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SUMMARY

We have analyzed clinical and immunological features

of 7 adult patients with periferal T-cell lymphoma with
predominant mediastinal involvement. T/0-anaplastic large
cell lympoma was diagnosed in 4 males (T-type — 1,
0-type — 3 patients). Periferal T-cell ymphoma (unspecified
type) was confirmed in 1 male and 2 females. Median age
was 27.5 years for patients with T/0-anaplastic large cell
lympoma and 44 years for patients with periferal T-cell
lymphoma (unspecified). All patients had massive tumor
lesion of mediastinum (bulky disease) with involvement of
periferal lymph nodes above diaphragm. One patient had
superior vena cava syndrome. In some cases we observed
the involvement of lungs, pleura, pericardium, liver, spleen,
retroperitoneal lymph nodes and central nervous system.
Myelogram was analyzed in all cases. Bone marrow’s
involvement was not in all patients. Disease stages were
determined according to Ann Arbor staging system. Im-
munologic variants were detected by means of monoclonal
antibodies to B/T-cell marks as well as to other marks of
tumor cells on frozen sections and paraffin blocks. Most
patients had the CHOP-regimen as the first line therapy.
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PE®EPAT

MpoBeeH aHanu3 KNMHNKO-MMMYHONOrMYeCKUX 0COBEHHOCTEN Y 7 B3pocC-
nbIX 6OMbHBIX C MNepudeprnyeckuMn T-KNETOYHBIMU  HEXOIKKMHCKUMU
numomMamn ¢ nNpevmyLLEeCTBEHHbIM MopaxeHnem cpefocTteHus. Y 4 na-
LMEeHTOB (MY>X4MHbI) AuMarHoctupoBaHa T/0-aHannactuydeckas KpyrHo-
knetoyHas (CD30+) ny 3 (1 MyXumHa M 2 XeEHLUMHBI) nepudepuyeckas
T-kneto4yHas HecneumduvumpoBaHHas numMdombl. Cpean naunmeHToB C
aHannacTM4eckom KpPymnHOKMETOYHOM numdomon y 1 60nbHOro amarHo-
cTnpoBaH T- n y 3 60nbHbIX 0-dpeHoTUN. MegnaHa Bo3pacta nauveHToB
¢ T/0-aHannacTM4eCcKon KPYMHOKIETOYHOW NMMOMOM COOTBETCTBOBANA
27,5 roga v 44 rogam y 60nbHbIX ¢ nepuddepryeckon T-KNeTo4HOM Hecnew-
nrumpoBaHHoOM NMMMAOMON. Y BCEX NaUMEHTOB BbISIBIEHO MAacCCUBHOE
onyxonesoe nopaxeHue cpepgoctenns (MTU  0,33) ¢c meTactazamu B ne-
pucbepryeckmne numadoyanbl Beile gnadparmel. Y 1 601bHOr0 AMarHocTu-
poBaH CMHAPOM KOMMPECCUN BEPXHEN Monon BeHbl. B HEKOTOPLIX cry4Yasx
Habmo[anocb NopaXeHne nerkux, MneBpbl, Nepukapaa, 3abprLLNHHbBIX
nMMdoy3noB, nevenwn, cenesderkn n LUHC. Muenorpamma aHanuauposa-
nachk y Bcex naumeHToB. [lopaxeHuns KOCTHOro Mo3ra He Habni[anoch Hu
y ofHoro 6onbHoro. Ctagmsa 3aboneBaHnst yCTaHOBMEHa B COOTBETCTBUM
C KputepusMn Knaccudmkaumm Ann Arbor. MiMmyHonormyeckuin Bapu-
aHT NMMQOMbI ONPefensany ¢ NOMOLLBIO MOHOKIOHASbHbIX aHTUTen K T-,
B-KneTo4HbIM 1 OpyrMM Mapkepam OMyXOJSieBbIX KMETOK Ha KPMOCTAaTHbIX
cpesax 1 napadunHoBbIx 6r1okax. [epBon nuHWen Tepanum y 60MbLLUMHCTBA
60nbHbIX 6bIn1a nporpamma CHOP.

KnroueBbie cnosa
HEXOMKKMHCKME NMMAOOMbI N3 Nepudbepmyecknx T-KNeTok, onyxornb
nepefHero cpenocTeHnd.

BBEJIEHNE

B knaccudukaunu BO3 (2001) BbI-
JlefieHa  TPynna  HeXOKKHHCKHX — JIM-

JIumdombl — 3710, Kak NpaBUIIo, OMyXo-
JIM U3 TepUEepUIeCcKUX KJIETOK MMMYH-
HOIl CHCTeMBI, W JIHIIb He3HAauMTeJsbHast
4acTb JUMQOM MPOUCXOUT U3 HUMMYyHO-
JIOTHUECKH He3PeJIbIX KJIeTOK HJIH KJIeTOK-
npeecTBeHHUKOB. JIuHelinas npuHan-
JIEKHOCTb H YPOBeHb JU(depeHLPOBKH
MMMYHO(EHOTHITHYECKH PA3JIHUHbBIX JIHM -
(oM, a TaK:Ke KJAUHHIECKHE MPOSIBJIEHHS],
pe3yJIbTaThl JieueHHs M TIPOTHO3 CBsI3aHbl
¢ GHOJIOTHUECKHMH 0COOGEHHOCTSIMH OITy-
XOJTH.

[1] KypraHckas 001acTHas KnmMH1u4eckas 60sbHMLA

(oM, TIpe/CcTaB/CHHAs OMYXOJAsIMM U3
T/NK-kneTok. DTH OMyXoJn COCTaBJIsi-
10T npuMepHo 12 % BCeX HEXOMKKHH-
ckux  Jumpom.t?  Tlepudepuyeckue
T-knertounble  HeomnasMbl  pa3BHUBA-
I0TCS U3 3pEeJIbIX MW TOCTTHMHUECKHX
T-xnerok. [TockosibKy 3TH onyxosin o6.1a-
JIAI0T CXOHBIMH HMMYHO(EHOTHITHYECKH -
MH 1 (QYHKLHOHAILHBIMH 0COOEHHOCTSIMH,
9TH JIBa KJlacca HeOomJa3un o6bIMHO pac-
cmatpusatoresi BMecte.® 3pesbie T/NK-
KJIETOUHbIE JIIM(OMBI COCTABJSIOT pejl-

[2] POCCIICKNI OHKONOTUYECKNIA HAyUHbIA LieHTP M. H. H. Bnoxuna PAMH, Mocksa
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1. A. Ma3sypoxk u ap.

KyIO IPYIIy OIMyXOJIeli, 4aCTOTa KOTOPBIX KOJIeOJMETCs] B pa3HbIX
reorpacuueckiux 00/1acTsIX U CPE/IH Pa3HbIX STHHUECKHX IPYTIIL.

[TockoJibKy BOCIPOH3BOAMMOCTD JHATHO3a B Pa3HbIX LieH-
Tpax, JaKe C Y4eTOM JaHHbIX HMMyHO(EHOTHIHPOBAHHS OIy-
XOJIM, OCTaBaslach KpaiiHe HHU3KOH, aBTOPbI KaccHpHUKalUH
(BO3, 2001) GoabuimncTBo T-KaeTOUHBIX JUMGOM 00BHEANHH -
JI1 B OfiHy rpynny — nepudepuyeckas T-kietounas aumpoma
0e3 panbHeiiuwieii aeranusdauuu (HecneuuduuupoBaHHas).?
Kpome Toro, mpousoio pasiesieHHe Ha MNPEUMYLIECTBEHHO
KOCTHOMO3TOBbIE, IKCTPAHOJA/bHble U HOaJbHEIE JIUM(OMBI;
BblJleJIeHbl KO?KHBIE H CHCTEMHBIE aHaTIacTHIeCKHe KPYITHOKIe -
TOUHBIE JTHM(OMBI; JTUM(POMATOHAHBIH MaryJ/e3 bl BKIIOYEH B
rpynny T-kjeTouHbIX JuMdonposndepaTuBHbIX 3a60/1eBaHUI;
TOJIKOXKHAsT MAHHUKYJIUTONON00HAs M renarosiMeHasbHas Yo-T-
KJIeTOUHbIE JIIM(OMBI BblJIeJIEHBI B OT/le/IbHEIE (POPMBI.

DTHoJ0THs KaK reprudeprueckux T-KIeTOUHBIX, TaK U ApY-
IMX HEXOLKKHHCKHX JIMM(OM JI0 KOHIA HeusBecTHa. B simrepa-
Type B OCHOBHOM BBICKa3bIBAIOTCSI JIHIIL MHEHHsI O (bakTopax,
CMOCOOCTBYIOLIMX YBEJIHUEHHIO PHCKA Pa3BUTHsI JIMMMOMIHDIX
onyxoJei. Hate ynomunaetcest Bupyce dniurteiina— bapp. Yuu-
thiBast, uto JIHK Bupyca dniireitna—bapp Boisiasercs B 10—
30 % Beex HeXOPKKUHCKUX IMM(OM, BBICKA3bIBACTCS MPEJNOJIo-
XKEeHHe, UTO PeaKTHBALHsI BUpYCa Crioco6CTBYeT (hOPMHPOBAHUIO
omyxoJin.*®

VY6eUTe/IbHBIX JaHHBIX O 3HaueHHH (DaKTOPOB BHeELUHEH
cpejibl B pa3BUTHH nepudepuyecknx T-KIeTOUHbIX IMM(OM HeT.

