnactb [2].

Jlokanusaums onyxofieBbiX O4aroB YTOYHAETCSH
NPV MOMOLLM KOMIMbIOTEPHOM Y MarHUTHO-PE30HaH-
CHOM TOMOrpadum ¢ KOHTPACTHbIM YCUJIEHUEM
(pnc. 221). Xota ctporo cneundunynbix KT n MPT
npudHakos ansg MNJIFM He cylwiecTByeT, NO4YTHN BCe-
roa npennonoxeHne 06 3TOM OMyxoam BO3HUKANO
nocne nposepeHus KT n MPT ronosHoro moara.
Haunbonee xapaktepHbiMn KT 1 MPT npusHakamu
MMM aBngioTCa: npuneraHnue onyxonu K XXenyaouy-
KaM, MHTEHCUBHOE HaKOMJIEHNEe OMyx0Jibio KOHTpa-
CTHOIO BeLLECTBa, NepundokKanbHbii OTEK, OOHOPOA-
HOCTb Y MHOXECTBEHHOCTb OMyX0JIeBbIX O4aroB.

Puc. 221. MHOXeCTBEHHbIE OMyXOJEeBbIE o4arun
nepBuUYHON NMMEPOMbI FONI0BHOrO Mo3sra. MPT ¢
KOHTPACTMPOBAHNEM [0 JIeHEHUS.

JNInmpaTtnyeckmin nenkounTos B JNKBOPE MNpun
CMUHANbHbIX MYHKUMSX 0OHapyXmBaeTcsa Nnllb Y
20% 605bHbIX — 0ObIYHO 3TO NALUMEHTbI C MHOXE-
CTBEHHbIMW OMyXOJIEBbIMU OYaramMu B rOJIOBHOM
Mo3re, npuaexawmmMm K MO3roBbiM 000sI04KaM.
MepBMYHOE NOpaxeHne cammx 060104eK rOJI0OBHO-
ro Mo3ra BCTpevaeTcs KpanHe peako.

Hanbonee ApKown KNNHUYECKON OCOOBEHHOCTbLIO
3aboneBaHna 9BNSETCS AINTENbHOE OrpaHNYeHne
nopaxenus npegenamu LIHC. CuctemHbie meTa-
CTa3bl BCTPEYAIOTCH KparHe penko: nopaxatTcs
nnmdaTrnyeckmne y3snbl, Cene3eHka U KOCTHbIN MO3T.
Mpn peumnguBax 60ne3HN Takxe He HabnpaeTcs

Puc. 222. MPT ronoBHOro Mo3ra Toro e 60/b-
HOro B pemuccum 3aboneBaHns rnocne XMMmno-ny-
4eBOW Tepanuu.
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Puc. 223. MNepBuyHaa numdoma ronoBHoro mo3sra. MPT ronoBHOr0 MO3ra ¢ KOHTPaCTMPOBAHMEM.
OI'IYXOJ'Ib, aKTMBHO Hakanamsarwwaa KOHTPacCT, B obnactum 3PpUTENIbHOIo 6yrpa cnpaBa C pacnpocTpaHeHnem Ha 006-

nacTtb MOCTa.

CUCTEMHOW AncceMnHaummn, NpakTM4eckn Bce pe-
LMOMBBl — NIOKasbHbIE.

AwnarHocTuka

ncTonornyeckmnni guarH03 yctaHaBAMBaAETCA C
NMOMOLLbIO CTEPEOTAKCUYECKOM BMOMNCUN FONIOBHO-
ro Mo3ara. 9ToT MeToZ, NO3BONSET NPON3BECTUN OBMNO-
MCUIO 04yara B roJIOBHOM MO3re TOHKOW Uron nop,
KOHTPOJIEM KOMMbIOTEPHOMN TOMOrpadpun.

Mo Hawunm paHHbIM, B 65% cnyyaes MJITM yc-
TaHaBNMBaeTCca anarHo3 auddysHon B-kpynHokne-
TOYHON NUMGOCAPKOMBI.

Mopdonorus

B ructonornyeckom npenaparte 4allle BblSIBNS-
eTca kapTuHa anddysHon MHOUAbTPaUUM BOOSb
COCYy[0B MO3roBOM TKaHW KJleTKaMu KPYMNHbIX pas-
MepOB CO CBETJ/IbIM OMOJIOXEHHBLIM S4POM C OOHOMN
WU HECKOJIBKMMMW HEBOIbLLMMIN HYKJIEONamMu (puUcC.
225-227). 3Tn kneTk1 pacnonaratTcsd CKOMeHu-
MW U NOOANHOYKE B OKPYXEHUN MOpPdOoormyec-
KW 3penbiX NTMMQPOUOHbIX KNEeTOK, Cpean KOTOpPbIX
BCTPEYaloTCH eANHUNYHbIE 303UHOMUIIbI N MIa3MOo-
umThl. Cknepos He BbipaxeH. 10 kpato o4aros nMm-
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dOoVaHON MHOUNBTPALMM MOTYT BU3yann3mpoBaTth-
cs ckonfieHnsa makpodaros. Hekpo3os HeT. Ha rpa-
HULE OnyxosnM M MO3roBOW TKaHW HepeaKo BUAOHbI
MacCCUBHbIE KPOBOU3NUSHUS. lNpu  umTonormyec-
KOM 1CCneaoBaHumM OonpeaensoTcs KPynHble Num-
dongHble KNETKN C BblPaXEHHbIM aTUnnM3mMom u
noSMMOPPU3MOM C OMOJIOXKEHHbBIM S4POM U Chna-
60 6a3opunbHON uMTONIa3mMon (puc. 228).

B 27% cnyyaeB IMJI'M HabniopaeTcs kapTuHa
3PENIOKNETOHHON NuM@aTUYeckon onyxonanm: oud-
dy3Haa n oyaroasi MHGUIbTPALMA MO3rOBOW TKa-
HU NUM@ONOHBIMU KNIETKaMU HeBONbLUNX pa3me-
POB C MJIOTHbIM, TEMHbIM, «3PEJbIM» S4POM Mnpa-
BUJTIbHO POPMbI C Y3KMM 0004KOM LIMTOMIA3Mbl.
OTU KNETKM PacronoXeHbl CKOMIEHUSAMU, TakxKe
NPEeUMyLLECTBEHHO BOO/Ib MO3rOBbIX COCYOOB.
KpynHble nMM@OnaHbIE KNETKU BCTPeYaTCa pea-
ko: 0—1-2 B none 3peHus.

Y 8% OB0NbHbIX FMCTONOrMYECKasa KapTuHa Ha-
nomMuHana nnasmouuTomy, BbigBAsnacb andpedya-
Hag MHOUNLTPAUUSA HEGONbLUIMMU NUM@ONOHBIMU
KNETKaMU, C KPYribiM, 9KCLLEHTPUYHO PaCMOJIOXKEH-
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14:34:22
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Puc. 224. TlepBuyHas
numdpomMa rosioBHOro mMoa3ra.
MPT ronoBHOro mosra C KOH-
TpacTMpoOBaHUEM TOro Xe na-
LMEeHTa Nocne fnevyeHus.
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Puc. 225. Jlumdpoma ronoBHOro Mos-
ra. Fuctonornyeckuin cpes buonrtaTa ro-
NIOBHOrO Mo3ra (man. yB.).

OndodysHasa numpongHas nHpunbTpaums Tka-
HW rOJIOBHOIo M0O3ra, B T.4. NepnBacKynsgpHble
MHOUNbTPATHI.

Puc. 226. Jlumdpoma ronoBHOro Mo3-
ra. f'mctonoruyeckuin cpes buonTaTa ro-

JIOBHOro Mmo3ara (marn. yB.).
JNnmoonaHaa nHdunbTpaums BOKpyr cocya.

Puc. 227. Jlnmdoma ronoBHOro mos-
ra. ToT xe npenapart (6. yB.).
MHbunbTpaT npenctaBneH nuMmoongHbiMn
KNeTkamMu CpedHUX 1 KPYMHbIX PasmMepoBro
Xo4y cocyaa.
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HbIM 90POM C «KOJIECOBUAHOWN» CTPYKTYPOM Xpoma-
TUHA 1 6a30PUNbHON LMTONNa3Mon. MNpn NMMYHO-
XUMNYECKOM WCCNEeOOBAHNN KPOBU, MOYN U NINK-
BOpa NMaTo/IOrMYeckom CEKPELIMN HE BbISBNEHO.

UmmyHodeHoTUN

MopaBnsouwee 60nbWMHCTBO (0KONO 95%)
MM — o710 B-kneToyHble onyxonu. T-KneTo4Hble
[J1TM BcTpeyatoTca He Yawle 5%. XapakTepHbIx o
MILUHC nMMYHOMEHOTUNNYECKNX U LIUTOTEHETU-
4YeCKNX OCOOEHHOCTEN He BbISBIEHO.

MIMMyHOnormyeckumm ocoBeHHOCTAIMU Ang-
dy3HbIX B-kpynHokneTouHbix numdom LUIHC aBns-
eTca nepecTtpoiika reHa BCL6 y naumeHToB 6€3
MMMyHoZeduuuTa 1 BKIIOYEHNE FTEHOMa BUpyCca
OnwtenHa-bapp B reHOM OMyxoNeBbIX KIETOK Npu
MJITM, accoummnpoBaHHoi ¢ BUY-unHpekumen.

JleyueHne n NporHos

TeueHune 3a6oneBaHMsa 3n10Kka4ecTBeEHHOE. [po-
OOJKNTENBbHOCTb XN3HU BONbHbIX 03 NevyeHus
COCTaBnsieT B cpeaHemM 3 Mec. Xupyprudeckas pe-
3eKUMsa Onyxonm HeadpdEeKTUBHA, 4YTO, BEPOSTHO,
06yCNoBNEHO PACMONIOXEHNEM OMYyXONU BOOb CO-
CyO0B VN HEBO3MOXHOCTbIO BCIEACTBUE 3TOr0 €€
paavkanbHoro yoanenus. lNocne onepauyum obuiasa
BbDKMBAEMOCTb OO0JIbHbIX COCTABASET OKOJIO0 5 Me-
CSILIEB.

[MpyMeHeHne TONbKO Ny4YeBOl Tepanun B CyM-
MapHon no3e 40-60 'p Ha roNOBHOW MO3r NMPUBO-
aunno kK 30% HenpoaoMKUTENbHBIX MOJIHBIX PEMUC-
cuii, 5-neTHaa 6e3peunamBHas BbIXXMBAEMOCTb
BGO0JIbHbIX, NOMYYaBLUMX TOJILKO JYYEBYIO Tepanuio,
cocTaBnsana 3—4%, a obwas BbXKMBAEMOCTb OKOJI0
10%.

[MepBble paboTbl NO MPUMEHEHMIO MOSINXUMUO-
Tepanum npu nepsuyHbIX inMmdomax LIHC otHocaT-
cs K Havany 1980-x rogos. Nony4yeHHble pe3ynbTa-
Tbl Mokadanu, 4YTO CTaHAApPTHas NoAMXMMMoTepa-

Puc. 228. Jlumdpoma ronoBHOro

mo3ara. OtneyaTtok GuonTtara ronos-
HOro Mo3ara (MMMm.).
Cyb6cTpaT onyxonu B oTrnedyaTtke npem-
CTaB/IEH KPYMHbIMUY, B TOM YMCe U OBY-
aaepHbIMU MMMOOCAPKOMHBIMU KIeTKa-
MW ¢ GNaCTHOI 1 BOJIOKHUCTOWN CTPYKTY-
pon xpomartuHa. LUutonnasama kneTtok
[0BOJIbHO LIMpokas, 6aszodpunbHas. O6-
pawiaeT BHMMaHe NonuMopduam 9apbi-
LUEK.

nua CHOP n CHOP-nogoGHbIMK Kypcamu masno-
adPekTBHA N conocTaBmmMa ¢ 3PPEKTUBHOCTBIO
ny4yeBon Tepanun. Takme Xe AaHHble OblIn nony-
YeHbl N MPU MPUMEHEHNN NOANXUMUOTEPANUN MO
nporpamme CHOP ¢ nocnenytoLlein ny4eBon Tepa-
nven. MNprnYnHON HU3KON 3PPEKTUBHOCTU aHTpa-
UMKIIMHOBLIX (agpuabnactuHa) v ankunnpyowmx
npenapartoB (umknodocoaHa) 9BNSeTCa HuU3Kas
NMPOHNLLAEMOCTb MMU reMaTosHLedanmyeckoro
O6apbepa (M9B).

B cepeguHe 1990-x romoB BMepBble MOSIBU-
nmcb paboTbl MO NPEVMYLLECTBEHHOMY MUCMOJb30-
BaHMIO MpenapaToB, MPOHMKAIOLWMX Yepeld rema-
TosHUedanmyeckmn Gapbep. dTn paboThl 3ano-
Xunu GyHOAMEHT COBPEMEHHOr0 TeparneBTUYec-
KOro noaxofa K JIeYEeHUIo NepBUYHbIX Tumdocap-
kom LIHC [4, 5].

OCHOBHbIM KOMMOHEHTOM BCEX COBPEMEHHbIX
nporpamMmm NepBoir NMHUK Tepanuu 9BASETCS Me-
ToTpekcart. [pMMeHeHne BbICOKMX 003 9TOro npe-
naparta obecneymBaeT ero HeodGxoanMyio Tepanes-
TUYECKYIO KOHLEHTPALMIO B IMKBOPE, a paHHee (4e-
pe3 6-12 4 nocne 3aBepLUEHU NHPY3NUU METOT-
pekcaTa) Ha3Ha4YeHne He NPoHMKatoLLero Yepes A6
NekoBOpKrHa No3BoNseT n3bexarb CUCTEMHOW TOK-
CUYHOCTN.

JlyyeBas Tepanus Ha FOJIOBHOM MO3r B cymMMap-
Hon po3e 40-50 'p No gaHHbIM MHOIMX aBTOPOB,
He yBENNYMBAET KOJIMYECTBO MOJIHbIX PEMUCCUI U
BbDKMBAEMOCTb 060JbHbIX. OOgHAKO OTMEYEHO, 4TO
YyacToTa Pas3BUTUS KITMHUKN TSXKENbIX SHUedanona-
TUIA HAaNPSIMYIO CBA3aHA C MPOBEAEHNEM JTYYEBOMN
Tepanuu, oCOBEHHO Yy MOXWUIbIX MNAUMEHTOB [6, 7].

B M'HLL PAMH ¢ 1998 r. npumeHsieTca nporpam-
ma TioCaTeMeD [1, 6, 8]. JlyueBas Tepanus B Cym-
mapHoi no3e 30-50 INp ncnonb3yeTcs TOSIbKO B CHy-
Yyae XMMNUOPE3NCTEHTHOCTU onyxonu [1].
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lMocnepoBaTenbHas KOMOUHALMS XMMUOTEPannn
no nporpamme TioCaTeMeD onyxonu nossonser
OOCTUrHYTb peMmuccunmn y 77% naumeHTos. IByxneT-
HAs o0Luas BbKMBAEMOCTb cocTtaBnseT 78%. Op-
HakKo 5-neTHaa o6Lias BbKMBAEMOCTb HE MPEBbI-
waet 40% [9].

JleyeHne peumpmeoB 3aboneBaHns ocTaeTcs
3HAUYUTENbHOW TepaneBTUYeCcKolr NpobnemMoi: no-
BTOPHOE NPMMEHEHNE KyPCOB NEPBO IMHUM N KypP-
COB, BKJIOHAKOLLMX LUMTO3ap, naapyovumH n gpy-
rme npenapatbl, 0ObIYHO HESI(PDEKTUBHO. MOMbIT-
KU NPUMEHEHMS CTaHAAPTHbIX 403 TepaneBTUYec-
KX MOHOKJTOHasbHbIX aHTUTEN (puTykcmumaba), Tak-
Xe NPOHMKALWMX Yeped reMaTosHuedanmyeckumn
Gapbep, He gann adpdekTa.

B nocnegHee Bpemsa B HL, PAMH npu peungu-
Bax ucnonbdyetcsa kypc PEPSO [1]. JaHHbIN KypcC
ABNSETCHA BbICOKOMHTEHCUBHBIM, Y 50% nepBuYHO-

Punc. 229. Jinmdoma ronosHoro
Moara. 'mcrtonormyeckunn cpes
GuonTaTa rofsioBHOro moara (6. yB.).
MHbunbTpat nonnmopdeH, npeacrasneH
NPEeMYLLLECTBEHHO KPYMHLIMW aTUMNWY-
HbIMU TMMbOUOHBIMKY KneTkaMn. BeTtpe-
yalTCs OTAENbHbIE MHOTOSiAEPHbIE 3ne-
MEHTbI (CTpenka).

pedpakTepHbIX O0MbHBLIX N 'Y NALMEHTOB C peuuan-
BOM 3a60neBaHng yaaeTcs AOCTUTHYTb PEMUCCUN;
OTNINYAETCHA XOPOLUEN MEPEHOCUMOCTbLIO 1 HU3KOM
TOKCMYHOCTbIO. OgHako AenaTb OKOHYaTesibHble
BbIBObl HE NPEeACTaBNAETCH BO3MOXHbIM, T.K. Nne-
pvopn HabnwaeHua 3a 60MbHbIMKU, MOMYYMBLUMMU
LaHHbI KypC, He NpeBbIlaeT ABYX NET.

Mo paHHbIM GONBLUVMHCTBA UCCNenoBaTenei, oc-
HOBHbIMM NMPOrHOCTUYECKN HEBNAronpPUATHbLIMU
dakTopamMu aBAKAIOTCA NOXUNON BO3PaCT BOJIbHbIX
1 60sbLLIAs Macca onyxonn. TsxKenble 0CNOXHEHNS
nonMXMMmMoTepanum HabMoaaTCa TObKO Y Naun-
eHTOB cTapLue 60 neT: Npoao/IKMUTENbHbIE MUENO-
TOKCMYECKME arpaHynoLunTo3bl, BHyTPMMO3roOBble
abcLecchl, KPOBOM3NNSGHMS B MO3T, MPOrpPeccupyto-
was aHuedanonatug, 4To ANKTyeT He0OX0AMMOCTb
CHUXEHUS 403 XMMUOonpenapaTos B ABa pa3a 1 npu-
MEHEHUS KONIoHnecTuMynmpytowmx daktopos [10].
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MepBuyHblie nuMdaTnyeckne onyxonu
opoUTDbI

JIuMm®pOoMbI COCTaABNSAIOT MOYTU MOJSIOBUHY BCEX
onyxonen, NepBUYHO MOPaXKaIOLLMX MATKME TKaHU
opbuTbl 1 NPUAATOYHbLIM annapat rnasa [1], 1 3a
nocnegHve rofbl X 4acToTa UMEET TEHAEHUMIO K
yBenuyeHuio. Cpeay BCex HEXOMKKNHCKNX MMM OM
nepeuyHble nuMdaTnyeckmue onyxonm opoUThI
(MJ10) BcTpeyatoTca meHee 4yem B 1% cnydaes; B
rpynne aKCTpaHoAasIbHbIX IMMMOM 1X 0ONA COCTaB-
naet ot 5 no 14% [2].

Bnepsble numdoma opbuTtbl HGbina onucaHa
Feintein B 1952 roay [3].

CoBpeMeHHble METOOMKN MO3BOASOT OMATHO-
CTUpoBaTb 6OMbLLIMHCTBO U3BECTHBLIX CEMOAHS JINM-
donponnpepaTMBHbIX 3a00NeBaHN, NMOPaXKAOLLNX
3Ty obnactb. Hanbonee yacto BCTpeyaloLWUMUCS
HO30J10rn4ecknMn Gopmamu ABAFITCH IMMEPOLN-
ToMa (MMMdoMa 13 KNEeTOK MapruHasbHOW 30Hbl,
MALT- numdoma) — 0o 60% cnydaes, anddpysHasa
B-kpynHoknetoyHaa numdocapkoma (10-17%),
nmmMmdomMa n3 KIeToK MaHTUNHOM 30HbI (3—15%),
donnukynsapHaga numopoma (2-17%), numdonnas-
MauuToma (3-5%). Cpeam penkmx ong NnepBUHHOM
fokanusaumm B opbute HO30N1I0rnM4ecknx Gopm
onucaHbl numpoma n3 manoix numdoumtos, bep-
KkMTTOoNnoAo00Has numdoma, T-KneTouHble MMmMdo-
Mbl. [4, 5, 6]. B 30% cnydaeB Hanuine numdatn-
4yeckoii onyxonmn opouTbl ABASETCS NMLLb OOHUM U3
NPOSIBNIEHUM CUCTEMHOrO NMOPAXEHUd, YTO npen-
nonaraeTt NPOBEeAEHME NOJIHOrO CTAANPOBAHNSA 3TUX
NMauMeHTOB.

JiumdouutToma opOUTHI

JaHHble MO BO3PaCTHOMY 1 NMOSIOBOMY pacrpe-
LEeNeHno Pa3HOPEYMBbI, HO MOXUIbIE XEHLLN-
Hbl HECKOJIbKO npeobnagatoT.

KnuHnyeckas kaptuHa. Yalwe Bcero npu
nmMMdoUNTOME MOPaxalTCs KOHbIOHKTUBA,
Cnes3Has xenesa, BEKu, T.e. MPEeMMYLLECTBEH-
HO CIM3NCTO-3NUTENMASNIbHBIE CTPYKTYPHbI.
Mpn BOBNEYEHNN KOHBIOHKTUBbI B KOHBIOH-
KTMBA/IbHbIX CBOAAX OMNpenensieTrcs BaJIMKOo-
obpas3Has, 6oraTto Backynsapu3npoBaHHas
onyxonb, KOTOpass MOXET MMETb BUA KPYr-
HbIX CAMBHBbIX donnnkynos (puc. 230). ITun
nauueHTbl 0ObIYHO XanylTcsd Ha OUCKOM-
dOopT 1 ouwylleHne nHopogHoro Tena. Ong
NopaxeHns MArkUX TKaHeil opOMuTbI xapak-
TEPHO OrpaHn4yeHne MNOABMXHOCTU, 9K30Gd-
TalbM CO CMELLeHMEM rna3Horo sbnoka
(puc. 231, 232), aunnonug. lNopaxeHne Bek
00ObIYHO MPOSIBNSIETCA CYXEHWEM [Na3HOoM

Puc. 230. Jlumdoma 13 knetok MaprmHaabHON
30Hbl (MALT-TMNa) ¢ nopaxxeHnem KOHbIOHKTUBBI.
BHewwHmin B, 60/1bHOIO [0 Ie4eHus.

LLEeNn, NTO30M Pa3HOl CTEMEHU BbIPaXEHHOCTH, B
TONWE Bek nasbnupyeTcs onyxoseBoe, 00bIHHO
6e3b60ne3HeHHOe 0Opa3oBaHMe C YeTKUMU WUnun
pasmbITeiMy rpaHuuamu (puc. 233). Peako BcTpe-
yaeTcH nepBuyHas peTpooynbb6apHas nokanmsa-
UMs, KIMHUYecku nposiBnsiowas cebs oceBbiM
ak3opTanbMmom. [pn nepBnyYHON nokanu3auum B
C/Ie3HOW XeJsie3e BbISBNSAeTCA YBelnyeHne ee B
pasmMepax, C NnocriefylolmM pacrnpoCcTpaHeHem
Ha KOHBIOHKTUBY, MArkme TkaHu opbutbl. B 20%
nopaxeHue OBYCTOPOHHEE, YTO B OTCYTCTBUN KOJI-
naTepanbHOro MMmM@aTn4eckoro coobLLEHNS MeX-
Oy TKaHsMKN opOUT CBUOETENLCTBYET O CYLLECTBO-
BaHUM «MHCTUHKTA OOMa» OMyXoJieBbIX KJIETOK.

Puc. 231. Jlumdpoma 13 knetok MapruHaabHOM 30HbI C
nopaxeHnem MSArkmux TkaHe opouThI.
Ak30dhTaNbM CO CMELLEHMEM NPABOro rinasHoro 1610ka, oTek (xe-
MO3) KOHBbIOHKTMBbI.



MNepBuyHbIe MMpaTYEeckmne ornyxosm opobuTs! 173

23/11/1939 F 6S
A

Puc. 232. Ta xe 6onbHasa. KomnbloTepHasa To-
MorpamMmma.
3oHa onyxonu BblgesieHa KPpaCHbIM LBETOM.

XapakTepeH OJINTENbHbIN NIOKabHbIA POCT C
BAJIbIM, TOPNUAHLIM TeYeHNem 3abonesaHus. Mpn-
MepHO B 20% BbIABNAOTCSA OpYyrne aKkcTpaHopasb-
Hble N HOJalibHble N O4Yaru — Xenynok, nerkue,
WMTOBMOHAA Xefnes3a, NnevyeHb, cefie3eHka, M-
doy3anbl, KOCTHbIA MO3r [7].

MaroreHe3. B pa3sutun TMMOLMTOMbI OpOUTHI
npeanofaraeTcs y4actme XPoHMYECKOro nHdekum-
OHHOr0 NN ayTOMMMYHHOI0 BOCMNaIeHns, KOTOpoe
B YCNIOBUSIX FEHETUYECKOM NPEapacrnofioXXeHHOCTHU
naumeHTa cospaeTt GnaronpuaTHblid GOH ona pas-
BUTUSA numdartnyeckorn onyxonu. NHorga B aHam-
He3e NauMeHTOB MOryT OblTb YKa3aHUs Ha ayTOMM-
MyHHble 3a00neBaHu1s, Takme, Kak PEBMATOVOHIN
apTpuT, ayTOMMMYHHbI TUPEOUJNUT, CUHOPOM
LLlerpeHa. MosiBuBLUMECS 3a NocsieaHee BpemMs nyo6-
nkKauum coobLaoT 0 BO3MOXHoM ponun Chlamydia
psittaci B pa3BUTUM KOHBIOHKTMBAJIbHbIX TMMGOM 1

Puc. 233. Jlumdpoma 13 knetok MaHTUNHOM 30HbI
C NopaxeHneMm BeK.

nonbiTKax Ux evyeHns aHTnburoTkamm. BeposiTHo,
NONOXUTENbHbIE Pe3yNbTaThl CBA3aHbI CO Cly4yas-
MW, KOrAa pedb UaeT He 0 nuMmdomMe, a O peakTuB-
HOM NMM@ONAHONM runeprniasnum, KoTopblie NHoraa
TPYAHO OTANYMMbI JAXE MPU BbISIBIEHUN KITOHAb-
HOCTW. 1P UCTUHHOM OMyX0NU, CYLLLECTBYIOLLEN MO
CBOVIM aBTOHOMHbIM 3aKOHaM, aHTMbakTepuasbHas
Tepanus, HanpaefeHHasa Ha 3pagukaumio MHoek-
LIMOHHOIro areHTta, npencrasngerca manoapodek-
TUBHOA.

Mopdosnorus. Onyxons npeacTtasneHa numdo-
VOHBIMU KIIETKAMU MENKUX UN CPedHuX pasme-
POB C YMEPEHHO MIIOTHBLIM A4EPHbIM XPOMATUHOM
1 OTHOCUTENBHO LUMPOKOWN CnaboOoKpaLLEHHOWN Lin-
Tonnasmon. MoxeT HabngaTbCa pasfiniHas cTe-
NneHb naasMaTn4eckon ouodepeHLmMpoBkn. Xapak-
TepHO GOpMUPOBaHUE NUMPOINUTENNASIbHBIX MO-
paxeHuin, xapakTepunayoLLleecs NHBa3nern ornyxo-
NEBbIX NMMOOUMNTOB B Xene3bl C MNOCNenylLwmnm
paspyLleHneM anuTenuanbHbix CTPyKTyp. VHoraoa
BbISIBNSIETCS HE3HA4MTEeNbHAd NPUMECh KPYMHbIX
KNeToK Tuna LeHTpobnacTtoB U MMMYHOONIACTOB.
MuTo3bl peaku.

NUmmyHogpeHoTun. Onyxonesble NUMPONaHbIE
KneTkn HecyT B-knetouHble mapkepbl (CD19, CD20,
CD79a), He akcnpeccupytoT CD5, 10, 23, cyclin-
D1, okpacka Ha Bcl 10 nosntusHa B 1/3 cny4aes,
nponudepaTBHag akTUBHOCTb HEBbLICOKAS.

KneToyHas knoHanbHOCTb MO pedynbTaTtamM aHa-
n3a NepecTpPoOnKN reHOB TAXENbIX Lenen uMmy-
HOrnoOynMHOB BbisBNgeTCs 6onee yem B 80% cny-
yaes.

Kapunonorus. OnncaHbl xapakTepHble OAns 9K-
CTpaHozasibHOM GOPMbl MIMMEPOMbI U3 KIIETOK Map-
MMHaNbHOM 30HbI LUTOreHeTUYeCKME NepecTpPomKu:
1(11;18)(g21;921)/API2-MALT1, t(1;14)(p22;932)/
BCL10-IgH, t(14;18)(gq32;921)/IgH-MALT1,
1(3;14)(p14.1;932)/FOXP1-IgH, Tpucomua 3 n 18.

Pesynbtatom TpaHcnokauum t(11;18)(gq21;921),
apnaeTca cnvaHue reHa API2 (nHrmbutopa anon-
T03a2) Ha 11 xpomocome n reHa MALT1 Ha 18 xpo-
MocoMe ¢ 0Opa3oBaHMEM XMMEPHOro npoaykra
API2- MALT1. Mpn TpaHcnokauusax
1(14;18)(g32;921) un t(1;14)(p22;032) nepeHoCAT-
cs redbl MALT1 1 BCL10 COOTBETCTBEHHO Ha XPO-
Mocomy 14 nopf BingHne NnpoMoTopa reHoB Tsaxe-
NbIX Llenen UMMYHOMN0OYIMHOB C UX NOCNEAyoLLEN
runepakcnpeccuen. KnioyeBbiIM MOMEHTOM 3TUX
nepecTpoek CYMTaeTCa aKkTuUBauMs HYKJ1eapHOro
TpaHcKkpunumoHHoro ¢aktopa kanna B (NF-kB).
Kpome TOro, B cinydasax C TpaHchokauuen
1(11;18)(g21;921) onpeneneHHas posib OTBOAUTCS
VHrMOMPOBaAHMIO CUIFHANIOB anonTos3a.

MexaHunam, nexalwinii B OCHOBE naToreHesa
BbISIBIEHHOM B MOCNeAHee BPeMs TpaHCioKauum
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1(3;14)(p14.1;932), TO4YHO HE N3BECTEH, HO OH MO-
XeT ObITb He cBA3aH ¢ akTuBauver NF-kB. MNpu aToin
nepecTponke runepakcnpeccupyetca reH FOXP1,
KOOVPYIOLLNIT OANH U3 TPAHCKPUMNLUMOHHbIX PakTo-
poB cemencTtea FOXP B pe3ynbTtaTte ero nepeHoca
¢ 3 Ha 14 xpomocomy, nofa, BAVUSHME NPOMOTOpPA
reHOB TSXKesbIX Leneii UMMYHOro6ynnHoB. 3TOT
X€ FeH rmnepakcnpeccupyeTcsa npm Tpucommm 3.

PesynbtatomM akTuBauUMM TPAHCKPUMNLMOHHBIX
GakToOpPOB ABNSeTCs NonydyeHne ned@eKTHbIMU KNeT-
KamMu nponndepaTruBHOro NperMyLLecTBa, YTo Be-
OEeT K UX HaKOMJIeHuHo.

Cpenon Bcero pa3zHoo6pasuns reHeTnyeckmx ne-
pecTpoek obpauiaeT BHMMaHMe Gonee 4yacrtas
BCTpevyaemMocTb Tpucomun 3, n t(14;18)(q32;921)/
IgH-MALT1, 4yTo oTnmnyaet numdoumTomMy opbuTsl
OT raCTPOUHTECTUHANIbHOW, KOTOPOW OONbLUE CBOMN-
cTBeHHa TpaHcnokaumsa t(11;18)(g21;921)/API2-
MALT1.

Jinmdboma U3 KNeToKk MaHTUNHOWN 30HbI

[Mpu aTOM HO30N0MrMK PESKO NEPBUYHO Nopaxa-
€TCH KOHBIOHKTMBA; OCHOBHAs JioKanusaums, Kak
npaBuSI0 — MSArkMe TKaHu opOuT, BeKW, crie3Has
Xenesa; ¢ BbICOKOW 4acTOTOM oOHapyxXmBaioT Mo-
paxeHue MArkmx TkaHer nuua [8, 9]; 06bI4HO K MO-
MEHTY MOCTaHOBKU AnarHo3a BbigenseTcd yxe |-
IV ctagua 3ab6oneBaHus (puc. 234, 235).

[Mpy rmctonorvyeckomM mcnenoBaHUKM OMyxosu
00bI4YHO BbISIBNSETCS MOHOMOpP®dHas, npenmyLle-
CTBEHHO 3peJiokNeTo4Hasa amMmoonaHas MHOUIbT-
pauus, 4TO B OTCYTCTBUU UMMYHOIMCTOXUMMUYEC-
KO0 N UMTOreHeTMYeCcKOoro nccnefoBaHns 4acTto
NPMBOANUT K MOCTAHOBKE OLUIMOOYHOro AmarHosa
«nuMooLnTOMa», BCNeACTBME Yero nauneHTbl no-
NyyaloT HeagekBaTHoe nedeHne. ObpallaeT BHU-

Puc. 234. KomnbloTepHas ToMmorpamMmma Toro xe
60NbHOroO.
30HbI onyxonaun BblaesnieHbl KPaCHbIM LLBETOM.

Puc. 235. Jlumdpoma 13 knetok MaHTUNHOM 30HbI
C NopaxeHMeM CNe3HbIX Xenea.

MaHue Bbicokasa 4yactota CD5-HeraTtmBHbIX Bapu-
aHTOB IMMMOMbI N3 KNETOK MaHTUNHOM 30HbI NpKU
NepBMYHOM MNopaxeHun opbutbl — 0o 30% [10],
KOrga OKOH4YaTesbHbl AMarHo3 ycTaHaB/IMBaETCS
TOJIbKO NMpu 0B6HapyXeHnn cneumduieckon TpaHc-
nokaumn t(11;14)(q13;932) 1 runepakcnpeccun
cyclin-D1. IMMyHOrMCTOXMMMYECKOEe NN MONEKy-
NApHO-Bronornyeckoe nccnenoBaHme s Bbisene-
HUS NOCNeaHero SBNATCS 0693aTeNbHbIMU.

donnukynapHas numdpoma

O6bl4HO nopaxaeT Markue TkaHn opobuT. B no-
JIOBMHE Clly4YaeB NMpOLECC He NoKasbHbIN, 0ObIYHO
OKa3blBalOTCS BOBAEYEHHBIMU NMMOY3bl, cene-
3eHKa, KOCTHbIA MO3r. Npn rMcToNormM4eckomMm uc-
cnenoBaHuM GuonTtaTa opOUTLI MHOMAA MOXHO 00-
HapYyXnTb GoNNNKynonoaobHble CTPYKTYpbl; Ony-
XONEeBbIE KNETKM HECYT NaH-B-kneTo4yble MapKepsbl,
noeepxHoCTHbIe Ig; CD10 n bcl-2-no3ntmneHbel. Xa-
pakTepHa TpaHcnokaums (14;18)(g32;921) ¢ peap-
paHXMpPOBKOM reHa bcel2, Torga kak npu numdoum-
TOME B cnyyasx ¢ TpaHcnokaumen (14;18)(g32;921)
peappaHxumpoBaH reH MALT1.

AunddPpysHaa B-kpynHokneTtoyHaa numdpo-
capkoma

KnuHnyeckmn 3abonesaHune nposienseT cebds no-
paXxeHnem Bek, MArkux TkaHen opbuTbl (puc.7),
00ObI4HO K MOMEHTY MOCTAHOBKW AMarHo3a uMetoT-
cs 1 apyrue ovaru — 00bl4HO 3TO NMMOY3Sbl, KO-
CTHbI MO3r. Mpy LMTOreHeTM4EeCKOM nccnenoBa-
HUWN BbISBASETCS KOMMNAEKCHbIA kapuoTtun, B 30%
cnyyaeB obHapyxmBaeTcs TpaHcrnokauus —
1(3;14)(g27;932), npu KOTOPOW peappaHXXMpOBaH
ren BCL6, Torma kak npu TpaHcaokauummu
1(3;14)(p14.1;032) B cny4aax nmumdounTOMbl pe-
appanxunpoBaH reH FOXP1.

Tepanua

Mpwn BbIGOPE ONTUMANIBHOW TaKTUKM Tepanuu
YYUTBLIBAIOTCA HO30JI0rnyeckas NpMHaaNexHoCTb
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Puc. 236. Jinmdoma 13 knetok MaprmHanbHON
30HbI C TpaHchopmMaumern B B-kKpynmHOKNETO4YHYIO
nmmdocapkomy.

BHewwHuin Bug 605bHOrO.

OMnyxonu, PacnpoOCTPaHEHHOCTb NpoLecca B opou-
Te 1 3a ee npegenaMmu, Hanuyme HebnaronpusT-
HbIX MPOrHOCTNYECKNX HPaKTOPOB, a TakxXe CTEMEHb
1N 06PaTMMOCTb NOPAXEHUS TAa3HbIX OYHKLNIA.

Puc. 237. ToT xe 00sbHON Noche fie4eHuns.

Xvpyprunyeckuin noaxon B Jsie4eHUn numMoom
opbuTLl cebsa He onpasgan — nocne rnoJsiHoro yaa-
JIEHNS OMYXONU NIOKAJIbHbIE N CUCTEMHbIE PeLMau-
Bbl BO3HUKAOT y 75-100% 6G0nbHbLIX B KOPOTKME
cpoku [11].

TpaguumMoHHO Npu BbiGOpe TepaneBTUYECKOM
TaKTUKN BCEX MEPBUYHBIX TMMOATUYECKUX OMyXO-
neii opObUTLI NPeanoYTeHe oTAaBasoch Jy4eBoi
Tepanuu, KotTopas obecneynBaeT XOpPoLUNA MEeCT-
Hblli apdeKT, HO He NpeaoTBpaLLLAeT aKCTpaopbu-
TanbHble peunamBbl. Tak, B cny4yasax numepouunTo-
Mbl NPM cymMMapHoii oyarosoi nose 30-40 'p 06-
wmin oteeT cocTtaengaeTt noytn 100% [12, 13], B TO
Xe BpeMs akcTpaopObuTasibHble UKW KOHTpnaTe-
panbHble peuuamBbl oTMevatTesa y 23 n 36% 601b-
HbIX B TEYEHME NEPBbIX NATU U OECATU NeT COOoT-
BETCTBEHHO [14].

Mpu ppyrux, 6onee arpeccmMBHbIX HO30J10rM4ec-
kux popmax J1IT He obecrneymBaeT NPOAOSIKUTENb-
HOIO JIOKa/IbHOr0 KOHTPONS, 1 6e3peumanBHas Bbl-
XVBAEMaCTb CYLLECTBEHHO HUXE.

Kpome TOro, nmpoBegeHue nyyeBon Tepanuu
COMNPOBOXAAETCS PA3BUTUEM PA3IINYHbBIX BUOOB KAk
PaHHUX, TaK U NO3OHUX OCNOXHEHWUA MOYTN Y MO-
JIOBUHBbI GOJIbHBIX, CHMXXAIOLLMX KAYECTBO XU3HW.

XumunoTtepanusa B niedeHun numdomM opbuTsl
00bI4HO MCMoNb3oBanacb NPU PasBUTUN CUCTEM-
HOro peumnauea, NM6o B Cryvyasix UCXOOHO reHepa-
nmM3oBaHHoOro npouecca. O6bIYHO B 3TUX Clyvasx
NPUMEHANNCh aHTpaumknnHcoaepxawme CHOP un
CHOP-nogo6Hble kypcbl. B nocnenHune roapl no-
kazaHa ap@eKTMBHOCTb dayaapabuHa B neveHnm
3KCTPaHoJasIbHbIX GOPM IMMPOMBbI U3 KJTIETOK Map-
rMHANbHOM 30HbI B PEXMMe MOHOTEpanuu Uam B
cocTae [NXT. Tak, nocne 6 KypCoOB xuMmnoTepanuu,
BKJIIOYaloLwen GnynapabuH U MUTOKCAHTPOH, CTOM-
kue pemuccumn gocturHytel B 100% cnyyaeB npu
cpenHem cpoke HabnogeHus 4,5 roga [15]. Haww
OnbIT NpUMeHeHns GnyaapabrHa, MUTOKCaHTPOHa
1 umknodocdaHa y 605bHbIX TMMOOLMUTOMON Op-
OuTbl NoATBEPXOAET 3TO.

Putykcumab B kavyecTBe MoHOoTepanuu numao-
UMTOM OpOUTBLI NO3BONSIET MOMYYUTb MOSHbIE WA
YaCTUYHbIE PEMUCCUN, HO OOLIYHO OHW HEeMNPOAO-
XuTenbHble. bonee nepcnekTMBHbIM NPeaCTaBs-
€TCA ero covyeTaHue C PasfnNyHbIMU PEeXrUMamu
xumuoTtepanun. [16]

BbiGop neyebHON nporpammbl B TeEX clyyasx,
Korga Ho3o0s0rn4yeckm numdarmyeckas Onyxosb
npeacTaBieHa arpeCCUBHbIMU BapuaHTamu (Mm-
domMa 13 KJIETOK MaHTUNHOM 30HbI, Anddy3Hasa B-
KPYMNHOK/IeToYHas numaoocapkoma, T-kneTo4Hble
nmMmdomebl, numpoma bepkutta 1 Op.) oCyLLecTB-
NI9eTCA COrnacHO MPUHATBIM AAS KaXAOW U3 HUX
npoTokonam u npegnonaraeTt obs3arensHoe Npo-
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BeLeHne MonxmMmoTepanmm ¢ BO3MOXHOW KOH-
conunpaumen ny4yeBor Tepanuen.

MporHo3s

BnaronpusitHbIn: Npy nMM@ouUUTOMax opouTbl
npoBeneHne XMMNO-y4eBOro Jie4eHus No3BOJISET
OOCTUTHYTb MOJIHbIX MHOIMONETHUX peMnccuii. MNpo-
rHO3 Mpu APYrrx HO30J10rnM4ecKknx popmax ¢ nopa-
XEHMEM OpOUTLI HE OTNIMYAETCS OT HOOAJbHbIX aHa-
JIOrOB.

MepBuyHbie numdbaTnyeckue onyxonu
LLNTOBUOHOM Xene3bl

MepBuYHbIE NMMGOMBI LLMTOBUAHON XeNnesbl —
[OCTaTOYHO penkasi reTeporeHHas rpynna onyxo-
Nen, No pasHbiM AaHHbIM cocTaBnseT 1-8% cny-
YaeB BCEX 3J/I0KQYECTBEHHbIX HOBOOOpPa3oBaHWUM
xenesbl 1 2% 3KCTpaHoAaNbHbIX numdom [1, 2].
MpnbnnantensHo B 70% ee nopaxeHwe HOCUT
nepBuYHbIM xapaktep, B 30% — BTOpu4HbIN [3]. B
EBpone n Amepuke B 50-70% cnyyaeB BbIIBNS-
etca guddysHas B-kpynHokneToyHas numgocap-
koma, B 27-30% - numdpoumtoma (MALT-num-
doma), ropazgo pexe — numdboma bepkutta, T-
KneTto4yHble numdomsbl [4]. B TO ke Bpemsa B Ano-
HuM 80% nepBUYHBIX MOPaXEHWI Xene3bl COCTaB-
NAI0T AMMEOOLNTOMBI.

BTopuryHOe BOBEYEHME LLUNTOBUOHOWN XENe3bl
onucaHo npu numpome bepkntTta, B-KpynHokne-
TOYHOW, Nnepudepun4eckor T-kneToyHon numaeocap-
KOMax, BOJIOCATOKNETOYHOM Neinko3e, NK-kneToy-
HOM neriko3e [3].

Aunddy3Haa B-kpynHokneTtouyHas numdopo-
capkoMa LMUTOBUOHOMN Xenes3bl

Snugemuonorus. Jinmdbocapkoma LWNTOBUA-
HOW Xesne3bl Yalle BCTPeYaeTCs Y XXEHLLMH, COTHO-
LUEHNE MYXYUH/XKeHWWH 1/2-8, cpegHuin BO3pacT
— 57-65 net [2, 5]. 60% anddysHoi B-kpynHo-
KEeTOYHON NUMGOCapKoMbl NpeacTaBieHa Bapu-
aHToM de novo, 40% — capkOMHOI TpaHcopma-
umen numoounTomsl [6].

Knunuka. B 100% nepBUYHOro nopaxeHus
Xene3bl OCHOBHbIM KJIMHUYECKUM MPOSIBAEHNEM
ABNSETCA ee yBennyeHue (300), nposiBnstoLleecs
nedopmauyent wen. No mepe pocTa onyxonu no-
SBIIETCH CUMNTOMATMKA COABNEHUS OKPYXKAIOLLMX
OpraHoB: ocuniocTb ronoca (50-60%), cTpupop
(10-20%), omcnHos (10-40%), ancdarma (30—
45%) [2,5]. B 60nbLLUNHCTBE CNy4YaeB BbIBISETCSA
ayTupeos, y 40% — runotupeos [4]. B 80% cnyya-
€B BbISIBJIAIOTCS JIOKAJIM30BAaHHbIE CTaauu 3abone-
BaHug (IE-IIE) [2]. Ha MOMEHT yCcTaHOBNIEHUS amar-
HO3a MoYTM NOJI0BMHA nauueHToB co IIE cTtaguen
MMEIOT nopaxeHne cpepocteHna [5]. B-cumnTto-
Mbl onpegenaioTcs y 40% O60/bHbIX, NOBbILLEHNE
naktatgervgporeHasbol — y 50% naumeHtoB. Mo-

HOKNOHanbHaga cekpeuns BbigengeTca y 8-10%
OGonbHbIX [4].

AnarHoctnka [narHo3 ycTaHaB/IMBaeTCs Ha
OCHOBa@HUU FMCTONOrMYECKOro, LMTON0rM4ecKoro,
MMMYHOMEHOTUNNYECKOT0/UMMYHOTMCTOXUMUNYEC-
KOro, LIMTOreHeTM4eckoro nccnenoBaHmii uonTa-
Ta xenesbl. [MCToNorn4ecknii MmaTepuan, kak rnpa-
BUJIO, MOJy4aloT NPU OTKPbLITON Broncun xenessi.
Mpwn pervoHapHo numooaseHonaTUm BbINONIHAET-
cs Guoncusa numdoysna. Pazmepbl onyxonun oue-
HMBAIOTCA MO pes3yfibTaTaM YJ/bTPas3BYKOBOro UC-
cnefoBaHus, KOMIMbIOTEPHOM ToOMorpadumn, CLUnH-
Turpadum ¢ rannmem. Npu 3TOM BBIABALIOT, Kak
NnpaBuJiI0, MHOXECTBEHHbIE MMNo3axoreHHsle obpa-
30BaHNs B 00eunx [onsx xeneabl. Y Bcex 60bHbIX
HeobxoAMMO 1CCnenoBaHNE YPOBHS TUPEOUOHbIX
ropmoHoB (T3, T4, TTI) [5].

Mopdosnorus. PUCyHOK CTPOEHUS Xenesbl NoJi-
HOCTbIO MM YaCTUYHO CTepPT 3a cyeT andadpy3Hom
nponudepaumnm KpyrnHbiX aTUMUYHbIX KINEeTOK C Bbl-
paXeHHbIMU Mpu3Hakamu noamMmopousma n atu-
nMama — BU3YaNn3NPYITCHA: 9000 HENpPaBUIbHOMN
GOpPMBbI C YPOASIMBLIMA SAPLILLIKAMU, LLUTOMIA3MOK-
naswug (puc. 238, 239).

B oTneyatkax BbISIBASIIOTCA CAPKOMHbIE KIIETKA
C KPYMNHbLIMW YPOOJIUBBLIMU S4paMU C BOJIOKHUCTOMN
nnu G6NacTHOM CTPYKTYpPOI XpomMaTumHa, MHOXe-
CTBEHHbIMU PA3HOBENNKMMU HyKJleonamu. Bbipa-
KEH KJIETOYHbIV NOANMOPPU3M N aTUTMN3M.

UmmyHopeHoTun. IMMyHOPEHOTUN COOTBET-
cTByeT Habnwogaemomy npu auddysHom B-kpyn-
HOKJIETOYHOM NnMmdocapkomMe, nponmpepaTnaHas
aKTMBHOCTb npeBbiaeT 50%.

Linrorenetuka. Cneunduryeckmx XpOMOCOMHbIX

Puc. 238. OnddysHaa B-kpynHoOkeToYHas
nnmdocapkomMa LWWNUTOBUAHOM Xxeneabl. [mctonorn-
Yyeckunin cpes buonTaTa WMTOBMOHON Xeneabl (Marl.
yB.).

MaccusHasg numdounaHasg MHOUAbTPaLMS, MPOHMKAoLAs
mexay honnnkynamMmu opraHa.
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Puc. 239. OndodysHaa B-kpynHOKIETOYHas
nnmdocapkomMa WUTOBUOHOM Xenesbl. ToT Xxe npe-
napart (6. yB.).

MHdunbTpaT npencrasfieH CMECbIO KPYMHbIX U MEeNKnX
NMMPONOHbIX KNETOK. KpynHble KeTKNn NMMEIOT CBETJIble
aapa v Menkme NonMMopdHbIe SOPLILLKNA.

abeppauunin HeT. N ycTaHOBNEHUS anarHo3da and-
dy3HOM B-KpynHOKNETOYHOM NUMPOCAPKOMbI He-
006X04MMO OTCYTCTBME TaKMX LUTOrEHETUYECKMX
MapkepoB kak TpaHcnokauuin t(8;14)(g24;q32),
1(8;22)(g24;q11), t(2;8)(p12;924), naTOrHOMOHWNY-
HbiXx ona numdombl bepkntTa, t(11;14)(q13;932),
TUMNYHOW AN NIMMPOMbI U3 KNETOK MaHTUAHOMN
30HbI. Kak n npu gpyrux sBapmantax gudaoysHom B-
KPYMHOKIETOYHOM NUMPOCAPKOMbI, YaCTO BbIABJIS-
IOTCH KOMMJIEKCHbIE HAPYLLUEHUSA KapuoTmna.

Jledyenne. XnmumoTepanus no nporpamme
CHOP c nocnepaytoLler ny4eBon Tepanuein no3eo-
naeT OCTUrHYTb peMuccum y 6onblumMHCTBa 00Jb-
HbiX [2, 5]. AKTMBHasa xupypruyeckas TakTuika on-
paBAaHa TOMbKO MPU HANVMYUKN BbIPAKEHHbIX MPU-
3HAKOB COABJIEHUS OMYXOJblO XU3HEHHO BaXHbIX
opraHos [2, 7].

lporHocTnyeckue gpakrTopsbl. [1py neveHnn no
nporpamme CHOP n CHOP-nogo6HbIMM Kypcamu
5-neTHsa 6e3peumamBHas BbXKMBAEMOCTb COCTaB-
naet 85-90%, 5-neTHss obwias BbIXMBAEMOCTb
npuonuxaetca k 100% [5]. K HeGnaronpustHbIM
NPOrHOCTUYECKMM (pakTopamM OTHOCHATCS: BO3PaCT
cTapLie 66 neT, reHepannM3oBaHHble cTaauu 3abo-
JIeBaHus, HaNM4YMe CUMNTOMOB CAaBfeHus B Aebto-
Te 3a60Js1eBaHus, BOBNIEYEHWE CPEAOCTEHNS; NOBbI-
weHne JIOI, 60onblive pa3mepbl NEepBUYHON ony-
xonu (no Tuny bulky disease) [8].

[MokazaHo, 4TO NMMEPOUNTOMbI B CTaaum cap-
KOMHOW TpaHCchOopMaLuum, Kak npasuio, AnarHoc-
TUpPYOTCS HA Bonee NO3aHelr cTagun N UMELOT Xya-
LM NPOrHO3 MO CPaBHEHUIO C B-KpynHOKNeTouY-
HbIMU nuMmdpocapkomamu. Tak, Tonbko 20% naun-
€HTOB C NMMGOLNTOMON B cTaamm TpaHchopma-

umn nmenn 1E ctagmio, No cpaBHEHMIO ¢ 65% 60onb-
HbIMW C B-KpynHOKIETO4HON numMmpocapkomon de
novo. 5-neTHas 6e3peunamBHas BbIXXMBAEMOCTb
cocTtaBmna 25% n 75% cooTBeTCTBEHHO [5,9].

JiumdpountToma LNTOBUAHOMN Xenesbl

JInmpounToma LUNTOBUAHON XXeNnedbl — 3pesiok-
neto4yHas numoartnyeckasa onyxoJsb, pa3suBaroLLa-
ACs N3 MyKO30aCCOLMMPOBAHHOM NTNMMMOUOHON TKa-
HU N XapakTepusyuwasacd MeasieHHbIM, OTHOCU-
TeNbHO OOPOKAYECTBEHHBIM TEYEHNEM U XOPOLLUVM
MPOrHo3om [5].

Snugemuonorus. B 60nbWNHCTBE Clyvyaes
OoneloT XEeHLWNHbI, cpeaHuin Bo3pact 60-65 net
[2, 5]. lumpoumnTOoMa LWINTOBUAHOM Xene3bl B 65—
80% cnyyaeB accoummpoBaHa C ayTOMMMYHHbIM
TMpeonanTom XawmmoTo [1].

MaroreHes. B HopMe B napeHxvMme LWNTOBUA-
HOW Xeneabl TIMMOOLUNTLI OTCYTCTBYIOT. [osiBneHve
nmmbongHon nHbUnbTpauum HabnwgaeTcs npu
BOCMNASINTESIbHbIX NMPOLEeccax, YaLle ayTOMMMYHHBbIX.
[eCTpyKTUBHbIE U3MEHEHUS 3NUTENUs Nnpu ayto-
VMMYHHOM TUPEOWANTE HapacTaloT NMOCTENEHHO,
ONNTENbHO NOAAEPXMBAETCH BOCNaUTENbHAda pe-
akums, HapacTaeT MHQUIbTPaLnd, kak npasuio, B-
mMmoounTamm, KoTopble OenaTcd, co3peBaloT U
OnddepeHumMpyoTCs HENOCPEACTBEHHO B TKaHWU
xenesbl [9].

Knunuka. bonblwnHCTBO 60/bHbIX UMetoT IE
cTagmio 3aboneBaHns No knaccudukaumm Ann Arbor
[4]. Y 40-50% nauneHToB HabnogaeTcsa TpaHchop-
Maums B AN PYy3Hy0 B-KpyrnHOKNETOUYHYI0 TMM@O-
capkomy [6]. Y Bcex nauyeHToB ¢ NMMMPOLIMTOMOM
BbIIBNSETCA runotupeos. CMMNTOMbI MHTOKCUKA-
LN 1 NPU3HAKM akTUBHOCTW OMYXOJIEBOrO NMpoLec-
ca OTCyTCTBYIOT [4].

HAnarHoctuka. JnarHo3 yctaHaBnMBaeTCs Ha
OCHOBaHUU UCCNea0BaHUs MCTOOMMYECKOro Ma-
Tepuana, noJlydeHHOro npu OTKPLITOM Broncuu.

Mopdgonorusa. B ructonorndyeckom npenapa-
Te BbIABASETCA PEHOMEH KOJIOHU3auun peakTuB-
HbIX OJUINKYNIOB — BHEAPEHME OMyXO0NeBbIX Kie-
TOK B CBETJIble LLEeHTPbl Pa3MHOXeHUs. B nanbHen-
LieM OTMeyYaeTcs cnmsaHme NHGUIbLTpaToB ¢ obpa-
30BaHMEM 00JbLLINX HOKYCOB MOPAXEHUSA U UCYES-
HoBeHreM dhonnunkynos. Knetku ueHTpoumtononob-
HOro TMNa MeJIKOro 1 cpefHero pasmepa ¢ Henpa-
BUJIbHBIM KOHTYPOM S4EPHO MeMOPaHbI, yMepPeH-
HO MMOTHLIM XPOMaTMHOM, cnabo3aMeTHbIM s/-
PLILLKOM U OTHOCUTENIbHO 00ULHOM 6nefHooKpa-
LWeHHOW umTonnasmMon. B yactn cnyyaeB Habnio-
naetcs nnasMmoumtapHaga andoepeHumpoBka. Tak-
Xe XapakTepHO Hannyue NuMeOoanuUTenmnanbHbIX
MopaKeHnin 3a CHET MHBA3UM OMNyXONEBbLIX MMMPO-
LMTOB B Xene3bl C NocneaylwmmMm paspyLLieHmnem
anuTennanbHbIX CTPYKTYp. MoxeT 6biTb HeGosbLLAs
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npumMech 6oJiee KpPyrnHbIX KNeTok Tuna LeHTpobna-
CTOB 1 MMMYHOON1ACTOB.

B oTneyaTkax KneTo4yHbli COCTaB npencTasiieH
3penbiMu AuMdoumTaMmm — MENKUMU KIIETKaMu C
TEMHbIMU MUKHOTUYHBIMU S4PAaMKU, C TOMOIEHHOMN
CTPYKTYPOM XpOMaTUHA U XapakTEPHbIMWU TPELLN-
HaMu B a4pe.

[Mpy capkomMHol TpaHchopmauum B rMCTONO-
rM4yeckom npenaparte onpegensercd nponandepa-
LMS KPYMHbIX aHanIa3npoBaHHbIX KIETOK C Bbipa-
XXEHHbIMW MPU3HaKaMn atunmusamMa C ypoaiMBbIMU
HenpasuibHOM GOPMbI 94pamMu U reTeporeHHbIMU
no ¢opme aapbilkaMmn. B oTnevyaTtkax BbISIBNAOT-
CSl KPYMHbIE OMyXOJIEBbIE KNETKM C BbIPAXEHHbIM
aTunM3amMomMm u nonumop@uamomMm ¢  B6onbLUMMU
aapaMy C TOMOreHHOW BOJIOKHUCTOW CTPYKTYpPOU
XpOMaTunHa, HenpasBuibHON GOPMbl A4pbILIKAMY,
XapakTepHa uMTOonaasmMoknasusa u npucyTcTene
MUTO30B.

NUmmyHogpeHoTun. OnyxoneBblie KNeTKn 3KCM-
peccupyloT B-knetouHble mapkepbl: (CD19+, 20+,
22+, 79a+, FMC7+), slg+ (IgM+, IgD+/-), CD10-,
5-, 283-,43-,103-, ymknuH D1-. AHTUreHbl akTMBa-
UMM 1 nponudepaunm, Kak npasuio, He BbISBIS-
loTcs nMbo onpenensioTcs B HEOONbLLIOM 4yucne
KNeToK.

Lntorenetuka. B 30% cnyyaeB BbIIBASIOTCS
cneundpudeckmne onga MALT-nmmMpoM XpOMOCOMHbIE
abeppauum — y 60NbLINHCTBA OO0JIbHBIX TPAHCIO-
kauma t(11;18)(g21;921), pexe — t(14;18), t(1;14)
1 nepecTtporku IgH.

JleyeHue. JleveHne dnymapabuHom (FC-pny-
napabun+uuknodocdar, FM — dnynapabuH+mm-
TOKCaHTpoH, FMC — dnynapabuH+MUTOKCAHTPOH-
+uunknodocoaH) No3BoNSIeT JOCTUMHYTb PEMUCCUN
y 6onblumHcTBa 6051bHBIX MALT-nuMmdomoli. bonb-
LLIMHCTBO peLmanBoB 0Ka3blBalOTCA XMMUOYYBCTBU-
TenbHbl K GnynapabuHcoaepXalymM Kypcam npu
NOBTOPHOM €ro UCnosib3oBaHun [5]. BO3MOXHO
COYeTaHue XMMmoTepanum C MOHOKJIOHaJNIbHbIMU
aHTUTENnamMu (Mabtepoin).

lMporxo3. MNporHo3 6naronpuaTHLIN: 5-nNeTHas
6e3peunamBHasa BbIXMBAEMOCTb cocTaBnseT 95—
100%, 5-neTHas obuias BbIXXMBAEMOCTb Npubuv-
xaeTca K 100% [4]. K xopoLwurmM NporHOCTUYECKUM
¢dakTopamMm OTHOCHAT HaNMyne onyxosn B npepenax
xeneasbl (IE ctagun), oTCcyTCTBME CUMMNTOMOB CA2B-
neHus, pasmep onyxonu meHee 10 cm, oTCyTCTBME
04aroB HEKPO3a B TkaHu onyxonu [5, 8].

MepBuyHbIe NUMbaTUYECKUE ONyXOoJiu JIerkux

MepBunyHbIe NMM@aTn4eckmne onyxoam nerkmnx —
penkas reteporeHHas rpynna amMm@om, BCTpeya-
oLasica B 1% cnyyaeB BCeX 3KCTPAHOAASbHBIX JIUM-
dartmnyeckux onyxonen [1,2].

B 85-90% cnyyaeB numdatnyeckrx onyxonen
nerkux Boigensetca numepouymtoma (MALT-nnumpo-
ma no BO3 knaccudukaumn) [3,4]. BTropuyHoe
NopaxeHne Nerknx MOXeT MMeTb MECTO Mpu reHe-
panndaunu NMMQPOLUTOMbI CeNe3eHkn, npu aud-
®y3HOM B-KpynHOKNEeToYHOM numMmdpome, nmmeor-
paHynemato3se, CD 30+, ALK+ aHanna3npoBaHHOM
nmmoome, nepudepunyeckin T-KneToyHon nMmaeo-
Mme.

Jinmdbountoma nerkoro

JlumodoumTomMa Nerkoro — 3pesiokNeTo4Has ium-
daTnyeckas onyxosb, pa3BMBalOLLASACS N3 MyKO30-
accounMpoBaHHON TMMOONLHON TKAHU U XapakTe-
pu3ytowascs MenJieHHbIM (0,00poKaYeCcTBEHHBLIM)
TevyeHneM, XOpoLUMM MPOrHO30M U BbICOKOWN XUMU-
O4YYBCTBUTEJIbHOCTLIO [2].

Uctopus. Bnepsble MALT-numdpoma nerkoro
onucaHa Bienenstock B 1973 roay [5].

MaroreHe3. B HOpMe B napeHxMme Nnerkoro
OTCyTCTBYET NMMpounaHasa TkaHb. B cBA3n ¢ aTnum
MALT-numgombl passmBatoTcs Ha GpoHe Bocnann-
TeNbHbIX UBMEHEHUI, Yalle ayTOMMMYHHOIO reHe-
3a, NMMb0o 13 MyKO30aCCOLMNPOBAHHOM TKaHN BPOH-
X0B [6].

Snugemuonorus. 3a00n1eBaHVE Yalle BbISIB-
naetca y 6onbHbix 60-70 neT ¢ oanMHaKoOBOM Yac-
TOTOM Y MYX4UH U XeHwwmH [1]. B 25% cny4yaes
IMMooumMTOMAa NTIErKoro passrBaeTcs Ha GoHe ayTo-
VIMMYHHbIX 3aboneBaHuii, yawe — 6onesHn Lller-
peHa [7, 8].

Knuuunka. MoxeT BbIIBNATbCHA KaK OAHOCTOPOH-
Hee, Tak N OBYXCTOPOHHEE MOpaxeHue JIerOYHOoM
TKaHu. BonbWKWHCTBO 60NbHBIX ¢ MALT-nmdomoim
mmetoT IE ctaguio 3aboneBaHus No knaccuduka-
umm Ann Arbor [1]. Y 10% 60nbHbIX HabnooaeTca
TpaHchopmaumsa B auddysHyto B-kpynHokneTou-
HyI0 numdpomy [4].

Y 6onblnHCTBA 60NbHBLIX OTMeYaeTcsa 6eccrm-
nToMHOe TeyeHune. 3abosieBaHre BbISBASETCS Npu
cnyydaiHoMm ob6cnepoBaHuun. Pexe 3abonesaHue
NPOSBASETCHA CyXUM KalUneM, OAbILIKOM, 6bonsamu B
rpyaoHon knetke. Mpu peHTreHorpadum n KoOMrbio-
TepHOW ToMorpaduu OpraHoB rpyaHoOM MNonaocTu
BU3YaNuU3upPYyIOTCs MHPUNLTPATUBHOE U/UNU O4a-
roBoe, O4HO- NN OBYXCTOPOHHEE MNOpaxXeHue ne-
ro4yHor TkaHn. CMMATOMbI MHTOKCUKAUUU U NpU-
3HaKM aKTUBHOCTW OMyX0JIEBOro npoLecca OTCyT-
cteyioT [1].

AnarHocTtuka. JnarHo3 yctaHaBiMBaeTCs Ha
OCHOBaHUU FMCTONIONMYECKOro martepuana, nony-
YEeHHOro npu TPaHCOPOHXMaNbLHOM Buoncun uUnm
NPy TOPaKOCKOMUYECKOM MM OTKPLITOW (TOpako-
TOMUN) BUOMNCUM NErKOro.

Mopdgonorusa. B ructonornyeckom npenapa-
Te BbIABASETCA PEHOMEH KOJIOHU3auun peakTuB-
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HbIX QONNKYIIOB — BHEAPEHME OMNyxoJieBbIX Kie-
TOK B CBETJIblE LEHTPbI pa3MHOXeHUS. B nanbHen-
LemM oTMe4yaeTcs crnmsiHne nHduNbTpaToB ¢ obpa-
30BaHneM 60nbLUMX GOKYCOB NOpaXKeHUsl U ncyes-
HoBeHveM hoNNnkynoB. Knetkm ueHTpoumtonono6-
HOrro TMNa MeJIKoro U CpefHero pasamepa c Henpa-
BUJIbHBIM KOHTYPOM SiA€PHO MeMOpaHbl, yMepeH-
HO MJOTHbIM XPOMAaTMHOM, crnabo3aMeTHbIM S[-
PLILLKOM WU OTHOCUTENbHO 00MbHOM 6aegHooKpa-
LUeHHoW uuTonnasmoii. B yactu cnyyaes Habnio-
JaeTtcs nnasmouuTtapHas andoepeHunmpoBka. Tak-
Xe XapakTepHO Hanuuyve nMM@oanuTennanbHbIX
NOpPaXXeHni 3a C4EeT UHBA3UU OMNYyX0NeBbIX IMMPO-
LMTOB B Xefe3dbl C NocnenyLlnMm paspyLleHmemM
aNUTeNnasbHbIX CTPYKTYP. MOXEeT ObiTb HeGOsbLLAs
npumMech 6osiee KpPymnHbIX KNeTok Tuna LeHTpobna-
CTOB 1 MMMyHOOnacToB (puc. 240, 241).

B oTnevaTkax KieTo4yHbli COCTaB npencrasieH
nmMmooumTaMm — MeNKUMU KJIeTKaMy C TEMHbIMU
NMUKHOTUYHBIMU S4paMU, C TOMOIreHHON CTPYKTYPOM
XpOMaTMHa 1 XapakTepHbIMU TPeLLMHaMn B 4pe U
nponumMmdoumnTamm — 6osee KpPynHbIMU KieTkamm
CO CBET/IbIMU 4paMu, B KOTOPbIX BUOHbI (MHOr4A
He O4eHb OTYET/IMBO) AOPbILLKN.

[Mpu capkoMHoM TpaHchopMaLMM B TMCTOSOMM-
4yeCKOoM Mnpenapate onpegenseTcs npoandepaums
KPYMHbIX aHanaIasnpoBaHHbIX KIETOK C BbIPaXeH-
HbIMW MpPU3HaKamMu aTunnu3amMa Cc ypoavMBbIMU He-
NpPaBuIbHON GOPMbI SAPAMU U FreTEPOreHHbIMU MO
dopme aapbilikamn. B oTneyatkax BbISBASIOTCS
KPYMHbIe OMNyXOJIEBbIE KJIETKM C BbIPAXEHHbLIM aTn-
NMM3MOM U NOJIMMOPGU3MOM C BONbLLIMMU SApaAMU
C FOMOreHHOW BOJIOKHUCTOM CTPYKTYPOM XpomMaTu-

Puc. 240. lnmpouutoma nerkoro. 'mcronoru-
yeckuin npenapart buonTtarta nerkoro (man. yB.).
O6bemHasa naoTHas nMMeonaHas MHOUNbTPaUUa Hoay-
NAPHOro CTPOEHUS.

Puc. 241. lumdpountoma nerkoro. ToT xe npe-
napart (6. yB.).
KneTouHbI cocTas nponudepata npeacTaBieH OgHOTUNM-
HbIMU TUMOOVAHBIMU KNETKAMKW C MOTHBIMU SAPaAMMU.

Ha, HeENPaBUbHOM HOPMbI GAPbILLIKAMW, XapaKTep-
Ha uMTOMNNa3Mokna3ns, MUTOS3bI.

UmmyHogpeHoTun. OnyxoneBble KNeTKN 3KCr-
peccupyloT B-kneTodHble mapkepbl: (CD19+, 20+,
22+, 79a+, FMC7+), slg+ (IgM+, IgD+/-), CD10-,
5-, 23-,43-,103-, umknmH D1-. AHTUreHbl akTMBa-
uMn 1 nponudepaumm, Kak NpaBuio, He BbISBS-
toTca NMbo onpepenatTcs B HEOONbLIOM Yucne
KNeTOK.

LntoreHetuka. B 30% cny4yaeB BbiiBNSIeTCH
TpaHcnokauusa t(11;18)(g21;921) [9].

Jleuenne. Jlevenne pnypapabuHom (FC-dny-
napabuH+tumnknopocdaH, FM — dnynapabuH+mun-
TOKCaHTpoH, FMC - ¢dnynapabuH+MUTOKCAHTPOH-
+umknodocdar) N03BONSET AOCTUMHYTb PEMUCCUN
y 60/bLIMHCTBA 60MbHbIX MALT-nuMmdomoii. Bonb-
LUMHCTBO pPeuuamMBOB OKa3blBAOTCA XMMMOYYBCTBU-
TeNbHbl K dnygapabuHcoaepxalmmM Kypcam npum
NMOBTOPHOM ero ucrnonb3oBaHun [10]. Bo3MOXHO
coyeTaHMe XumuoTepanmm C MOHOKJIOHaNbHbIMU
aHTuTenamun (Mabtepoii) [1].