B nacrosiiiee Bpemst 17151 3a60sieBaHKs CUMTAIOTCS Xapak-
TePHBIMH paHHHE U TOCTOSIHHbIE PELMAMBbI, Masas 3PpdeKTHB-
HOCTb Teparuu, KpaiiHe HeGIaronpusTHLI MPOrHO3 W HU3Kast
001as BbikuBaeMocTsb (5-setusin 20—25 %). Inst seuenus
MCIIONIL3YIOTCST TTPAKTHUECKH Te JKe TeparneBTHUeCKHe TM0/IXO0-
JIBl, 4TO W [/l PACTpOCTPaHEHHbIX arpecCHBHbIX B-KyeTouHbIX
Jumgom.*

B cpenocTenii MOTYT pa3BHBATLCS PasjHuHble 3/0Kaye-
cTBeHHbIe T-KJIeTouHble HOBOOOPA30BaHUs. DTH OMyXOJH MO-
ryT ObITb KaK MEPBHYHBIMH, TaK M METaCTaTHUECKHMH, MTPOMC-
XOJUTDb JIMOO M3 KJIETOK-MPEIIIeCTBEHHHKOB, JHO0 U3 3peJibIX
T-knerox. Hacrosiimast cratbst nocpsiiieHa HCKJIIOUMTEBHO 3pe-
JIOKJIETOUHBIM OTTYXOJISIM.

Cpeu mepBHUHBIX 3pedibiX T-KAeTOUHBIX JMMEGOM ¢ Topa-
JKeHueM cpefoctenus B knaceupukauuu BO3 (2001 ) onucbiBa-
I0TCs1 JiBa BapraHTa 3a60JieBaHHsl: aHar1acTHIeCKast KPYITHOKJIe -
TouHast iumcoma (anaplastic large-cell lymphoma) u sinmcombl
13 3pesibix T-smmdorros (mature T-cell lymphomas).!

Ananaacruyeckast KPYMHOKJ/IETOYHAsI aumdoma
(AKKJI) — oTHOCHTe/IbHO PEIKHil, HEIABHO BbIICJCHHBIH Ba-
puant onyxosu.® B CILIA renepasnnsoBanHast aHariacTHuecKast
KpynHoK/IeTouHast Jumdoma BhisiBisierest B 2—8 % ciyuaen
BCeX HEXOJUKKMHCKHX JIMM(OM y B3pOCJbIX GOJbHBIX H Y 30—
40 % nereii.0-12

B 1988 r. nannas Hogzosiorust Obljia BriepBble BHECEHA B 1e-
pepabotannyto Kusbekyto knaccuduxauuio, ¢ 1994 r. otness-
HbIM  KJIMHHKO-UMMYHOMOP(OJIOTHYECKUM ~ BapHaHTOM  OIH-
cbiBaetcs B Kiaaccudukauusx REAL u BO3 (2001). Ha nodio
AKKJT npuxomutest okos1o 9 % Beex JMMAOM BbICOKOH CTe-
MeHu 3J0KauecTBeHHOCTH. 2 [ToCcKO/IbKY Ha 3/10KaueCcTBEHHbIX
KJIeTKaX 4acTo 3IKCIPECCHPYIOTCs Te WH HHble T-KieTouHbie
MapKepbl, JaHHbIH BapHaHT OMyXOsIM Pa3OHpaeTcst B CTPYKTY-
pe T-xsetounbx JuMpoM. PeHOTUITHIECKH OITyXO0Jb MOApasie-
Jisietcst Ha JiBa Bapuanra: jnbo T-, 6o O-denoruna. Bosb-
IIMHCTBO aHAM/IACTHIECKHX KPYMHOK/ICTOUHBIX JUM(pOM HMeeT
T-knetounplii IMMYHO(EHOTHII, T. K. HE3aBHCHMO OT HAJIHYHSsI
WJIH OTCYTCTBHsI 9Kernpeccu T-K/IETOUHBIX aHTHI€HOB K/IOHANb-
Hast peapat:kupoBka reHo T-kietounoro peuentopa (TCR) Bbi-
apasietes B 90 % cayuaes; B 10 % nabuiofenuil He yraeTcs 00-
HApY>KUTD KJIOHAIbHON peapatKupoBku retoB TCR uu Ig. 2118
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AKKJI ¢ mopaxeHnnem cpenoctenust HanGoJiee 4acTo pa3Bu-
BaeTcst y JleTell M JIMLL MOJIooro Bodpacta. [Ipenmyliiectentoe
MacCHBHOE NOpayKeHHe CPEeJIOCTEHHsT BCTPEUaeTcsi ¢ 4acToToiH
8—39 % M MOKeT NpoTeKaTh JMOO C BOBJCUCHHEM NepHdepH-
YEeCKUX JIMM(OY3JI0B, J1160 6€3 TaKOBOro. !

HeonyxosieBbiM aHa/IOroM sIBJISIETCsST aKTHBHPOBAHHAsT 3pe-
Jiast IUToTOKCHuecKast T-kieTka ¢ peapankupoBkoit TCRof.

Mopddonoruyecku cyoeTpaT OryXosiu COCTaBJISIIOT aHaria-
3HPOBAHHBIE KPYITHBIE KJIETKH, TPEUMYIIECTBEHHO C HETPaBHJIb-
HBIMH §/IpaMH, OGHJILHON CBETJ/I0H HJIH OKCH(HIILHON LIUTOMIIa3-
MO, ¢ HaTMUMEM MHOTOSIICPHBIX KNETOK THMA BeHKa, MOPY.JIHI,
[O/IKOBBI; OT/IE/IbHbIE MHOTOSIIEPHBIE HJIH IBYX bsIIe PHbIE KIETKH
HanomuHatot kiaetkn Bepesosckoro—Iltepnbepra. OcobeH-
HOCTbIO JIaHHOTO BapHaHTa JIMM(OMBI SIBJISIETCS HEPEJIKOe BHY-
TPHUCHHYCHOE PACIoJIozKeHHe, CHHIMTHAIBLHBII XapakTep pocTa
OMyXOJIEBBIX KJIETOK, UTO HMHTHPYET OMyX0Jib MHTeIHa/bHO#/
HEreMaTono3ITHIECKOH MpUpobl. Tunnunas MopdoJiornueckast
KapTHHA aHAMIaCTHYECKOH KPYIMHOKIETOUHOMH JMMMOMBI Tpef-
cTaBJ/IeHa Ha puc. 1.

B Hacrosiiiee BpeMst BbIIEJISIIOT TPH OCHOBHBIX THCTOMNATO-
JIOTHUECKHX BAPHAHTA OITyXOJIH.

Knaccnueckuit  Bapuant.  XapakTepuayercst  KpyIHbI-
MH U CPEIHHMH JIMM(OUIHBIMU KJIETKAMH C HEMpPaBUILHLIMH H
OKPYIJI0-0Ba/IbHBIMH SAPAMH C TOHKOJMCIIEPCHBIM XPOMATHHOM,
1 —5 sipbliikamMu U 0GUJIBHON LUTOIIA3MOK. JluarHoCTHYeCKu -
MH CUHTAIOTCS] KJIETKH C SKCLIEHTPHUECKHMH SIIPaMH, UMEIOLIH -
MH (pOPMY TIOUKH MJIM Cepria C IIMPOKOH LUTOMIa3MOH H OKpY-
IJIBIM OKCH(MIBHBIM BK/IIOUEHHEM B 30He anmaparta [osbmK.
Jlannbiit Bapuant coctanset okoso 60 % caydaes AKKJIL.

MeJikokeTouHblil BapuaHTt. CyGCTpaT OMyXoJ1H COCTaB/Is -
0T B OCHOBHOM KJIETKH MaJIOTO M CPeIHEro pa3mMepa co CBEeTJIbl-
MH HepPaBHJIbHBIMH SIPaMH.

JlumdorvcTnouurapHhsiii Bapuant. B omyxosieBoil TKaHH
06HaPYKHBAETCsT GOJIBLIOE KOJTMUECTBO PEAKTHBHBIX THCTHOLH -
TOB ¢ MOPGOJIOrHelt M1a3MOLUTOMAHBIX MOHOLHTOB. OnyxoJe-
Bble KJIETKH HEMHOrOUMC/IEHHBI, KaK MPaBUJIO, AUCKPETHO pac-
T0JI0XKEHB! CPeJIH PeaKTHBHOTO (oHa.