MporHo3s. MNMporHo3 6naronpuaTHbIi: 5-neTHasa
6e3peumamBHas BbXMBaeMocTb cocTaBnsaeT 85%,
5-neTHaa o0Laa BbIXXKMBAEMOCTb NPUOIMXKAETCS K
100% [9].

Jinumdocapkoma nerkoro

B 6onblUMHCTBE CNyYaeB aMarHoctTmpyeTcs andg-
dy3Haa B-kpynHOKIETOYHas, pexe aHannasmpo-
BaHHaa T-knetoyHas numdocapkoma u ap. [11].
YacTo HabnogaeTcs BTOPUYHOE NopaXKeHne neroy-
HOW TKaHW NPU NEePBUYHON MeQMACTUHANBHOM NUM-
docapkome, numdorpaHynematose, andpaoy3Hom
B-kpynHokneTo4yHon numpome, nepudeprnyeckon
T-kneto4yHo, numdpobnactHon, CD30+, ALK+/- —
aHannasmpoBaHHoW numdpomax [12].
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Anugemuosorus. lNepsuyHaa auddysHaa B-
KPYMHOK/IETOYHAdA nMM@poMa Nerknx BbIIBASETCH Y
60onbHbIX 60—70 NeT ¢ 0 AUHAKOBOW YaCTOTOM Y My>XX-
YUH U KEeHLWMH [1].

Knunuka. B otnnyme ot niMMdoumMTOMbI Yaule
BbISIBNAETCHA OBYXCTOPOHHEE NMOPaXeHMe Nerkux ¢
BOBJIEYEHNEM PErnoHapHbix numeoysnos (lIE cta-
auvs). beccumMnToMHOe TeyeHue, Kak NpaBusio, He
BCTpevaeTcs. Y 60/bLIMHCTBA OO/bHBLIX Onpeaens-
I0TCA Hecneuudunieckme ang nIMMQOOM «J1erO4HbIE»
CUMMTOMbI: Kallenb, OAbILLKA, pexe 60nun B rpyn-
HOM KJ1eTKe, KpOBOXapkaHbe, creumndunyecknii nnes-
puUT. B-CMNTOMbI MOIYT NOSBASTLCS NPY BOMbLLIOM
oObeme NnopaxeHus NeroyHom TKaHu Unn amcce-
MuHaumm npouecca [1].

Mopdgosnorus. B ructonornyecknx npenaparax
00bIYHO BbISBNSIETCA MacCuBHas Auddy3Has UH-
bunbTpaumsa Nero4yHorm napeHxMMbl aTtUnUYHbIMU
KPYMHLIMU NUMOOUAHBIMU KITIETKAMU, KOTOPbIE, Kak
NnpaBuno, HapyLLaOT HOPMaJbHYIO CTPYKTYPY TKa-
HU Nerkoro.

B oTnevartkax cyGcTpaTt onyxonm npencrasfieH
NMMdOCapKOMHbIMU KneTkaMu ¢ 61acTHOM, BOJSIOK-
HUCTOWN UM NUMPOUOHOM CTPYKTYPON XpOMaTUHA.

UmmyHopeHoTun. MNMpun puoddysHon B-kpynHo-
KJIETOYHOM NMMMPOME ONyXOJIEBbIE KJTIETKWN KJIOHASb-
Hbl MO JIErKUM LensM MMMYHOT100ynHa, aKkcnpec-
cupytoT B-kneTouHble mapkepsl: (CD 19+, 20+, 22+,
79a+, FMC7+), CD10-/+, bcl-6-/+, bcl-2-/+, CD5-
, CD23-, CD43-, uuknnn D1-, nponudepaTtmBHasg
akTuBHOCTH (Ki-67) >50%.

Lunrorenetuka. JnarHos [1BKKJ1 yctaHaBnvBa-
eTCsl MeTO0M UCKJIIOYEHUS ApYrux 3aboneBaHwnii:
He BbIgBAFOTCA TpaHcnokauyum t(11;14),
1(8;14)(g24;032) v BapmaHTHbIE NEPECTPONKN FreHa
C-mycC, XapakTepHble ana AMMEeOMbl U3 KIEeTOK
MaHTUNHOM 30HbI 1 NMMPOMbI BepkntTa COOTBET-
CTBEHHO. B peakunx cnyyasix, npy CapkoOMHOM TpaHC-
dopmaunm nMMEOLUTOMBI JIEFKOro, MOXET ornpe-
nenatbcs TpaHcnokauuvs t(11;18)(g21;921).

Jleyenue. Mpumensaior CHOP n CHOP-nono06-
Hble KypCbl (6—-8 kypcoB). Npu anddy3sHon B-kpyn-
HOKIETOYHOW NMMGpOME BO3MOXHO COYeTaHue C
pUTYKCUMaboM.

lporHos. K ¢gakTopam niaoxoro nporHo3sa oT-
HOCATCH OBYCTOPOHHEE MOopaxeHue nerkux, cap-
KOMHasa TpaHchopmauns MMM@oLUTOMBI.

MepBuyHbie nUMdaTUYEecCKue onyxonum
xenypka
MepBuyHble NUMAaTUYECKME OMyXOan COCTaB-
natoT 0o 5% Bcex 3n10Ka4eCTBEHHbIX OMYXOJEN Xe-
Nygka, 3aHmmasi BTOpoe MEeCTO nocne ageHokap-
umHombl [1]. MpeactaBnsas coboi camyto HacTyio U
Hanbonee N3ydeHHyto rpynny nuMmpaTnyecknx ony-

xonen, nepeBuYHble NMM@OMbI Xenyaka cnyxart
OVNarHoCTUYeCKUM U nevyeBbHbIM MPOTOTUMNOM OJ1s
M3Yy4YeHUs BCeX 3KCTpaHoAasibHbIX NUMpoM. [lo-
4YTU BCE NEPBUYHbIE TMMPAaTNYECKNE OMNYXOSN Xe-
nyaka B-knetoyHom npupoabl. B nutepartype Bctpe-
YalTCH eOMHUYHbIE OMNUCAHUS NEPBUYHBIX T-kne-
TO4YHbIX NMMPOM Xxenyzaka. Jinmpartnyeckmne ony-
XONU Xenyaka B 3aBUCMMOCTU OT 4aCTOThl BCTpe-
4aeMOCTU MOXHO NPeacTaBUTb cnenylowmnm obpa-
30M (cornacHo BO3 knaccudukaumn) [2]:

B-kneToyHble nuMdaTnyeckne onyxonm xenya-
Ka:

— nepsBu4YHaa anpoysHasa B-kpynHokneToyHas

nmmoocapkoma xenyaka (80-90%);

— nepBuYHaa numdpoma xenynka us KneTok map-

rmHanbHOM 30HblI (MeHee 10%);

— JuMmdpoma bepkutTta ¢ NepBUYHBLIM MOPaXEHU-

em xenyaka (MmeHee 1%);

— JMM@OMa MaHTUNHOM 30HbI C MEPBUYHLIM MO-
paxeHueM xenyaka (eaMHUYHbIE ONMCaHus);
— nepBuYHaa QoanKyngpHaa numeoma xenyn-

Ka (€OMHUYHbIE ONNCaHUSA);

— 3KCTpamenynngpHas nnasmayutoma xenynka

(eavHWYHBIE ONKMCcaHus).

T-kneTo4Hble NUM@aTUYECKUe ONyxonu Xenya-
Ka: (eguHuyHble onmcanma HTLV-1 no3utuBHag,
aHannasnpoBaHHas KPYNHOKIETOYHas 1 ap.).

Taknum 06pa3om, NoA NOHATUEM «TMMPOMA Xe-
nynka» oobeanHeHa 60nbLUas reTeporeHHas rpyr-
na nuM@artn4eckmx onyxonern ¢ pasnnyHon Kiu-
HMYECKOWN KapTUHOW, MOp@Oosormen, oTBeTOM Ha
Tepanuio 1 NporHo3om. Kpome TOro, cyuiecrtsyeTr
OonblUas rpynrna XpoHU4ecknx 3abosieBaHuii cnm-
3UCTON XeNnyaka C BblpaXeHHbIM BOCMNa/INTENbHbIM
IMM@POLNTAPHBIM KOMIMOHEHTOM (NceBaonmMmMeo-
Mbl), KOTOpblE NPU 0OLIMHOM MOPGHOSIOrMYECKOM
MUCcCneaoBaHuM MHorga TPyaHO OTAMYUMBI OT UC-
TUHHBIX TUMdaTnyeckux onyxonen. C gpyron cTo-
POHBI, KIIMHMYECKas KapTuHa Bcex JnmMmdaTmnyec-
KNX Onyxofien xenyaka HecneunduyHa v MOXeT
npoTeKkaTb Noj, «MacKor» XPOHNYECKOro racTpura,
A3BEHHOI OONEe3HU Xenyaka unv apyrux goodpoka-
YECTBEHHbIX U 3J710KA4YECTBEHHbIX HOBOOOpa3oBa-
HUIA. NoaTomy o6cnenoBaHme 6ONBLHOMO C AUArHoO-
30M «IMMdOMa Xenyaka» OO/MKHO BKITIOYaTb B Ce0S
NMOMUMO OCMOTPa WU PYTUHHbBIX UCCNEOOBaAHUN,
VMMYHOXMMWYECKNIA aHanNn3 KPoOBM U MO4YU; KOM-
NbIOTEPHYIO TOMOrpaduio rpyaHoOm KIeTKu,
OpPIOLLHOM NONIOCTU, Manoro Tasa; ybTpa3BykoBOe
nccnenosaHve nepudeprnyecknx nnMmaeoysnos,
LWMTOBUAHOW Xenesbl, cpenocteHms (+3X0-KI),
OpIOLLHOM NOIOCTK, Manoro Tasa; TpenaHobuon-
CMIO KOCTHOIO MO3ra 1 Muenorpammy; asogarora-
CTPOLYOLEHOCKONUIO (XKenaTenbHO C BUAeo3anu-
Cbl0) CO MHOXECTBEHHOW Ouoncueit nopaxeHHo’
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CNU3UCTON Xenyaka ong npoBefeHns LUUTOoN0ru-
4eCKOoro, rucTonorn4eckoro, rmcTOXMMMYECKOro,
LMTOreHEeTNYECKOr0 1 MONEKYNAPHO reHETNYEeCKO-
ro mccnenoBaHus; KOJIOHOCKONUS; naccax 6apus
MO TOHKOWM KWLUKE; OCMOTP TMHEeKOsIora ONg XeH-
WMH. AHanormyHoe obcrnegoBaHue OOJIKHO ObiTb
NPOBEAEHO B CJly4ae OrnepaTuBHON pes3ekuumn ony-
XONU Xenyaka.

Jiumdbouutoma xenyaka

(knaccugukaums A.V1. Bopobresa)

(B-kneto4YHast imm@pomMma 13 KIeTok MapruHasib-
HOU 30HbI C MepPBUYHBIM MOPaXEHNEM CIIN3NCTOU
xenyaka; MALT- numgpoma; knaccungpukaums BO3).

BriepBble KOHLUENUMS MyKO30aCCOLMNPOBaHHBIX
nmmdartnyeckux onyxonen npegnoxeHa Ncaakco-
HoM B 1983 r. [loMnMo numdaTnyeckmx onyxonem,
nopaxatroLyx NMMaooysibl, KOCTHbIN MO3I, TUMYC
N ceneseHky, Oblia BblgesieHa rpynna aMMmdoom,
BO3HMKAIOLWMX B TMMdaTNYeCcKon TKaH, aCCoumn-
pOBaHHOW C anuTtenMeM (MMM@OOMbI MyKO30acCo-
LMMPOBAHHOWN NTUMGATNYECKONM TKaHN — MaJlbTOMbI).
ST oNyxonu OTANYANUCb CBOUMU KITMHUYECKUMU,
MOPOSIOrMYECKNMN, TEHETUYECKMMUN XapakTepu-
CTMKaMWu, a Takxe OTBETOM Ha Tepanuio 1 NPOrHo-
30M. lMepBUYHO NUMPOLMTOMBbI BO3HUKAKOT 13 B-
NMMPOouMTOoB, C PEHOTUNOM MaPryuHaNbHOM 30HbI,
aCcCOUMMPOBAHHbIX C JNUTENIMEM XENYLOYHO-KU-
LLIEeYHOro TpakTa, OPraHoB AbIXaHWs, KOHbIOHKTUBbI
1N opbUTbI, MOYENONOBON CUCTEMBI, 3K30KPUHHbIX
M SHOOKPUVHHBIX XeJes, KOXW, CePO3HbIX MOJIOCTEN,
cocynoB, 0o0oso4ek Mo3ra. XapaktepeH MeaseH-
HbI TOKaJIbHbIN POCT C MOCAEAyOLLEN PEernoHalsb-
HOW AgucceMuHaumen n B gpyrue akcTpaHonasb-
Hble 30HbI [10].

10 NonoBMHbBI BCEX MMM OLMTOM NEPBUYHO BO3-
HUKalT B cnuaucTton xenyaka. Coctaenaa oo 10
% BCeX NEePBUYHBIX IMMPATUYECKNX OMYX0NeNn xe-
nygka, numdpoumtomMa 3aHMMaeT BTOpPOe MeCTO
nocne nepsn4HOn Andey3sHon B-KpynHOKIETOHHOM
NMM@OcapKoMsl.

Knuunyeckas kaptuHa. O6blMHO NMM@OLNTO-
Ma Xenyaka BCTpeyaeTcs y naumeHToB ctapue 50
NeT, Npy paBHOM COOTHOLLEHUN MYXHUH U XXEHLLINH.
KnuHunyeckas kapTuHa 0ObIYHO MHOMONETHSSA, He-
cneundunyHa 1 HanoMMHAET TeYeHEe XPOHNYECKO-
ro racTpuTa uam 93BeHHoin 6one3Hn xenyaka. Mpu
9HA0CKOMNYECKOM NCCef0BaHNN HA HOHE XPOHU-
4eckoro racTpuTa BbISBASIOTCA OObIMHO MocKue
y4acTKn UHPUNLTPUPOBAHHOW CNU3UCTON, YTOJI-
LLIEeHHbIE XeNyao4Hble CKIaaKu C OAUHOYHLIMU U
MHOXECTBEHHbIMW 3P03USIMU N 93BEHHbIMUY Aedek-
Tamu. Yauwle nopaxaloTcs OUCTalibHble OTAENb
xenyaka 6e3 nNpM3HaKkoB CTEHO32, BbIPaXEHHOro
9K30pUTHOroO pocTa. XapakTepeH MySbTUdOKasb-
HblA, NOOC/N3UCTLIN POCT, NMO3TOMY BMU3yasibHas

3HO0CKOMMYeckas oueHKa pacrnpocTpaHeHus ony-
X0JIM 4YacTo HeoObekTUBHA. N5 yTOUHEHMS MaCLL-
Taba nopaxeHus xenyaka, rnyouHbl MHBa3MK Ory-
XONN, COCTOSHUSI PEermoHapHbIX numMdoysnoB 6e3
onepaTMBHOINrO BMeLLATENIbCTBA MOMOraeT 3HAO0-
coHorpadwus xenyaka. AHaocoHorpadu4eckn CTeH-
Ka Xxenyaka 5-crnoHas n 4HeTko COOTBETCTBYET aHa-
TOMUYECKMM CNOSM. ns nnMpOLNTOMbI XapakTep-
Hbl MHBa3Ms rybxe NoAcAM3UCTOro Cios, BOB/e-
YeHne pernoHapHbIX NMMAOOyY3noB, B OTANYME OT
XPOHUYECKOro racTpuTa.

Mopdonorus. leHeruka

Mopdonornyeckm onyxonb npeacrasaeHa ond-
®Y3HbIM CONUAHBLIM NUMOOUOHBIM UHPULTPATOM
13 NMMOOUNTOB HEOONBLLLOIro pasmepa C NOTHbIM
XPOMaTMHOM, Mano3aMeTHbIM SOPbILLIKOM, HEOOb-
wurmM 06oaKkoM umTonnaamel (puc. 243-246). Bos-
MOXHbIl BbIIBIEHWE pe3nayaNbHbiX NMMQOOUIAHbIX
donnnkynos (CM. puc. 243), Npn3Haky NaasmMoum-
TapHON A depPeHLMPOBKM OMyX0NEBbLIX IMMPOLM-
TOB, @ TakKXe MHBA3N] 1 paspyLleHue anuTenvab-
HbIX CTPYKTYP MO Tvny MMM OanuTenranbHbIX No-
BpeXAeHu (CM. puc. 246). NmmyHodeHoTUnn-
4YeCKM OryxoJsieBble KIeTKM 3KCNPeccupyoT peHo-
TUN NIUMPOLINTOB MaprmHanbHOM 30HbI (MOBEPXHO-
CTHbI UMMyHOrnobynuH, CD20+ n 79a+) n Hera-
TnBHbl K CD34, TdT, CD5,CD10,CD23 1 umknmHy
D1. ObpallaeTt BHUMaHME HEBBICOKNI YPOBEHb MNPO-
nmndepaTuBHol akTuBHOCTU (Ki-67 oo 20%). Bos-
MOXHO OOHapyXeHue B 0rnyxonum ¢GOKYyCOB pocTta
IMMOOUIHBIX KNETOK Bonee KPynHOro pasmepa c
MOBbILLEHHOW NMPONGEPaTUBHON akTUBHOCTLIO, T.€.
YyepT TpaHchopmaLmmn B And@y3Hyo B-kpynHoke-
TOYHYI0 NumMmdocapkomy [6]. KnoHanbHOCTb Mo ner-
KM LensM npy rmCTOXMMNUYECKOM UCCNeaoBaHnN,
a Takke oOHapyxeHne MOHOKIoHa MeTomom MLP
He SBNSATCS NOATBEPKAAIOLLVMN OMyXONeBOE Npo-
MCXOXAEHVE MeTodaMu, T.K. NMMM@OUNTBI  4YacTu
XPOHUYECKNX NUMODOLUTAPHBIX FaCTPUTOB MOMYT
ObITb K/IOHAJIbHbI.

LUntoreHetnuecku oo 30% cnyvaes BbIgBASET-
cq TpaHcnokauma t(11;18)(q21;921), pexe
1(1;14)(p22;932), 1(14;18)(9q32;921), Tpucomuga 3,
18 xpomocombl 1 1.4. OBGHapyXeHne 3TUX Noso-
MOK 4BNSIETCS [OOCTOBEPHbIM MOATBEPXAEHNEM
OnyxosnieBoro rnopaxeHus. [11]

Jleyenune. Jlvmpountoma xenyaka — Kypa-
6enbHoe 3aboneBaHue, gaxe 6e3 NpMMeHeHMs pac-
LUMPEHHOW racTpakToMun. COBpPEMEHHbIE METO-
abl MXT n nyd4eBon Tepanmmn NO3BONAIOT O0OUTLCH
0o 90% 5-netHen 6e3peunamBHON BbIXXMBAEMOC-
™. 3PDEKTMBHO UCMONb30BAHNE aHANOrOB Nypu-
HOB (dnypnapabuH) B coYeTaHUM C MOHOKJ/IOHAsNb-
HbIMU aHTUTenamu (putykcumad). [12] lMNMepen Ha-
YasioM Tepanum BaXHO YEeTKO A0oKa3aTb, YTO JIUM-
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Puc. 243. NlumdoumnToma xenya-

Ka. MMcTonornyeckmin cpes CTeHKU
xenygoka (man. yB.).
MaccuBHasa numdpoumnTapHas UHOUIbT-
paums BCeX CNI0eB CTEHKW Xesylka, B
TOJILLLE KOTOPOW BUOHbLI peakTUBHbIe Hon-
JINKYJIbL.

Puc. 242. Nlumdouutoma xenyaka. Otne-
4aToOK OMyxosn Xenyaka (UMM.).
Cyb6cTpat onyxonn npenctaBieH OOHOTUMHBLIMU
ManbiMU IMM@OUUTaMN U eOUHUYHBIMU MPOSIUM-
doumTamu.

Puc. 244. lnmdouutoma xenyaka. ToTt
Xe npenapar, peakTUBHbI QOMKYS NoS,
60/bLLIMM yBENNYEeHNEM (Mall. yB.).
BuaoeH wnpokuii LeHTp pa3MHOXEHUs, OKpPY-
JKEHHbIV MIOTHBIMM KObLOM MaHTUMN 1 WLNPO-
KOV MapruHanbHOM 30HbI.



lMepBuyHbIE NIUMpaTYEeckmne ornyxosm Xeayaka 183

Puc. 246. Jlumdpountoma xenya-
ka. ToT xe npenapart (0. yB.).
MHdunbTpat npeacrasneH OaHOTUMHLIMK
MMbONAHBIMY KNETKAMU C MAOTHLIMM
anpamn. BHW3y cnesa 1 cnpasa — Xene-
3ucTas TKaHb.

doungHas MHOUNbTPaUUa Xenyaka MMeeT Ornyxo-
NleBOe npouvcxoxaeHue. ng saToro Heobxoanumo
MCMOJIb30BaTb BECb UMEIOLLMINCS apCeHan: aHa0C-
Konuyeckasa n aHOoCoHorpaduyeckasa xapakrepu-
CTuka, Mopdonornyeckasa kapTuHa, pesyfbraTthbl
LMTOrEHEHTUYECKNX U MOSIEKYISIPHO-TFEHEeTUYECKUX
ncenenoBaHus. ATo NnoMoraeT 4eTko anddepeH-
LuMpoBaTb MMMOOLMTApPHOE BOCNANEHNE B CTEHKE
Xenyaka npyv XPOHNYECKOM XeNMKOOaKTEepPHOM ra-
CTpUTE, KOTOPOE MOXET MacKMpoBaTbCH NOA UC-
TUHHYIO TnMdoumTomy. B npotrBHOM cnydae 605b-
Hble C racTpuTOM MOryT HeonpasOaHHO NOABEP-
raTbCsl XMPYpPruyeckoMy Uam XMMuosy4eBoMy Je-
yeHuto. C opyrori CTOPOHbI, HEBEPHO YCTAHOB/EH-
HbIli AMarHo3 nMM@OUNTOMbI Xenyaka n apgek-
TMBHAs aHTMXeNMKobakTepHasa Tepanuns B 3TOM CIly-
Yyae ganyT JIOXKHblE OCHOBAaHUS AyMaTb O BO3MOX-

Puc. 245. Nlumdoumtoma xenya-
ka. ToT xe npenapart (man. yB.).
M3 coBCTBEHHOWN MIACTUHKN CIU3UCTOMN
060/104KM OMYXONEBLI UHPUILTPAT NPO-
HUKAET MeXay XeNe3ncTbiMU CTPYKTYypa-
MU Xenyaka.

HOCTU M3nevyeHns numdaTnyeckom onyxonm aHTu-
onoTunkamm.

B CNoXHbIX AMArHOCTUYECKMX Clyyasx, a Takxke
Npu HEBO3MOXHOCTM NPOBECTU BECb 0O0BbEM UCCE-
LOBaHW pauyioHanbHO NpoBeaeHmne 4-KOMMNOHEH-
THOW aHTUbakTepuanbHon Tepanum (ome3 20 mr 2
pa3a 3 Hepn.; ne-Hon no 1 1ab. 4 pasa B OeHb 3
Hen.; knaumpg no 500 mr 2 pasa B OeHb 1 Hepn;
amokcuumnamd 500 mr 3 pasa B aeHb 1 Hepn,.). MNpu
XPOHNYECKOM XENNKOBAKTEPHOM racTpuUTe OHa Nnpu-
BeLET K perpeccum numeoumTapHon nHounbTpa-
umun, a npu numdpounTome byaeTt HeadppekTMBHA.
[13]

MepeuyHas puddysHasa B-kpynHokneToyHas
numdocapkomMma xenygka

Knunnyeckas kaptuHa. JnddysHaa B-kpyn-
HOKJIETOYHag NMM@OocapkomMa SBASeTCa caMon Ya-
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CTOMN NUM@aTUYeCKon Onyxosbio Xxenyaka. Yauie
6051el0T XEHLMHbI C LWMPOKUM BO3PACTHbIM Auna-
Na3oHOM, HO B LEesIoM rpynna O0sbHbIX MOJIOXeE,
4yeM Npu ageHoKapumMHoMe xenyaka. AHaMmHe3 3a-
6oneBaHns KOPOTKUI, B KIIMHNYECKOW KapTUHE O0-
MUHMPYET BbLICTPO nporpeccupylowmii  6oneBoi
CUHAPOM, 4aCTO CBSI3@HHbLIN C MPUEMOM MULLN.
Moyt y 20% 60NbHLIX MOXHO 0OHaAPYXMUTb «B-CrM-
NTOMbI» (CHUXEHME Beca, NOT/IMBOCTb, MOBbILLEHVE
Temnepatypbl Tena). KnuHnyeckoe TeveHne 3a60-
JIEBAHNS MOXET OCJIOXKHATLCS Xenya04YHbIM KPOBO-
Te4YyeHneM, HernpoxoamMMOoCTbiO U KparHe penko
nepdopaumen unm neHeTpaunen CTEHKM Xenyaka.
(3]

Mpu ocMoTpe 60J1IbHOro XapakTePHO OTCYTCTBUE
NPM3HakoB nepudepnyeckon numaooageHonaTmnu,
yBEJINYEHNA MUHOANVH, renatocnjeHomMerannu.
OcHOoBHasi Macca onyxosnu CBsi3aHa C MOPaxXeHNEM
CTEHKW XesyaKa 1 permoHapHbIX IMMEOaTUYeCcKmnx
y3J/10B, KOTOPbIE YacTO NasibNUPYIOTCS B BUAE NIOT-
HOro, MaJIoNoABUXHOIO 1 60Ne3HeHHOro obpaso-
BaHWA B anuractpasbHoi obnactu. PaHHAS Knu-
HUYyeckas OUCCEMMHAUUSA He XxapakTepHa, a Haln-
yne ee NPU3HAKOB HA MOMEHT OCMOTpa LOJIKHO
3acTaBUTb 3ayMaTbCs O MEPBUYHOM MOpPaxXeHUn
xenyaka.

Anarvoctuka. B nabopaTopHbIX nokasaTensax
KpOBW cnenyeT 06paTuTb BHMMaHME Ha NPU3HaKK
xenes3oneduLmMTHON aHeMnKr, HebOoJbLLIO HEITPO-
bunbHbIN NenkoumTos, yckopeHne POD. Y Tpetu
60/bHBbIX MOBbILWEH ypoBeHb JIATI. He xapakTepHsbl
NPU3HaKM MOHOKJIOHANIbHOM CeKpeLn UIMMYHOTI10-
Oy/IHOB B CbIBOPOTKE KPOBU 1 MOYU, @ TakXe BOB-
JledyeHne KOCTHOro Mo3ra no pesynbTatam Tpena-
HOBMOMNCUN N MUENOTPaMMBI.

OcHOBHOWM MeTOA, ANArHOCTUKM NUMOATUYECKMX
onyxoJien xenyaka — 93odaroractpoayoneHoCKo-
NnUs CO MHOXECTBEHHOI Buoncueirn nopaxeHHon
CNu3uncTon. MNpun aHOOCKOMNNYECKOM NCCIea0BaHUMN
B OONIbLUMHCTBE Cly4aeB NePBUYHON NMMPOCaAPKO-
Mbl Xenyaka BbiiBNseTcs o06lwmpHoe nHbubTpa-
TUBHO-A3BEHHOE MOopaxeHne ANCTallbHbIX OTAEN0B
xenyaka. CTeHka xenynka ManonoaBuxHas, ninoT-
Has Npu MHCTPYMEHTAsIbHOM nasnbnaumm, KOHTaKT-
HO KPOBOTOYMBA U Nerko pparmeHTUpyeT npu 6uo-
ncuun. 913BeHHble nedekTbl, PacnosIoXeHHbIe Ha
NHOUNBTPUPOBAHHOM (OHE, 0ObIYHO MHOXECTBEH-
Hble, 60MbLINX Pa3MepPOB, HEMNPaBUbHOM HOopPMbI,
NOKpPbITbI GUOPUHOM C NPUMECHLI0 remaTtuHa. Bos-
MOXHbl MAQCCUBHbIN 3K30(PUTHbIN POCT, LIMPKYNAP-
Has MHPUNBLTPALMS BbIXOLHbLIX OTAENOB C GOPMU-
poBaHMeM CcTeHo3a. lNepuctanbTvka B 30Hax WH-
dunbTpauun otTecyTcTByeT. B xenyake 6onbLioe Ko-
JINYECTBO 3aCTOMHOro CoaepPXnmoro. B uenom aH-
Jockonuyeckas kapTuHa HecneundunyHa n 6e3 npo-

BeZeHUs MOpP@ONOrM4eckoro nccnenoBaHns He
oTAn4Mma OT Habnaaemoin Npu ageHokapuuHO-
Me. ObGpauwiaeTt BHMMaHMe BbICTPLIV (Y4em Npu ape-
HOKapLMHOME) POCT MHPUIBTPATUBHOIO Nopaxe-
HUS CNIM3UCTON Xenyaka npu UHaMuUyeckOM Ha-
O/I00EHUU, HO 1 3TOT NPU3HaK HecneunduyeH. Xa-
pakTepeH noacAnU3UCTbIM U 4acTO MyJSibTUdOKASb-
Hbll XapakTep pocTa nAMM@Oocapkombl. [1oaTomy
npu 06bIYHOM 3HAOCKOMMYECKOM MCCNea0BaHNM
VUCTUHHbIE pa3Mepbl NOPaXeHUs OLLEHUTb CIIOXHO.
B oueHKke pacnpocTpaHeHus n raybuHbl nopaxe-
HUSA CTEHKU Xenyaka, COCTOAHUSA pervoHapHbIX
MME@OY3N0B 1 NMPU3HAKOB NpopacTaHus CoCenHmNX
opraHoB 3¢ @eKkTMBHA 3HAOCOHOrpadus xenyaka,
KOTOpasi N0 CBOMM BO3MOXHOCTSIM MPEeBOCXOAUT
06bl4HOE YyNbTPA3BYKOBOE UCCNEOOBAHNE U KOM-
nbloTEPHYIO ToMorpaduio [4]. Mo pe3dynbTatam 06-
cnenoBaHusl ornyxoJsib B 60JIbLLUMHCTBE Clly4aeB o~
KasibHa 1 OrpaHnyeHa XenyaKkom uiv permoHapHbl-
Mu numdoysnamu (ctagum E1 nnn E2 no mogudun-
LMPOBaHHOM cucteme ctaguposaHus Ann-Arbor)
[5].

Mopdgonorus. NeHeruka. Lintonornyeckoe uc-
cnepoBaHve GUONTATOB MOPAXEHHOW CAN3UCTOM
obas3atenbHo. lNpu npocmoTpe npenaparta obpa-
uaeT BHUMaHVUE OOMUHUPOBAHME NUM@OUOHbIX
3/1eMeHTOB Ha hOHe OTAEeNbHbIX 0OPLIBKOB Xene-
3ucToro anutenus. Knetkm nmmMmgpocapkomsl B ABa
n 6onee pas npeBbILWAT pa3Mepbl 0ObIYHOIO
ammMmoouunTa U, HeCMOTPS Ha NPU3HAKN aTUnum u
nonnMmopdnama, UMET 4epTbl CXOACTBA Mexay
coboi. XapakTepHbl okpyrinasa dopma LeHTpPanbHO
pacrnonoXeHHOro aapa, OMONIOXEHHas CTPYKTypa
XpoMaTuHa C Halan4ymem OLHOW WU HECKOJIbKUX
ATUMNNYHBIX HYKJIEON, Y3KUA ronyboi unm CUHWUIA
0600k uMTonnasmMel 6e3 BKIYEHUIA (puc. 248).
3aTpyaHaAT NCccnegoBaHme Hanuume B npenapare
COEOVHNTENbHOTKAHHBIX HUTEWN, KJIETKU 3NUTENns
(puc. 249), MacCuBHbI BOCNANNTENbHbINA HENTPO-
OUIbHBIN, NUMOOUUTAPHLIA U MakpodaraabHbIii
KOMMOHEHT, pa3pyLUeHHble KIeTKN 1 OeTpuT.

'McTonornyeckn xapakTepHo NosiHoe CTUpaHmue
CTPOEHUST CTEHKN Xenyaka and@y3HbiM ornyxone-
BbIM JIMMMOUNOHLIM UHOUILTPATOM C Pa3pyLLUEHN-
em xenes3. Onyxonb o6pa3oBaHa KPYMHbIMU M-
donpHbIMN KneTkamu, B cpegHeM B 2 1 6onee pas
npesbILLALWNUMM padMepbl Manoro amMmeounTta
(puc. 250-252). BeTpeyaoTca pa3Hblie Mopdono-
rmyeckue BapuaHTbl NnepsBuHHON Anddy3Hon B-
KPYMHOKNETOYHOMN NMME@OCapKOMbl Xefyaka, aHa-
JIOTMYHO HOOA/IbHLIM aHaNIoram: LLeHTPOONACTHBIN,
MMMYHOONAcTHbIN, ¢ obunnem T-KneTok, aHanna-
cTudecknin. OoHaKo YeTKOe NPOrHOCTUYECKOE 3Ha-
YeHue OaHHbIX MOPPOSIOrM4YeCKNUX BApPUaHTOB He-
M3BECTHO.
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Puc. 247. NNumdpoumTtoma xenyaka. m-

cTosiormyeckuii cpes ractpobuontata (0.
yB.).
KneTkn onyxonu npoHnKaT CKBO3b 6a3asibHyo
MeMbpaHy 1 MHOUNBTPUPYIOT Xenesbl Xenyaka
— numdoanuTennanbHble NOBPEXAEHNS (yka3a-
Hbl CTPEIKON).

Puc. 248. Jlnmdocapkoma xenyaka.
OTnevatok ractpobuonrtata (MMMm.).
Cy6cTpat onyxonum B oTnevaTke npeacTaBieH
NMMOOCaPKOMHBLIMU KIETKaMW C BOJIOKHUCTON
1 NMMPONOHOM CTPYKTYPOM XxpomaTunHa. Bna-
Hbl MHOXECTBEHHble 6a30hUSbHblE AOPbILLKN
pasHoro pasmepa 1 Gopmbl.

Puc. 249. Jlumdpocapkoma xenya-
Ka. ToT e npenapat (UMM.).
AnNUTeNnin CNM3NCTON Xenyaka.
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Puc. 250. Jlumpocapkoma xenygka. Fmcrono-
rMYeckuii cpes CTeHKM Xenyaka (man. yB.).
MaccuBHas numdongHaa nHGUNbTPauus Cam3nucTon
xXenynka.

Puc. 251. Jlumdpocapkoma xenyaka. TOT xe
npenapar (man. yB.).
JInmponaHsIn MHOUNBLTPAT NPOHUKAET MEXAY XENyao4y-
HbIMW Xene3amu 1 KNeTkaMm XenesncToro anuTenus.