Pemnatonm B NOHUMaHWH MOJIEKYJISIPHBIX MEXaHH3MOB Ta-
TOreHe3a aHamJIacTHIeCKOH KPYITHOKIETOUHOH JTUM(OMBI CTAI0
nceseoBanue, onyosukoantoe B 1994 .14 B sroit paGore Gbiio
COOOLLIEHO 0 XapaKTEePHOH XPOMOCOMHOH TpaHc/IoKaLuu 1(2;5)
(p23;935) ¢ BOBJIeUEHHEM reHa PelenTopa THPO3HHKMHA3HI —
aHaruiacTuueckoil uMGomMHo# KuHasbl (ALK), Jokanusyolie-
rocsi Ha xpoMocoMe 2, 1 rena NPM (nyknedocmun/B23), noka-
JINBYIOLIEroCs Ha XpoMocoMe 5. Dta peapamKupoBKa MPHBOJUT
K 06pasoBaHuio xumepHoro rena ALK/NPM, KoTopbiil Koaupy-
€T KOHCTUTYTHBHO (yHKIIHOHAJIBLHO-aKTHBHBIH XUMEPHbIH OeJI0K
ALK (moHok/oHa/bHBIe aHTHTea: KIoHb ALK-1, ALKc n Ge-
Jok p80-NPM-ALK). Hau6osee uacroii abeppalneit KapuoTu-
na ¢ BobjedenreM rena ALK sipasietcs 1(2;5) (10 75 % AKKJI
¢ peapamxuposkoii rena ALK). B ocrasumxcs 25 % ALK-
MO3UTHUBHDLIX CJIy4aeB OTMeYaloTcsl BapHaOeJsibHble peapaHiKi-
poBKH ¢ BoBsiedeHneM reHa ALK xpomocombr 2: 1(1;2)(q21;p23),
HHBepCHs XpoMocoMbl 2 (p23;q35), 1(2;3)(p23;q21), t(2;17)
(p23;q23), t(2;19)(p23;p13.3), 1(2;22)(p23;q11.2), t(X;2)
(q11—12:p23). NPM/ALK-xumepnbiii Tpanckpunt MPHK ko-
JMpPYeT XUMepHBIH nosunentu (Mosekyasipuast macca 80 k1A,
6esiok p80), KoTopblil coaep:KUT N-TepMHHA/bHBIA y4yacToK
NPM (1—117 amunokucsior) u C-TepMHHAJILHBII YUaCTOK, CO-
crosituit u3 563 amuHokncesotr ALK. Yuactok NPM xumepHoro
nosumnenta Bkaouaer NPM-accolnnpoBanHslii JoMeH, KOTO-
phiii oTBeTcTBeHeH 3a o6pasosanue NPM/ALK-onuromepos B
supax 1 uronsiasme NPM/ALK-skenpeccupytomux KieTok. s
[Tostomy B ALK-mnosuruBHbIX coydasix ¢ 1(2;5) oTmeuaercst
sI/IePHO-LIUTOTIa3MaTHUeCKasl peakiiusl (BOBJIEUEH I'eH XPOMO-
combl 5 NPM) (puc. 2), a ipu Ipyrux XpOMOCOMHBIX TPaHCJI0-
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T-KneTo4Hble HEXOMKKUHCKME NUMthoMbI CPefoCTEHNS

Kal|siX ¢ BOBJIEYEHHEM XPOMOCOMBI 2 OTMEUAETCst TOJNLKO LUTO-
nJiaamatiueckasi peakius u3-3a BHYTPULHUTONIA3MATHUECKOTO
nomena ALK (puc. 3).

ITo nawmm panubiM, ALK-nosutusable AKKJI cocraBu-
au 59 % wnab/ofeHuil, IpuueM Bce cJyyau JUMQOrHCTHOLH-
TapHoro u meskoksierounoro sapuantoB AKKJI Geutn ALK-
MO3UTUBHBIMH. '®

AKKJT xapakrepusyeTcsi BLICOKMM YPOBHEM 3SKCIIPECCHH
CD30. Onnako B otanune ot JumMdombl XomkkiHa mpu AKKJI
orcyrerByetr aktuatms NF-xB, uro nauwio csoe oO6bsicHenue
B 3KCIMEPUMEHTAJBHBIX HCCIEN0BAHUAX, a UMEHHO: BbIsIBJIEHA
6nokana CD30-TRAF-curuanbHoro myTH ¢ momotisio NPM/
ALK-xuMepHOro OHKOMpOTeHHa. DTO MO3BOJHUJIO aBTOPaM Bbi-
cKaszaTb npejroJioxkenue o oM, urto ALK-nosutnsnas u ALK-
HeratuBHast AKKJI mpencrapnisiioT co6oil camocTosiTesibHble
Bapuantbl suMdombl.!” Tlocse ony6smKoBan#s KiaccupuKa-
uun BO3 onyxosell uMpOUIHOR 1 reMaTornosTHIECKOH MpH-
pombl B 2001 1. panbHeiilne KJIMHUKO-MOP(OJIOrHIecKHe Cono-
CTaBJIEHHs] BBISIBUJIM JIpAMATHYECKOE Pa3JIHiHe B KIMHUUECKOM
Teuennn u nporhoze ALK-nosutnho#i u ALK-HeraTuBHOI
AKKJL. Tak, o6uias 5-/eTHsisi BbRKUBA€MOCTb Y GOJIbHBIX C
ALK-nosutusnoit AKKJT cocrauia 80 %, y rpynibl naumen-
toB ¢ ALK-neratusnoit AKKJI 1 nepudepuueckoit T-kiaeTounon
aumdomoil necneundbuuposantoil — meree 45 %.'® Boisip-
JIEHbI Pa3Jinunsi B KJIMHUYECKOM TedeHnu. B orinune ot ALK-
HeraTuBHO siumpombl ALK-nosutusnas AKKJI uacro npore-
KaeT C BOBJIEUEHHEM MSITKHX TKaHeH, KOCTeH, KOXKH, JIeIKHX.

Puc. 1. AHannacTuyeckas kpynHoknetoyHasi (CD30+) numdoma. Jiumdpatu-
Yeckuit y3en. Okpacka reMaToKCUIMHOM M 3031HOM, x400

B a4, 4

Pue. 2. AnannacTtuyeckas kpynHoknetouHas (CD30+) numcoma. Xvimep-
HbIli NpoTenH P80. AnepHo-uuTonnasmarnyeckoe okpaiumsaHnue. Vivmy-
HobepMeHTHbIN MeTof, x400
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[To naummm panubiM, ALK-neratuHasi jnMmdoMa BCTpedaet-
csi B GoJiee cTapliell Bo3pacTHO rpyrne rno cpaBHenuto ¢ ALK-
no3uTHBHOM: B Boapacte crapie 40 et ALK-nosutnsHas jnm-
doma auarnocTHpoBana ToJbko y 9,5 % naumenton ¢ AKKJL.!
Kpome Toro, mpu ucc/e1oBanuu mpodusist SKCIPeccHd reHoB
BbISIBJICHBI BTOPHUHBIC TeHeTHUYeCcKHe Hapyuienus npu ALK-
nosutnHoi AKKJI ¢ BoBiieuenuem xpomocom 4, 11, 13, 17, uro
oranuaer ee or ALK-neratnsnoit AKKJI.!® Bbieonucanubie
OHOJIOTHUECKHE U KJIMHHUECKHE PA3JIUUUsT TTOCTYKHJIH OCHOBOM
JUTsI BbIJIEJIEHHST IBYX caMocTosiTe bHbIX BapHantToB AKKJI B Ho-
BOM M3/1aHHH KacCH(HUKALMH OTTyXoJel TUMQOMIHOI 1 reMaTo-
nostuueckor Tkauu (Lyon: IARCPress, 2008, B neuatn): ALK-
nosuruBHas 1 ALK-HeratuBHas.

UmmyHodenorun onyxoseBbix Kietok npu AKKJI: moHo-
MopdHast uHTeHcHBHast Kcrpeccuss CD30 (memOpanHasi, 1u-
Toniagmarunueckasi, dot-like-peakuusi), MuMIl (sinepHasi aKc-
npeccust); B 70 % nadsionenuii orMeuaetcs skenpeccust CD24+,
CD4+, CD5+. dkenpeceusi CD3 umeercst Tosbko B 20—25 %
cayyaes, B 70—90 % — skenpeccust T-MHEHHO acCOLMUPO-
pannoro anrtureta CD43+. last ALK-nosutusubix AKKJI xa-
pakTepHa MHTeHCHBHasl sKkcripeccust EMA, kak npaBuiio, npu-
CYTCTBYeT SKCTIPeCCHsl IMTOTOKCHUYECKHX MoJekya Perforin,
Granzyme B, TIAL. Cpemn ALK-nerarnsubix AKKJI menee ua-
CTO OTMEYAeTCsl IKCIPECCHsT LINTOTOKCHUeCKHX Mosiekys 1 EMA,
Ho B oranune ot ALK-nosntusubix AKKJI xapakrepHa skcnpec-
cust BCL2.%

HauGosee yactbim Bapuantom T-K/IeTOUHBIX JUMGOM 5B-
JsieTcst epudepuueckas Hecreundunponannas T-kaetounas
sumdoma. Yacrora sroro Bapuanta cocrasaser 3,7 % Beex
HEXOUKKMHCKUX JiuMpoM wid noutd 50 % Beex 3pesibix
T-keTouHbIX JUMpom.>?