Puc. 252. Jlumdocapkoma xe-
nyoka. ToT e npenapart (6. yB.).
Cyb6cTpaTt onyxonv NpeacTaBieH nonav-
MOP®HBIMY aTUNNYHBIMU IMMOOUOHBI-
MU KieTkamn. BuoeH mutos (oTmMedeH
CTPENKON).

]
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MMmmyHodeHoTnn anddysHor B-kpynHokneTou-
HOM NMM@OCaPKOMBbI XeNyaka HEOT/IMYUM OT aud-
dy3HOM B-KpynHOKNETOYHOM NMMEPOCapPKOMBbI JINM-
daTmnyecknux y3n0B U xapakTepudyeTcs 3KCM-
peccuent naH-B-kneTouHbix aHTureHos — CD 20 vnn
79a. He akcnpeccupytoTcs paHHue aHTureHbl CD
34, TdT, penko CD 5, Ho cyclin D1 Bcerga oTcyT-
ctyeT. Okono 50 % anddysHbix B-kpynHokne-
TOYHbIX TMMdocapkom akcnpeccupytoT CD 10 m bel-
6, 4TO yKasbiBaeT Ha NX MPOUCXOXOEHNE N3 LEHT-
pPOB pa3MHOXeHUs, UMest 61aronpuUATHOE NPOrHo-
CcTuyeckoe 3HayeHune. B gpyrux npeobnagaioT aH-
TUreHbl aKTUBUPOBAHHbIX TMM@OoUUTOB. NMponnde-
paTuBHas aKTUBHOCTb OMyX0au BblCOKas, Nponude-
paTuBHbIA nyn, onpeaensembiii no Ki-67, koneb-
netcsa ot 40 oo 90% n 6onee [6].

Cneundunyecknx reHeTUYeCKNX HapyLLIEeHU xa-
pakTepHbix ona AnddysHon B-kKpynHOKNIETOYHOM
nnmgocapKkoMbl Xenyaka, rnoka He BblsiBlieHo. Ka-
pronornyeckoe nccrnenoBaHmne Takxke 3aTpyaHeHo
n3-3a HebOoNbLIOro kKonnyecTsa GUONCUNHOIO Ma-
Tepuana, nosay4aeMoro npuv o0ObI4HOM 3HAOCKOMNW-
yeckoil Broncum cnnuancTon xenyaka. ns ysenu-
4yeHuns obbema OBUONCUIHOro MaTepmasnsa BO3MOX-
HO NpoBeeHMe IHLOCKONMNYECKON pe3ekLnmn cim-
3UCTON Xenyaka, 0CoOOeHHO NMpu 9K30PUTHO pac-
TYLWLMX ONYXOJIX, HO 3TOT MEeTo[, Noka MCMob3y-
€TCH B €ANHUYHBbIX KInHUKax. [lepcrnekTnBHO ucC-
NoJIb30BaHNE LUTOMEHETUYECKUX UCCNenoBaHui (in
situ rmbpuamnsaums) Ha napadrHOBbLIX Cpe3ax, Mo-
NeKyNIIPHO-reHeTUYECKUX UCCNeaoBaHuin npu Ha-
4N HeBONbLLIOIO KonnyecTea MopdOIormyecko-
ro matepuana.

AndppepenunanbHas gunarHoctuka. B pepn-
KNX cnydasix BO3MOXHO MePBUYHOE MopaxeHune
xenynka numeocapkomon bepkutTa, kKoTopas Mo-
XeT MOP@ONOrn4eckm ycrnewHo mMackmpoBaTbCs
nod, anddysHyo B-kKpynHOKIETOYHYI0 nnmMmdocap-
komy. lNpoeepeHne TpaanumnoHHor CHOP-Tepanuu
B 3TMX C/ly4asix CMepPTEeIbHO OMacHO Asns 60NbHO-
ro. Tonbko NpoBeLeHHOE Kapuosiormieckoe uccne-
[OoBaHVe 61MoNTaToB OMyXOnun Xenyaka u BbisBie-
Hue crneundunyeckux ang nmmMmoocapkomsl bepknt-
Ta TpaHcnokauui No3BONLAI0T NOCTaBUTL MPaBuiib-
HbIA OUarHo3, O4HaKo 3T BO3MOXHOCTM Moka A0-
CTyMNHbl He BceM. Bmixop cyuwiecTtByet. Cnenyer
00paTnTb BHMMaHWE Ha MOJsoAoi Bo3pacT 60sib-
HoOro (06bl4HO 0 40 neT), ObICTPLIN POCT ONYyX0Nn,
ee OonblUyl0 Maccy, paHHMe B-cumnTombl. Yxe
nepBoe 3HAKOMCTBO C LMTONOrMYeckMM oTrnevyar-
KOM 9HJ0CKOMMYeckoro Gronrara xesnyaka no3so-
naeT NpeanonoXnTb NPaBubHbIM anarHo3 B 60/b-
LIMHCTBe cnyyaes. [na numpombl BepknTtTra xapak-

TEepHbl NpU3Hakyn 6a30dUNMM 1 Bakyonmaauum um-
Tonnasmsl, 60bLIOE KOIMYECTBO MUTO30B, Bbipa-
XeHHas makpodarasnbHasa peakuus. Beicokasa npo-
nmdepaTuBHasa akTMBHOCTb (80 100%) onyxoneBbIx
KNeTOK MPU MIMCTOXMMUYECKOM OKpaLUMBAHUN Map-
kepom Ki-67 Takxe roBoput B Mofb3y AMArHo3a
nmmdocapkombl bepkutta. OKOHYaTENBHO AVArHO3
yCTaHaBnnBaeTcs nocne obHapyxeHus cneundu-
yeckux ona numoomsl bepkntra TpaHcnokaumn —
1(8;14), t(2;8), 1(8;22). [7]

Jleyenme. Victopuyeckn B ie4eBHON TakTuKe
ondoysHoM B-KpynHOKNETOYHOM NUMPOCAPKOMBbI
Xenyaka MOXHO BblAENNTb HECKONbKO 3Tanos. Mc-
XOOHO MPUMEHSBLUASACS racTpPSKTOMUS MO3BOJIS-
na B 60% cnyyaeB 0obuTtbcs 5-netHelh 6e3peum-
OVIBHOW BbIXVBAEMOCTU, €C/iM Onyxonb Obina or-
paHn4eHa CTEeHKOW xenyaka. BeikmBaemMoCTb 3Ha-
YNTENbHO (00 25%) CHWXanacb NPV BOBJIEYEHUM
pernoHapHbIxX nuMoaTnyeckmx ya3nos. B pansHein-
LIMX UCcnenoBaHusax, nocne pesekumn, nposene-
Hue nonuxmmmnoTtepanun (MXT) no3Bonuno ysenu-
YnNTb 5- NETHIO 6e3peunanBHYI0 BbIXXMBAEMOCTb
0o 80-85%. Takum ob6pa3om, O4eBUOHOW oKasa-
nacb HeobxoaMmocTb NpoBeaeHus MXT n ogHoBpe-
MEHHO BO3HMK BOMPOC O LLefIecoobpasHOCTN Npo-
BeLleHNs NepBMYHON pe3eKkunn onyxoam — onepa-
UMM B GOJILLUMHCTBE Cly4YaeB HepaguKasbHON U
4aCTO NMPUBOASLLEN K CHUXEHUIO KayeCcTBa XU3HU
OonepupoBaHHbIX BONbHbLIX. B TeyeHne nocnegHux
NeT aKTUBHO u3y4aeTcsd aPPEKTUBHOCTb MOJNXM-
MoTepanum B nedeHun numaocapkoMbl Xenyaka
0e3 XMpypruyeckorn pesekummn onyxonu. Yaaerca
noctnyb 0o 80% 5-neTHel 6e3peunanBHON BbIXN-
BaeMOCTU Npu NPOBEAEHMN Tepanum No nporpam-
me CHOP (6 kypcoB), koTopasi He ycTynaeT no ad-
dEKTMBHOCTU KOMOUHMPOBAHHOMY (Xupyprusa +
MXT) neuvenuto [8]. Y 15-20% GonbHbIX pa3BuBa-
eTCcsl peumamB, OObIMHO PE3UCTEHTHBIN K MPOBO-
oMo B ganbHeliwem MXT. BonblMHCTBO 60b-
HbIX C PEUNANBOM OMyXOSIM UCXOLHO COCTaBASIOT
NMPOrHOCTUYECKN HebnaronpuaTHy rpynny. 9To
naumeHTbl ¢ 6onbwnmMn (6onee 10 cm) pasmepa-
MU OMyXoJin, PacnpOoCTPaHAOLLENCd 3a npenensb
CTEHKM Xenyaka B TMMOoy3sibl v npopacTatoLLei
B COCefHMe opraHbl, Hanninem B-cumnTomos,
BbICOKOM NposndepaTMBHON aKTUBHOCTLIO OMyX0-
neBbIX KNeTok. CTaHOBUTCS OYEBUAHBLIM, YTO MPO-
BeaeHue Tepanumn no cxeme CHOP y sToii npo-
FHOCTUYECKM HebnaronpuaTHOW rpynnbl GONbHbIX
HepaunoHanbHO. OPDEKTUBHOCTb MEPBUYHO WH-
TeHCUOUUMPOBAHHONM (Hanpumep, 610KOBON Tepa-
nun NHL BFM, RCHOP, RCHOPE) nonuxumuoTte-
panun y Takux naumeHToB uaydaetcsa [9].
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MepBuyHbie nuMmdbaTnyeckue onyxonu
TOHKOro KMULUEeYHUKa

Onyxonn B TOHKOM KMLLEYHMKE BCTPEYalnTCsd
3HaA4YUTESIbHO pexe, 4eM B xenygke (1.4 cny4das Ha
100.000 HaceneHus B ron), O4HAKO Kaxpaas naras
nmeeT numboungHyio npupony. Onyxonu, nepeuy-
HO BO3HMKawLme n3 nMM@aTn4eckom TKaHu TOH-
KOro KuLleyHKa COCTaBnsiOoT MeHee 7% 9akcTpa-
HoganbHbix NumMmdom K okono 30% numdpom Bce-
ro nuweBapuTenbHOro TpakTa. Yate scero nopa-
XaeTcsd NoAB3LOLWHAA KULKA U UIeOoLEeKasbHbIN
yros, pexe Towas v gpeHaauatnunepcTHasa Kuuka
[1].

CornacHo kputepusam Dawnson n Lewin, [2] k
NepBUYHbLIM JIMMGPOMaM KULLEYHMKA OTHOCATCS CIy-
Yyau, NPU KOTOPbIX Ha MOMEHT MOCTAHOBKW Auar-
HO3a OOMUHUPYET KIIMHUYECKas KapTuHa, CBA3aH-
Has C NopaXxeHneM 3TOro opraHa, a OCHOBHas Mac-
ca onyxonu niokannmsoBaHa B npegeniax KULLKu
(ctagmsa IE no Ann-Arbor), pernoHapHbix numopa-
TUYECKMX Y3/10B OPIOLLIHONM NOMOCTM UK Tasa (cTa-
auvs IlE no Ann-Arbor). lNpu Hanuyum nNpuU3HaKoB
BOBJIe4YEHNS NMMOY3/0B Bbille anadparmMol, ce-
neseHkn (ctagma IlIE no Ann-Arbor), nopaxeHus
KOCTHOr0 M0O3ra v niemkemMmaaumm, a Takxke apyrux
aKcTpaHopanbHbix odvarax (IVE no Ann-Arbor) He-
006X0AMMO UCKNIOUYNTL BTOPMYHOE NOopaxKeHne ToH-
KOrO KMLLEYHMKA NPpU reHepasin3oBaHHbIX TUMOO-
Max, a Takxe MyJIbTUIKCTPaHO4a IbHble NOPaXeHNS
[3]. Ouarn nopaxeHus B opraHax, CBS3aHHbIX C
HernocpeacTBEHHbIM NUMdaTUYeCckM ApeHnpoBa-
HMEM TOHKOW KuLKK (OptolimHa, neyveHb, numda-
Tyeckme BPIOLLHON NOI0CTK, Tasa), paumoHasbHO
OTHOCUTb K JIOKaNbHbIM cTagusam. C Lenbio TOYHO-
ro ctagmpoBaHus OMnyxosnv, NOMMMO OCMOTpa U
PYTUHHBIX KITMHNYECKUX UCCNeaoBaHniA, Heobxoam-
MO npoBefeHne 33odaroracTponyofeHOCKONuu,
KONOHOCKOMNUK, TpenaHobMoncmum, UMMYHOXUMU-
4eCKOro nccnenoBaHns CbiIBOPOTKM KPOBU U MOYMU,
yNbTPa3BYKOBOIro 1 TOMOrpapuyeckoro nccneno-
BaHWS rPyaHONM KNneTku, OPIOLHOMA NonocT 1 ma-
JIOro Tasa, PEeHTreHOSI0OrM4Yeckoro nccnesoBaHus
TOHKOIO KuLeYyHuka. BO3MOXHOCTU MHTECTUHAb-
HO BHOOCKOMUN U 3HO0CKOMUYECKOM BuaeKancy-
Jibl B AMArHOCTUKE OMyXOJie TOHKOW KULLIKM B Ha-
CTOSILLLEE BPEMS aKTUBHO U3y4aroTcd [4].

B cpaBHeHUn C Xxenyokom, nMMEeOMbl TOHKOIO
KMLLIEeYHMKa NnpencTaB/ieHbl reTeporeHHbIM cocTa-
BOM He TOJIbKO B-KNeTO4HbIX Onyxosien, HO 3Haun-
TenbHoro Yncna (go 40%) T v NK-KneTOUHbIX M-
GOM, KOTOPbIE YCJ/IOXHAIOT AUArHOCTUKY U Onpe-
0ensaioT Xyawmnin NporHo3. AunarHoctuka amMmoom
TOHKOW KMULLKW 3aTpyOHEHa He TOJIbKO 13-3a pef-
KOW BCTPEYaeMOCTU U reTeporeHHoCTn cocTasa
3TUX OMNYX0JIEN, HO N aHATOMUYECKMMU OCOBEHHO-

CTSIMW TOHKOW KULLKK, KOTOpasa OCTaeTCst HeQOCTyr-
HOW Npu CTaHOAPTHbLIX 9HLOCKOMMYECKNX NCCneno-
BaHUGX. Mimesd Hecneunduyeckyro KIMHUYECKYIO
KapTUHY Ha paHHWX CTaausx, OONbLIMHCTBO NUM-
daTn4eckmMx onyxonem TOHKON KUK OUarHOCTU-
pYIOTCS NPU NOSABNAEHUN OCIIOXHEHUI, CBA3AHHbIX
C HENPOXOAMMOCTbLIO, KPOBOTEYEHNEM 1K Nnepdo-
paumen kuwkun. K coxxaneHuto, aKCTpeHHas pesek-
LS NMOPaXEHHOr0 yqacTka KUMKW B 0ObIYHBLIX XN-
Pypruyeckux ctaumoHapax cocTaBnsieT 00bekTuB-
HYIO OCHOBY HEJOCTATKOB NEPBUYHON AMArHOCTU-
KN NUMGOOM TOHKOro KuieyHuka. onyyYyeHHbl B
Takmx ycnoBusix mMatepuan oOblYHO nccrnenyetcs
TONbKO ructonormyeckn. OTCyTCTBME OOCTYMHOro
MaTepuana oas uMTonornyeckoro, GeHoTunmyec-
KOro, UMTOreHEeTUYeCKoro UCCefOoBaHUS TakXe
3aTpyaHsaeT NOCTaHOBKY TOYHOIO AMarHo3a.

JomuHupytoulee yncno HabnwaeHuin, kacato-
LLMXCHA NIe4eHNs NePBUYHBIX TMM@aTUYECKNX Ony-
XOJIeN TOHKOWM KULLIKW, OCHOBBIBAIOTCS HA HEOOIb-
LLIMX, FreTePOreHHbIX U Pa3pO3HEHHbIX BO BPEMEHN
rpynnax 6onbHbIX. [TOTOMY €AnHOro npoTokona
Jle4eHns 3TUX ONyxoJien A0 CUX NOP HeT.

B-kneToyHble nuMmdpaTnyeckme onyxosim TOH-
KOro KuLle4yHukKa

B otnnyuve oT xenynka, B CANU3UCTON TOHKOrO
KMLLIEYHMKA NPUCYTCTBYET OPraHn30BaHHasa numda-
TU4yeckasd TKaHb, aCCOLMMPOBAHHAsA C SNUTENINEM
(B HOCTpaHHOW nutepaTtype MALT - mucosa
assosiated lymphatic tissue), Hanbonee BblpaxeH-
Has B MerpoBbIX OAsWKaxX ANCTaNbHbIX OTOENOB
TOHKOIrO KuwevyHnka. AHanormyHasa TkaHb eCTb U B
Opyrux cnn3ncTbix obonoyvkax n koxe. Mopdono-
rM4ecku OHa npencrtaBneHa QONNNKYAAPHbIMUN
CTPYKTYypamu, HanoMUHaLWMMN QONNUKYbI IUM-
GOoy3n10B, 04HAKO MMeeT HEKOTOpble pasnnyug.
Mexay ueHTpamm 3Tux GOIMKYN0B N 3ANUTENIUEM
KMLLEYHMKA CYLLEeCTBYEeT 30Ha CMELLaHHOr O KJ1eTo4-
Horo coctasa (B-numoouuntbl, T-nnMdOLNTLI, MaK-
podarv n oeHapuTuyeckue KneTkn), HasbiBaemas
MaprvHanbHOM 30HONM. Yepes cneunanmanpoBaH-
Hble, C BbICOKOW MOPO3HOCTbIO M-KNeTku anutenuns
KMLLIEYHMKA B 9Ty 30HY NEPBMYHO NOCTYNAOT aHTU-
reHbl CoOOep>XMMOro npoceeta kuwku. B mapru-
HaJIbHOM 30HE MPOUCXOAMUT NePBUYHOE NMPenCcTaB-
JIeHNe aHTUreHa aHTUreHNPE3EeHTUPYIOLWUMU KIeT-
Kamu B-numoounmtam MaprmHanbHOM 30HbI U LiEeH-
Tpa donnvkyna n ctumynaumnsa nocnegHux [9]. Ye-
pe3 apdepeHTHble NUMdaTnyeckne cocynbl TOH-
KOr0O KuLeYyHnKa CTUMYNMpPOBaHHble B-numdoum-
Tbl MUTPUPYIOT B PErnoHapHble numdartnyeckmne
y3/ibl, @ 3aTeM B rpyaHON NMMOATUYECKNA NPOTOK
M MOCTynalT B CUCTEMHbIA KPOBOTOK. [locne ko-
POTKOMN MUrpauum B nepmdepnyeckon Kposu no-
CpencTBOM XOyMUHr-addpekTa B-nnmdouunTtbl BO3-
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BpaLlaloTCs B MMM@PaTUYECKYIO TKaHb TOHKOIO Kn-
LeYyHuKa, a, BOSMOXHO, U B Apyrne CAusucTole, roe
noaBeprakwTca naasdmMokeTo4Hon auddepeHun-
pOBKe C MNocnenylumMm CUHTE30M U cekpeLlmen
WMMYHOr100yIMHOB, B OCHOBHOM knacca A. B Hop-
Me 3a CYTKU B MPOCBET TOHKOIo KULLIEYHMKA Yeno-
Beka cekpeTtupyeTcsd M PUKCUPYETCH Ha CIN3UC-
TbIX OKOJIO 2 rPpaMMOB MMMYHOro0ynMHa Kknacca
A, KOTOpbI 0becneynBaeT MECTHbIA UMMYHUTET.
B uenom numdartnyeckas TkaHb TOHKOW KULLIKM MO
CBOEW Macce He ycTtynaeT AMmpaTn4eckon TKaHu,
COCpPeOoTO4YEHHON B OPYrux opraHax MMMYHHOM
CUCTEMBbI YesloBeka, U 9BNAeTCqd UCTOYHUKOM LUU-
pOKOro cnektpa numoonponudepaTnBHbIX NPOLLEC-
COB.

Aunddy3Haa B-kpynHoknetoyHaa numdpo-
CapKoMa TOHKON KMULUKM

AdnddysHasa B-kpynHokieTouHas immeocapko-
Ma coctasngeT o 70% Bcex nepBuYHbIX numMda-
TUYECKUX OMYyXONen TOHKOM KULWKK. Onyxonb MO-
XET BO3HMKaTb de NoVOo 1K Kak pesysbTaT TPpaHc-
dopmaunm 13 Opyrux 3pesiokNIeTOYHbIX JIMM@OM.
3a601eBaEMOCTb Y MYXXUYUH U XEHLMH 3HAYNTESb-
HO He pasnuyaeTcsl, CpenHuii Bo3pacT OO0JIbHbIX
okono 50 ner.

Knunnyeckas kaptuHa. Mopgosnorus. AHam-
He3 3ab60neBaHns KOPOTKUIA, HavYaslbHble NPosiBe-
HUS HecreuMdUYHbI U xapakTepuaytoTca 6onsamm B
XMBOTE, NOTepen Beca, 3HAYUTENIbHO pexe aua-
peein n Nuxopankon. XapakrepHo nopaxeHve Anc-
TaJIbHbIX OTOENIOB TOHKOW KULIKM (NOAB3A0LUHASA,
nneoueKkasbHbI Yyron) ¢ pasBUTUEM KapPTUHbI KN-
LIEeYHOM HENPOXOANUMOCTU, pexe KPOBOTEYEHUS U
nepdopaumn [6]. NHTpaonepauMoHHO xapakTep-
HbIM ABNSIOTCA CErmMeHTapHOe OryxoJsieBoe rnopa-
XEHMe KULLKKW, pernoHasnbHasa nuMmdoaneHonaTus.
Makpockonuyeckn onyxosib npeactaBineHa WH-
GUNbLTPATUBHO-S3BEHHBLIM MPOLLECCOM, PEXE C K-
30pUTHLIM KOMIMOHEHTOM. XOTS B OONbLUNHCTBE
cnyydaeB npeacTaBneHol ctagun IE v lIE, pagykans-
HOCTb onepauuym COMHUTESIbHA NPU BOBJIEYEHUM
NMMdOY3n0B 1 H60JIbLLMX Pa3MepPOB OMyXOnu C Npu-
3HaKamMu npopacTtaHug B cocefHmne opraHbl. OKOH-
YyaTeNbHbIl AMarHo3 yCTaHaBAMBAETCS NpPu rMcTo-
NIOrM4eCKOM U FMCTOXMMUYECKOM WCCea0BaHnU
onepaunmoHHOro martepuana. N'mcronormyeckn xa-
paKTepPHO MOJIHOE CTUPaHME CTPOEHNS CTEHKU KNLLI-
KN ANO@PY3HbIM ONyxosieBbiM NTUMOONOHBIM UH-
GunbLTpaToM C paspylleHnem xenes. Onyxosb 06-
pasoBaHa KpPyrHbIMU ITUM@OUOHBIMU KIIEeTKaMu, B
cpegHem B 2 1 6onee pas npesbiLLAIOLWUMN Pa3-
Mepbl Manoro nuMmdouunta. Betpedatotcsa pasHbole
MopdOonornyeckne BapnaHTbl NePBUYHON NP Py3-
HOM B-KpPynHOKIETOYHON NUMGPOCAPKOMbI TOHKOM
KWLIKM, aHanorMyHo HOOAsIbHbIM JIOKaNM3aunusam:

LEeHTPOONACTHbIA, UMMYHOOMACTHBIA, C 00UIneEM
T-kneTok, aHannactmyeckmin. OgHako YeTkoe npo-
FHOCTMYECKOE 3Ha4YeHne OaHHbIX MOP@OSIOrmyec-
KNX BapUaHTOB Heu3BEeCTHO. WmmyHopeHOoTUN
ondoysHom B-KpynHOKNETOYHOM NUMPOCAPKOMBbI
TOHKOW KMLLKU HEOTANYUM OT amuddy3Hom B-kpyn-
HOKJ1ETOYHOM NMMPOCAPKOMbI NTUMPATUHECKUX Y3-
JIOB N XapaKkTepusyeTcs aKcrnpeccuen naH-B-kne-
TOYHbIX aHTUreHoB — CD 20 unun 79a. He akcnpec-
cupyroTcsa paHHue aHTurensl CD 34, TdT, peako CD
5, Ho cyclin D1 Bcerga otcytcTtByeT. Okono 50%
ONPPY3HLIX B-KPYNHOKNETOYHbIX TMME@OCAPKOM
akcnpeccupytoT CD 10 un bel-6, 4To yka3biBaeT Ha
MX MPOUCXOXOEHME N3 CBETJIbIX LLEHTPOB Pa3MHO-
XeHUst 1 nmeeT BnaronpusTHoOe NPOrHOCTUYecKkoe
3HayeHne. B pgpyrux npeobnagatoT aHTUreHbl ak-
TUBUPOBAHHbLIX NUMoouUnTOB. ponudepaTreHas
aKTUBHOCTb OMYyX0JIM BbICOKas, NponndepaTnBHbIn
nyn konebnetcsa ot 40 no 90% wn 6onee [7]. Unto-
JNlornyeckui npenapar npeacTassieH NoNUMOPPHbI-
MU, aTUMNYHBIMU TMMOOVAHBIMU KITETKAMUN KPYyM-
HbIX Pa3MepOoB, C OMOJIOXEHHbIM S4POM, YPO4SIN-
BbIMW HyKJIeONlaMW, CKyOHOW uutonnasmon. Lu-
TOreHeTuyeckne HapyLleHus, NaTOrHOMOHUYHbIE
ona gnogysHon B-kpynHokneTo4Hon numdocap-
KOMbl TOHKOW KULLKWN, HE 0XapaKTepu3OBaHbI.

AnddpepeHuymnanbubivi anarHo3. Hanbonee Ba-
XeH ¢ nuMmpomon bepkntTta, Ona KOTOPOW Xxapak-
TepeH 6onee MONOOON BO3PACTHOW OManasoH,
ObICTPLI POCT U GONbLLME Pa3Mepbl ONyX0Jn, pPaH-
HA9 AncceMuHaums, xapaktepHas Mop@dosiormyec-
Kasi KapTUHA U YETKO OYEepPYEHHbIE LIUTOreHeTnYecC-
kne nonomku: 1(8;14)(g24;932), t(2;8)(p12;q24),
1(8;22)(g24;q11).

JleyeHume. B BONbLUMHCTBE C/ly4aeB 3KCTPEHHAs
nepBUYHast XMpypruyeckas pesekumns nopaxeHHo-
ro OrnyxoJsibio y4acTka TOHKOM KULLKM MNO3BONAET
YCTAHOBUTb TOYHbLIA AMArHO3, NPOBECTU MECTHOE
CTagnpoBaHue, yaannTb OCHOBHYIO MaccCy Oryxo-
N 1N YCTPAHUTb OCJIOKHEHUS, CBSAI3aHHbIE C Hapy-
LIieHMeM npoxoaumMocTun, nepdopaumnen nam Kpo-
BOTeYeHMeM. YunTbiBas MPOTAXEHHOCTb TOHKOM
KWLLKW, CErMeHTapHble pPe3ekuMn He3HAYUTESbHO
BINGIOT HA KQYECTBO XM3HU ONEPUPOBAHHbIX 60J1b-
HbIX, @ OCHOBHbIE OCJIOXXHEHUS CBA3aHbI CO Craey-
Holi 6onesHblo. Mpy HEBO3MOXHOCTU yaaNeHus
BCeW onyxosn 0b6a3aTesnbHOM 9BnseTcs ee bmuoncus
WUIn yoaneHmne nopaxeHHoro numaoyana, a 3atem
npoBeAeHNe NanNaTUBHbIX XUPYPru4eckmx Mepori-
puatuii. udoysHaa B-kpynHokneToyHaa numaopo-
capkoMa TOHKOW KMULLKW — XMMWUOYYBCTBUTESIbHASA
OnyxoJfib, a NO3TOMY MPOBEAEHNE PACLLUNPEHHBIX,
Kaneyawmx pesekunii He paumoHanbHO. BaxHee
NnoJly4nTb AOCTATOYHOE KOJIMYECTBO OryX0JIeBOro
MaTepuana ons nposeaeHns Mop@donormieckmx mn
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LMTOreHeTU4ecknx nccnepoBaHunin. Ob6a3aTenbHo
nposeneHne nonuxmmMmuoTtepanun. Mo gaHHbIM n-
TepaTypbl npoBeaeHne 6 kypcos CHOP nocne xu-
PYpPruyeckoro nevyeHms no3BongeT AocTuyb oo 80—
90% NOMHbBIX OAUTENbHBIX PEMUCCUA NPU CTAANSAX
[E-1IE [8]. Xyawmni nporHo3 nMetoT cnyyau ¢ B-cum-
NnTOMamu, pacnpoCTPaHeHHbIMY CTaaMs MU, BbICO-
KM yposHeM J1IN, nnoxmm comatnyeckum crarty-
coM. ODPEKTMBHOCTb MHTEHCUBHOW MONXMMMO-
Tepanuu B JIedeHUN MNPOrHOCTUYECKN Hebnaror-
PUSTHBIX CllyYaeB n3yyaeTcs.

JinmdpounutToMma TOHKOW KMLUKM (DKCTpPaHO-
panbHaa numdpoma B-kneTtouHas MapruHasb-
HOW 30HbI, MYKO30aCCOLUUPOBaHHaA)

BriepBble KOHLUENUMS MyKO30aCCOLMNPOBaHHbIX
nmMmdaTn4eckmnx onyxosen npeayoxeHa Mcaakco-
HoM B 1983 r. B HacToswee BpeMsi 06HApYXeHbl
LMTOreHeTnYeCcKkne HapyLLUeHns, xapakTepHblie ong
MAJT-numdbom (numboumntom): 1(11;18)(g21;921),
1(1;14)(p22;932), t(14;18)(932;921), Tpncomusa 3-
1, 18-n xpomocomsbl u T.4. [9].

Knunnyeckass kaptumHa. Mopdgonorus. le-
Hetuka. JlumopounToma BCTPEYAETCH 3HAYUTESb-
HO pexe OMdpPy3HO B-KpynHOKIETOYHON SINM-
docapkomMmbl 1 cocTtaBnseT okono 8 % Bcex B-
KneTouHbix numdpom ToHkonm kuwku [10]. Cpepn-
HWIM Bo3pacT 60JIbHbIX 0KOoNo 50 neT, ¢ paBHbIM
pacrnpenefnieHneM Mexay MyXYMHaMU N KEHLLN-
HaMWU.

Yaule nopaxaeTcs NPOKCUMaIbHbIA OTAES TOH-
KON KULIKM, BOSMOXHO MYJIbTU(HOKASIbHOE BOBJE-
yeHue. XapakTepeH MeLsIeHHbIA JIOKaNbHbIA POCT
(06bI4HO cTagusa |E) ¢ HecneundU4eckon KIMHU-
4eCcKOW KapTUHOM, NOCTENEHHO HapacTaloLLEN TOH-
KOKULLEYHOM HENPOXOANMOCTbIO. B-CUMNTOMbI He
XapakTtepHbl. BO3MOXHO BOBJieYEeHME pernoHap-
HbIX TIMMOY3JI0B, pexe ANCCEMUHALNG B Apyrue
aKCTpaHogasibHble 30Hbl. Makpockonuyecku ony-
X0Jb NpeacTasfieHa OAMHOYHBbIM U pexe MHOXe-
CTBEHHbBIMU MONMNOBUAHO-93BEHHBIMU 0Opa3oBa-
HUAMUK, pexe ANGPy3HbIM nHUNLTpaTom. lNpu
MOPOSIOrN4eCKoOM NCCNefoBaHUM ONyXOJn BbISIB-
naetca and@y3Hblii CONUAHLIA TMMOONLHbIA VH-
dunbTpaT M3 NMM@OoUMTOB HeGOSLLLIOIO pasMepa
C NNOTHbIM XPOMATUHOM spa, Maso3aMeTHbIM
A0PbILLKOM, 00UNbHOW GnegHOM uMTOoMnIa3mMol C
CUHUM 0604KOM MO Kpat. Bo3aMoOXHO BhISIBNEeHME
pe3unayanbHbIX TMM@ONIHbLIX GONINKYSIOB, MPU3HA-
K1 niasMoumtTapHon oo depeHLUnpoBKN Onyxone-
BbIX IMMMOUUTOB, a TakKXe MHBA3US U paspyLle-
HUE annTeNuasbHbIX CTPYKTYP MO TUny 1nmeoanu-
TemanbHbIX NOBPEXAEHNN. ViIMMyHOdeHOTUNNYeC-
KM OrMyxoJieBble KJIeTKN 3KCMPEeCCUpyoT MapKepsbl
MMOOLMTOB MapruHanbHOM 30HbI (MOBEPXHOCTHbIN
UMMyHornobynuH, CO20+ n 79a+) n HeraTuBHbI K

CAa34, 1dT, C45,CAO10,C023 v umknuHy D1. Ypo-
BEHb NPOANdEePaTUBHON aKTUBHOCTN HEBbLICOKUIA
(Ki-67 no 30%). Bo3amoxHO oOHapyXeHue B ony-
xonn pOoKycoB pocta NMMMOONIHbIX KneTtok 6onee
KpyrnHoro pasmepa 1 obnagaloumx NnoBbILLEHHOM
nponuoepaTnBHON akTUBHOCTbIO, CBUAETENIbCTBY-
owme o TpaHcoopmaumn B anpaoysHyio B-kpyn-
HOKJIETOYHYIO Nnmdocapkomy [7]. MNMporHocTryec-
KOe 3HayeHne 1 opraHocneundnUIHOCTb 60bLIOIO
ynucna UUTOreHeTu4yeckmx HapyweHunin (t
(11;18)(q21;921), t(1;14)(p22;932),
1(14;18)(g32;921), Tpucomus 3, 18 XxpOMOCOMbI "
T.4.), OOHApPYXEHHbIX B MOcnegHee Bpems, npu
mMeounToMax, nlyyaeTcs.

AnpdpepeHunanbHas anarHocTuka. BaxHo
VCKJIIO4YNTb BOCMNANUTESNIbHbIE N MHDEKLIMOHHBIE 3a-
0oneBaHNa TOHKOW KULLKW, COMPOBOXAAIOLLMECH
peakTMBHOM numMmdoungHon nHdunbtpaumen. Cpe-
o nuM@aTUYeCcKmx Ornyxosien CXOXyK KJIMHUYecC-
KYIO KapTUHY MOryT umMeTb QONIUKYNSpHas M-
doma, nMMmdomMa 13 KIIETOK MaHTUW, 3KCTpaMenysi-
NgpHag nnasmoumToma.

JleyeHune. JlInmpoumnToma TOHKOM KULLIKK — Kypa-
GenbHoe 3aboneBaHue. Xupyprmyeckas pesekums
MOPaXXEHHOr 0 y4aCTKa KULLKW, MNP JIOKasbHbIX CTa-
Ousx, No3BonseT Ao0UTbCS MHOIONETHEN PEMUC-
cuu. lNMposegeHne xuMmmoTepanmm nokasaHo npu
pacnpoCcTpaHEHHbIX NpoLeccax Uin HeBO3MOXHOC-
TN XMPYPru4eckoro nevyeHus. Hambonee apdekTne-
HO MCMNOJIb30BaHNE aHaN0ros NYp1UHOB, BO3MOXHO B
COYeTaHMN C MOHOKJIOHa/IbHbIMU aHTuTenamm [11].

MepBuyHasa dponnukynsapHaa numdpoma TOH-
KOro KuLle4yHuKa

CocTtaBngeTt meHee 3-5% Bcex nMumMbaTn4eckmx
OMNyxoJie TOHKOW KULIKKW. KeHLMHbI 6onetT B 2
pa3a yaule. Bo3pact 50-60 net. MoxeT nopaxaTtb
NoOOoN OTAEeN TOHKOW KULLKW, HO Yalle ABeHaaua-
TUNEPCTHYIO 1 NOAB3OO0LLUHYIO KULLIKY. [1o4Tn B no-
JIOBUHE CJly4aEeB BbISIBNSETCHA COYETaHHOE nopaxe-
HUE OPYrux OTAENO0B NULLEBAPUTENIbBHON CUCTEMBI.
B knnHmnyeckon kaptuHe OOMUHUPYET GoneBoi
CUHOPOM, NPU3HAKN KPOBOTEYEHUS, KNLLEYHOW He-
nPOXoAMMOCTU. B-CUMNTOMBbI HE XapaKTepHbI.
Makpockonunyecku npencrasjieHa CONUTAPHbLIM
VHOUNBTPATUBHO-A3BEHHBIM NMOPAXEHNEM KMLLIEY-
HUKA AN  MynbTUGOKANbHBIM POCTOM MO TUMy
pacnpocTpaHeHHoro nonunosa. [lpwu rucrtonoru-
4YeCKOM MCCneaoBaHUM B CTEHKE KULIKU OOHapy-
XunBalTcs 0aH006pa3Hble NuMbonaHble GoNmKy-
NSIPHbIE CTPYKTYPbI, KOTOPbIE 3KCNPECCUPYIOT MNaH-
B knetouHble aHTureHsl CD 20 1 CD 79a, a Takxe
CD 10 n bcl-6, Ho HeraTtuBHbl No CD 5. LiutoreHe-
TUYECKN xapakTepHa TpaHcnokauua t(14;18)
(032;921), conpoBOXAAOLLASACS TIMNEePIKCNPeCccu-
el benka — aHTOroHucTa anonto3a — bcl-2 B 70—



lNepBuyHbIE TMMGAaTNHECKME OMyXOM TOHKOIO KULLIEYHUKA 191

95 % cny4aeB. JaHHas 0COOEHHOCTb UCMOMNb3yeT-
csa ong anddepeHumanmm onyxonm ¢ GOoIUKynsap-
HOM runepnnasueni. [pn peakTMBHOM npouecce
bcl-2 okpalwumBaeT KneTkm 30Hbl MaHTUN, a LEHTPbI
donnmkynoB HeraTueHbI. B onyxonu bcl-2 maccus-
HO 3KCrMpeccupyeTcd B KJeTkax LeHTpa GosnKy-
noB. lNponudepaTrBHag akTUBHOCTb HEBLICOKAdA, HO
MOXET 3HA4YUTEJIbHO YBENNYMBATLCS B Cly4asx
CapkoOMHOM TpaHcdopmaumu [7]. NloMmmMo xmpyp-
rMYeCKol pe3ekumm NopaxeHHbIX y4acTKoB, Mean-
KaMeHTO3Hasa Tepanus GOoNINKYNFIPHON NUMPOMBbI
KWULIKN He OTNM4yaeTcs oT pa3paboTaHHOM Ans Ho-
hanbHbIx aHanoros[12].

Jiumdboma N3 KJIETOK MaHTUAHOW 3O0HbI C
NEepPBUYHLIM NMOPaXEHUEM TOHKOW KMULLKMU

Moutmn B 30% cnyyaeB reHepann3oBaHHOWN
dOopMbl TIMMPOMbI N3 KNETOK MaHTUNHOW 30HbI
BOBJIEKAETCS KEJyA0YHO-KMLLEeYHbIn TpakT. [lep-
BUYHOE MOpaXeHne TOHKOW KULIKU NMM@OMON 13
K1IETOK M@HTUMHOW 30HbI, B OTAMYMEe OT AnMa@po-
LMTOMbI 1 DONNUKYNAPHOM NTMM@OMBI, NPaKTNYeC-
kn He BcTpedyaeTcsa. MNpu ctagmpoBaHUM 0ObIYHO
BbISIBNSETCA BOBJIEYEHME OPYIrUX OTAENO0B Xesy-
DOYHO-KMLIEYHOrO TpakTa (0COBEHHO TOJCTOW
K1LWKK), abaomMuHanbHas numdageHonaTus, Mo-
paxeHue KOCTHOro Mo3ra U MUHOAINH, MOHOKJ10-
HanbHas cekpeums. KnuHuyeckn — yacto 6Gone-
BOM CMHOPOM, Anapes, B-cumMmnToMmbl, pexe Kpo-
BOTe4YeHud, nepdopaund m TOHKOKMLIEYHad
HenpoxoauMocTb. MyxuuHbl GonetoT vauie. Bos-
pact 50-70 net. MakpocCKONMM4eckn xapakTepHO
MHOX€eCTBEHHOE, NOACIN3NCTOE, PacnpPOCTPaHEH-
HO€ MO MPOTAXEHWUIO NOJINNOBUOHOE MOPaXeHne
KMLleYyHuka, onucaHHoe Cornes J.S. B 1961 roay
Kak numoomMaTongHbii nonmnos. Pasmepsbl noam-
nos ot 0,2 no 1,0 cm, nHOrga BCTpe4alnTCs 9K-
30¢puThl 6onee KpynHbiXx pasMmepoB. [JaHHaa kap-
TUHa HecneumdunyHa M MOXET BCTpevaTbCs Mnpu
Apyrvx nuMeaTn4eckmx Onyxonsix TOHKOM KULLIKK.
[uctonornyeckn npu KinacCM4eCckoM BapuaHTe
BbIsBNseTCd AndPy3Haa MHPUNLTPALUS CTEHKMU
KULWKN TUMOOUOHBIMU 3N1EMEHTAMU MENKOro U
cpenHero pasmepoB, Npu 61acTOMOHOM — KPYI-
HbIX, 9KCMPEeCCUpyLLMX NOMMMO naH-B-kneTouy-
HblIX aHTureHoe, CD 5, npu HeratmBHom CD23.
Hanbonee BaxHbIM B auddepeHumnansHoi amar-
HOCTUKE sBNsieTCs OOHapyXXeHue TpaHcokaumn
1(11;14) (913;932), koTOpPasg NPUBOAUT K rMNepPakK-
cnpecuu uuknuHa D1, BbIIBNSEMOro MMMYHOI1c-
TOXUMMWYECKN B gapax OnyxosieBblX NUMOOLNTOB
[7]1. MepnkameHTO3Haa Tepanus NUMEOOMbI U3
KIETOK Ma@HTUMHOW 30HbI C NMOPaXXeHMEM TOHKOMN
KULWKM He OT/AMyaeTcs OT paspaboTaHHOW Ans
HOZAJIbHbIX aHanoros. Bo3aMoXxHO nonyveHne non-
HbIX peMnccuii 3aboneBaHns, HO peunave B 00Jib-

LIMHCTBE crnydyaeB HeusbexeH. Obwiasa 5-netHas
BbIXKMBaeMOCTb He npeBbiwaeT 50% [13].
Jinmdboma Bepkutta TOHKOA KULLUKU
B oomMuHMpylollem yucrne cryd4aeB BCTpedaeT-
csl y oeTern n nogpocTKoB, pexe y B3pocnbix. Ca-
Mag 4yacTtas fokanmaauns — nneoLekanbHbliA yroJi.
XapakTepuadyetcsa ObICTPbIM POCTOM, OO0JIEBbLIM
CYHOPOMOM WM MOXET NpOoTekaTb Mo MackKOW OCT-
poro anneHguuuTa unan anneHanKyasspHoOro MH-
dunbTpata. VIHTpaonepaumoHHO YacTo BbISBISET-
cs1 onyxoJib 6onbLIOro pasmepa. VMimeloTca npmsHa-
KN COABNEHUS KULLKWN, YBENNYEHNE PErnOHapPHbIX
nmmeoysnos, acumt. PagukanbHas onepauuns He
Hy>Ha, a 4acTo U HeBO3MOxHa. Heobxoammo or-
paHnYnTLCS BGuorncuelrt onyxonu U ycTpaHeHneM
OCNOXHEHUI. BoamoxHa GbicTpasa ancceMmHaums,
nopaxeHune obonoyek mo3ara. B knaccmuyeckom Ba-
praHTe onyxoJsib UMeeT XapakTepHble MOPdOSIoru-
yeckue xapakTepucTukun. Lmtonornyeckm — MOHO-
MOpP®HbIE NMMMPONLHbIE 3IEMEHTbI, C OMOJIOXEH-
HbIM S0pOM, 6a30(PUNbHON BaKyONIM3UPOBAHHOM
umTonnasmon. flmcrtonormyeckn — Ha ¢poHe conma-
HOro nMuMdoungHoro nHbunbTpata umeetca 60nb-
LLIO€ KOJINY4EeCTBO Makpodaros, rno Tuny «3Be3gHo-
ro HebGa», MHOrO4YMCNEHHbIE MUTO3bI. VIMMyHODE-
HOTWUN — 3KCMNPECccUs naH-B kneToYyHbIXx MapkepoB
B coyeTtaHum ¢ CD10 bcl-6. CD 5, CD23, TdT Hera-
TuBHBbI. lNMponupepaTnBHaa akTUBHOCTb O4YE€Hb Bbl-
cokas (mHaekc metku Ki-67 okono 100%), yto cny-
XUT OOHUM 13 AnddepeHumanbHO-auarHocTuyec-
KX MPU3HAKOB JAHHOW OMNyX0Sn, OLHAKO HE ABJIS-
etcsa cneunduyHsiM. JoOCTOBEPHLIM AMArHO3 CTa-
HOBUTCSA Mnocne OOHapyXeHUs TpaHcloKauuii
1(8;14)(a24;032), 1(2;8)(p12;024), (8;22)(q24;q11).
[MpoBeneHne KapmosiorM4eckoro uccnenoBaHug
HeobXo4MMO 4J1 TOYHOWM AMArHOCTMKMU, T.K Cylle-
CTBYIOT MOP@dONormiyeckme BapmaHTbl TUMPOMbI
BepkntTta, HeoTAnYnMble OT auddy3Hon B-kpyn-
HOKJ1IETOYHOM NMMEPOCAPKOMBI, a NpoBeLeHNe Tpa-
auumoHHo CHOP-tepanum npu numdome bepknt-
Ta 0bOpeyeHo, Kak NpaBuilo, HA CMEPTENbHbIN pe-
umame. B neyeHnn HeobxoaMMo npoBeneHne nep-
BUYHO MHTEHCUPULMPOBAHHLIX MPOrpaMm ne4yeHuns
(NHL-BFM-90) ¢ a¢dpdpekTnBHocThiO A0 90% non-
HbIX BbI3OOpPOBAeHuin [14].
UmmyHonponudepaTtueHoe 3aboneBaHue
TOHKOro KulieyHuka (cpean3eMHOMOopcKas
numdoma; 6one3Hb TXKenbix anbda-uenei)
Uctopusa 3abonesaHuns. B Havane 60-x B 13-
paunne NossBUN0Cb HECKOLKO ONMUCaHN HEN3BECT-
HOI BONE3HN MONOABIX MYXUUH, Xxutenen Cpean-
3eMHOMOpbS, NPOTEKAOLLEN C CUHAPOMOM Hapy-
LLIEHHOr 0 BCACbIBaHUS N NMMPOLUNTAPHO-MN1a3ma-
LMTapHOM MHOUIbTPALMENn NPOKCUMaJIbHOIo OTAe-
J1a TOHKOro KuLe4yHuka. He ncknoyanca nHdekum-
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OHHbIN areHT (Giardia?, Campylobacter jejuni?, V.
cholerae?) B uHnumaumumn 3aboneBaHuss U nNerko
npocnexnBanncek ABe CTaamMm B TeyeHun 6ones-
HW. Ong HavyanbHOW CTaauu, YaCTO MHOMOJIETHEN,
XapakTepHo AnuTesnibHoe JoOpoKavYecTBEHHOE Te-
yeHe N Jaxe MoJjiHas perpeccus KIMHUYECKOM
KapTuHbl 1 NUMEOONLOHON NHPUILTPALUN TOHKOMN
KWWK Ha poHe aHTubakTepuanbHoli Tepanuu. bea
neyeHuns 3abosieBaHne NMpPoOrpeccMpoBasnio u npo-
Tekano C KJIMHUKON NMMPOCAPKOMbI TOHKOM KULLI-
ku 6e3 oTBeTa Ha aHTUOMOTUKK. MepBMYHO 3ab60-
NieBaHuto Obl10 gaHO Ha3BaHne Cpean3eMHOMOop-
ckoi numdombl. [o3aHee y Takux nauneHToB 6blna
BblBJ/IeHa MOHOKJIOHANbHAA CeKpeuus TaXesblX
uenen MMMyHorno0OynvHa A B CbIBOPOTKE KPOBU, U
3aboneBaHue ObIIO NepeMeHoBaHO B 60Jie3Hb
Tskenbix anbda-uenei. MepBoe onncaHve 6ones-
HU Tsxenbix anbda-uenen npuHagnexuT Seligman
M., B 1968 r. [loMMMO NpOKCUMaNbLHOro otaena
TOHKOrO KMLIEYHMKA NP 60N1e3HM TAXEeNbIX anbda-
Lenen, onncaHsl ciiydar ¢ nepBuYHbIM NOPaxKeHN-
€M >eJsyaka, TONACTOro KuueyHuka, fnerkux. He-
CKOJIbKUMM rofiamMu paHee yxe Oblna onucaHa
Oones3Hb TAXenbIx ramma-uenei. B 1978 roay ak-
cneptamn BO3 pekomeHOooBaH elle oanH TePMUH
- IPSID (immunoproliferative small intestinal
disease), T.e nMmmyHonponudgepatneHoe 3abone-
BaHMe TOHKOro KuweyHuka. lNpuymHa aTon peko-
MeHJauun cnenyouias. bonesHb Taxenbix anbda-
Llener TOHKOM KULLKW B Ha4anbHOW CTagun BeOeTt
cebs BnosHe 106poKa4eCcTBEHHO M BO3MOXHO MoJl-
HOe BbI30POBJEHNE BOMbHLIX HA POHe aHTnbak-
TepuasibHOM Tepanuu TeTPaLNKIMHOM Wi METPO-
HMOA30J10M, NO3TOMY SBJIIETCH UMMYHOMponuoe-
paTuBHbIM NPOLLECCOM, & HE UCTUHHOW TIMMPOMON.
B TeueHue 3aboneBaHusa ObiIN BblogneHbl 4006po-
KayecTBeHHaq (A), npomexyToyHas (B) u 3nokave-
ctBeHHble (C) cTtagun.

Snugemuosorns. BonblWMHCTBO cnyvyaeB 60-
ne3Hn anbda-uenen TOHKOro KMeYyHrka 3aperm-
CTPUPOBaHO y xutenen CpeamnsemMHomMopbs, banx-
Hero BocToka, MInamn, LieHTpansHon n FOxHonm Ad-
pukn, KOxHon Amepukn. Cnopaguyeckue crydau
onMcaHbl Y SMUIPaHTOB N3 3TUX PETMOHOB B [pY-
rMx cTpaHax Mumpa.

MaToreHe3s. [ MNOTETUYECKM BO3MOXHO B-num-
doUNTLI MaprrvHaibHOM 30HbI CTAHOBATCHA UCTOY-
HMKOM OMNYyX0JIEBOV TpaHCHOpMaLMn, BEPOSTHO Ha
bOHE XPOHMYECKOWN aHTUITEHHOW CTUMYISILLUKN B TOH-
KOM kuwke. TpaHCchOpMMpoBaHHble B-numooun-
Tbl COXPaHSIOT CMNOCOOHOCTb K MIa3MOKJIETOUYHOM
anddepeHUMpoOBKE, HO CEKPETUPYIOT TOJIbKO Oe-
dekTHble Taxenble anbda-uenu, 6e3 nerknx Lenen.
MexaHn3m Takon gedekTHOM cOopkM UMMYHOTJIO-
Oy/IMHOB OCTaeTCs HEeSACHbIM, BO3MOXHO, UMeeT

MEeCTO reHeTm4eckas npenpacrnosyioXeHHOCTb. B
hanbHerweM, B NMpoLecce ornyxoJieBon nporpec-
CuK, NPOUCXOAMUT TpaHchopMaums UCXOOHO 3pe-
JIOKNEeTO4HOW onyxonu B Andoy3sHyto B-kpynHokne-
TO4YHYIO IMMPOCAPKOMY.

KnuHnyeckas kaptuHa. Yawe 6onetoT moso-
Oble My>X4uMHbl 1 et B Bo3pacTte oT 10 oo 40 ner,
B CEMbHAX C HU3KUM COLMANIbHO-3KOHOMUYECKNM
CTaTyCoOM, FMIMeHoON U1 BbICOKUM GakTepuasibHbIM
MU napasnTapHbiM KULEYHbIM UHPULMPOBAHUEM.
HayvasnbHble cTagmm XPOHUYECKOro IMMPOLUTAPHO-
ro BOCnaneHus 1 3pesiokNIeTOHHOMN Onyxonu Tpya-
HO oTnmymuMmebl (ctagun A u B no BO3). MNMepeuyHo
B KJIMHNYECKOW KapTUHE OOMUHUPYET XPOHMYEeCcKas
nuvapes, 6011 B XWBOTE, TOLUHOTA, PBOTA, NOTEPS
B BeCe, OTeKU, acuUT, TeTaHud, BO3MOXHA JINXO-
panka. He xapaktepHa nepundepunyeckas numopa-
[eHonaTus, renatocryieHoMeranus, MHOUNbTPaung
KOCTHOro Mo3ra. B aHanmsax KpoBu — kapTuHa Xe-
nesonedUUNTHON aHeEMUU, FUNOKannMeMuns, rmrno-
KanbuneMusi, rmnoMarHmemMus, rmnoans0ymMmmHe-
MUS, MOBbILLIEHNE YPOBHS LLENoYHON docdaTtasbl
(kmMweyHas nsodpopma). daHHas KapTuHa Hecneum-
dUYHa 1 TPYOHO OT/IMYMMA OT XPOHUYECKMX KMLLIEY-
HbIX MHPEKLNA. BO3MOXHO MHOroneTHee TeyeHue
1 MOJIHOE BbI3OOPOBIEHME HA aHTUOaKTepUanbHOM
Tepanuu TeTPauukiIMHOM WU METPOHUAA30JIOM.
Mpn 3HOOCKONNYECKOM UCCNEeA0BaHUM BbISBASAIOT-
CS NPU3HaKN BOCMNANEHNS CIIM3UCTON TOHKOM KUNLLI-
KW, YTONLLEHHOCTb M MO3auU4YHOCTb CKIa[0K, CHU-
KEHME MEPUCTANLTUKM KULLIKU, NMIOTHbIE CTEHKU C
MasionoaBMXHOM CNu3ncTon. Bo3moxxHa noacnu-
3ucTasg NMHPUIbTPaLUnsa ¢ 3p03MPOBAHNEM N U3bA3-
BreHnaMun. MNpu peHTreHorpadun BbISBAAIOTCSH
ondoysHaa aunataumsa npoKCMMasbHbIX OTAENOB
TOHKOrO KULLEYHMKA, YTOJLLEHNEe U y3ypaums ckna-
LOK MO TUMYy «Kpag no4ToBOM Mapku». [pu nMmmy-
HOXMMWYECKOM NCCeL0BaHUN BbIIBNFETCA MOHO-
KJIOHaNbHas Cekpeuus Taxenbix anbda-uenen, c
notepen BapuabenbHOro U NepBOro KOHCTAHTHO-
ro pernoHa, B CbIBOPOTKE KPOBU, TOHKOKNLLEYHOM
cekpeTe, Mo4e, CitoHe. Pexe BCTpeyaloTCs Hecek-
petupyolime GopMbl, U ANArHo3 ycTaHaB/IMBaET-
Csl mocnie r’MCTOXMMMYECKOro nccnenoBaHms 6mo-
NTaTOB C/M3UCTON TOHKOIO KULLIEYHUKA C MOHO-
KNIOHaNbHbIMM aHTUTENamMm K anbda-uenam. Ypo-
BEHb APYrMX UMMYHOIIOOYAVMHOB CHUXEH, 6enok
beHc-[>xoHca He onpenendeTcs. [MCTonorn4yeckm
XxapakTtepHa MoHOMOp®Hasa, Anddy3Had NHPUb-
Tpaumsg NUMOOUOHLIMU KNIeTKaMu HebOonbLIOoro
pasmMepa C/An3NCTOro Cri0ost TOHKOW KULLKW C Mpu-
3HaKaMy MNaas3MoKIETOYHON AN PEPEHLNPOBKU.
deHoTMN onyxoneBbiX KNeTok COOTBETCTByeT B-
KNeTkaM MapruHanbHOM 30HbI C HEBOJBLUOK NPOo-
nudepaTUBHON aKTUBHOCTbLIO. [MTOBEPXHOCTHbLIN
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anuTennin 0bbIYHO COXPaHeH, HO KPUMTbl CUJIbHO
penyumpoBaHsbl.

B panbHeriwem (ctagma C no BO3) nogsnsatoT-
Cs MPU3HaKM NporpeccupoBaHus 3abosieBaHus:
BblpaXeHHble B-cuMnToMmbl, nanbnaTtopHO POCT
Onyxonun B GPIOLLHOM MOMNOCTU, SHO0CKONUYECKME
N PEHTreHosIorMyeckne npusHakyu BHYTPUOPIOLL-
HOM NuMdoageHonaTUn U OTAANIEHHOW reHepanu-
3aumn, TOTaNbHOWM MHOUNLTPALMN CTEHKU TOHKOW
KULLIKM C N3bs3BSIEHNEM, 06TypaLmeli npoceeTa unn
KpoBoTeyeHnemM. BoamoxHa nepdopaums kuey-
HVKa C pa3BUTUEM NMEPUTOHUTA, N NEPBUYHO auar-
HO3 MOXeT ObITb YCTAHOBJIEH TOJIbKO Ha onepauu-
OHHOM CTOJIE NMOCJIe TMCTOJSIOMMYECKOro Uccneno-
BaHUS pPe3eLnpPOBaHHbIX OTAEN0B TOHKON KULLKA U
pernoHapHbIX NMMQOY3JI0B, MOPAXEHHbIX OMyX0-
Nblo. [MCTONOrNMYECKN BLISIBNAETCHA TOTalbHas UH-
GUNbTPALNA CTEHKN KULLEYHMKA KPYMHbIMU cap-
KOMHbIMU KfeTKkamMu ¢ peHoTunomMm andpdysHon B-
KPYMHOKNETOYHOMN NUMPOCAPKOMBbI, BLICOKOW MPO-
nnMoepaTMBHON aKTUBHOCTbLIO, NPU3HaKamMu JINM-
bOoNaHO-NNA3MOKIIETOYHOIO NoaMMopdU3mMa 1 aTu-
nu3ma. Bo3aMOXHO 3Ha4MTENbHOE CHUXEHUE YPOB-
HS CeKpeLnn NaTosIorn4ecknx TaXesnbix anbpa-ue-
nen. AHTuOakTepuanbHas Tepanus HeadpdekTmB-
Ha. MexaHn3m nepexona Cctaguii HEN3BECTEH, HO
KJIOHaNbHOEe efuHCTBO MyasmauuToB Aobpokaye-
CTBEHHOW CTaauu 1 KJIE€TOK CapKOMbI [0Ka3aHo.

AndpeperuymnanvHeiti anarHo3. B cnyyasax c
O4YEeBUOHON cekpeuren AedeKTHbIX TIXeNbIX allb-
da-uener aMarHo3 He BbI3bIBAET 3aTpyaHeHuin. B
«HECEKPETUPYIOLLMX» Ciydasx andoepeHLmanbHbii
[MarHos3 Haao NpoBOANTL C APYrMMy nuMmdaTnyec-
Knmmn onyxonamu (B-knetoyHaa numopoumtoma
MAJIT-Tuna, uenmakus-accounmpoBaHHas MMMaoo-
Ma, onddysHaa B-kpynHokneTodyHaa numMmdoma,
aHannasnpoBaHHas T-KpynHoKeTo4Has numopoma,
nmmpoma bepkutta, nepudepnyeckas T-kneTou-
Hasa nuMmdoma, aKCcTpamMenygpHasa ninasmaumTo-
Ma), a Takke 3aboneBaHMsaMK, COMPOBOXAAIOLLN-
MUCS XPOHUYECKUM NUMPOLUTAPHBIM BOCMANEHN-
€M B CTEHKE TOHKOW KMLIKK (Lenmakma, 93BEHHbIN
9HTepuT, 6one3Hb KpoHa, Tybepkyne3 un gpyrue
XPOHUYeckne HGakTepumanbHble U BUPYCHblE MHOEK-
umn, GONNUKYNSApHasa rmnepnnasng).

JleyeHune. B HayanbHOM cTagun 3aboneBaHus,
NPY OTCYTCTBUM OYEBUOHbLIX MPU3HAKOB OMyX0sun
nokasaHo NpoBefeHne ANUTeNbHON aHTubakTepu-
asibHOM Tepanuun TeTpaumkKINHOM N METPOHNAA30-
JIOM B TE€YEHME HECKOJIbKMX MeCcsueB, 00 MOJIHOM
perpeccuu KIMHUYeCckom kapTuHbl. [pn OTCyTCTBUM
«MaCKMPOBAHHOWM», Ha POHE XPOHNYECKOro TMMEO-
LMTapHOro BocnaneHus, inMoaTn4eckon onyxosnm
B NMOAABNsOWEM OONbLUNHCTBE Cly4yaeB yaaeTcs
[OCTMYb MOJIHOrO Bbi3gopoBneHus. Mo coobuue-

HMto M. Lecuit, BO3MOXHO OOCTMXEHME NOSHOM pPer-
peccrn MOHOKJI0OHaNbLHOM cekpeLmn NnaTosormyec-
KUX TSKeNbIX anbda-uenein MMMyHornodynuHa A,
nocrne TPEXKOMMOHEHTHOW aHTMOakTepuanbHOM
Tepanun Knaunaom, MeTPOHUAA30/1I0M M aMOKCU-
umnnmHom. lNpu otcyTcTBUM addekTa, a TakxKe npu
O4YEBUOHbIX MPU3HAKax OMyxOneBOro nopaxeHus
TOHKOW KULLKW NOKa3aHo NpoBeaeHmne NoauxmmMmno-
Tepanuu. CTaHgapTHas Tepanusa He pa3paboTaHa,
no OaHHbLIM NUTepaTypbl, NPU MUCMNOJIb30BAHUN
CHOP 1 CHOP-noao06HbIX KypcoOB yaaeTcs 4OCTUYb
0o 50-60% 3-neTHel 6e3peuyanBHON BbiXKnBae-
MOCTW. IHTeHCHBHasa Tepanusi Npu pacrnpoCcTPaHeH-
HbIX CTaausax 1 pakTopax rnaoxoro NPorHo3a He pas-
paboTaHa. YunTbiBas TAXesnbIi COMaTUYeCKNii cTa-
TyC 60MbHbIX, NIPOBEAEHNE MONUXUMUOTEPANUN MO-
KasaHo B Crneuvanan3npoBaHHOM remMaTosiormyec-
KOM CTauuoHape, C BO3MOXHOCTAMU HYTPUTUBHOMN
NoAnEPXKN, aHTUOaKTepnanbHOM 1 3aMeCcTUTENb-
HOW Tepanuu KOMMOHeHTamMun KpoBu. B cnyyasx,
CBSA3aHHbIX C nepdopauren KULLeYHUKa, HeKynu-
pyeMbiM TepaneBTUY4EeCKN KULLEYHbIM KPOBOTEYE-
HVYEM, NoKasaHa XMpypruyeckasa pesekumsa nopa-
>KEHHbIX YH4aCTKOB KULLKW C NOCAeAyIoLLen noamxm-
MuoTepanmen.

T-knetouyHblie nUM@paTnYecKne Onyxosim TOH-
KOro KuLle4yHukKa

T-kKNeTo4yHbI annapaTt HOPMasbHOW KULLKN
npencTaB/ieH:

1. HTpasnutennanbHbIMu nuMmooumtTamm ¢ pe-
HoTunom CD3+CD8+CD4-103+ 1 peappaHxu-
pOBaHHbIM 6/B T-KNETOYHBIM PELEenToOpoM (pexe
CD3+CD8-CD4- ¢ raTcR nnu NK-deHoTun). B Hop-
Me Ha 100 sHTepoumToB npuxoautca okono 30
VHTPasanuTennanbHbiX TUMMQPOLNTOB.

2. Jlumdboumtamm CoOCTBEHHOW MNACTUHKA C
deHotunom CD3+CD4+CD8-.

Lo 40 % numdaTrnyeckmx Oornyxonem TOHKOW
KNLWKN MMeT T-kneToyHoe npoucxoxzaeHue. B
OONbLUNHCTBE Ccnyvyae y 60sbHbIX C T-KNETOYHbIMU
IMM@aTN4eCcKMMmn onyxonsaMm TOHKOW KULLIKKU MNpPO-
CNnexunBaeTCH CBS3b C NpeALLeCcTBYIOLWEeN Lemaku-
en.

Lennakus-accouumpoBaHHaa nmmdpoma
TOHKO KULUKM

UcTopua 3aboneBaHns. 3nugemMuosiorus.
Llennakus (rnioTeHoBas aHTeponaTug, HeTponmn4ec-
Kas cnpy) — reHeTU4eCcKn AeTEPMUHMPOBAHHOE XPO-
Huyeckoe 3abosieBaHMe TOHKOro KMLLEeYHMKA, WH-
aoyumpyemoe npuemMoM BHYTPb MloTeHa — 6eska,
coepxallerocs B HEKOTOPbIX 3/1aKOBbIX KyJbTypax
(NweHnua, poxb, s4MeHb, oBec). [lo pesynbTa-
TaM CKPUHWHIOBbLIX UCCNEeA0BaHUN, MOYTU KaXablii
300-11 xutenb EBponbl, CLUA, IOxHon Amepuku,
CesepHoinn Adpukn, VipaHa, MHoun He nepeHocuT
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rnoTeH. KpaiiHe penko uennakuein 6oneroT xuTe-
nm Kutas n dnoHun. Bnepsble NOApPOOHO KIMHU-
yeckme 4yepTbl uennakmm onmcan B 1888 rony
Samuel Gee, n Tonbko 1952-1953 rogax Anderson
n Dicke noeHTmounumpoBanu rioTeH Kak NoBpex-
naouwmii dakTop, a BBeAeHne B NpakTuky 0esro-
TEHOBOW OVETbl CHU3WIIO0 NeTallbHOCTbL NpU Lenva-
KW MPaKTUYeCKN 00 Hyns.

Marorene3. KnnHun4eckas kaptuHa.PactBo-
pvMas B cnupTte ppakuma rinioTeHa — ramagmH npu-
BOAUT K NATOJIOrMYECKUM U3MEHEHUSIM B CIIN3UC-
TOM TOHKOM KWULLKU, KOTOPbIE XapakTepuaylTcs
NOBPEXAEHNEM KULLIEYHOr O 3NUTEeNns U, Kak cnea-
CTBUE K CMHOPOMY HapyLLEHNA BCacbiBaHW, a Tak-
XK€ K XPOHUYECKON CTUMynAuum T-KNeTo4YHOoro an-
napara TOHKOM KULLKW C BbICOKMM PUCKOM pasBu-
™a numoaTtmndeckmx onyxonen. NpuymnHa Takomn
peakuum Ha rioTEH 40 KOHLA He ICHa U BEPOSTHO
HOCUT MHOro®aKkTOpPHbIN xapakTep. B naTtoreHese
3abosieBaHNs paccMaTpmuBaloT MPSMOEe TOKCUYEC-
KOe OeNCTBME F0TEHA, a Takke AOedekTHbIN, re-
HEeTNYEeCKN ONnoCpeoBaHHbIA MMMYHHbIA OTBET B
CTeHKe KMLWKK. [peapacnonoXeHHOCTb K MIl0TeHO-
BOV 9HTEponaTun nepegaeTcd rno HacneacTsy, TUN
Hacne4OBaHWS ayTOCOMHO-AOMMWHAHTHBIN C HEMNOJ-
HOW NeHeTPaHTHOCTbIO. Y 98% OGONbHbIX LieMakn-
en BoigBnsieTca akcnpeccus HLA-DQ2 wmnn HLA-
DQ8 aHTureHos Il knacca komnnekca rMCTocoBmMe-
CTUMOCTU. B pesynbtate NMopoyHOro MMMYHHOIO
OoTBeTa NenTuipbl raTeHa BMecTe C aHTUreHamm
rnaBHOro KOMrjekca rmcTtoCoBMeCcTUMMOCTU rnpe-
3eHTUpytoTcs CD4+ T-numdoumtam cobCTBEHHOM
NAACTUHKKN, KOTOPbIE CEKPETUPYIOT PA, LUTOKUHOB
(IFN-ywn gp.), BbI3bIBas npoandepaumio u UHGUIb-
Tpauuto TIMM@OLMNTOB CIU3UCTOM KULLKN, NOOABNNASA
anonTto3 CD8+T- nHTpasnutenmanbHbix nuMdoum-
TOB N MHAYLMPYS anonTto3d aHTepounTos. Mopdo-
JIOTN4EeCKN 3TO NPUBOAUT K aTpodun BOPCUH, MU-
nepTpoduUn KpUNT, YBEJIMYEHNIO YNCA UHTPAIMNN-
TenmanbHbix numdounto (6onee 30-40 Ha 100
NOBEPXHOCTHbIX SHTEPOLMTOB).