Yactota [eHeTHYeCKHE XumepHuie Genku Bapuant
aHoManum
725% 25)
17.5% 1(1:2)
2.5% 23)
25% inv(2)
2.5% yZ22)

Puc. 3. Ocob6eHHOCTM pasnuyHbIX XuMepHbIx ALK-npoTenHoB, BCTpeuato-
wmxcsa npu ALK+ aHannacTu4eckoi KpynHOKNeTo4Hon numaome

Puc. 4. AHannacTuyeckast KpyrHokneTo4Hast iumMdoma ¢ NpeumyLLecTBeH-
HbIM MOpaXeHeM CpepocTeHns. OKpacka reMaToKCUNIMHOM U 303WHOM,
x400
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1. A. Ma3sypoxk u ap.

Y GoJIbLHIMHCTBA GOJIBHBIX ¢ nepudepuueckoii Hecnieunpu-
uupoBaHHo# T-KaeTouHoi TMM¢OMOIi OTMeUaeTcs mopa)keHue
TeX WM MHBIX JUMaTHuecKux y3noB. Kpome Toro, ornuceiBa-
I0TCST M SKCTPAHOJAIbHbIE OUaru MopaykKeHus (1eyenb, KOCTHBIH
moar, )KKT, koxa ). [1pu naoimpoBaHHOM 3KCTpaHOAATBHOM IO~
paxkeHnH nepudeprueckue JuMpaTHICCKHE Y3JIbl B OTyX0J1EBbIH
NpoLLeCcC MOTYT He BOBJIeKaThbes. 1o mpruunHe peaxkocTu naToso-
FMH JIOCTOBEPHBIX CTATHCTHUYECKHX J@HHbLIX O 4acTOTe Mopake-
HHs1 TOTO MJIM HHOTO OpraHa HafiTH He ylaJloCh.

Mopdonornueckasi kapTuHa, Kak MpaBu/o, pasHoo6pas-
na. Cy6erpaT onyxoqi B GOJIBIIMHCTBE C/IydaeB MpeicTaB/eH
KJIETKaMH PasHOro pasmepa B TOM HJH MHOM COOTHOLLEHHH:
MEJIKHMH, CPEIHUMH, KPYMHBIMH K/I€TKaMH MPEHMYIIECTBEH-
HO ¢ HernpaBu/bHOH hopMmbl spamu. Cpe oryxosieBoro cy6-
cTparta MOTYT IPUCYTCTBOBATH KJIETKH, HATOMHHAIOIHE KJIETKH
Bepesosckoro—IlItepubepra.

VMmyHoJTorHYecKast IMarHoCTHKa HecrnelrpULIHpOBaHHON
T-KaeTouHOI JUMGpOMBI OCYLIECTBIISETCST HA OCHOBAHHHM OOHA-
pyskenust T-KJIeTOUHBIX aHTHreHOB Ha MeMOpaHe u/uiH B 1H-
TOIIa3Me OMyXOJIeBbIX K/IeTOK. Yallle BeTpevaroTest BapHaHTh
mumpom ¢ pernoruniom CD4+, CD8—. Hepenko BbisiB/IsieT-
cs aKenpeccust auturena CDS6 (uatie npu npeobaagaHin IKC-
TPaHOJAJIBHOTO NopaxKeHus ). HacTb OMyXoJ/1eBbIX KIETOK MOKET
6bith CD30-nosutrBHa (10 80 %), B TOM MJIH HHOM KOJIMYECTBE
BbLISIBJISIETCS] SKCIPECCHsT LIUTOTOKCHUECKHX OeJIKOB, 4TO MO-
JKET UMETh MPOrHOCTHYeCKoe 3HadeHue.?! Kakux-smbo crienu-
(hHYeCKUX LUTOreHeTHIECKHX aHOMaHH B HACTosIIIee BpeMsl He
BbIsIB/IEHO. >

[lepucepnueckas T-kaetounass HecneuupUUUPOBaHHAS
JuMoMa OTHOCHTCSI K Ipyrire HauboJjiee arpecCHBHbLIX HEXOJ-
JKKHHCKUX JIUMoM. 3a60JieBaHKe OTJIHYAETCS] TIJIOXHM MPOrHO-
3oM. B nacrosiiee Bpewmst st nepudepuueckoil T-kiaeTounon
JUMOMBI HeCTeM(PUIIMPOBAHHON CUMTAIOTCS XapaKTepPHbIMH
peunanBbl, Manasi 3(h(eKTHBHOCTb Tepanuu, KpaiiHe HeGJsaro-
MPHSITHBI TPOTrHO3, 0611ast 5-J1eTHSIS BBDKMBAEMOCTD MPH CTaH-
JapTHOl XuMUOTepanuy He npesbinaet 30—35 %."

Jlumdombl u3 3pesbix T-nMMpOLUTOB peko pa3BHBaIOTCS
B cpenocterun (0,2 % cydaeB MarHoCTHPYIOTCS MO MaTepH-
anam GMOTICHM CPEeJOCTEeHHsT), HeCMOTPsl Ha BaXKHYIO POJb BH-
JI0UKOBOH 2kesiesbl B T-kiieTourom ontorenese.!?? Boybliix
paboT, MOCBSILLIEHHbIX H3YUEHHIO PEUMYLLECTBEHHOTO MopaKe-
HUSI CpelocTeHHst pu T-K/IeTouHbIX JiMMdoMax, HallTH He yja-
Jlock. B simtepartype B OCHOBHOM NpeJICTaB/eHbl OTNHUCAHUS €1 -
HUYHBIX c/TydaeB Takoi marosiorun. Tak, G. Yang u coasr. (2002)
OTMHCBHIBAIOT ~ MPEUMYLIECTBEHHOE —TMOpaXKeHHe CPelOCTeHHs
T-knerounoii (TIAL+) mMdomoii ¢ KoMmrpeccreit BepxHei mo-
JIoil BeHbl y GosibHOM 52 JieT. [IpumensiBleecst JieueHHe 110 MPo-
tokosiy CHOP piasio xopotiire pesysibratbl.

B ornenenuu xumuorepanuu remo6sacrozos HHMU kinnu-
uecko# onkosiornn ['Y POHLL um. H. H. Baoxuna PAMH mnpo-
BeJIeHO 00c/IeloBaHte U JiedyeHHe 7 OOJIbHBIX C HEXOPKKHHCKUMH
JuMpoMaMu U3 3pedibix T-KIeTOK ¢ NpeHMyLIeCTBEHHbIM Mac-
CHBHBIM [OpPaKeHHEM CPeJIOCTEHHS.

MATEPWAJIbI 1 METO/bI

O6c¢1en0BaHo 95 B3poC/bIX OOMBHBIX € PA3JIMUHBIME HMMYHO-
MOP(OJIOrHIECKUMH BapHaHTAMH HEXO/UKKMHCKHX JIMM(OM ¢
MEePBUYHBIM WJIH TIPEMMYLIECTBEHHBIM OPaXKeHHEM CpelocTe-
nusl. Bee GoJibHble HaXOAMIUCh HA JIEUEHHH B OTIEJEHHH XH-
muotepanun remobsacrozos HMM kinnnueckoft onkosoruu
'Y POHLL um. H. H. Biioxuna PAMH ¢ 1992 o 2005 1.

Ha noso GosbHbIX ¢ nepudepuueckuMu T-KjIeTouHbIMU
JUM(pOMAMH € TPEUMYLIECTBEHHbIM TOpaXKEHHEM CpelocTe-
uust npuuioch 7,3 %. Tak, y 4 uz 95 GoJibHbIX IMArHOCTHPO-
Bana T/0-anannactnueckas kpynHokietounas (CD30+) uy 3
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nepudepnyeckas T-kaeTounast HecreMpULIUPOBAHHAS JTUMGO-
Mbl. Cpenn naunentos ¢ AKKJT y 1 GosibHOro auarsoctuposat
T- uy 3 60dbHbIX 0-heHOTHI.

Ot6op MalueHToB MPOBOAMJICS 10 MPHHLIMIY TpeuMylle-
CTBEHHOTO MOPayKeHHsT CPEJIOCTEHHSI C yUeTOM JMHAMUKH Pa3BH-
THs1 3a60J1eBaHNsl, KIMHUUECKUX TPOsIBJAEHUT (60 B TPy/H, Ka-
LIeJIb, O/IbILIKA, MPU3HAKH KOMIIPECCHH BEpPXHEH MoJIOiH BEHbI U
T. JI.), @ TAK:Ke pe3yJibTaToB obcienoBanus 6oJ/bHbIX. [lepBuy-
HBII O4ar oIyXoJIeBOro pocTta y BceX GOJILHBLIX pacrioJsarajcst B
nepejHeM BepXHEM CPelOCTEHHH.