KnuHnyeckn knaccuyeckas dopma Lenmakum
xapakTepusyeTcsd 60/bLIMM YMCNOM Hecneundu-
4YeCcKkMX CMMMNTOMOB: M3MeEHEeHMEM cTyna (0bblYHO
OOWJIbHbBIN, 3NOBOHHbIN, YaCTbIN, XWUAOKWIA, NEeHUC-
TbIA, NJIOXO CMbIBAIOLLMINCS; pexe 0DOPMIIEHHDIN,
HO 0OWJIbHBIN; MHOrAA 3anop), HO 'y 17% 6GOsbHbIX
CTY/1 MOXET ObITb HEM3MEHEHHbLIM; BONFIMUN B XN-
BOTE; peuuavBupyoLLen pBoToi; 6onamMm B KOC-
TSIX, OCTEONOPO30M (MpUYnHa — HapyLLueHne obme-
Ha Kanbumga n pocoopa); CHUXEeHMEM Macchl Tena
M POCTa; NCUXNYECKUMU N HEBPOJIOrMYECKMMUN Ha-
PYLLUEHNAMU (Pa3apaxXnNTENIbHOCTb, arPECCUBHOCTb,
rosioBHas 60Jb, HapyLLEeHWe CHa, Aenpeccuu, anu-
CUHAOPOM, MOJIMHENponaTug, Beretococyaucras

ONCTOHUS); NPOSBNIEHUSIMN BUTAMUHHO-MUHEPaslb-
HOIM 1 6enKoBOM HegocTaToYHOCTU (YacTeie OPBI,
MOBbILLEHHAA YTOMJIIEMOCTb, MbILLEYHbIE CYo0PO-
rv, MOBbILLEHHAA KPOBOTOYMBOCTb, KOXHbIM 3ya,
peuuanBupyoLLme CTOMaTUTbl, CTOMKNE QYPYHKY-
nesbl, peunanBupyoLLne InMxopankn, HapyLlueHue
CYMEpPEYHOro 3peHusd, anoneuns, BUTUINIO, Xen-
1Tl U Op.);

Mpn pANTENbHOM TeYeHUU Hepacrno3HaAHHOW
Lenmakmn noBbILLAeTCs PUCK BO3HUKHOBEHUS 3MNn-
TenmanbHbIX N numdatmnyeckmx onyxonen XKT, a
TakxKe ayTOMMMYHHbIX 3a00/eBaHuii — caxapHOoro
nuaberta 1-ro Tvna, ayTOMMMYHHOro TmpeovanTa,
6one3Hn AanccoHa, CKB, cknepogepmum, muac-
TEHUN, PEBMATOULHOIO apTpuTa, ayTOMMMYHHOIO
renatuTta, repnetMdOopMHOro gepmMartmTa, nepBmd-
HOro GMAMApPHOro LUMPPO3a NevyeHn, KapanoMmo-
naTtun.

MonnmMopdu3aM KIMHUYECKUX NPOSIBIEHUIA 3aT-
pyOHSEeT ANarHOCTUKY LesiMakmm, a 9HO0CKOoNn4ec-
Kas KapTnHa 1 MopHONorniyeckne U3MeHeHns npo-
KCUMaJbHbIX OTLAENI0OB TOHKOM KULIKX Hecneundmny-
Hbl M MOIFYT ObITb OOHApPYXeHbI Npu Apyrux 3abo-
JleBaHUSX: HEeNnepeHoCUMOCTb NakTo3bl, Tybepky-
nes3, NwemMnyeckuin IHTepUT, KolareHoBas cnpy,
ayTOMMMYHHas aHTeponaTtusa u ap. O6HapyxeHne
crneundunyeckux aHTUrNMagnHoOBLIX, aHTUIHAOMMU-
3MabHbIX U aHTUTEN K TKAHEBOW TpaHCriyTamu-
Ha3e 3Ha4ynTesIbHO MOBbIWAET CneunudUYHOCTbL ”
YyBCTBUTENBHOCTb AMArHOCTUKM Lienaku. OCHOB-
HOW MeTOoL NevyeHus uennakum — NoXM3HeHHas
aveTa C MnoJIHbIM UCK/IIOYEHVUEM BCEX NPOOYKTOB,
coaepXxalimx rnoTeH — S4YMeHs, 0Bca, MLeHULbl
pPXu.

MomMmnmo knaccmyeckon popmbl, y HEOONbLLOIO
yucna NauMeHToB BbIAENSIOT TATEHTHYIO LieInakuio,
npy KOTOPOW BbISBAAIOTCHA cneunduieckme aHTu-
Tena, HO NMPOLECC He COMPOBOXAAETCS BblPaXKEH-
HbIMWU MOPMOSIOTNYECKUMU N3MEHEHUAMU U KIN-
HNYECKUMU NPOSBNEHUAMUN. BOonbHbIE C NnaTeH-
THOW uenuakmen ONUTeNbLHO HabnwpalTea y ne-
ONaTpoB, raCTPO3HTEPOJIOroB, ajjieprosioros,
3HOO0KPUHOJIOrOB, MHQEKLNOHUCTOB, OPTONELOB,
remMartoJsioroB, OEeTCKUX TMHEKONOroB C CaMbIiMU
pa3HoobpasHbiMKM aarHo3amu. B pedynbtate onm-
TeNIbHO He ANArHOCTUPYEMOrO XPOHNYECKOro BOC-
naneHns B CTEHKE TOHKOW KULLKWM 4YacTb T-UHTpa-
anutenuanbHblXx NTuMdounToB NpmnobpeTatoT
ayTOpeakTUBHOCTb U KJIOHAJIbHYIO 3KChaHcui. B
Takol CUTyaumu pPUCK BO3HUKHOBEHUS nuMdaTu-
4YeCKOWM OMyxonu B TOHKOW kuwke noyTtu B 80 pas
npeBbILLaeT TakOBYIO B HOPMAaJIbHOM MOMNYASLNN.
MpeaBecTHMKaMmM BO3HUKHOBEHUS T-KIEeTOYHOMN
NMM@OOMbI B TOHKOW KULLKE paccMatpusailoT ped-
PaKkTEPHYIO LLEeNMakmio U 93BEHHbIN €IOHOUNENT.
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KnnHnyeckmmMmn KputepnamMm 3TUxX COCTOAHWUIN SB-
NA0TCA OTCYTCTBME OTBETA Ha BE3rtoTEHOBYIO AU-
€Ty N 3HO0CKOoMNMYyecKas KapTnHa 93BeHHOro nopa-
XEHNSA MPOKCUMaJIbHbIX OTAESIOB TOHKOrO KuLley-
Huka. [pu GEHOTUNNYECKOM N MOJIEKYNAPHO-Te-
HEeTMYeCKOM uccnenoBaHun T-1MM@OounTOB KULL-
KN BbIABNSIOTCA KJlOHaNIbHaga nepectponka T-kne-
TOYHOro peuenTopa v abeppaHTHbIN deHoTUn
(0b6bl4HO noTeps CD8), npy HE3HAYUTENBHOM M-
dOoNAHON NHOUNBTPALMM CTEHKN TOHKOW KMLLKK. B
HacTosiLLee BpeMs pa3paboTaHHOW TakTUKW Bene-
HUS NauMeHTOB C pedpakTepPHON LesMakuemn Her,
a rnaBHas NpUYMHaA CMepTU Takmx 6OJIbHBIX — TPaHC-
dopmaums B T-KNETOUHYIO TMMEPOCAPKOMY KMLLIEY-
HUKA.

MosiBneHne y 60nbHbIX pedpakTepHon Lenva-
KMen Takmx CUMMNTOMOB, KakK Nuxopajka, Ho4yHad
NOTNIMBOCTb, NMOCTOSIHHbIE BONM B XWBOTE, 3HAYN-
TeJIbHOE CHUXEeHMe MaccChbl Tesla 3a KOPOTKUI ne-
pvoL BPEMEHU, KuLIeYHble KPOBOTEYEHUS U3 A3B
KMLWKK, noebiweHne JIAIN fomKHbI HACTOPOXNTL B
OTHOWeHUn numMmdartnyeckon onyxonn. Onyxonb
paHO OUCCEMUHUPYET B pervoHapHble NumMaopoys-
Nbl, B Ne4YeHb, Cesie3eHKY, KOCTHbIA MO3r, MNposiB-
N9eT CKNOHHOCTb K MHBa3VWBHOMY POCTY M 4acTo
NpPMBOANT K Nepdopaumnm TOHKOM KULIKU. DHTEPO-
naTuyeckmin TMn T-KNeToYHOM NUMGOMBbI IBNSIETCH
€OVNHCTBEHHON NIMMMOMON TOHKOW KULLKWN T-Kne-
TOYHOrO NpoucxoxaeHus, kotopyto BO3 Bbiaenu-
na B OTAENIbHYIO HO30s10rn4yeckyto popmy. Mopdo-
JNIOrnM4ecKm OnyxoJsib NpencTaBieHa y3/10BbIMU JINM-
dounaHbIMU NposandepaTamm N1eoMopdHbIX, CpeL-
HUX U KPYMHbIX N0 pa3mepy T-nMM@pOoUNTOB C OK-
pyribiM 94P0M 1 eAMHUYHBIMUY HykJleonamu. B ony-
X0/ UMEETCS 3HauduTeNbHas NpuUMechb BOCMasu-
TENbHbIX KNEeTOK Ha GOHe BUINE3HON atpoduu.
deHoTUNMYECKN OMyXoNieBble KJETKM 3KCNpPeccu-
pytor CD2, CD3, CD7, uutoTOoKCcH4eckne 0Oesnku,
CD8+/-, Bcerna CD4-n CD5-. B 4acTu KNeTok Mo-
xeT BbiaBnaTbcd CD16 n CD56. CD30 akcnpeccu-
PYIOT HEKOTOpbIe KpynHble kneTkn. CD103, xapak-
TEPHbIV A8 HOPMAaJbHbIX MHTPASNUTENNANbHbIX
mMMdoUNTOB, OOHAPYXMBAETCS B MOOABSIOLLEM
OonbLIMHCTBE cny4aes [7].

JleyeHue. [1POrH03 NauUMeEHTOB C Lesinakus-ac-
couumpoBaHHON T-KNeTo4YHO NUMEPOCapKoMom
ocTaeTcs Nnoxmm. APPEKTUBHOCTb TPAANLNOHHbBIX
CHOP 1 CHOP-nogo0OHbIX cxem Tepanuu MUHKU-
MaJibHa N CHUXaeTCcHd 3a CYeT NeTasibHOCTU CBS-
3aHHOW C TAXeNblM COMaTUYeCKUM COCTOSHUEM
BOONbLHOrO C TAXENbIM CUHAPOMOM HapyLLIEHWS BCa-
cbiBaHUA. MHOrme nayueHTbl HYXAaloTca B 4JU-
TeJIbHON KOPPEKLUMN MULLEBOro crtatyca U BOOHO-
9NEKTPOJSINTHLIX HapyLUeHW, HO NporpeccmpoBa-
HMEe OrMyxoJIeBOro npouecca Tpedbyet 6esoTtnara-

TeNbHOro Havyana fievyeHnd. B pesynbtare HEKOTO-
pble 60/bHbIE YMUPAIOT paHblLe OKOHYaHUS Kypca
xumMmuoTtepanun. MNoaTomMy 4acTb raCTpPO3HTEPOJIO-
roB npegnaraeT NPUMEHHATb arPeCCUBHYIO XMNO-
Tepanuio yxe nNpu NOSIBIEHUN MOHOKJIOHAJbHbIX T-
nmdpoumToB B Gruontatax CnmancTom npu nepebix
npu3Hakax Ppe3nCTEeHTHOCTU K arrloTeHOBOW aAne-
Te, Korga coMaTnyeckoe COCTOsiHME naLmeHTa rno-
3BOJIIET 9TO cAenartb. Pe3ynbTaTbl NpUMeHeHUs
aHasnoroB NMNypuUHOB, MOHOKJIOHANbHbIX aHTU- CL], 52
aHTUTen He obHagexmnsatoT [15]. OpgHako uccne-
[oBaHue, npoBeneHHoe Al-toma A. ¢ coaBrT., noka-
3a/10 BbICOKYID 9(MEDEKTUBHOCTb ayTONOrMYHOM
TpaHCcnIaHTaunum KOCTHOro Mo3ra ¢ KOHAULMOHU-
poBaHvemMm 6ycynbdaHoM U1 dayaapaburHom npwu
PE3NCTEHTHON Uenvakmm ¢ abeppaHTHbIM T-kne-
TOYHbIM peHoTMnoM [16].

MepBuyHaa aHannasupoBaHHas T-KpPynHoO-
KnetoyHass numdpocapkoMa TOHKOM KULLKWU

Bnepsble aHannasnpoBaHHas T-KPYNHOKIETOu-
Haa numdoma onmcaHa K. Stein B 1985 r. lNpwu
3KCTpaHo4albHOM BapuaHTe XapakTepHO nopaxe-
HVe NpexXzae BCEro KoXm, 0aHako B kpariHe Hebosb-
LLIOM YMuCJie ClyyaeB BO3MOXHO MNepBUYHOE BOB-
NleyeHne TOHKOM KMLKK. Yale 6oneloT 4eTU U MO-
nogpie moan oo 30 net, Nnpu HeGONbLLIOM AOMUHU-
pPOBaHUM MyX4urH. KnuHnyeckoe TeyeHmne He oTnn-
YaeTCcd OT NOPAXKEHUSA TOHKOM KULLKK Npy andPy3-
HOI B-KpynHOKNETo4HOM NnumMdocapkome n obbly-
HO Ha4yMHaeTCcs C BblpaXeHHOro 60/1eBOro CMHAPO-
Ma, KpoBOTeveHns unu nepdopaumun. B knaccunyec-
KOM BapuaHte MOpPQdOSIOrN4eCKN XapakTepHO Bbl-
ABNeHne B BuonTtatax KULIKW «AMarHOCTUYECKNX»
KPYMHbIX, M1€OMOPOHbBIX KNETOK C 9KCLEHTPUYHO
pPacnosioKeHHbIM F4POM, NOAKOBOOOPA3HOM unu
no4ykoobpasHoi popmbl. OnyxoneBble KNeTkn 065-
3aTenbHO akcnpeccupytoT aHTureH CD 30 Ha mem-
OpaHe unn B 30He [onboxu, a Takke B 60-85%
cnyyaeB BbisiBnseTcs 6enok ALK-1 (kMHasa aHan-
nas3npoBaHHON NMMPOMbI), NPW YaCTOl noTepe
OCHOBHbIX T-KNeTo4YHbiXx aHTureHos CD2,
CDS3,CD7,CD45R0. B 60-80% cny4aeB umMtoreHe-
TUYEeCKN BbIIBNFAETCHA TpaHcnokauuma t(2;5)
(p23;035) B pe3ynbTate KOTOPOI 00palyeTcsa Xu-
MepHas mosnekyna ALK-1[11]. BO3MOXHbI 1 apy-
rme BapuaHTHble TPaHC/IoKauumM C BOBJIEYEHUEM
2-n xpomocomsl: t(1;2)(q25;p23), t(2;3)(p23;921),
inv(2)(p23;935) n 1(2;22)(p23;g11.2). OBbIYHO
BbISIBNFETCA uUnMToTOoKCcmyeckun peHotun (TIA-1,
rpaH3um B, nepdopuH) 1 peappaHxmposka T-kne-
TOYHOroO peuenTopa.

AHannusupoBaHHaa T-KpPYNHOKNETOYHAdA NIUM-
¢docapkoMa — BbICOKOXMMMUOYYBCTBUTENbHAS Ony-
X0Nb, @ NPOBeAEeHNE MNEPBUYHO UHTEHCUPULINPO-
BaHHOM nonuxumunoTtepanuu (NHL-BFM-90) no3so-
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nset B 6onblimHcTBe cnyyaeB (73-100% B 3aBu-
CUMOCTU OT CTaZMN) MOJY4UTb MOJIHOE U3JIEYEHME.

MepBuynaga NK u NK/T-knetoyHaa numdo-
Ma TOHKOW KULUKWU

B HOpme HaTypanbHble KUIEpPbl B CTEHKE TOH-
KO KVLUKM OCYLLECTBASIOT LUTONU3 OMyXONEeBbIX
N MOpaxeHHbIX BUpycamu knetok. OyeHb HebOsb-
Lag 4acTb IMMPATUNYECKMX ONYXOSIEN TOHKOM KNLLI-
k1 moryt umetb NK unn NK/T npoucxoxaeHue.

KnnHuyeckun onga scex NK-kneToyHbIX TMMOOM
XapakTepHO NepBUYHOE 3KCTPaHOOAIbHOE BOBJE-
yeHune. OBbLIYHO 3TO MOJIOCTb HOCa (CpeanHHas ne-
TanbHas rpaHyfema), pexe Koxa 1 Xenyao4yHo-Kun-
LLIEeYHbIN TPakT. XapakTepHbIA MapKep HaTypasibHbIX
kunnepoB — CD56 (monekyna kneTo4yHOM aaresuuv
HerpoHoB). CA56+ no3uTuBHbIE NMM@OMbI Kiac-
cudpuumpytotcs kak NK nnn NK/T kneTto4Hble B 3a-
BUCUMOCTU OT OTCYTCTBUS UM NPUCYTCTBUS peap-
PaHXMpPOBaHHOrO T-kneTo4HOro peuentopa. Mop-
donornyeckn kKneTku MoryT BapbMpoBaTtb Mo pas-
Mepam, obObIMHO akcnpeccupytoT CD2+, CD 56+,
umtonnasmatudeckuii CD3e, npu oTpuuaTenbHbIX
CD3-, CD4-,CD8-. B kneTtkax NpuCyTCTBYIOT LIUTO-
TOKCU4YeCKMe rpaHyrbl (nepdopuH, rpaHavm B, TIA-
1). Mpn NK-kneToyHbIX MMEPOMax BbICOKa acco-
umaums ¢ Bupycom dnwteriHa-bapp. HecmoTtps Ha
3TW pasnnuus, KIIMHNYECKoe TevyeHne 3aboneBaHns
cxofHoe — ObICTPOEe arpeccuBHOe TeyeHune, OecT-
PYKUMST KULIKU U TaKXe PaHHAs AMcCeMuHauus,
OTCYTCTBME OTBETA Ha Tepanuto. O0was 5-neTHas
BbbkMBaemMocTb 0%.

MNepBuyHaga Y3—nuMpoMa TOHKOW KULLKU

KnuHnyecku TeyeHne n OTBET HA Tepanuio aHa-
norndeH NK/T kneTto4yHbiM numepomam. Mopoono-
FMYECKM KNEeTKU CPeaHUX pa3MepoB C 94pamMu He-
NpPaBuUJIbHbIX o4yepTaHuii, ¢peHoTunmnyeckn CD2+,
CD3+, 56+/-,CD4-,CD8-,CD5-. N3 unMtoTOKCHMYEC-
K1x 6enkoB 006bl4HO BbisBnseTca TIA-1. Xapaktep-
Ha 9KCMpeccus OnyxoneBbIMU KieTkaMum yo—peuen-
Topa. B nutepartype BCTpeyanTcs eANHNYHbIE OMNK-
caHus YO-NMM@OMbl TOHKOM KULLIKWA.

MepBuyHbIe NUMdaTU4Yeckme onyxonm
TOJICTOrO KULLUEYHUKa

Penkasa rpynna nmumdartnyecknx onyxonemn, co-
cTaBnseT meHee 1% BCex 3/10Ka4eCTBEHHbIX HOBO-
06pa3oBaHUii TONCTOroO KMLLEeYHWKa. [AnarHo3 nep-
BUYHOMN MMM} ATUYECKON ONYXONU TOICTOrO KULLIEY-
HuKa TpebyeT NpoBeaeHNs TLATebHOro pecTaan-
pPOBaHUS, T.K BOBJIEYEHME KULLKN HEPEOKO BCTpe-
YyaeTcs NMpu reHepann3oBaHHbIX dopMax HoaasNb-
HbIX NIMMGOM. BOABLLIMHCTBO NMM@aTUYECKNX Ony-
XOJIe TONICTOro KuLlevyHnka UMetoT B-kneToyHoe
npoucxoxaeHme. Ho3oonornyeckn AOMUHUPYET
ondodysHaa B-kpynHokneTodyHas numdocapkoma

(mo 60-80%), pexe BcTpeyaeTca numdboma bep-
KNTTa, NMMM@OoLNTOMa U3 KINEeTOK MapruHaibHOMN
30HbI, NnasmauuToma. OnucaHbl nepeuYHble T-kne-
TOYHblE MM®aTNYeCKne Ornyxosm TOJICTOro KMLLey-
HUKa 1 numoorpaHynemartos [1]. BosneyeHue To-
CTOro KuLeYyHrka npu numopomMe 13 KNeTok MaH-
TUIHOM 30HbI, QONNUKYNSPHON NUMdOomMe, NMM@Oon-
nasmMaumtomMme 006bl4HO BTOpUYHO [2]. CTagupoBa-
HUe NMMGOM TONCTOM KULWLKK 0ObIYHO NPOBOAUTCS
no cucteme Ann-Arbor B mogudukaumm Musshoff
[3]. MpoTokon ob6cnenoBaHnsa 60LHOrO NIMMEPOMON
TOJICTON KMLUKM, MOMMMO 3HOOCKOMUYeCcKon 6umo-
NCUN NOPAXKEHHOW CNU3UCTON AN LUTONIOrnYec-
KOro, rMCTONI0rM4Yeckoro, GEeHOTUNNYECKOro 1 Ln-
TOreHeTU4eckoro UCcefoBaHus, BKIlOYaeT B cebs:
®drac; peHTreHOCKONMIo TOHKOI O KuLLeYyHuKa; Y3U,
KT (npn Bo3moxHocTtu MN3T) opraHoB cpemocTte-
HUsi, OPIOLLIHONM NOIOCTK, Manoro Tasa; TpernaHo-
OMONCu0, UMMYHOXUMUIO CbIBOPOTKN KPOBU U
Moun. [lepCnekTUBHO MCNOb30BaHNE 3HOOCOHO-
rpaum B AMarHoCTuKe U ANHAMUYECKOM KOHTPO-
ne nedvyeHns nuM@aTmn4eckux Onyxonem TOJICTOWN
Knwkn [4].

S1uonorusa

OT1nonoruss nMMGOM KULLIEYHMKA HEU3BECTHA.
Mo paHHbIM NUTEpPaTypbl ONUCaHbI EAVHUYHBIE ClY-
Yan BO3HMKHOBEHUS NMM@ATUYECKUX OMyxonemn Ha
bOHe NpeLecTBYIOLWNX XPOHUYECKNX BONaNNTENb-
HbIX 3a00/1eBaHMIN TONICTOrO KMLEeYHMKa (60ne3Hb
KpoHa, Hecneundunyecknii A3BEHHbIN KONUT, Lenn-
akng) [5].

KnuHnyeckas kaptuHa

AngddysHaa B-kpynHoknetoyHas nnmeo-
capkomMma ToJsicToro kuwe4yHuka. O0bl4HO Gone-
10T MYX4MHbl B Bo3pacTte cTapwe 50 net. Yawe
nopaxaeTtcs clienas 1 BOCXoAsLas K1LKa, 3aTem
PEKTOCUIrMOUOHbBIN 1 Apyrue oTaesibl TOSICTOrO Ku-
weyHuka. KnnHmnyeckasa kapTuHa HecneumduyHa n
CX0Xa C afleHOKapPLMHOMOW TOJICTOM KMLLIKN. AHAM-
He3 3aboneBaHNs KOPOTKUIA, XapakTepHbl 601EBO
CUHOPOM, B-CcMNTOMBI, NPU3HAKM HENPOXOANMO-
CTWN MW KULLEYHOro kpoBoTeyeHus. KpaiHe peako
nepdopaumsg MoXeT ObiTb MEPBbIM NPOSIBIEHNEM
nnMmeocapkoMbl kuLLeyHuka. Npu ocMoTpe onyxosb
yacTo nanbnupyeTtcs. 1o pesynstatam nabopartop-
HOI0 N MHCTPYMeHTaNbHoro o6cnenoBaHns He xa-
pakTepHbl NPU3Haku nepudepmnveckon n NHTpaTo-
pakanbHol NnuMmdageHonaTm, renatocrnjieHomMmera-
MU (HO He 04aroBOIro MNOPaXeHUs NeYeHn), yBenu-
YeHUs MUHOANINH, BOBJIEYEHNSA KOCTHOIO MO3ra u
MOHOKJI0HaJ/IbHOM CeKpeLnn NnaTosIorm4ecknx Um-
MyHOTrI00yNMHOB. Yalle BCTpeyaeTcs M30AMPOBaH-
HOE NopaxKxeHne KULLIKN NN BOBIEYEHNE PernmoHap-
HbIX TMMdOY310B BpIOLLIHONM nonocTu (ctagumn El n
Ell), HO BO3MOXHA co4yeTaHHas gucceMuHaums B
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Apyrne sKCTpaHohasnbHble OpraHbl (Kenynok, ner-
Kne 1 T.4.). QHAO0CKONUYECKN 0ObIMHO BhISBSETCA
MHOUIBTPATUBHO-A3BEHHOE NOPaXeHne, pexe aK-
30hUTHO pacTyLLas Onyxosb C NPU3HaKaMmu CTEHO-
3a. Mopgonornyeckume, peHoTUnn4eckne npmusHa-
KM W UMTOreHeTU4eCcKne HapylleHuUss He OTamya-
IOTCA OT HOJaNbHOM GopMbl auddy3Hon B-kpyn-
HOKJIETOYHOW NUMdOocapKomsbl [6].

Jlumdountoma N3 KNeToKk MapruHasibHON
30HbI. [1pUMEPHO C OAMHAKOBOW 4aCTOTOM BCTpe-
yaeTcd y MYX4MH U XeHwmH ctapwe 40-50 nert.
Bo3MoXHO BOBneYeHne Noboro otaena KUWeyYHN-
ka, ¢ HebonblNM NpeobnagaHNemM pekToCUrMou-
[a no gaHHbIM nutepatypbl. KnmHuyeckasa kapTuHa
HecneundmnyHa, 4acTo MHOroJIeTHAS U TpebyeT
ondodepeHLmnanbHOro gMarHo3a ¢ Hecrieunouyec-
KMMWU XPOHUYECKUMUK 3a60NIeBAHUAMU TONCTOWN
Kuwkun. MNpouecc 06bIYHO NoKasnbHbIA, 6e3 B-cum-
nToMmoB. OCHOBa AMArHOCTUKN — KOMOHOCKOMUS C
Buoncueii nopaxeHHoM cnnancToid. Mpu sHQoCKO-
NUYECKOM MCC/IE00BAHNN BbIABNAETCHA OrpaHNYeH-
Has MHOUNBLTPaUUS CAM3UCTOM, 0ObIYHO C NOBEPX-
HOCTHbIM N3bA3BNEHNEM, PEXE BO3MOXEH MHOXE-
CTBEHHbIM nonuno3s. MNpu numdounTome TONCTOMN
KMLLKW HE BbISIBJIEHbI OpraHocneundouniyeckme Mop-
donorrvyeckme U GEHOTUNMYECKMe NPU3Haku, a
TakXe UUTOreHeTUyeckne HapyLleHUd, OT/INYHbIe
OT OpYrnx 3KCTPaHoLasbHbIX JTMMQPOM U3 KNeTOK
MaprmHasabHOW 30HbI.

Jlumdpoma Bbepkutra ToscTon Kkuwku. B oc-
HOBHOM 00Jiel0T OeTn, NOAPOCTKM U B3POC/bIe A0
30 net, ¢ 3aMeTHbIM MpeobnagaHNEM MYXCKOro
nosna. Yalie BOBNEKATCHA UNeOLEKaIbHbIA Yron 1
Kyrnon cnernowm KWLKW, OAHAKO BO3MOXHO Mopa-
XeHue moboro otaena. Poct onyxonu ObICTPbIN,
OCJIOXHEHHbI KPOBOTEYEHMEM, HENnpoxoLnmmMocC-
Tblo, nepdopaumenn. O6bl4HbI B-cumnTOMbl npu
OoNbLLMX pa3mepax OMyxoJiv, BbICOKUA YPOBEHb
JAI, paHHas OMcceMuMHauus, acuuTt, HENPONen-
kemusl. IJHOockonuyeckas u mMopdonormyeckas
KapTMHa HecneuyduyHbl 1 4acTo NogoOHbI AUd-
dy3HOW B-kpynHoOkneTo4yHoW numdocapkome.
O6palaeT BHUMaHME BbICOKAaA MUTOTUYECKasd
aKTMBHOCTb onyxonu (okono 100% no Ki-67).
O6s3aTenbHO NpoBeAeHMe LIUTOreHeTU4eckoro
nccnefoBaHus, HanpaB/iEHHOro Ha OBOHapyXeHue
cneundunyeckux ona numdombel bepkutrta nepe-
CTPOEeK reHa c-myc.

Jlumdpoma n3 Kkn1eTok MaHTUMHOW 30HbI. [10-
ytm B 30% cnyyaeB reHepann3oBaHHOW GOPMbI
MaHTUNHOM 30HbI MOPaXaeTCs Xenya04YHO-KULLeY-
HbI TPAKT, JIOK&JIbHOE NOPaXeHMe TONCTOro KMLLIeY-
HWKa NpakTU4eckn He BcTpedvaeTcs. MyxXumnHbl 60-
neloT yaule, B Bodpacte 50-70 net. KnuHnyeckasa
KapTuHa HecneundunyHa, 4acTto 60JIeBOI CUHOPOM,

anapes, B-cumntombl. TepMuHanbHble CTagnu 3a-
60neBaHMs 4acTo OCNIOXKHSAIOTCH KPOBOTEYEHUEM,
nepdgopaumer, HeNnpPoxoaAMMOCTbD. Makpockonu-
YeCKM XapakTePHO MHOXECTBEHHOE, NOACIU3UCTOE,
pacrnpocTpaHeHHOe Mo NPOTHXEHUIO MOSINNOBUL-
HOE MopaxeHume KuleyHuka, onmcaHHoe Cornes
J.S. B 1961 rogy kak nMmM@OMaTOMOHbIA NOAUMO3
[7]. Pasmepbl noavnos ot 0.2 oo 1.0 cm, nHorpa
BCTpevaTcs ak30puUTbl 6osiee KpynHbIX pasmMepoB.
YacTo nonvno3 BbIIBNAETCHA B XeNyake N TOHKOMN
kmwke. JaHHaa kapTuHa HecrneuydunyHa u MOXeT
BCTPeYaTbCsa Npu Apyrux nnMm@atn4ecknx oryxo-
NSIX TONCTON KULLKK (MMpoLmTOMa 13 KIIETOK Map-
rMHaNbLHOM 30HbI, GONNUKYNFAPHON NuMpOoME) 1n
TpebyeT anddepeHumanbHON AMarHoCTUKN CO MHO-
>KECTBEHHbIM 3NUTeNnaibHbIM NOJIMNO30M TOJICTOro
Kuwe4vHmnka. Mopdgonornyeckme n GeHoTUnmnyec-
Kre NpusHaku, a Takxke UMUTOreHeTuyeckme Hapy-
LUIeHUs, BbIIBASEMbIE MPU NCCNEeA0BaHUM BuonTa-
TOB TOJICTOW KULLKW, CNEUMPUYHDBI U HE OTNINYAIOT-
CS OT HOJasbHOW GOPMbl NMMPOMbI U3 KJIETOK
MaHTUNHONM 30HbI [8].

JleueHune

Mo paHHbIM NTepaTypbl, 6ONLLIMHCTBO UCCe-
LOBaHWNM, KaCaloLWMXCa feYeHus nuMmdaTn4eckmnx
Oonyxonien KulleyHuka, orpaHu4yeHbl HEOONbLLUMMM
rpynnammn 60bHbIX, 0ObIYNHO PETPOCNEKTUBHO CO-
OpaHHbIX 32 AINTENbHbIE CPOKM HABNoOeHS 1 re-
TeporeHHbIMK B nevyebHon TakTuke. N3-3a penkom
BCTPEYaeMOCTU NEePBUYHbIX TIMMPATUNYECKNX OnNy-
X0ner TONCTOM KULLKK, NX Hecneunuduieckom Knm-
HNYECKOM N 3HOO0CKOMUYECKOW KapTUHbI, Hann4us
COMYTCTBYIOLLMX OCJNIOXHEHNI (KPOBOTEYEHNE, He-
NpPOXoauMocCTb, Nnepdopaums) 60sbHbIE B OONbLUVH-
CTBE CJly4a€eB NOABEPralTCa XUPYPruiyeckomy ne-
YyeHuto. TOYHbIA AnarHo3 0ObIYHO YCTaHABIMBAET-
cs nocne Mop@oorMyeckoro UccneaoBaHus pe-
3eUMPOBAHHON KULLIKW.

B neyeHun gndpodysHon B-kKpynHOKNETOYHOWN
MM@POCapKOMbI KMLLIEYHMKA YyaaeTcs OOCTUYb OT
27 po 55% 5-neTHen 6e3peunavBHON BbIXKMBae-
MOCTM Ha KOMOWHMPOBAHHOM XMPYPrnyeckom u
xumMmmoTepanesTuniyeckom (CHOP n CHOP-nopo6-
Hble nMporpammsbl) nedeHun [9]. DddekTnBHOCTb
NePBUYHO MHTEHCUDULMPOBAHHOM NOJINXUMUOTE-
pannu n3y4aeTcsa U O0JIKHA MCNOJIb30BaThbCH Npu
Hannun HakTopPoB HEBNAronpPUSTHOro NPOrHo3a
(6onbLuas macca onyxoau, panpocTPaHEeHHHbIE CTa-
onn, Hanndme B-CUMNTOMOB M BbICOKOINO YPOBHS
nar).

lMpoBeneHne 0BLLINPHOW XMPYPruieckon pesek-
umun npn numpome bepkutTta NopoyHO n3-3a CBO-
el abCoNMTHOM HEPAOAMKANbHOCTN U O0ObIYHO BO3-
HUKaOLLMX OCJIOKHEHWI, 3a4ePXUBAOLLNX NPOBe-
neHne nonuxmMmoTtepanun. Micnonb3oBaHne WH-
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TEeHCMBHOI 6710KOBOW Tepanuu no nporpamme NHL-
BFM-90/95 no3Bonsiet [OCTMYb BbI3A0OPOBAEHMS
0OO0/bLLUMHCTBA NAUMEHTOB, Aaxe 6e3 XxmMpypruyec-
KOro n ny4yeBoro nevyeHund. OnepatvBHasa TakTuka
DOJKHA ObITb OrpaHnuYyeHa AMarHoCTUHEeCKUMU Lie-
namn [10].

C ppyron CTOPOHBI, NOKanbHbIE OMyXOJIEBbIE
NOPaXXeHNs TONCTOro KuULevyHuka npu ammMaooum-
TOME U3 KJIETOK MapruHanbHOM 30HbI, GONNKYISP-
HON NMM@OME MOryT OAJINTESIbHO NOKASIbHO KOHT-
pPONMPOBATLCH MOCHE XUPYPrU4eCKoro 1 j1iy4eBoro
NnevyeHund. He yctynaet nm rno ap@dEeKTMBHOCTU Mo-
mmxummnoTepanua no CHOP, CHOP-nogo6HbIM 1
dnynapaburHcoaepKalmMm nporpammMam. JononHu-
TeJIbHble NPENMYLLLECTBA NCMNONb30BAHNA MOHOKJIO-
HaNbHbIX aHTUTEN (pUTykcumab) nccnenyoTcs.

JleyeHne NMM@OMBbI N3 KIETOK MAHTUNHOM 30HbI
C NopaxeHeM KuLLIEYHNKA aHaNorm4yHoO NPUMeEHs -
€MOMY MpU ee HOOAsbHbIX aHasnorax.

MepBuyHbie numdbaTnyeckue onyxosu
noaxenyno4yHom xenesbl

Yaule Bcero nomxenyaoyHas xenesa rnopaxa-
€TCs B pedyfnbTate BTOPMYHON MHBA3UM numdaTu-
YEeCKUX OMnyxoner peTponepmnToHeanbHbIX AN na-
panaHkpeaTMyecknx nMmd@oy3noB Unn aBeHaaua-
TUNEPCTHOW KUWKK. MepBUYHbIE NMdaTndeckmne
OMNyxo/In — O4YEHb peakas U reTeporeHHas rpynna
OMNyXONiEN, BO3HMKAIOLWNX N3 NINMPONOHON TKaHU,
3aK/IIO4EHHOW B MapeHxMme MNomaXenynoyHon Xe-
nesbl. OHM cocTaBnseT okono 0.5% Bcex 3nokaye-
CTBEHHbIX OMyxofie MOAXKENyA04HOM Xenesbl U
MeHee 1% oT Bcex numdpom yenoseka [1]. Bcero
okono 150 onucaHuin nepBUYHBIX TMMOOM Noaxe-
NyOoo4HOW yoaeTcs HaMTu B nntepaTtype. 13-3a cBo-
en pegkocTu 1 Hecneumdpuiyeckom KapTUHbl NUM-
bOoMbI NOAXKENYA0YHON Xenesbl KpanHe TPYyAHbI B
AnarHocTuke, n 60NbLLUMHCTBO BOMbHBLIX NoABEpra-
IOTCS TSXKENbIM, Kaneyallum onepaTyUBHbIM BMeLLa-
TenbCcTBaM (onepauuns Yunnna — totasibHas naHk-
peaTakTooyoAeHaKTOMUS, ¢ GOPMMPOBAHMEM Tra-
CTPOEIOHO-, renaTtoeoHo- 1 eloHOEIOHOAHACTOMO-
30B) N0 NOBOAY NpeanonaraemMon ageHoKapLMHO-
Mbl. Kpome Toro, ycTaHOBMEHHbIM Mocie onepauumn
anarHos numdartmnyeckoi onyxonm TpebyeTt 0b6s3a-
TENbHOr0 NPOBEAEHMS NONUXUMMOTEPANUN, OfHA-
KO nocnenHsis 6yaet npoBoauTbCA B bonee Tsaxe-
NbIX anst 60/bHOr0 YCNoBUAX. BONbLWINHCTBO M-
daTnyecknx onyxonemn nogxXenyao4Hom xenesnol B-
KneTo4Hom npmpoabl (andoysHas B-kpynHOKNIETOY-
Haa numdpocapkoma, nmmpoma bepkntta, don-
nunkynapHas nanmdoma, numeoumuTomMa MapruHaib-
HOI 30HbI, N1a3mMaunToma, MMMeorpaHynemaTos),
pexe T-kneTo4yHble (aHannasnpoBaHHas T-KpPymnHO-
kneTouyHas). Bce oHM 06nagaloT BbICOKOM XUMMO-

W NIy4eBOWN YYBCTBUTENBHOCTLIO N NPU afeKkBaT-
HO NPOBEAEHHOM KOHCEPBATMBHOM JIe4EeHUM NO3BO-
NA0T 006MTbCA BbI3A0POBNEHMA 00JbHbIX. MNepen
npoeegeHnem moboro neyeHns Heob6xoamMmo Ta-
TeNbHOEe CTaaMpoBaHue OJ19 NUCKIIOYEHUs reHepa-
JIN30BAHHOM NMM@AaTUYECKON ONyxXoau v BTOPUY-
HOIrO BOBJIEYEHUSA NOAXKENYA04HHOM Xenedbl. Kpaii-
He HebnaronpusaTHas cuUTyauus BO3HMKaeT ANs
BGO0NbLHOr0 NOCJIe TAXENOro onepaTMBHONO JIeYeHSs
npY WCXOLOHO HE BbISBJIEHHOW OANCCEMUHUPOBAH-
HOMN NMMAaTNYECKON OMNyxosu.

dTuonorua u naTtoreHes

OTnonorusa aTnx onyxonen HemaeecTtHa. lMponn-
depauunsa onyxonesBbiX KNEeTOK B MapeHxume nopa-
KEenyooyHOM xenesdbl NPUBOAUT K HapYLLUEHUIO ee
OYHKUMN 1 PSOO0M PACMNONOXEHHbBIX OPraHoB.

KnuHnyeckas kapTtuHa

BoneloT yawe MyXyuHbl (COOTHOLWEHMne 7:1) B
Bo3pacTe oT 35 oo 75 net. TeyeHmne 3aboneBaHuns
OyneT onpenensaTbCsa nokanusauuern onyxonu, ee
paszmMepamm M CKOPOCTbIO AeNIeHUSA OMyX0oJsieBbIX
KneTok. OBbIYHO B  KJIMHMYECKOM KapTUHE O0MU-
HUpPYIOT 60NEBOM CUHAPOM, MOTEPS Beca, Xenty-
Xa, TOLWHOTa, PBOTA, AMapes, MHOraa B CO4eTaHUn
C MNOBBbILLEHHOM TeMNepaTypon, HOYHOM MOTIINBO-
CTblO 1 pe3kon crnabocTbio. BosamoxeH aebioT 3a-
06osieBaHUSA C MPU3HAKOB OCTPOro rnaHkpeaTuTa,
TOHKOKMLLEYHOW HENPOXOAUMOCTU, TUMO- VAU TU-
nepravkemun. Bce nposiBneHns 6one3Hu Hecne-
UNPUYHBL 1 TPYOHO AnddepeHuypyeMsl OT Teye-
HUS afeHOKapLUMHOMbl MOLAXKENYAOYHOW Xenesbl.
MHorpa 3anono3putb NMM@aTuyeckyto Onyxosb
MOXHO MpU HaNM4YMM MONOA0ro Bo3pacTta 60JbHO-
ro, GbICTPOro ee pocTa, HanM4usa B-cMMNTOMOB NMpu
BbICOKOM ypoBHe JIAI n B,-mukpornobynuHa.
O6bI4HO (80%) nopakaeTcs rosoBKa MOMAXKesNya04-
HOW Xenesbl, pexe Tesio 1 XBocT. Pasmepsbl ony-
XONU BapupytoT oT 2 0o 15 cM 1 4acTo AOCTYIMHbI
nanbnaumn npu nepeBnu4yHOM ocmoTtpe. daxe npu
GonblWnx pasMepax, AMMmdaTnyeckme 0nyxonu
NMOMXKEeNyO04HOM Xeneadbl 00bIYHO JIOKasIbHbI (CTa-
ouun IE nnm 1IE no Ann Arbor) 1 o6bl4HO HeT npu-
3HAKOB nepudepnyeckon u megmacTeHasibHOM
nmMmdaneHonaTnu, cneumduruyeckon renaTtocrnieHo-
Merasnmn, BOBJIE4EHUS KOCTHOIO MO3ra 1 cekpeuumn
MOHOKJ/IOHaNIbHbIX UMMYHOrNno0bynmHoB. WHorpa
BO3MOXHO Hecrneunpuyeckoe MnoBbILEHNE B Chbl-
BOPOTKE KpoBM onyxonesoro mapkepa CA19-
9, 4TO eLle cunbHee 3aTPYAHSET ANArHOCTUKY JIUM-
GOMbI NOAXENYA04YHON Xenedbl. JInmpaTnyeckme
OnyxoJIn C HEBbLICOKOW NpoSndepaTUBHON akTUB-
HOCTbIO (nuMmdounToma, nnasmaumtTomMma, Gou-
KynsapHasa numdoma) Moryt OamTeNibHoe Bpems
BecTn cebs 6eCCUMMNTOMHO U UMETb OTHOCUTENb-
HO HebosblMe pa3mepsbl [2].
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OcHoBa AMarHoCTUKM — yNbTPa3BYKOBas, TOMO-
rpagpunyeckasd nam MarHUTHO-pPe3oHaHCHas BU3ya-
nmsauna MM aTnyeckor onyxoan nooxkenynou-
HOW Xenesbl C nocneaytollei ee Guoncuei n noa-
pPO6HOI MOPOSIOrMYEeCKO XapakTepucTKon. An-
arHocTuyeckas 61uoncus onyxosm — 06s3aTenbHbIN
3Tan B NOCTAHOBKE AMarHosa, T.K. KIIMHN4YeCcKoe Te-
YeHre Mano OTJNYMMO OT afeHOKapPLMHOMBI Noa-
Xenyao4Ho xenesbl. Bce «<HeonepabenbHble» omny-
XOJIN MOOXKEeNyO0YHOW Xene3bl A0/KHbI noasep-
raTbcsi 06593aTenbHon Groncum. B 3aBucuMocTn oT
nokanmaaumu n pasmMepoB Oryxosim BO3MOXHa Na-
napoToMuyeckasi, nanapockonmyeckasi, Ypeskox-
Has UM 3HAOYNbLTPa3BykoBas Guoncus. IHO0CO-
Horpadunsa NogXenyao4yHoW Xenesbl NO3BONSET
niokanuMsoBarb gaxke HebosbLUMe Mo pa3Mepam omny-
X0/ N NPOBECTU NX NPULESTbHYIO TOHKOUIOJIbHYIO
Guoncuio, 6e3 onepaTnMBHOro BMeLlaTeNnbcTBa [3,
4].

[MpoBeneHHbIE LMTONOMrMY4ECKOE, MTMCTOXMMMYEC-
KO€, LUMTO- N MOJIEKYNAPHO-TeHEeTNYECKNEe Ucche-
[0BaHNA NONYYEHHOro MaTepuasna Nno3BoNAT YyTOu-
HUTb AMarHo3. Yxe rnepsoe 3HaKOMCTBO C LUUTOJI0-
rM4YeCKNM Ma3KOM MO3BONAET OTJ/INYUTb aTUMNYHbIE
pakoBble KOMMJIEKChI KNeTOK afleHOKapLUMHOMbI OT
OUCKPETHO niexalumx KneTok IMM@OoCcapKoMbl, JINM-
@o- nnu nnasmaumtTombl. Ob6a3aTenibHa NepBuUYHas
oKpacka Ha UMToKepaTuH W obwmii nekouuTap-
Hblli aHTUreH. Mpu HebonblwoM obbeme onyxone-
BOro Marepuasna appeKTUBHO NCMOJIb30BaHWE NPo-
TOYHOW LUTOMETPUMU U MOCNEAYIOLLEN LUTOreHEeTU-
yeckom Bepudukaumen onyxonum (FISH nccnepoa-
HMe Ha oTne4vaTkax unm napadunHoBbIX cpe3ax) [5].

Mo paHHbIM NuTepaTypsbl, 00 90% numdaTtnyec-
KMX Ornyxonemn Noaxenyno4yHomn xeneabl npeacras-
neHbl Andoy3Hon B-kpynHokneTouyHom numeocap-
KOMOW, 3HAYUTESIbHO pexe NMMQPOLMUTOMON N3 Kie-
TOK MaprmHaibHON 30Hbl, GOSUKYNAPHON TMMEO-
MOW, NAa3mMauuToMOWn, a y AeTen N NoapoCTKOB
006bI4HO nuMdomor bepknTtTa nunn aHannasnMpoBaH-
HOW T-KpynmHOKNETO4YHOW numdocapkomoii [6, 7].
OnucaHbl NnepBuYHbIA MMMdOrpaHyneMaTo3 n 9Kk-
CTpamMenynfisipHble MUEeNouaHble Onyxosin Noaxe-
nynoyHon xenedbl [8, 9]. Mopdonormnyeckne xa-
PaKTEPUCTUKM ITUX OMYXOJSIEN HE OT/IMYAIOTCA OT
MX HOOAJIbHbIX aHaN0ros.

JleueHune

AdndodysHasa B-kpynHokieTouHas nmmeocapko-
Ma, numooma bepkutTa, aHannas3uposaHHas T-
KPYMHOKJIETOYHAa nnuM@ocapkomMa C NepBUYHBLIM
nopaxeHnem MnoLXesnyaoyYHOM xenedbl — 3TO Bbl-
COKOXMMMOYYBCTBUTESbHbIE OMyX0au. Vicnons3osa-
HUe TPaaVLMOHHbIX nporpaMm nedveHus (CHOP u
CHOP-nopno6Hble cxembl ana auddyasHoi B-kpyn-
HOKJ1ETOYHOM NMMOCapKOMbI 1 B/10KOBas Tepanus

NHL-BFM anga numgpombl Bepkntta 1 aHannasu-
pPOBaHHOM T-KPYNHOKIETOYHON INMPOCaPKOMBbI)
no3soJsigeT B 6onblumMHCTBE cny4vaes (a0 90%) no-
OUTbLCH BbI3AOPOBNEHUS BONBHOr0. 3PEnoKIeTo -
Hble NuMaTnyeckme Onyxosin MoaXeNyaoyHOoN
xenesbl (ImmooumToma, naasmaumToma) Takxe
NO3BONSIOT A0OUTBCA MHOrOMETHEr0 JIOKaJbHOro
KOHTPOJS Ha XMMUOJTly4eBOM JievyeHnun, 6e3 onepa-
umn [10].

MepBuyHbIe nUMdaTUYeckme onyxonu
neYyeHu

BTopuyHoe BOBNeYEHME NeYeHn Npu reHepanm-
30BaHHbIX TuMdomMax n numdorpaHynemMartose He
ABNSETCHA peakocTbio. C Apyroi CTOPOHbI, MEPBUY-
Hble NIMMOOMbI MEeYEHU BCTPEYAOTCS KpanHe pen-
KO 1 cocTaBnsitoT He 6onee 0,016% oT BCEX NUM-
daTnyeckux onyxoneun. B nutepartype onmcaHo
okono 200 cnyyaes [1]. CornacHo kKputepusam
D.Caccamo, K NepBMYHbIM NUM@OMaM NevyeHun oT-
HOCATCSA clydyam, Npu KOTOpbIX numdaTmnyeckas
OnyxoJb OrpaHn4yeHa ToNbKO NpeaenamMm nevyeHn m
HEeT NPU3HAKOB BOBJIEYEHUNS CeNe3eHKn, numdatn-
YeCKMX Y3/10B, KOCTHOr0 Mo3ra unm tobbIx Apyrmux
nmMMmdoounaHbIX opraHos [2].

Stuonorusa

MpUYrHbI BOSHUKHOBEHNSA NUMMATUYECKMX ONy-
XOJ1Iel NeYyeHn He N3BECTHbI. [JaHHble 0 Bonee yac-
TOM BO3HMKHOBEHUWN NIMMDOM MeYeHn y BONbHbIX
XpoHuyecknmmn renatutam C n B B cpaBHEHUM C
HEVHOULMPOBAHHBIMU MALMEHTAMU, HEMHOIO4YNC-
neHHbl [3].

KnuHnyeckas kapTuHa

Yaule 6oneloT MyX4mHbl B Bo3pacTte 21-75 ner.
OcCHOBHbI€e Xxanobbl Ha 60K B XNUBOTE WX NPaBOM
noapebepbe, cnabocTb, TOLWHOTY, XENTyxy, 4acTo
BO3MOXHbI B-cumnToMmsl. [1py ocMoTpe xapaktep-
Ha renatomMmeranusi, 6e3 npu3HakoB nepudepnyec-
KoM numdageHonaTnm U cniaeHoOMeraamu.

B nabopaTopHbIX UCCNeAoBaHUAX HAXOOAT Npu-
3HaKW HapyLLIEHUS NeYeHOYHOM PYHKLMN (MNOBbILLE-
HMe npaMoli dppakumn GunmpybuHa, neYeHOYHbIX
dEPMEHTOB, CHUXEHME YPOBHSA NMPOTPOMOUHA U1
anbbymuHa), nosbiwenune JIAT n B,-mukpornooy-
JIMHA, HapylleHne MeTabonuamMa XonecTepuHa u
rnoKo3bl. YacTo aHeMus, nekoneHus, TpomooLm-
ToneHus. O6paLLaloT BHUMaHME HOPMaJibHbIE YPOB-
HM PaKoOBOro amMOpuoHanbHoro aHTureHa (P3A) un
a-dpetonpoTtenHa (API) B cbiBOpoTKE KpoBU. He
BbISIB/ISIOTCS MPU3HAKN MOPaXXEHNs KOCTHOrO MO3-
ra n MOHOKJIOHa/IbHAs CEKpeLms MMMyHOrnobynm-
HOB.

Mo pedynbTatam MHCTPYMEHTaIbHOro o6¢cneno-
BaHWNS Ha HOHe renatomMerannun BoiIBASIETCS COMNN-
TapHOe MM MHOrO04YaroBOE MOPaXEeHWe MeyveHu,
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pasmepbl o4aroB nHorga gocturatot 10-15 cm B
avameTtpe. 3HaunTeNbHble ANarHOCTUYECKME TPYA-
HOCTU NpencTaBngeT onddysHoe nopaxeHue ne-
4yeHn numdocapkomMon (MHoraga 6e3 3HauYnTeNbHOM
rernatoMeranamun), KOTOpoe 4acTo npoTekaeT Pysb-
MWHAHTHO M 4aCTO YCTaHaBJ/IMBAETCH TOJIbKO Ha
aytoncuun [4]. Obsa3aTtenbHO 00cnemoBaHMe opra-
HOB OGPIOLLHOM NOJIOCTU, MaNOro Tasa, XeNyao4Ho-
KMLLEYHOro TpakTa A1 UCKJIIoYEeHNst MeTacTaTn4ec-
KOrO NOPaXeHUs rnevyeHu.

OcHoBa OnarHocTukm — 6UOMNcus o4aroB B ne-
YeHU (TOHKOUrosibHasa 3HA0COHOrpaduyeckas um
Yype3KOoXHas, fianapockonuyeckas Ui nanapoTo-
Mu4yeckas) ¢ nocnenyrouwen Mopdonornieckomn
XapakTepuctukom. NposegeHme uuTonorm4eckoro,
FMCTOXMMWNYECKOr0, LIMTO- N MOJIEKYNAPHO-TEHETU -
4ecKoro uccnenoBaHus o6a3aTesnbHO, T.K. TuMmda-
TUYECKUE OMnyxonu neveHn, cornacHo BO3 knac-
cudpukaumm, NpeacTasfieHbl B BUAE reTeporeHHom
rpynnbl AuMmdoM. CaMbiM 4aCTbiIM BAPUAHTOM $IB-
naetca auodysHaa B-kpynHokneToyHas numaopo-
capkoma (0o 96%), pexe BcTpeyaeTca numdoma
BepkntTa, aHannasnposaHHas T-KpynHOKIeTo4YHas
numdocapkoma, NMMMPoLnUTOMa MaprmHaibHON
30HbIl, GoNNVKynapHaa numeoma, numeonnasma-
umtoma [5]. Mopdornornyeckne xapakTepucTukm
9TUX IMMPOM He OTINYAIOTCH OT UX HOOANbHbIX
aHaJsoros.

AnddepeHunanbHaa auarHocTuka

B nnaHe aunddepeHunansHOn OUArHOCTUKMU,
NOMMMO renaToLesIioNAPHON KapLMHOMbI, XONaH-
rMoKapuMHOMbI, MeTacTaTU4eCKOro nopaxeHus
neyeHu, NP reHepann3oBaHHbIX ONMYXONAx cneay-
eT BbIAENNTb renatosiMeHanbHylo Yo-numoomy.
OO6bI4HO OHa BCTpevaeTcs y AeTeit U NoapOCTKOB,
C npeobnagaHnemM ManbymkoB. KnvHuyecku npo-
ABNAeTCS PYJbMUHAHTHBIM TE€4EHNEM, MACCUBHOM
renaTtocrjieHoMerananen n BblpaxeHHbIMN B-cum-
nToMamu, UMTONEHUEN, reMmodarounTapHbIM CUH-
apomMom. lNpakTndeckn Bcerga nopaxaetcs KOCT-
HblA MO3I, 4acTO C NpPU3HaKamu nenkemMmmsaunm.
Mopdonornyecku onyxosb NpeacTassieHa nepmcu-
HYCOWAHbLIM FOMOI€HHbIM MHPUNLTPATOM U3 JINM-
doUMTOB CpeHero pasMmepa C OMOJIOXEHHbIM XPO-
MaTWUHOM 1 OOWJIbHOWM, YacTO C 3ePHUCTOCTbLIO L-
Tonnasmel. ONyxoneBble KNETKN  IKCMPECCUPYIOT
Y¥0-Tun T-KNETOYHOro peuenTopa, KOTopbIi CBSA3aH
¢ CD3-komnnekcom, CD2, CD56+/-, HO He aKCn-
peccupytotr CD5, CD7, CD4, CD8. N3 uMtoTOKCU-
yeckunx 6enkoB BuigBnsoTcsa TIA-1, nepdopuH 1
rpaH3um B moryT otcytcTBoBatb. LutoreHetmnyec-
K1 4acTo obHapyXnBaeTcs n3oxpoMmocoma 7, Tpu-
comus 8 1 noteps Y-xpomocomsl. [Npu kpaliHe ar-
PECCUBHOM TEYEHUN NMPaKTUYECKN HE YYBCTBUTESb-
Ha K nonuxmmuoTepanuu [6].

JleueHune

OdnoddysHasa B-kpynHokneTo4Has num@ocapko-
Ma MeyeHU — BbICOKOXMMUOYYBCTBUTENIbHAS Ony-
xonb. lNpoBegeHne nonuxumumoTepanuu No npo-
rpamme CHOP noseonsieT nobutsbcs oo 83% non-
HbIX pemuccnin oo 70 % 5-neTHein 6e3peunamnBHON
BbDXMBAEMOCTU. [pn Hannunm pakTopoB MI0XOro
NMPOrHo3a pauMoHanbHO UCMOJIb30BaTbh MHTEHCUB-
HYIO MONIMXMMMNOTEPANUIO, KOTOpasa Takxe KparHe
apodekTmBHA. [JONONHUTENbHbIE NPenmMyLLecTsa
JIy4eBOW Tepanum He AokaldaHbl. XMpypruyeckoe
neyeHuve 6e3 nocnenyoLen xummoTepanumn He pa-
LMOHasnbHO [7].

MepBuyHbIe nMMdaTnyeckne onyxonum
AVM4YHUKOB

MepBuYHbIE NMMEPOMbI AIMYHUKOB — peakast aK-
CcTpaHoganbHasa numdaTtmyeckas onyxosb, BCTpe-
yaowasca B 1-1,5% cnyyaeB Bcex onyxonem amy-
HukoB [1]. Hanbonee yacTto anarHoctTmpyetcs and-
dy3Has B-kpynHokneToyHas numdoma (LeHTPO-
ON1aCTHbIN U UMMYHOOBNIACTHBIN BapunaHThbl), pexe
nnmepoma bepkntra, CD30+, ALK+ - aHannasunpo-
BaHHas, nuMmdobnacTHas, ponnnkynsapHas numdpo-
Mbl [2, 3].

AunddPpysHaa B-kpynHokneTtoyHasa numdo-
capkoma

Snugemunonorusa. CpegHnin BO3pacT naumeH-
Tok 47 net [1].

Knuuunka. [1ByCTOpOHHEE NOpaxeHune BbIsBIS-
etca B 41-71% cnyyaes [1]. 80% 60NbHbLIX UMEIOT
reHepannaoBaHHble ctagumn 3aboneanus (llI-IVE)
no knaccudukaumm Ann Arbor [4]. KnuHuyeckue
nposiBlIeHNs HecneunduyHbl: 601 B 0611aCTN XN-
BOTQ, YBE/IMYEHME €r0 pasMepoB, NHOrAa nanbnn-
pyeTcs onyxosieBoe obpasoBaHue.

AnarHoctuka. [JunarHo3 ycTaHaBiMBaeTCs Ha
OCHOBaHUKW BMOMNCUN AUYHNKA, OQHAKO B OOJIbLLUNH-
CTBE CJly4a€eB BbIMNOIHAETCA OAHO- NN OBYCTOPOH-
HSA9 OBapPMO3KTOMUS C LLESIbIO COKPALLEHNSA OMyX0-
neson maccsl [5].

Mopdgosnorus. PNCyHOK CTPOEHUS SUYHMKA
MOJIHOCTBIO MM YACTUYHO CTEPT 3a cyeT anddys-
HOM nponndepaunn cpegHnx U KPynHbIX CapKoM-
HbIX KJIETOK C BbIPaXEHHbIMW MpU3Hakamu nosn-
Mopdmama ¢ aTUNNYHBIMU SAPaMKN Pa3HbIX pa3me-
pOB 1 GOPMbI, YPOAIMBLIMU S4PbILLKAMN.

B oTneyaTkax BbIIBAAIOTCA aTUMNYHbIE KPYMHbIE
KNETKW C YPOOMBLIMU S4PaMU C BOSIOKHUCTOW Un
OGNnacTHOM CTPYKTYPO XpoOMaTmMHa, MHOXECTBEHHbI-
MW pPa3HOBENUKNMU HykieonamMmun. BbipaxeHbl kne-
TOYHbI aTUNNU3M 1 NOAUMOPDU3M.

UmmyHOoDeHoTUN

OnyxoneBble KNeTkM aKCnpeccupytoT B-knetou-
Hble mapkepsbl: (CD 19+, 20+, 22+, 79a+, FMC7+),
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k/n+, CD10-/+, bcl-6-/+, bcl-2-/+, CD5-, CD23-,
CD43-, uyknumH D1-, nponudepaTtrBHas akTMBHOCTb
(Ki-67) >50%.

Lntorenetuka. JnarHo3 1BKKJ1 yctaHaBnvBa-
eTCsl MeTo0M UCKJIIOUYEHUS ApYrux 3aboneBaHwnii:
He BbIgBAGIOTCA TpaHcnaokauyum t(11;14),
1(8;14)(g24;932) v BapuaHTHbIE NEPECTPONKN FreHa
C-myC, xapakTtepHble OAns IMM@OMbl U3 KIETOK
MaHTUNHOWM 30HbI 1 NUMdOMbI BepkntTa cooTBeT-
CTBEHHO.

JleyeHune. B CBA3N C BbICOKOWN XMMUOYYBCTBU-
TENbHOCTbIO MPOBEAEHNE OBAPUOIKTOMUM HeELe-
necoo6pasHo. Tepanna CHOP n CHOP-noago6HbI-
MM KypCamMu MO3BOSSET AOCTUIHYTb PEMUCCUN Y
60% 60nbHbIX, 5-neTHas O6e3peunamBHasa BbIXWU-
BaeMOCTb cocTaBnseT okono 35-46% [1, 6]. B
CBSI3N C arpeCcCMBHOCTbIO OAHHOM 3KCTpaHoaasb-
HOM NMM®POMbI NokasaHa MHTEHcuduKauua Tepa-
nuu | NIMHKUK — npuMmeHeHne nporpammel NHL-BFM,
4YTO NO3BONSAET AOCTUYb PEMUCCUN U AJINTENBHOMN
0e3peunanBHON BbIXXMBAEMOCTU Yy GOMbLUMHCTBA
OOJbHbIX.

Mporuxo3. MNpu Tepanuu CHOP-nogo6HbIMU Kyp-
camu NpPorHo3 HebnaronpUATHLINA, NPY MHTEHCUDN-
Kauun Tepanunm BO3MOXHO yBennyeHue 6espeun-
OVBHOW 1 obLler BbbknBaemocTel o 85-90%.

Jinmdoma Bepkurra

Snugemunonorus. lNpu numdbome bepkutta
AnyHMKM nopaxatTtcs y 60% xeHwmH. CpenHui
BO3pacCT naumeHTok — 26 net [7].

Knuunyeckas kaptuHa. Y 72% 6G0NbHbIX AU-
arHoCTUPYIOT ABYCTOPOHHEE mnopaxeHue, B 29%
Cny4yasix OHO COYETAETCs C BOBJIEYEHMEM MaTKWU.
3aboneBaHne xapakTepuayeTcs KOPOTKUM aHam-
He30M 3ab0neBaHUs: ObICTPLIM POCTOM OMyXOJH,
YBEJIMYEHVEM XMBOTA 32 CYHET MACCUMBHOIO KOHT-
nomMepara 1 cneumduryeckoro acumta. B knuHmnyec-
KOW KapTUHEe oTMeYatoTcs 60NN B HUXHUX OTaenax
XMBOTA, pexe NosiCHULE, KPOBSIHUCTbIE BblAENEHMS
13 MNoJsioBbIX NyTeli. Bo Bcex cnyyasx Hanbonee
PaHHVIM NPU3HAKOM OMyX0J1eBOr0 MOPAXEeHUs auny-
HUKOB (40 OTHETNMBOI BU3yanusaunm o6bEMHOro
obpa3oBaHug) 9BnAeTCA nosBieHne CBOOOMHON
XUAKOCTN B HUXHUX OTAenax OpoLIHOMA NOnocTu.
Y 29% 60sbHbIX NOPaXeHe SNYHMKOB coYeTaeTcs
C BOBJIEYEHMEM B OMYXOJIEBbLIN MPOLLECC MOJIOYHbIX
xenes. Y 57% naumeHTok BbigBASOTCSA B-cumnTo-
Mbl, Y 72% — noBblweHne JIAI. Y BCcex XeHLMH
OVAarHOCTUPOBAaHbI FEeHEPann30BaHHbIE CTaaumn 3a-
6onesaHua [7-9].

AunarHo3 yctaHaBnnBaeTCs B COOTBETCTBUU C
kputepuamu numdombl bepkutTa.

MakpOCKOMNYECKN: ANYHUKM PE3KO YBENNYEHbI
B pasmMepax, 4acTo C y4aCTKamMu KPOBOUINUSIHUNA
(puc. 253).

Puc. 253. YoaneHHble asu4HnKN y 60NbHOM C M-
domon bepkntTta. Makponpenapar.
AnyHnKN PEe3KO yBeJInyeHbl B o6beme, BOHbI MHOXe-
CTBEHHblI€ KPOBOU3JINAHUA.

Mopdonorus. B ructonorm4eckomMm npenapare
BbigBNAETCA ANDDY3HbIN POCT MOHOMOP@HbIX
cpenHux KNeTok, OANHaAKOBOro pasmepa 1 Gopmbl
C KPYrAbIM WUn OBasibHbIM 94P0M, MO pasMepy npe-
BblLLAWMM 94P0 Manoro numdoumta B 2 pasa.
XapakTepHbl MHOFOYMCEHHbIE MUTO3bI. KapTuHa
«3Be3aHOro Heba» (starry sky), obycnoBneHHas
NnpUcyTCTBMEM OONbLLOro Ynucna makpogaros, Tn-
nmyHa ang numdombl bepkutTa, HO He NaTorHo-
MOHWYHA N MOXET HabnoaaTbCca Npu Apyrux amm-
domax (puc. 254).

B umtonornyeckom npenaparte BbIABASETCSH MO-
HOMOP®HbIN KNETOYHbIA COCTaB: KAETKM CPeOHUX
M KPYMHbIX pa3mepoB ¢ 611aCTHOM CTPYKTYPOI XPo-
MaTtuHa. Lintonnasma yskasi, MHTEHCUMBHO 6a30-

Puc. 254. OtneyaTtok onyxonu gauyHuKa TOM Xe
60NbHOM, (MMM.).
MoHOMOpP®HBbI KNETOYHBIM COCTaB ¢ 61aCTHOM CTPYKTY-
poi XpoMaTrHa, MHTEHCUBHO 6a30pUILHOM Bakyonn3n-
pOBaHHOW umMTONNa3mMon. B ogHOM none 3peHuns Buaya-
M3npyoTCa 6 MUTO30B (NoKa3aHbl CTPESIKON).
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dunbHas C pasnnyHbiM KOJINYECTBOM BaKyoOJeln,
pacrnonaraloLmxcs, Kak NpaBuio, B ogHoi obnac-
TV uUMTONNasmbl. XapakTepHo NpUcyTcTBue 6ONb-
LIOro KoNn4yecTsa MakpodaroB ¢ MMKHOTUYECKMMU
KneTkaMmy BHYTPU. MHOXEeCTBO MUTO30B (O4UH U
fGonee B KaxaoMm none 3peHus) (puc. 255).

NUmmyHogpeHoTun. Onyxonesble KNeTkn slg+,
akcnpeccupyloT B-knetoyHble aHTureHol (CD19,
CD20, CD22, CD79a), bcl-6+, CD10+, CD23-, CD5-
, CD34-, TdT-; mapkepbl repMUHANIBHOIO LieHTpa
CD10+ n bcl-6+, dpakumnsa nponndepunpyoLmx
knetok (Ki-67) npnbnuxaetcs k 100% (puc. 27).

LintoreHetuka. Buiganaercd TpaHciokauus
1(8;14)(q24;q32) unu ee BapuaHThl: 1(2;8)(p12;924)
nnu 1(8;22)(g24;911).

JleyeHne n nporHo3. B cBA3M C BbICOKOW XU-
MMNOYYBCTBUTENIBHOCTBIO NUMdOMbI BepkutTa Bbi-
NoJIHEHME OBApPUO3KTOMMMU HeLenecoobpasHo. Te-
panus no BbICOKOUHTEHCUBHbLIM nporpammam J16-
M-04, NHL-BFM-90, CODOX-M/IVAC, Hyper-CVAD
Nno3BoNseT AOCTUTHYTb pemmnccumn y 65-90% 605b-
HbIX N yBENUYUTb 3—5-neTHio 6e3peunanBHYio
BbDKMBAEMOCTb 00 60-95% [10].

MepBuyHble nUMdaTUYeckKme onyxonm MaTku
Jinumdpombl maTtkm
B 6onblUMHCTBE CrydaeB BbigBnseTca andoys-
Has B-kpynHokneTtoyHas numdpocapkoma [1]. Onu-
CaHbl eAMHNYHbIE CyYyan ApYyrnx BapuaHToB NNUM-

Puc. 255. T'mctonornyeckuii cpes onyxonm aumy-

HUKOB y BonbHOM ¢ numdomoii bepkutTa, (Mman.
yB.).
OnoddysHaa nponndepaums KNEToK KPYnHbIX 1 CPeaHNX
pa3mMepoB C YMEPEHHO BbIPaXEHHbLIM KJIETOYHbIM MONu-
Mopdur3mMom, obunre Makpodaros, CO3LaOLLMX KAapTU-
HY «3BE30HOro Heba».
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Puc. 256. IMMyHOrMCTOXMMUYECKMIA NpenapaT
AVYHUKOB TOM e O0NbHON, OKpacka MOHOKJIOHASb-
HbIMU aHTUTenamu K Ki-67 (man. yB.).

OKpaLIJeHbI Aapa NpakTn4eckn BCex OrnyxosieBbiX KJIETOK
— nponudepupyowasa dpakuma 100%.

doM: BHyTpMCOCYaAMCTON B-kNneTo4yHon KpynHoKe-
TOYHOM NUMEPOMBI, Nnepudeprnyeckon T-KNeTouHoN
nnmdpomsbl, numdpomsl bepkutTa [2, 3].

Snngemuonornsa. CpenHnii Bo3pacT naumeH-
Tok 56 net [4,5].