Bo Bcex ciydasix MopdoJiorHueckuii AMarHo3 ycTaHaBJIM-
BaJsicsl mocsie OMOTCHH METAacTa3oB OIMyXOJH C MOCJELyIOLUM
MMMYHOJIOTHYECKUM HCCJIE0BAHHEM Ha KPHOCTATHBIX Cpe3ax,
B psiie c/lydaeB — C HMMYHOTHCTOXHMHUECKHM HCCJIeJ0BaHH-
eM OITyXoJIeBOHl TKaHH Ha TnapadHHOBEIX cpe3ax. Mayuenue um-
MYHOJIOTHYECKOr0 (peHOTHIIa OMyX0JIeBOH TKaHH MPOBOJUIIOCH C
HCI0JIb30BAHHEM ILIMPOKOI MaHe M MOHOKJIOHAJbHBIX aHTHTEJ K
antureHam T-, B-uMboLUuTOB, MHEJIOMOHOLMTAPHBIX KJIETOK, a
TaKKe K psijly HeJIHHEHHDBIX M aKTHBALIMOHHBIX aHTHI'€HOB.

BropuuHOCTb  MeTacTaTHUECKHMX —OIyXOJIEBBIX —MOpaKe-
HUIl 3a TpelesiaMH cpejlocTeHHsl Oblla MOATBEpIKIAEHA TiA-
TeJBHO HM3YYeHHBIM aHAMHE30M H pe3ysabTaTaMH  KJIHHHKO-
MHCTPYMEHTA/IbHBIX METOJ0B 00C/Ie10BaHHsT GOJIBHBIX.

Cramust uMpOMBl yCTaHABJIMBANACh B COOTBETCTBHH C
k1accudukauueit, npunsitoil B Ann Arbor (1971) u nonosen-
Hoit B Cotswold (1989).

JInst  OLEHKH MIMPHHBI  CPEJIOCTEHHs]  MCMOJb30BaJICs
MeHacTHHaNbHO-TopakaabHblil HHaeke (MTH) — orthowienne
MaKCHMaJIbHOH LIHPUHBl TEHH CPEIOCTEHHUsI K AHAMETPY Ipyi-
HOM KJIeTKH B cCaMoM LIMpoKoM ee Mecte (yposenn Th,—Th,, ro-
3BOHKOB) Ha CTAaHAAPTHBIX MPSIMBIX peHTreHorpamMmmax. Omyxo-
JleBoe 06pa3oBaHKe CPeloCTeHHsI CUHTAIOCh MAacCHBHBIM (Bulky
disease) mpu MTH 2 0,33, uTo COOTBETCTBYET yBEJIHUEHHIO LU~
puHbI TeHU cpeocTetusi 10 10 e u Gosiee pu cpeiHeM pazmepe
rpyanoit knetku. Llupuna tenu cpenocrenns menee 10 em coort-
sercerByer MTH < 0,33.

B rpynne GosbHbix ¢ Ki-1-nosutusHoi sumdomoii 6bl10
4 wmyxunH. Bospacr cocraBun 16, 18 u 37 (2 nauuenra)
Jet cooTBeTcTBeHHO. Cpeny TalMeHTOB ¢ mnepudepuyecKoi
T-xnerounoit (HecneunUUMPOBaHHON) JUMPOMOH — | MyK-
YMHA U 2 KeHLMHbl. BospacT myxunHbl 47 JleT, BO3pacT »KeH-
e 18 144 roza. ¥ Beex 60J1bHbBIX BbISIBJIEHO MACCHBHOE OITyX0-
JieBoe nopazkenue cpenocrenust (MTH > 0,33). Muesnorpamma
aHa/IM3upoBasach y Bcex 60JbHbIX. [Toparkennst KocTHOro Moara
He HaGJII0aI0Ch HU Y OTHOTO GOJIBHOTO.

Pesynbrarsl JleueHHs OLLEHNBANCH B COOTBETCTBHH C MEXK-
JlyHapOIHBIMH KPUTEPHUSIMH OTBETA OITyXOJIH Ha JiedeHue.?

By masoro uncsia HaGJIOfEHHH JaHHAsi CTaThsi HOCHT
onucaresibHbIA xapakrep. [TosToMy roBopuTh 0 KakuX-To 3a-
KOHOMEPHOCTSIX He Mpe/ICTaBsieTcs BO3MOKHBIM. PaceMoTpum
Kax</1blii BapHAHT.

PE3YJIbTATbI U OBCYXAEHUE

B rpynne 6omnbhbix AKKJI 66110 4 My>KunH B Bo3pacte oT 16 10
37 net. TpeM GosIbHBIM AMArHO3 OTYX0J1€BOTO MOPaXKeHUs CPejio-
CTeHHUs1 OblJ1 BLICTABJIEH B CPOK OT 2 J10 4 Mec., olHOMY — uepe3
13 mec. ot Hauasa 3abosieBanusi. [To-BuauMomy, 310 CBsI3aHo ¢
TeM, 4TO GOJILLIMHCTBO OIMyXOJiell CPEIOCTEeHUsT Ha HAvya/bHbIX
ITanax CBOero pasBUTHs MpoTeKaeT GeccuMnToMHO. KinHunue-
cKasi CUMIITOMAaTHKa BO3HUKAET JIHIIb MPH AaJbHEHIIEM YBeJU-
YEHHH OIMyXOJIM C MOCJEIyIOUIeH KOMIpeccHel U CMelleHHeM
OpraHoB cpejiocTeHusi. B ¢Boto odepesb, cTeneHb KIMHUYECKHX
NPOSIBJIEHUII U HAJMUYHe KOMIIPECCHOHHOTO MEIHACTHHATLHOTO
CHHJIDOMA 3aBUCAT OT JIOKAJU3ALKMHK MPOIlecca B CPeOCTEHNH,
MHTEHCHBHOCTH POCTa, a TaKxkKe OT 0coOeHHOCTell MopdoJIoru-

KAMHUYECKAS OHKOTEMATOJIOTHSA
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T-KneTo4Hble HEXOMKKUHCKME NUMthoMbI CPefoCTEHNS

deckol ctpykTypbl onyxos.?” [To Bozpacry naumentsr ¢ AKKJI
COMOCTaBUMbl C OOJIbHBIMH C [E€PBUUHON MeAHACTHHAJBHOM
B-kpynHokiserounoil sumdonmoit. [Tocnennss uyaile rnopaxaet
JIULL MOJIOZIOTO Bo3pacTa, Mearatna 30—35 jer.!-16:28-30

Ipu mocTyn/ieHuy MoUTH Bee MalHeHTbl KaJloBaINCh Ha cJ1a-
60cTh, y 50 % OGOJIBHBIX ObLITH BBISIBJACHB B-CHMITOMBI (mmxo-
pajika Gosiee 38 °C, HouHbIE MOTHI, ToTeps Macchl Tesia Ha 10 %
1 6oJiee OT UCXOJIHOIO YPOBHSI B TedeHue rnocsieHux 6 mec.). Ta-
KOe 2Ke KOJIHUEeCTBO TallMeHTOB JKaJIoBaHCh Ha 3aTPyHEHHOEe
apixatue. Coctosinie 2 GOJIbHBIX PaCleHHBAIOCh KaK Y/IOBJIET-
BOPHTE/bHOE UM OTHOCHTEJIBHO YI0BJIETBOPHTEBHOE, OCTAb-
Hble HAXOMMJUCh B CPEAHETSKEJOM M TSXKEJOM COCTOSIHHH.
[TopaxxeHust Koxk1 He 0OHAPYKEHO HU B OJIHOM CJlydae. YBeJu-
ueHHe MIeHHO-HAIKIIOUHYHBIX JHM(ATHIECKHX Y3JI0B BbIsIBJIE-
HO Yy 3 GosbHBIX, MOAMBILIeYHbIX — y 1. CHHAPOM KOMIpeccHH
BepXxHeil MoJIoi BeHbl AMAarHOCTHPOBAH y | marueHTta. DKCTpa-
HOZl/TbHbBIE MOPAKEHHSI JIETKUX, NJIEBPBI, epUKap/a, Cese3eHKH
BbIsIBJICHBI B | ciydae kaxuoe. Cpeay GOJIBHBIX JAHHOH TPYIIIIbI
y 2 naurentoB auartoctuposana Il craaust, y ocranbubix — 11
[Tpu pyTHHHOM GHOXMMHUYECKOM HCCJIe/IOBAHHH BO BCEX CJIydasiX
oTMeuaJ/ioch NoBbIienne aktuHocTH JIIT (> 450 EJ1/1).

Ilo 1anHBIM JUTEPATYPBI, B GOMBIIMHCTBE CIydaeB MPH yKa-
3aHHOM BapuaHTe JMMGOMBI MOpaXKkaloTes Koxka H/HiH mepH-
thepuueckre JUMMOY3Jbl. 3HAUUTENLHO PeXKe OTMEUaeTcsi 1o-
pakeHHe TMeueHH, FaCTPOUHTECTHHAJIBLHOTO TPAKTa, JKEHCKOH
PErpOIyKTHBHOM CHCTEMBI, KOCTEH, KOCTHOro Mo3ra.??3!"% B pa-
6ote R. Fanin n coasr. (1996) ananusupyercs 16 ciydaes nep-
BuuHoil cucremuoit CD30-nosurusroi AKKJI. ABTopb! omnuck-
BaloT nopaxkenne cpenocrennst y 5 (31 %) 60bHbIX, TpUueM
maccusHoe — y 3 (60 %) uz 5 nauuentos.

O6liee cocrosiiie BceX 4 GOJILHBIX OLEHEHO B COOTBET-
CTBHHM C MEKJIyHAPOJHBIMH PeKOMEeHALUsIMH 110 11Kase KapHos-
ckoro 1 ECOG-WHO c¢ nocsienytoniim onpejiesieHueM cTeneHu
pucka corsiacHo Kpurepusim MITH.%5% Tak, 2 nauuenra Bou-
JIM B IPYIIy HU3KOTO PUCKA U MO OAHOMY — B IPYIIbI BBICOKO-
ro MPOMEXKYTOUHOTO M BLICOKOTro prcka. OfHaKo Hy:KHO 3ame-
THTh, 4To MITH nmeer nauGoJbliee 3Hadenune 1ist AUpQy3HOH
B-xpynnokerounoit mumcpombl. Ero posb npu T-kaeTounbix
OMyXoJsisiX HesicHa. HekoTopwle McciiefoBaHHsT CBHIETEBCTBY-
1ot 0 ToM, uto MITH moxker npumensitbest npu AKKJT (ALK-
TOJIOZKUTEJIBHOM 1 OTPULIATE/IbHON ) U eprdepHuecKoil Hecrell -
uurposanHoit T-kieTouHolt iumdome.

[icTosoruyeckoe HMcc/el0BaHHE OIMYXOJEBOH TKaHH TIpo-
BeJIeHO y BceX OOJIbHBIX. AHAIM3Y MOABEPrHYTHl THCTOJIOTHYE-
CKHe TmpenapaTel Tepu(epHyecKnx (1IeHHO-HAIKIIOUNYHbIX,
MOAMBILLIEYHbIX) JUM(ATHIECKUX Y3JI0B, KOCTHOrO Mo3ra y
BCceX OOJILHBIX, TJIOTOYHOH MMHJAMHBL y 2 nauueHToB. Buor-
CHsl OIYXOJIM CPEJIOCTeHHs] He BbINOJIHEHA JIMOO0 M3-3a TsKe-
CTH COCTOSIHHUSI 6OJILHOTO, TGO 110 MPUUHHE CJ0XKHOH aHAaTOMO-
TororpaduuecKoil JoKaJIH3auH CaMoil OTyX0JIH.

B naiem ucceseoBaHu# B o4arax oryxoJeBoro nopaxKeHust
Habumoaanoch AU dysHoe paspacTaHue KPYMHBIX OMyXOJIEBbIX
KJIETOK. DTH KJIeTKH OblH 00bIYHO KpyIHee, YeM UMMYHOOJ1aCT,
C TIOJIMMOP(HBIMU IPAMH — MOAKOBOOOPA3HBIMH U OKPYTJIbI-
MH, YPOAJHBBEIMH, (hparMeHTHPOBAHHBIMH.

B MHOrosiepHBIX K/JIETKaX siipa yacTo pacrosarauch 1o me-
pudepnn, hopmMupyst CTPYKTYpbI THIA BeHKa. LluTonnasma mnpo-
Kasi, CBET/1ast UK ¢1a60 903uHOGpUIbHAS (1TpH T-3pesioKIeTOUHbIX
aumdomax datle cBetiast). OTelibHble MHOTOsIEpHbIE KJIeT-
KM HaromuHasu kjetkn bBepesosckoro—Irepnbepra. Muorna
B 3HAUHTEJBHOM KOJIMYECTBE B OIyXOJIEBOH TKaHH BCTPEUATHCh
ructiolnTbl. OHU JIOBOJIBHO PaBHOMEPHO pacrnoJiarajuch cpe-
JI1 OITyXOJIEBBIX KJICTOK H/IH 06Pa30BbIBA/IM 04aroBble CKOMJICHHSI.
[Tpu yacTHYHOM MOpayKeHHH JMMGBATHIECKUX Y3/I0B KJIETKH 3a-
TOJIHSIM CHHYCHI. B npefiesiax oiHOro 1 TOTO e JInMdaTHIeCKO-
ro y3J/a OIyXoJieBble KJIETKH MOIVIM PacroslaraTbCst AMCKPETHO B
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OJIHUX yUacTKaX /M PACTH B BHIE CHHLIMTHST — B Ipyrux. B uactu
CJIy4aeB B OMyX0JIeBOH TKaHH Obl/1 BbIPayKeH PeaKTHBHbIH KOMITO-
HEHT: MOMUMO THCTHOLIMTOB BCTPEUAJINCh MIa3MaTHUeCKHe KJIeT-
KH, 503MHO(MUJIBI, o4ark (puoposa.

[1pu rHcTONIOTHYECKOM HCCIEI0BAHUH MaTeprasa TpenaHo-
OMOTICHU TIOAB3IOUIHBIX KOCTeH (4 GOJILHBIX) HU B OJIHOM CJydae
TaTOJIOTMH B KOCTHOM MO3T€ BBISIBUTb HE Y/1a/I0Ch.

Tunuunast Mopdosornueckast kaptuna AKKJI ¢ nepsuutbiM
WK MTPEUMYILIECTBEHHBIM MOPAKEHHEM CPEIOCTEHHUS MIPEJICTaB-
JleHa Ha puc. 4.

LluTosornyecku omyxoJib Obl1a MpecTaB/ieHa aHaMmIasupo-
BaHHBIMH KJIeTKaMH OOJIBILIOTO pa3Mepa ¢ LIMPOKOH LUTOMNIa3-
MOH. $1npa yatie ObliM KPYIHBIMU, OBaJIbHOH UJIH HElIPaBUJILHON
(bopMbl, C HHBAarHHALIMEN sIEPHOI MEMOPaHbI, MHOKECTBEHHbI -
MU HepaBHOMEPHbBIMHU HyKJjieosiaMi. Hepenko BeTpeyaanch MHO-
roJionacTHble sipa.

MuenorpaMmma aHaiusupoBasnach y Bcex GoJbHbX. Hu B
OJIHOM CJlydyae MOPaKeHUst KOCTHOrO MO3ra He BbISIBJICHO.

VIMMYHOTHCTOXMMHYECKOE HCCIEIOBAHIE OMyX0JIE€BOM TKAHH
BbINOJIHEHO BeeM 4 naipenTam. Bo Beex cayuasix kietkun AKKJI
9KCIIPECCHPOBAJIU Ha CBOEH MOBEPXHOCTH aKTHBALIHOHHBIN aH-
tured CD30. Y 3 GosbHbIX AMarHocTupoBan 0-THIT, y OHOTO —
T-tun (omyxoJsieBble KJIETKH 3SKCrpeccupoBain T-kjaeTouHble
MapKepbl PU OTCYTCTBHH B-K/IeTOUHBIX).

Jisi neuenusi GOMTbHBIX IPUMEHSIIUCH PA3JIMUHbIE TTPOrPaMMbI
NOJIMXMMHUOTEpanui. B Halux HaGJIo/IeHUSIX OCHOBHBIMU METO/IA -
MH JIeUeHHs] TIEPBUYHbIX MALMEHTOB (4 uesioBeKa) ObLIH KYpPChl
no cxeme CHOP B cranpaptHom pexume (6—8 umkion). Cxe-
Mbl BTOpo# siitnn xumuotepanun (BAEM, DHAP u 1p.), a Takke
BbICOKO03Has1 xumuoTeparsi (Dexa BEAM — BEAM) ¢ tpaHc-
IUIaHTaLHeN ayTOJIOMHYHbIX TEMONO3THYECKHX CTBOJIOBBIX KJIETOK
NPUMEHSIJIUCh Ha 0oJiee MO3MHUX STarax pasBUTHs OOJE3HH MPU
HesddexrusHocty nporpammbl CHOP smbo npu peummpax.