KnuHuka. Y 60nblUMHCTBA OO0JMbHbIX AMarHocC-
TUPYIOTCS NIOKaIM30BaHHbIe cTaaun 3aboneBaHus
(I-1IE) no knaccudukaumm Ann-Arbor [6]. OcHoB-
HbIMU KIIMHUYECKMMM CUMATOMaMM SIBNSIIOTCSA 60
BHU3Y XMBOTa, MeTpopparusa. Boiasnaerca gud-
dy3HOEe nnu y3noBoe, 4Yalle MHOXECTBEHHOE Mo-
paxeHne MMOMETPUA Tena MaTkKn UK LLenkn maT-
ku [7, 8], aHOoOMeTpuin nopaxaerca peako. Y no-
JIOBUHbI NAUWEHTOK BbIABNAOTCA B-cMNTOMBI, MO-
BbilweHne JIAI.

AumarHoctuka. [JuarHo3d ycTaHaBnMBaeTCs Ha
OCHOBaHUW BGUOMNCUN MaTKW, OOHAKO B OOMbLUMH-
CTBE CJly4aeB BbINONHAETCSH NaHrMCTEPIKTOMUS,
pexe aKkcTupnauus MaTku ¢/6e3 NnpuaaTkos C Le-
JblO COKpaLLEeHus onyxoneson macchl [1, 4].

Mopdgonorunsa. lNponndepauma KNeTok cpea-
HUX U KPYMHbIX Pa3MepPOoB C BbIPAXEHHbIMU MPU-
3Hakamu atTunusamMa u nonumopouama.

Jleyenne. Onyxonb BbICOKOXUMNOYYBCTBUTESb-
Ha: Tepanus CHOP 1 CHOP-nogo6HbIMK Kypcamu
NO3BOJNIIET AOCTUMHYTb OONTOCPOYHON PEMUCCUN Y
6onblUnHCTBA 60NbHbLIX [4, 5]. B cBSAA3U C BbICOKOM
XUMNOYYBCTBUTENIBHOCTbIO, BbLICTPOWN perpeccuen
onyxonun Npu NPoBeAEHUN LIUTOCTATUYECKOM Tepa-
NUX BbIMOJIHEHME OMNEPATMBHbIX BMELLATENLCTB HE
nokasaHo. 3dPEKTUBHOCTb Jly4EBON Tepanuu He
[oKasaHa.

MporHo3. BnaronpuaTHbIN.
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MepBuyHbie nuMmdbaTnyeckue onyxonu
MOJIOYHOM Xene3sbl

[MepBuYHbIE NMATMHECKME OMYXOJIM MOJIOY-
HOI >Xenes3bl — reTeporeHHas rpynna peakmx aK-
CTpaHOA4aJIbHbIX TMMATUYECKNX OMyX0Jien, BCTpe-
valowascs B 0,5% cnyvaeB Bcex HOBooOpa3oBa-
HUI Xxenesbl, N 2,2% — 9KCTpaHOOAsNbHbIX NNM-
dom [1, 2]. IuMPOMbI MONIOYHBIX Xene3 oTnnya-
IOTCS MJIOXMM MPOrHO30M MO CPaBHEHUIO C OPYIn-
MW 3KCTpaHOoZaNbHbIMU NMM@ATUYECKUMU OMyX0-
NaMU.

Anuaemuonorus. B 3a6oneBaemMocTu Bblaens-
0T 2 BO3PACTHbIX NuKa: NepBbli HabnwpaeTcs y
Monoaplx xeHwmH 30-35 net, kak npaBwno, ¢ ABy-
CTOPOHHMM MOpPaxeHMeM MOJIOYHbIX Xenes, C au-
arHo3om auo@ysHon B-kpynHOKIeToYHON MM@O-
capKombl unu numeombl bepkntTa, BTOPOn — B 55—
60 neT NnpmM OOHOCTOPOHHEM MOPAXEHUN N BbISB-
ngeMoM amarHose mMeOoUUTOMbl MOJIOYHOM Xe-
nesbl (MALT-numdpowmsbl) [1, 3].

MepBuyHaa numdpocapkomMma MOJIOYHbIX Xe-
nes

AndodysHasa B-kpynHokieTouHas nmmeocapko-
Ma COCTaBAseT, NO pa3HbiM AaHHbLIM, 46—71% Bcex
NePBUYHbIX TMMOATUNYECKNX OMyXOJieh MOSIOYHOM
xenesbl [1].

Knuunyeckass kaptuHa. Yaule BbigBNSETCHA
[BYCTOPOHHee nopaxeHue. 5obLUIMHCTBO naumeH-
ToK umetoT I-1IE cTagun 3aboneBaHns No Knaccu-
dukaumm Ann Arbor [1]. Y MHOrux XeHLwmH nopa-
XXEHUS MOJIOYHBIX XeJsie3 BbISBASETCH B nNepuon,
6epeMeHHOCTIN UK nakTaumm kak npu audodysHol
B-KkpynHokneTo4yHoM numdpocapkomMme, TaKk uU npu
numdpome bepkntta [4-6]. AHamHe3 3aboneBaHus
He npeBbiwaeT 1-2 mec [2].

AunarHocrtuka. puv ynbTpasBykOBOM UCCNEN0-
BaHMWN, KOMMNbIOTEPHOW TOMOrpadum, mammorpa-
G BbIABNSETCH €ANHUYHOE UM MHOXECTBEHHbIE
oOpasoBaHVe B TKaHM OOHOW mnu obeux xenes.
JnarHos yctaHaBnnBaeTcqd Ha OCHOBAHWU TMCTO-
JNIOrM4Yeckoro, UMMYHOIMCTOXMMUYECKOTO N LUTO-
reHeTM4YecKoro nccienoBaHnin bronTtara MoJIOYHOMN
xenesbl [7].

Mopdgonorus. lNpu guddysHon B-kpynHokne-
TOYHOMN NMMEPOCAPKOME PUCYHOK CTPOEHUSA Xene-
3bl MOJSIHOCTbLIO WM YaCTUYHO CTEPT 3a cyeT And-
dy3HOM nponudepaumn cpeaHuUx 1 KPyrnHbix cap-
KOMHBIX KJIETOK C BbIPaXEeHHbIMW NpuU3HakamMm no-
nmMmopduama ¢ atTUnMYHbIMU SapamMmn pasHblxX pas-
MepoB U GOPMbI, YPOLINBLIMU AAPbLILLIKAMN.

B oTneyaTkax BbIIBNAOTCHA aTUMNNYHbIE KPYIHbIE
KNIETKWU C YPO4JIMBBLIMU S4PpaMU C BOJIOKHUCTOW Ui
©6/1aCTHOM CTPYKTYPOI XpOMaTUHA, MHOXECTBEHHbI-
MW Pa3HOBENNKNMW HyKNeoiamMmun. BeipaxeHsbl kine-
TOYHbIM aTUNU3M 1 NONUMOPPUIM.

Mpu numpome bepkutTta, Kak Npasuo, BbISB-
NI9eTCS HE KNaCCUYeCKUN, a aTUnnYHbIi MopdOoso-
rmyeckmin BapuaHT — BepknttonogobHas numdo-
Ma C YMEPEHHO BbIPAXXEHHbLIM MOMMOPPU3IMOM —
KJIETKW CpefHero 1 KPyrnHoro pasmepa, pasnivya-
IoTCa no popme 1 pasamepam sapa. B otaenbHbix
cnyyasx rucTonornyeckas KaptTmHa 60osbLue Hamno-
MWHaET KapTuUHy Npu AndeysHon B-kpynHoOKNeTou-
HoW nuMdocapkome, GeHOMEH «3Be30HOro Heba»
MOXeT OTCYTCTBOBaTb. B umutonornyeckom npena-
paTe TUNnyYeH 6onee BblpaXeHHbIN KNETOYHbIA No-
IMMOPOU3M (MPOMEXYTOYUHBIA MexXay TMM@OMO
Bepkutta 1 AndpysHom B-KpynHOKIETOYHON NTNM-
GOMOI): KNETKN CPedHero 1 KpPyrnHoro pasmepa,
pasHoi ¢GopMbl C 6GNACTHOW CTPYKTYPOIA XpoMaTu-
Ha, NHTEHCUBHOI 6a30PUNLHONM BaKyoIM3NPOBaH-
HOM uMTonnasmon. MHOro MMUTO30B.

UmmyHopeHoTun. NMmyHOPEHOTUN COOTBET-
cTByeT Habnwogaemomy npu auddysHom B-kpyn-
HOKNeTo4yHon numdocapkome: CD 19+, 20+, 22+,
79a+, bcl-2-, CD5-, CD23-, CD43-, uuknunH D1-.
BonbWUHCTBO AP PY3HbIX B-KPYynHOKNETOYHbIX
IMM@OCapKoOM — HEerepMmHasbHOro NPOUCXoXae-
Hus: CD10-, bcl-6-, yem 0O6bACHAETCS N0OX0K NPo-
rHo3 3abonesaHung. OTAMYNTENBHON 0COOEHHOCTHLIO
ABNAETCH BblCOKasi NnponndepaTmBHas akTMBHOCTb
- 80-100% [1].

Mpu nnmpome BepkntTa OMNyXoNieBble KNETKU
slg+, akcnpeccupyoT B-kneTouyHble aHTUrEeHbI
(CD19, CD20, CD22, CD79a), bcl-6+, CD10+,
CD23-, CD5-, CD34-, TdT-; dpakuusa nponnpepn-
pytoLmx kneTok (Ki-67) kpaliHe Beicokas — npnbnun-
xaetcsa kK 100%. Skcnpeccusa CD10 u bcel-6 noa-
TBEPXAAIOT NMPOUCXOXAEHUE KNEeTOK NUM@POMBbI
Bepkntta N3 repmMmHanbHOro LeHTpa.

Lntoreneruka. Npn andpysHon B-kpynHokie-
TOYHON NMM@OocapkoMe chneumdrnyecknx Xpomo-
COMHbIX abeppauuin HeT. [na yCTaHOBNEHUS OaH-
HOro AMarHo3a Heo6xoanMOo OTCYTCTBUE TaKUX LN~
TOFEHEeTUYEeCKUX MapKepoB, Kak TpaHCoKaLuuii
1(8;14)(q24;032), 1(8;22)(q24;q11), 1(2;8)(p12;024),
MNaTOrHOMOHWUYHbLIX AaNna numdombl bepkutTa,
1(11;14)(q13;932), TunnyHon ang NUMOOMbI U3
KJIETOK MaHTUINHOM 30HbI. Kak 1 npu opyrux sapu-
aHTax andpdysHon B-kpynHokneToyHom numeocap-
KOMbI, YaCTO BbIABJISIOTCS KOMIMJIEKCHbIE HapyLle-
HUS KapuoTuna.

[MaTOrHOMOHUYHLIM NMPU3HaAKoM Mm@ ombl bep-
KUTTa GBNFETCH Hanuyme TpaHCaoKauum
1(8;14)(g24;932) Wnn ee BapuWaHTOB:
1(2;8)(p12;924) vnm t(8;22)(g24;911).

JleyeHune. BbinonHeHEe MAaCTIKTOMUN U pe-
3eKkunmn xenesbl B Ka4yecTsBe NepBoro arana tepa-
MUK C LLENBbIO COKPALLLEHMs OMNyX0J1IeBOM MacCChl He-
uenecoobpasHo. MNpoBeneHne xummoTepanum
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CHOP-nono6HbIMK KypcamMu ¢ Mocnenytowen ny-
4yeBOW Tepanuen nnn 6e3 Hee. No3BoONAET AOCTUYb
[ONTOCPOYHYID PEMUCCUIO TOJILKO Y MOJIOBUHbI
0O0JbHbIX [2], YTO AMKTYEeT HEOOX0AMMOCTb Moncka
HOBbIX NOAX0A0B K Tepanumn JaHHOW rpymnnbl arpec-
CUBHbIX InMdOoCcapkoM. B cBA3M ¢ HeJoCcTaTO4YHOM
appekTrBHOCTbI0O CHOP-noao6HbIX KypCcoB, PEKo-
MeHLOBaHbl MHTEHCUdUKaLMS Tepanimn Nepsomn Nn-
HUW, NPOBELEHNE JIeYeHMs N0 NPOTOKOJY Tepanum
numoombl Bepkutta — NHL-BFM-90.

Jlumodpoma Bepkutra nevymTcd no KOPOTKUM Bbl-
COKOVHTEHCUBHbIM nporpammam: NHL-BFM, Hyper-
CVAD, CODOX-M/IVAC, LMB, J1b-M-04 (cm. pas-
nen «Jinmooma bepkutta»).

MporHo3s. Jlinmpocapkoma, pasBmBalOLLAACS
npu TpaHchopmaunm NMMAOOLMNTOMbI, UMEET Xya-
WKW NPOrHO3, YeM anddyasHas B—KpynHOKNEeTouY-
Hasa numdocapkoma de novo.

5-neTHsa 6e3peunamBHas BbIXXMBAEMOCTb Npu
AN Py3HON B-KpynHOKIETOYHOMN NiMM@OCcapkoMe
npv KOMOMHNPOBAHHOM JIEYEHUN: XUPYPIrUHECKOM,
xummoTtepanuu CHOP-nogo6GHbIMK Kypcamu 1 ny-
4yeBol Tepanun coctaengeT 57% npwu IE, 47% — npu
IIE cTagun, 5-neTHaa obLas BbiXXnBaemMocTb — 43%,
YTO 3HAYUTEJIbHO XYXE, YEM NPU IKCTPAHOLASIbHbIX
nmMmdocapkomax apyron nokanudauuun. Npu guc-
CEMUHNPOBAHHOM MNPOLECCE MPOrHO3 KpanHe He-
BnaronpusaTHLIN.

[Mpwn neveHnn numdomsl BepkntTa No UHTEHCUB-
HbIM MPOTOKOJIaM MPOrHo3 GnaronpuaTHbli: 3-5-
neTHss 6e3peunanBHas BbXKMBAEMOCTb COCTaBNSeT
65-95%, obuaa — 60-85%.

MepBuyHaga numdoounuToMa MOJIOUYHbIX Xe-
nes

Jlumoountoma mMosnoyHbix xenes (MALT-num-
doma) — 3penoknetoyHas numearmyeckasa ony-
X0J1b, PA3BMBAOLLAACHA U3 MYKO30aCCOLMNPOBAH-
HON NMMPONOHON TKAHW NPOTOKOB Xesne3bl U Xa-
pakTepusyrLwasacad MensieHHbIM, OTHOCUTESNIbHO
no6pokavyeCcTBeHHbIM TeveHueMm [8]. JinmdoumTo-
Ma COCTaBnseT, No padHbiM AaHHbIM, 21-64% oT
BCEX MEPBUYHbIX IUM@ATUYECKMX OMyX0en MOoY-
HbIX Xenes [8].

KnuHunyeckas kaprtuHa. Yalle BbigBNgeTCH
O[IHOCTOPOHHEeEe nopaxeHne. BonbWMHCTBO 60Jb-
HbiX MmetoT I-IIE ctagmn 3aboneBaHust Mo Knac-
cudpukaumm Ann Arbor [1]. [ByCTOpOHHE nopa-
xeHue Bbigngetcs y 13% xeHwmH. Okono 3%
IMMOOUUTOM MOJIOYHBIX XeNe3d TpaHChOopMUpy-
IoTCA B ANPPY3HYIO B-KPYNHOKNETOUYHYIO NUMQO-
capkomy [1].

HAnarnoctuka. [JuarHo3 ycTaHaBIMBaETCHd Ha
OCHOBaHUU MOPPONIOrNM4YeCKOro, MMMYHOIMCTOXN -

MUWYECKOro U LUMTOreHeTU4eckoro nccnenoBaHui
OGuonTaTa MOJIOYHON Xenesbl [7].

Mopdonorua. B ructonornyeckom npenapa-
Te BbIFBASETCA PEHOMEH KOJIOHM3auun peakTuB-
HbIX DONINKYSIOB — BHEOPEHME OMyXONeBbIX Kie-
TOK B CBETJ/Ible LLeHTPbl Pa3MHOXeHUs. B nanbHen-
LeM 0TMeyvaeTcs cnmsaHme NHGUIbLTpPaToB ¢ obpa-
30BaHneM 60MbLIVX HOKYCOB NOPaXKeHUs U ncyes-
HOBeHVEeM GOoNKynoB. KneTtkn-ueHTpoumTono-
0OGHOro TMNa Mesikoro 1 CpeaHero pasmepa c He-
npaBWJibHbIM KOHTYPOM S4ePHO MeMOpaHsbl, yme-
PEHHO MJIOTHBIM XPOMaTUHOM, cnabo3aMeTHbIM A~
PBILLKOM U OTHOCUTENBHO 00MNbHOM GneaHOOKpa-
LUeHHOW uuTonnasmoin. B yactm cnyyaeB Habnto-
naetcs nnasMmoumtapHada andoepeHumpoBka. Tak-
Xe XapakTepHO Hannyue NuMeOoanuTenmanbHbIX
MOpPaXKeHni 3a CHET MHBA3UM ONYyXONEBbLIX MMMPO-
LMTOB B Xene3bl C NocneaynLlwmmMm paspyLLieHnem
anuTenuanbHbIX CTPYKTYP. MOXeT ObITb HeOONbLLAdA
npuMechb 6onee KPynHbIX KNeToK Tuna LeHTpobna-
CTOB 1 MMMYHOGN1ACTOB.

B oTnevaTkax KNeTo4YHbI COCTaB NpeacTaBieH
amMMoouUTaMn — MENKMMKU KineTkaMmm C TEMHbIMU
MUKHOTUYHBIMU SAPAMU, C TOMOFEHHOW CTPYKTYPOU
XpPOMaTMHA N XapaKTePHbIMU TPELLMHAMU B SAPE U
nponuMmooumTamm — 60nee KPynHbIMU KJIeTKamu
CO CBET/bIMU 94paMu, B KOTOPbIX BUOHbI (MHOrAA
HE OYeHb OTYET/IMBO) AAPbILLKN.

Mpu capkoOMHOWM TpaHchopMaumn BbIBASETCS
Mopdonornyeckas KapTuHa, TunuyHas ana aud-
dy3HOM B-KpynHOKIETOYHON NMMEOOCAPKOMBbI.

UmmyHogpeHoTun. Onyxonesble KNEeTKN 3KCI-
peccupytoT B-knetouHble mapkepbl: (CD19+, 20+,
22+, 79a+, FMC7+), slg+ (IgM+, IgD+/-), CD10-,
5-, 23-,43-,103-, uyknuH D1-. AHTUreHbl akTuBa-
uMn 1 nponudepaumm, Kak NpaBuio, He BbISBIS-
I0Tca NMbo onpenenaiTcs B HEOONbLIOM Yucne
KNeTOoK.

LinToreHetuka. XapakTepHbIX XPOMOCOMHbIX
aHOMasni HerT.

JleyeHune. Jleuenne dnypapabuHom (FC-dny-
napabun+tumknodocdarH, FM — dbnygapabuH+mm-
TOKCaHTpPOH, FMC — dnynapabuH+MUTOKCAHTPOH-
+umnknodocoaH) No3BONSET JOCTUMHYTb PEMUCCUN
y 6onbLumHCTBa 60bHBIX MALT-nuMmdbomoi. Bonb-
LLIMHCTBO peLnamMBOB 0Ka3blBatOTCA XMMUOYYBCTBU-
TenbHbl K dnygapabuHcoaepxalmmM Kypcam npum
NOBTOPHOM €ro UCnoJsib3oBaHMn. BO3MOXHO Co-
yeTaHMe XMMUOTEPANnUN C MOHOKJTIOHAJIbHbIMU aH-
TnTenamu (MabTepon).

IMporxo3. MeHee 6naronpuATHbINA, YeM NP INM-
dounToMax Apyron nokanusaumn: 5-netHsas 6espe-
unamMBHas BbkMBaemMocTb cocTaBnsgeT 60% [8].
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MepBuyHble NnUMdaTYeckme onyxosnm nouyek

[MepBuYHbIE NUMATUYECKME OMyX0u Nnoyek —
reTeroreHHas rpynna peakmx aKCTpaHoOasbHbIX
nnmdocapkom, Bctpevawowasaca B 0,1-0,7% cny-
YyaeB BCEX 9KCTpaHoaanbHbIX MuMmdom n 1% Bcex
HoBOOOpaszoBaHuii noyek [1, 2]. B GonblIMHCTBE
C/y4aeB MepBUYHOro NOPaxKeHUs NOYKU BbIIBISETCH
onodoysHaga B-kpynHokneToyHad numeocapkoma,
3Ha4YNTENBLHO pexe — numdoma Bepkutta, ponnu-
KynapHagq, T-knetoyHaq, [3, 4]. BropnyHoe nopa-
XeHMe rnoyek npm numeocapkomax BCTpevaeTcs
poctato4Ho 4yacto: B 30-60% cnyyaeB N0 JaHHbBIM
aytoncui, n B 3—-8% — no pesynbratamM KOMMbIO-
TepHol Tomorpadpum [5].

MepBuyHaa numpocapkoma NoYKM OTAnYaeTCcs
NI0XMM OTBETOM Ha «CTaHAAPTHYIO» TEPanuio INM-
¢dom CHOP 1 CHOP-nogo6HbIMM KypcaMn 1 paH-
Hel amccemMmnHaumen npouecca [1].

Snugemuonorus. CpegHuii BO3pacT 60JIbHbIX
60-66 net; My>xunHbl GonetoT yawe [1, 2].

Knununka. TedyeHne 3ab60neBaHNsA arpeccuBHOe
1 xapakTepuayeTcs 6blcTpol aguccemumHaumeii. Han-
6onee pacnpocTpaHeHHbIMU KIIMHUYECKUMMW CUMIM-
TOMamMu gBnaoTca 60/b B MOSCHUYHOW obnacTu,
cUMMTOMaTnKa OCTPOM NOYEYHON HEAOCTATOYHOC-
T, pexe — rematypusi. poTenHypus BbipaxeHa
He3Ha4YUTENbHO UM OTCYTCTBYET. B-cumMnTomsl (1n-
xopanka, noxyaaHve, NoT/IMBOCTb) BbIABAAIOTCS Y
BGonblMHCTBa 60MbHbIX. B 10-43% cnyyaes BbisiB-
ngeTcs ABYXCTOPOHHEE rnopaxeHuve noyek [1, 5].

AnarHoctuka. py KOMMbIOTEPHON TOMOrpa-
dun B 10-20% cnyyaeB BbIIBASIOTCH €OMHUYHbIE
oyarm B napeHxmme noyek, B 60% — MHOXECTBEH-
Hble, NHPUNLTPaUMSa napaHedpanbHON KIeTYaTKm
onarHoctupyetcs y 10-30% naumeHToB, 3abpto-
WnHHas nuMmdaneHonaTms — y nonaoBuHbl 60SbHbIX
[5, 6]. Npn HaAM4YMM €OUHMYHOrO o4Yara B MapeH-
XMMeE MOYKM BbIIBASETCHA CONUTAPHAs ONyX0Jib, Kak
npaeuno, Gonbwrx pa3mepoB — 15 cm u Gornee,
pe3ko aedopMupyoLLLas KOHTYP NOYKU KU Npopac-
Talwasa B OKpyXaroLlme TKaHW 1 CoCyabl.

Mopdonorusi. PUCYHOK CTPOEHUS NMOYKU MOoS-
HOCTbIO MM YaCTUYHO CTEPT 3a cyeT Anddy3Homn
nponnoepaunmn KNeTok CpegHUx 1 KPYrHbIX pas-
MEPOB C BbIPaXEHHbLIMW NPU3HakamMn atunnu3ma um
nonmMmopuamMa ¢ HenpasuibHOM GOPMbI 9ApamMu,
MHOXECTBEHHBIMWU YPOAMBBIMU SApbILLIKaMu. He-
KPO3bl, KPOBOU3NUSHNSA, KabLIMHATLI B TKAHW Ony-
XONn, TUNUYHbIE ANS paka Mo4yku, BCTPEYaloTCs
KpanHe penko [5].

B oTnevaTtkax BbIIBASIIOTCA KPYIMHbIE YPOOIMBbIE
CapKOMHbIe KJIeTKM C BOoNbIMMKW sApaMn Henpa-
BUILHOW (OPMbI C BONIOKHUCTON MAM GnacTHOM
CTPYKTYPOI XpOMaTHHA, MHOXECTBEHHbIMU Pa3HO-
BENIMKMMMW HYKJIEONAMM C MpuU3Hakamu atunuu.

BbipaxeH kneTto4yHbln noamMmopoeusm. BeTpedaeT-
CS UMTONNa3MOoKNa3ngd, MNUTO3bI.

UmmyHopeHoTun. IMMyHOPEHOTUN COOTBET-
cTByeT Habnwogaemomy npu auddysHom B-kpyn-
HOKJIETOYHOM NnmMmdocapkomMe, nponmpepaTnBHas
akTMBHOCTb 6onee 50%.

Linrorenetuka. Cneuydpuryeckmx XpOMOCOMHbIX
abeppaunii HeT. Kak 1 npu opyrux sapmaHtTax gnd-
dy3HOM B-KpynHOKIETOYHOM NMMEPOCapKOME Bbl-
ABNAIOTCH KOMIMJIEKCHbIE HapYLLUEHUS KapuoTuna.

JleyeHnmne. HeppakToMma ¢ nocnenyowen xm-
Muotepanueii CHOP-nogo6HbIMU Kypcamn n ny-
4eBOW Tepanuein No3BoNSoT AOCTUYb PEMUCCUN Y
50% 60nbHbIX, ogHaKo 3-neTHsAs 6e3peunanBHas
BbDKMBAEMOCTb He npeBbiwaeT 35%. [Npu oBycTO-
POHHEM NopaxeHun noyek nevyeHne CHOP-nopo6-
HbIMW KypCaMW yaaeTcd OOCTUMHYTb PEMUCCUU Y
30% 60sbHBbIX.

PekomeHpoBaHa MHTEHCUUKaUUGg Tepanuu
nepBoOr NIMHUN — NNeYEHNE NO BbICOKOMHTEHCUBHBLIM
nporpammMmam — NHL-BFM, LMB, CODOX-M/IVAC.
lMpoBeaneHne HedpPIKTOMUM B KayeCTBE MEPBOro
aTana Jie4eHns C Lefblo COKpaLLeHNs OrnyxoseBomn
Macchl HellenecoobpasHo. PaHHee Havano xmmMmmo-
Tepanuu No3BoNsgeT ObICTPO COKPATUTb pa3mepbl
ONyxonu M HOPManM30BaTb MOYEYHYIO (YHKLMIO.
[Mpn neyeHUn NO MHTEHCUBHBLIM NPOTOKOIAM MOC-
nenyoulas nyvyesas Tepanuvsa He rnokasaHa.

MepBuyHbie nuMdaTUyYeCcKue onyxosiu snvka

[MepBuYHbIE NMMM@OCAPKOMbI anyKa — penkas
3KCTpaHoganbHasa numdartmyeckas Onyxosb,
BCTpevalwasaca B 1-2% cnyyaeB Bcex nMmM@pom
n 1-7% Bcex onyxonen auyek n ABASIOLLANACSH
Hanbonee 4acTor OMNyxXOJblo ANYEK Y MY>XUYMH CTap-
we 60 net [1, 2]. B 60nblUNMHCTBE Clly4aeB BbIsiB-
naetca andoysHaa B-kpynHokneToyHas nmmMmeo-
capkoma, 3Ha4yuTenbHOo pexe — numpoma bep-
kuTTa, numdobnacTtHas, donnmkynapHas, T-kie-
ToyHas, NK-knetoyHasa nmmdOoMbl, NIasMouUUTO-
Ma [2-5]. Y peTen nopaxeHue sguyka BCTpeyaeT-
cs npy numdome bepkutta n octpom NUMdo6-
NlacTHOM nenkose [6].

Jlumdocapkoma aunyka aenseTcs Hanbonee npo-
rHOCTUYECKN HeGNAronpPUATHOM 3KCTPaHOAAbHOM
MM@aTnN4eckor onyxosbio C NIOXMM OTBETOM Ha
ctaHgapHyio xummoTepanmio CHOP n CHOP-no-
DOOGHBIMN KypCaMn 1 4acTbiM PaHHUM MeTacTasu-
poBaHneM. Kak npasusiio, 0OTMe4YaeTcs MeTacTasu-
pOBaHWE B KOHTpraTepanbHoe aunyko u/unu LHC,
pexe B Apyrve 3KCTpaHodasibHble OpraHbl (KOXY,
opbuty, nerkue) [7].

Anugemuonorua. 3abonesaHne yalle BCTpe-
yaeTcs y NoXubiX My>4nH, 90% 60nbHbIX COCTaB-
naoT naumeHTol ctape 60 net. CpeaHuii BO3pacT
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00JIbHbIX C NepPBMYHON NMMMOCAPKOMOM andka —
74 ropa, 63% 6binn ctapwe 70 net [8].

Knunnueckaqa kaptuHa. Yauwle BbigBNgeTCH
O[IHOCTOPOHHee nopaxeHune. BonbWMHCTBO 60Jb-
HbIX UmetoT |-1IE cTagmm 3aboneBaHns No Knaccu-
dukaumm Ann-Arbor [1]. BunatepanbHoe nopaxe-
Hue an4dek BbiagBnseTca y 15-18% 6onbHbIX, nopa-
xeHne LUHC, BanbaeiepoBa konbLa, NpuaaTo4HbIX
nasyx Hoca B aebioTe 3aboneBaHus — y 20-25%
naumneHToB, B 6% cnydaeB anarHocTupyetca BNY-
nHdekuus [9].

AnarHoctuka. [JnarHo3 yctaHaBnmMBaeTcs Ha
OCHOBAHUN F’MCTOJIOMMYECKOro, MUMMYHOIMUCTOXUMMN -
4eCcKOoro U UMTOreHeTUYeCcKoro nccneaoBaHmin Guo-
ntata. [NpoBeneHne opxMpyHNKYI3KTOMUU C auar-
HOCTMYECKO 1 Ie4eOHON LIeNbio HeLLenecoobpasHo.

Mopdgonorusi. PnCyHOK CTPOEHUS aryKa NoJIHO-
CTbIO MM YACTUYHO 3amMelleH Andhy3HOM Nponn-
depaumen aTMNNYHbIX ONyX0JIEBbIX KNETOK CPeaHUX
M KPYMHbIX Pa3MepOB C BbliPaXeHHbIMU NPU3HaKkamm
nonmMmopuamMa ¢ HenpasWibHOM GOPMbI 94pamMu,
YPOOJMBLIMU apbIlKamMu, cnabo nam ymepeHHo
6a3odunbHON unToNNasmoli (puc. 257, 258).

B oTneyatkax BbIIBNSIOTCA CAPKOMHbIE KINETKU
C KPYMNHbIMW YPOAJIMBBLIMU S4paMU C BOJIOKHUCTOM
nnn 6nacTHO CTPYKTYPOI XpomMaTumHa, MHOXe-
CTBEHHbIMU PA3HOBENIMKMMU HyKJleonamu. Beipa-
XEH KJIETOYHbIA NONUMOPPU3IM N aTUMN3M.

UmmyHopeHoTun. mmyHOdEHOTUN COOTBET-
cTByeT Habnogaemomy npu anddysHoi B-kpyn-
HOKNETOYHON nMMmpocapkome, nponudepaTmBHas
akTMBHOCTb 6onee 50%.

LintoreHetuka. Cneunduyeckmx XpOMOCOMHbIX
abeppaumin HeT. [Inga yCcTaHOBNEHNsA anarHo3a andg-
dy3HOIM B-KpynHOKNETOYHOM NUMPOCAPKOMbI He-
06X04MMO OTCYTCTBME TaKMX LNUTOrEHETUYECKMX
MapkepoB Kkak TpaHcnokauuin t(8;14)(g24;932),
1(8;22)(g24;q11), t(2;8)(p12;924), NnaTOrHOMOHWNY-
HbIX ona numdpombl bepkntTa, t(11;14)(q13;932),
TUMNYHOW AN NMMMPOMbI U3 KNETOK MaHTUNHOWN
30HbI. Kak 1 npu gpyrux sBapmnaHTtax oudaoysHor B-
KPYMHOKNETOYHOMN NMMEPOCAPKOMBbI HaCTO BbISBISA-
IOTCS KOMIMIEKCHbIE HapPYLLEHUS KapuoTuna.

JleyeHune. Hannyyive pesynbtartbl NONyYEHbI
Nnpwv coveTaHnK NOSIMXMMMoTepanun (aHTPaLMKIINH-
coaep KaLumx KypcoB) ¢ NpoduakTUKom Hemponemn-
KeMuu n obay4yeHnemM MOLLOHKN N PErvoHasbHbIX
nMmMadoy30B [8], ogHako aaxe npu KOMOUHUPOBAH-
HOl XxMMMoTepanuu 5-neTHas 6e3peunamBHas u
o0Las BbXknBaeMocTu He npesbiwatoT 30% [10] .
C uenbto noBbILEHNA 3DDHEKTUBHOCTU XMMoTepa-
num Aviles A. n coaBTOpbl A00aBNANM K aHTPALMK-
JIH CoAepXaLLmmM Kypcam BbICOKUE [03bl METOTPEK-
caTta 6 g/m?c nocneayloLeii ny4eBoi Tepanueii Ha
o6nacTb MOLLOHKM Npu |E cTagun 1 MOLLIOHKW U pe-

Puc. 257. Jlumdpocapkoma auyka. 'mctonoru-
Yyeckuin cpes buonTaTa auyka (Man. yB.).
MaccurBHasa numdoungHas MHOUIbLTPALNA, MPOHMKAOLLAA
MeXxay KaHanbLamn opraHa, npu 3TOM Camu KaHasbLibl
aTPOPUYHbI, MHTAKTHBI.

rmoHanbHblx numdoysnos npu lIE ctagun. N3 36
6onbHbIX 33 (97%) naupeHTa OO0CTUrNU PEMUCCUN,
0OHako y 64% 13 HUX AMarHOCTUPOBaH PELUVANB B
nepuopn 61-120 mecsueB. 5-neTHsasa 6e3peunanB-
Has BbXMBAEMOCTb cocTaBuna 32%, 5-neTHas 06-
wasa BbhkmsaemocTtb — 30%. OTnNYNTENBLHOM 0CO-
OEHHOCTbIO IBNSNIOCH OTCYTCTBUE PELNAMBOB B KOH-
TpnaTtepansHoe an4ko u LIHC, Ho BbisBNSNNCL Me-
TacTa3bl B ierkue, KOCTHBI MO3I 1 anccemMmmHaund
npouecca [11]. Takum o6pa3om, gaxe Npu UHTEH-
cudunkaumm Tepannn He yaaeTcs A40CTUYb CTOMNKOM
peMumccunn n ,EI,OHFOﬂeTHeIZ Bb>XKMBAEMOCTU Y 60Nb-
nHCTBa 60bHbIX. HE0O6X0AMM NOUCK HOBbLIX MNOA-
X0[0B K Tepanuu aHHoro 3abosieBaHus.
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U

Puc. 258. Jlumdocapkoma aunuka. TOT Xxe npe-
napat (man. yB.).
CybcTpat onyxonv NpeacTaBfiieH KpyrnHeiMy numdbona-
HbIMU KNeTkaMn CO CBETJIbIMU A4paMn 1 I'IOJ'IVIMOpCDHbI-
MW a0pbllUKaMn.