Pesynbratbl JieueHusl B 11€/10M OKa3alUCh HEIOCTATOYHO
YIOBIETBOPUTEMbHBIMU. [ToJHAsT peMuUCcCHsi, COOTBETCTBYOIAST
MeX/IyHapOIHO 0003HAYEHHBIM KPUTEPUSIM, He JIOCTHUIHYTa HU
y OJIHOTO GOJILHOTO. ¥ BCEX MAlMEHTOB OTMeUaJICs OTUETJUBBII
NPOTHBOOIYXOJEBbIH 3((HEKT, COOTBETCTBYIOLUIMH KPUTEPUSIM
YacTHYHOH pemuccuu. B nanbHeliiiem HabmoaeHle W JedyeHue
60JIbHBIX TPOBOAMIUCH PAHOHHBIMH OHKOJIOTAMH HJIH F€MAaTOoJI0-
ramMu 110 MECTY YKUTEJIbCTBA.

[To maHHBIM JIMTEpaTyphl, arpecCHBHasi KOMOWHHPOBAH-
Hasi XMMHOTeparnust MoxKeT ObITb ocoOeHHO nokazaHa y ALK-
MO3UTHBHBIX GOJBHBIX. PoJb  ayTONOTMYHON WM aJlloTeH-
HOH TPaAHCIIAHTALMM CTBOJIOBBIX KJIETOK BCE elle TJI0XO0
onpenenena.'?

Y apyroii rpynmnbl GOJIbHBIX ¢ MACCHBHBIM MOpPAYKEHHEM
cpelocTeHust BbisiBJieHa nepudepuueckas T-kiaerounas (He-
crneuuduumpoBaHHasn) aumdpoma. Yacrora naHHOTO BapuaH-
Ta B pas/MYHBIX CTpaHax HeoIHHaKoBast W Kosebjercs oT 1,5
110 18,3 %.57% BeposiTHO, 3TO CBA3AHO C Pa3/JHUuHbIM YPOBHEM
Pa3BUTHSI MPOMBILLICHHOCTH (XUMHUecKasi, AepeBooOpabaThl-
Balollasi, HererazoBasi U T. JI.), ObITOBBIMH OCOOEHHOCTSMH
(npozkKrBaHUe B CEJIbCKOH UJIH FOPOJICKOH MECTHOCTH, 00YCTPO-
€HHOCTb ObITa, BJUSIHHE aJIKOT0J1s1, TabaKa T. 1. ), OTpe/le/IeHHbIM
HH(EKIMOHHBIM (hoHOM H ApyriumMH akTopamu.®® [Tosmoi sicho-
CTH B 3TOM Bonpoce HeT. B knaccudukaunn BO3 (2001) rakke
BBICKA3bIBAETCSI TPEJITTOJIOKEHHE O MOJHUITHONOTHUHON TTPUPOJIE
JlaHHOTO 3a00JsieBaHusl. B cpeHeM /st 3anaHbIX CTPaH yacToTa
BCTPEUaeMOCTH JIaHHOTO 3a00JIeBaHUsi COOTBETCTBYeET | ciyuato
na 100 000 nacesenus.

Cpeu NauueHToB ¢ JaHHBIM BapHMaHTOM OMYyXOJIM B HALIUX
HaOJ/I0eHUSX OblIN 1 My:KuMHa U 2 »KeHuHbl. BospacT 60ib-
HbIx 47, 18 1 44 roja cOOTBETCTBEHHO.

[Tpy nocTyryieHHH TAlMeHTbl MPEIbSBAIN KaMoObl Ha
60J1b B TPY/IH, )KMBOTE, TOJIOBHYIO 60J1b, 3aTPYIHEHHOE JIbIXaHHE,
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1. A. Ma3sypoxk u ap.

OJIBILIIKY, CJIa60CTh, TOLIHOTY, PBOTY. B-CHMNTOMBI BbIsIB/ICHBI Y
1 GonbHOTO.

Ha momeHT noctynienust o G0JIbHOH HAXOAUJICS B OT-
HOCHTEJILHO Y/IOBJIETBOPHTE/IBHOM COCTOSIHHH, JIBO€ — B TSIKeE-
Jiom. [Topazkenue rJIoTOUHOI MHHAAIMHEL, IEHHBIX, HAIKTIOUHY -
HBIX, TTOJIKTIOYHYHBIX, MOAMBIILIEUHBIX, MAXOBbIX H 3a0PIOIIHHHBIX
JMMpaTHYECKUX y3/10B HabJtoaa10¢h B 1 ciyyae. [enatocnieHo-
meranust BoisiiieHa y 1 naunenta. [Topaxkenus LIHC npu nocty-
TJIEHUH He OblJ10, HO IMarHOCTHPOBaHO y 1 GOJILHOTO MpH MpPo-
rpeccHpPOBaHHUH TIpollecca.

Bo Bcex nce/e10BaHusIX HIMPHUHA TEHH CPEIOCTEHHUS TTPEeBbI-
wana 10 em (MTH > 0,33). [1pusnakoB nopaxkenus nepeanei
IPY/IHOH CTEHKH, NePUKap/a, MUIIEBOJIA HE BbISIBJIECHO HH Y OJIHO-
ro 6osibHoro. [TopaykeHue Jierkux, nijeBpbl, JUMpOY3J0B B KOP-
HSIX JIETKHX, a TAKXKe CIaBJIeHHe TPaxeH U KPYIHbLIX GPOHXOB OT-
MeueHbI B OHOM cJlyuae Kaxkaoe. CHHIpOMA C/laB/IeH s BepXHEeH
1M0JI01 BeHbl He HabJII0AaNn0Ch HU Y oiHoro nauuenta. Cpeny na-
LIMEHTOB JAHHO TPYMIbl Y OAHOTO OOJBHOTO AMATHOCTHPOBAHA
I1 crapms, y ngyx — 1V.

[pu TpanuLOHHOM JJaGOPAaTOPHOM HCCJIEIOBAHHUH BhISIBJIE -
Ha aHemusi y 1 GoJibHOrO, JiefikouuTos Gosee 10 000 — y 1 na-
uuenta. Jlumdbouutonennst u aumbounutos (89 %) obuapyxe-
Hbl B OJIHOM CJTyyae Kaxkinoe. Hu y ogHoro 6o/1bHOT0 He GblIO HU
TPOMOOLIMTONEHHH, HH TOBbILEHHOH (Gonee 30 mMm/4) COD.
OryxoJieBble KJIETKH B JIHKBOpe 0GHApy»KeHbl y | naluenTa npu
TNporpeccupoBaHiH 3a60J1€BaHHUs.

[pu pyruHHOM GHOXHMHUYECKOM HCC/Ie/I0BAaHHH He oGHapy-
»KeHo noBbitietdst aktusaoctd JIIT (> 450 EI[/JI) HU B OJIHOM
cayyae.

[TopaskeHHst KOCTHOrO MO3ra He BbISIBJIEHO HHU [1PH FHCTOJI0-
TMYeCKOM, HH MPH LIUTOJIOTHYECKOM HCC/IEl0BAHHUH.

B cBfI31 ¢ BbIllIeCKa3aHHbIM MOTYT OBbITb HHTEPECHbI Pe3yJib-
TaThl OJIHOTO MEXKAYHAPOJHOTO PETPOCMIEKTHBHOTO HCCIE0BAHHS
(96 GosbHBIX), B KOTOPOM YKa3bIBaeTCsl, YTO CPEH MALUEHTOB C
nepugepuyeckoil HeceuuduuuposanHoil T-KaeTouHol muMpO-
MO#1 BbISIBJIEHO MpeobJailaHie My»KYMH, Cpe/IHUH BO3pacT 60Jlb-
HbIx coctaBus 61 ron.*” Kpome Toro, aBTopbl OTMETH/IH YacToe
(56 %) BoBJIeUEHHE B NATOJNOTHUECKHI poLece Kak JuMdaTHe-
CKHX Y3JI0B, TaK M 5KCTPaHOAAIbHBIX CTPYKTYp. M X0Ts1 K MOMeHTY
Hava/IbHBIX KITHHHYECKHX POSIBICHHH y GOJBIIMHCTBA MALHEHTOB
BLISIB/ISUINCh PACIIPOCTPaHEHHblE CTAMH 3a00JIeBaHusl, NalleH-
bl (10 wikaje ECOQG) oTHOCHIMCH K KaTeropun amOy1aTOpHbIX.
B-cuMnTOMBI B yKa3aHHOM HCCJIEI0BAHUH TAKXKe OTMeUaJINCh He-
yacto. [1o 1aHHBIM Tex e aBTOPOB, KOCTHbII MO3T (44 %), ce-
nesenka (37 %) u neuens (21 %) oTHocsiTes K ouaram nangosee
4acToro sKeTpaHonaibHoro nopaxenus. B 30 % cayuaes aBTo-
Pbl OTMEUAIOT TOJILKO SKCTPAHO/A/IbHOE OIyX0JIeBO€ pa3pacTaHne
(cpenocrenue He yriomuHaetcst). B 9THX c/yuasix JOMHHHPYIOLIH-
MH GbLIH 3/10KaYeCcTBeHHbIE JTMMQOWIHbIE MPoJHdepaliH B HOCO-
Boit nostoctu (61 %), kKoxke (27 %). [To naHHbIM IPYrHX HCce-
JIoBaTeIed, CUMTAETCsl XapaKTePHbIM MOpaXKeHHe MPHAATOUHBIX
nasyx Hoca, JbIXaTeJbHbIX MyTeH, KUIIeUHHKA, KOXKH, JUMPpOoy3-
JIOB, TIeUEeHH, JIETKHX, CKeJIETHOI MyCKYJ1aTyphbl, HO He OTMeuaeTcst
nopaxenusi cesiezerku 1 [LTHC.** Cebliok Ha JoMUHUpYIOLLIEE T10-
pakeHHe CPeJIoCTeH s HAHTH He y/1a/10Ch.

Hartmm namenTam HeoAHOKPATHO MPOBOIMIIOCH THCTOJO-
TMYECKOe U LMTOJNOTHYECKOE HCC/IeI0BAHHE OMYXO0J1€BOH TKaHH.
Anasnay 1ojiBepruyThl FHCTOJOrHUECKHE NpenapaThl nepude-
pHYECKHX M 3a6PIOLIHHHBIX JHM(ATHUECKHUX Y3JI0B (3 citydast),
FJIOTOUHOH MHUHJAJHHbI, XKeJyKa U ABeHallaTHIePCTHOH KHILI-
KH (1o 1 coydaio).

[Ipu uccnenoBanun 00pasloOB OMyX0J€BOH TKaHH o0pa-
wasa Ha ce6sl BHUIMAaHHE FeTEPOreHHOCTb KJIETOYHOTO cocTa-
Ba, 00yCJIOBJ€HHAs! Pas/IMUHOI BeJHYMHON OIMyXOJIeBbIX KJle-
TOK, Pa3JIMYHOl KOH(HUTYpalHeil UX siiep (HerpaBHJIbHAsT, 4aCTO
ypomnBasi ¢opma). [locnennss ycyry6usiiach NPHCYTCTBH-
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€M B OIyXOJICBOH TKAaHH B TOM HJIM HHOM KOJINUECTBE PEAKTHB-
HOTO KJIETOYHOTO KOMIIOHEHTA — SMHUTEJHOHIHBIX MHCTHOLH-
TOB 1 303uHOGUIOB. MHoraa B npenapaTe MoyKHO OblJIO BHETD
TMFaHTCKHE MHOTOSIEPHBblE KJIETKH, HAMOMHHAIOLINE KJIETKH
bepesosckoro—IITepubepra.

LIuTosornuecky omyxoJieBblil KOHIJIOMEPAT B CPEIOCTEHHH
aHAJIM3UPOBAJICS 2 pasa, B 000MX CJlydasix pedyJibTaT Obll HEHH-
(hopMaTHBHBIM.

VMMyHoJIOrHUECKOe HeclleloBaHie MaTepualia GHOTICHH B
Hatefi pa6oTe BbIMOJHEHO Yy BCeX MaluenToB. Bo Bcex cayydasx
noarBeprKaeH T-KaeTOuHbIH HMMyHOBapHaHT reprdepHuecKoil
mumpombl — CD2+, CD4+, CD7—, CD45RO+.

Pesynbratbl JieueHust Halux OOJBbHBIX —CJELyOLIHe: Y
2 GOJILHBIX T10JTy4€eH TeparieBTHIeCKHil 3((eKT, COOTBETCTBYIO-
LU KPUTEPHSIM YaCTHUHOM PeMHUCCHH, ay | TalkeHTKH — T1oJ-
HOIl peMuccHHU. BoJsibHOI ¢ TOJIHOH pemMuccHell TpoBeieHo 6 Kyp-
coB nosxumuotepanuu mo cxeme COPP.

OnHoMy U3 IBYX NALMEHTOB C YACTHYHOI peMUccHel poBe-
neHo 2 kypea xumuorepanuu rno cxemam COP u CHOP, Bropomy
nauueHty — 7 KypcoB tepanuu 1o cxeme CHOP u syueBast te-
panusi Ha cpejlocTenre B cymMMapHoii oze 22 Ip. JlmmtenbHocTh
HaGoIeHusT 3a 60JMbHBIMU cocTaBuia 2+, 7+ u 8+ mec. Co-
cTosHHE BceX OOJIBHBIX K KOHIY HaOJII0ACHHS pacLeHHBAIOCh
KaK y/OBJICTBOPUTEJILHOE.

Masectho, uto sKkerpanonaibibie NK/T-kietounbie jiuu-
(oMbl XapaKTepHU3yloTCsl KpaliHe arpecCHBHBIM TeUeHHeM, He-
CMOTPST HA TO YTO OIyX0JIb BHAYAJIE YACTO JIOKaJIbHAsT (5-J1eTHSIS
ob1as BbbKHBaeMocTh He npesbiiaer 20—35 %). B 1esom
TMOJXO/bl K JICYEHHIO BCEX Pa3HOBHAHOCTEN TNepudepHuecKoil
T-k/eTounoii uMdoMbl cxombl. B cydae nokanbnoi NK/T-
KJIETOYHOH JIMM(OMBI JydeBasi Teparnusi siBJISIeTCs] OCHOBHBIM
MeTOJIOM Jieyenust. Kakoro-to equnoro crangapra xumuorepa-
nuu B Jiedennn T/NK-kieTounbix iumdom B HacTosiee Bpemst
He CYLLeCTBYET.

[Tporpamma CHOP noka ocraetcst «30J10TbIM CTaHAAPTOM »
Jledenust nepudepuueckux T-kiertounblx Jumdom. YHacrora
TOJIHBIX PEMHUCCHII TPH HCIIOJIb30BAHHH TePANUH MO MPorpamMmme
CHOP pasnurcs, TeM He MeHee H-sieTHsist oblliasi BbIKHBae-
MoCTb He nipesbiinaet 30 %.22

Wnrencndukauus xumuorepanuu (HyperCVAD u np.) ne
M03BOJIMJIA CYLLECTBEHHO YJIyULIHTb pe3ysbTaThbl JieueHHs.*!
K HeKOoTOpbIM HOBBIM TeparneBTHUECKHM MOJIX0/aM B JIeUeHHH
JIaHHOTO BapHaHTa JMM(GOM MOXKHO OTHECTH TIpHMEeHeHHe TIy-
PUHOBBIX M TIHPUMHIMHOBBIX aHANOTOB (MEHTOCTATHH, JIy-
napabuH, reMUMTabuH W T. J.), UCMOJb30BaHHE KOMOWHALMH
MHTepJIeHKHHA-2 ¢ udTepruilHbIMA ToKcHHaMl A u B — nenn-
Jeiikun audTutoke (OHTakK), a TakKe KOMOHHALMH ITyPHHOBBIX
AHAJIOrOB MJIM PETHHOEBOH KHCJIOTHI ¢ HHTeP(EPOHOM-0L, MPH-
MeHeHHe MOHOKJIOHAIbHbIX anTHTe 1 (AnemTy3aymat 1 ip.) B Mo-
HOpEeXKMMe M B KOMOMHALIMHM C XMMHOMNpenapaTaMu, ayTo- 1 aJ-
JIOTEHHBIE TPAHCIIAHTAIINH CTBOJIOBBIX K/IETOK, 84243

Takum o6pa3om, B BepxHeNepeaHeM CPEIOCTEHHH MO-
IyT pas3BUBAaTbCSl HE TOJILKO MepBHYHAsl MelHacTHHAJIbHAs
(TnMuueckasi) B-kpynHoksetouHass U sumdoGaacTHas (U3
KJIETOK-TIPEe/IIIECTBEHHUKOB) JHUM(OMBI, HO H MepHbepuue-
ckue T-knerounble Jumdombl. B Hauleit paGore onn Gblin
MPEICTABJIEHbl AHAMIACTUYECKON KPYIHOKNETOUHOH W MepH-
(bepuueckoil T-kaeTOUHON HecnenupUIUPOBAHHON JHMpOMAa-
mu. [Tpu 06omx BapuaHTax oryXoJu IMarHOCTHPOBAHO MACCHB-
Hoe (bulky disease) nopaxeHue nepejHeBepXHEro CpeloCTeH s
¢ MTH > 0,33. Ha pasHbix sTanax pasButusi 3a6o/eBaHus oT-
MeualoTcs OTAANeHHblE HOfa/bHbIe (B 3a0PIOILIMHHBIX JTUM(ATH-
YECKHX y3J1ax) U SKCTPAHOJA/IbHbIC METacTasbl B [IeYeHH, celle-
3eHke. Kpome toro, BoamoxkHo nopaxenue LIHC. [Topaxkenus
KOCTHOTO Mo3ra He Ha6uofa/10¢ch. Pe3yssTaThl JiedeHust 1o cxe-
me CHOP HeynoB/nieTBopuTE/IBHBIE.

KAMHWYECKAS OHKOTEMATOJIOTHSA
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