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[Iposeden anaru3z KAUHUKO-UMMYHOA02UHECKUX 0coOeHHocmell y 71 83p0ca0e0 60abH020 NepeUuHOU MeduacmuHabHoll B-kpyntHokiemounoil aumpo-
moit. Cmadus 3a604e6aHUS YCMAHOBACHA 8 COOMBEEMCMBUU ¢ Kpumepusamu Kaaccugurkauuu Ann Arbor. Ummyronroeuueckuii eapuanm aumgomot onpe-
densnu ¢ NOMOUbIO MOHOKAOHAAbHBIX aumumen K T-, B-Kkaemounviym u dpyeum mapkepam onyxonegvix KAemok Ha KPUOCMAMHbIX Cpe3ax u napaguno-
8bIX O10KAX.

B 54 cayuasx duaenos noomeepicoen ummyHomopgonoeutecku, y 17 60abHbIX — HA OCHOBAHUU KAUHUYECKUX U MOPPON0UHECKUX NPUSHAKOB.
Myocuun u wcenwgun 6vi10 noposny. Bospacm nayuenmog cocmagasn om 16 0o 66 aem (meduana 36 aem). B-cumnmomvl évisigaenvt y 35%, cundpom
eepxHeil nonoil eervt — y 42% 60a6HbIX. OCOOCHHOCMU KAUHUMECK020 MedeHUs. 3a001e6aHUS ONPeOeAsSAUCy POCOM ORYXO0AU 6 nepedHegepxXHeM cpedo-
CMeHUU ¢ YacmblM 808AeHeHUEM 8 NPOUECC Ne2KUX, naeapsl, nepukapoa. B uacmu cayuaee nabarooanoce nopasicenue weiiHvix, HAOKAIOUUYHBIX, HOOMbl-
WEUHbIX AUMGPOY3108, MACKUX MKAHel nepeoHell epyOHOil CMEeHKU, a maKdice no1eK, HAONO4eHHUKO08 U KOCIMel.

K ummyHonocuueckum 0cobeHHOCAM ONnyXoae6bix Kaemok omuecervt omcymemeue anmuzernoe CD10 u CD21, sxcnpeccus CD23 'y 29% 6oavhbix, 06-
Hapycenue anmuzena CD38'y 56% u omcymemeue sxcnpeccuu HLA-DR y 20% 601bHbix.

Ilepsoii aunueii mepanuu 60abHbIX Mocym seaambcs npoepammsl. MACOP-B uau R-CHOP.

Karoueevie caosa: nepsuunas meduacmunanbHas KPynHOKAEMouHas AUMPOMA, Onyxonb nepeoHegepxnezo cpedocmeHus
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We analysed clinical and immunological features of 71 patients with primary mediastinal large B-cell lymphoma. Disease stages were determined accord-
ing to Ann Arbor staging system. Immunological type of ymphoma was defined using monoclonal antibodies to T- and B-cell ymphocytic markers, and
some other antigens in frozen sections or paraffin embedded biopsies blocks.

Diagnosis of primary mediastinal large B-cell lymphoma was confirmed by immunomorphologic study in 54 cases or by clinical and morphologic features
in 17 cases.

Gender distribution was equal. Median age was 36 (range 16—606) years. B-symptoms were detected in 35%, superior vena cava syndrome — in 42%
patients.

Distinctive clinical feature depends on the tumor growth in anterior-superior mediastinum with frequent involvement of lungs, pleura, and pericardium.
In some cases we observed involvement of neck, supraclavicular and axillary lymph nodes, soft tissues of chest anterior surface as well as kidney,
suprarenal gland and bones.

Immunologic properties were presented by absence of CD10 and CD21 antigens, expression of CD23 in 29% of patients and CD 38 in 56%, absence of

expression HLA-DR in 20% patients.

MACOP-B or R-CHOP regimens may be the first line therapy in this patient population.

Keywords: primary mediastinal large B-cell lymphoma, tumor of anterior-superior mediastinum.

Bsepenue

B cpenocTteHnu MOTYT pa3BMBATbCS pa3IMIHbIE 3JI0-
KayeCTBEHHbIE HOBOOOpPa30BaHUs. DTU OMYyXOJU MOTYT
OBbITh KaK MEepBMYHBIMU, TaK U BTOpUYHbIMU. Cpenu mep-
BUYHBIX OITyXOJIEH CPEelOCTeHUsI MOAABIISIONICe OOTBIINH-
ctBO (80%) COCTaABISIIOT OMYXOJM HETeMOITO3THYECKOM
MPUPOILI (TUMOMBI, TePaTOMBbI, HEBPUHOMBI, TEPMUHOMBI
u ap.). B rpynme nuMdonnHbIX omyxoneil Hanbosiee 4acTo
(14—15%) nuarnoctupyetcss naumdoma XomxkkuHa. Jomst
HexoKKUHCKUX JuMdom (HXJI) cocraBiser auiib 5%.
BropuuyHoe BOBJcYeHHE MeIMACTUHAIbHBIX CTPYKTYp MpHU
HXJI Ha BceM mpoTsKeHMU OOJe3HU AUArHOCTUPYETCS
B 15—25% cnyuaes [1, 2].

[lepBble COOOIIEHNUS B ITeYaTU O TIEPBUYHBIX MeIMa-
CTUHAJIbHBIX JUMboMax MosBWINCh B Havane 1970-x ro-
0B. B HUX 00BIYHO aHAJU3UMPOBAJIOCh HEOOJbIIOE YUCIIO
KJIMHUYEeCKUX HabmoneHuii. B Te ronbl mo mopdonornye-
CKOMY CyOCTpaTy OMyXOJb B CPEIOCTEHUN pacIleHNBaIach

MO0 KaK PEeTUKYJSIPHO-KJIETOYHas capkoma, Jubo Kak
ructuouuTapHasi aumdoma [3]. B nanpHeiem, oCHOBBI-
BasICh TOJIbKO Ha MOP(MOJIOTUUECKUX TaHHBIX, TPATUIINOH-
HO CYUTAJIOCh, UTO B IEPEIHEM CPEIOCTCHUU TEPBUYHO
pa3BUBAIOTCS MPEUMYIIECTBEHHO JUM@oMa XOIXKUHA
u T-mumdobaacTHeie TUMbOMBI [4—6]. TpyaHocTn aud-
bepeHIIMaTBHON TUaTHOCTUKU OOBSICHSIMCH Ype3BbIYaii-
HBIM MOJUMOP(U3MOM OmyxoJieBbIX KieToK [7]. OnHako
B 1980 . A. Lichtenstein u coaBt. [1] BriepBbIe MpencTaBu-
JIV TOIPOOHOE KIMHUYECKOEe U MOP(OTOTHIECKOE Omurca-
Hue ocoboro BapuaHTta HXJI ¢ mepBUYHBIM TMOpaxkKeHUEM
CpeIOCTeHHs, BIIOCIEACTBUM BBEJEHHOTO B KJlaccubuKa-
uuio BO3 (2001) kak mepBuyHasi MeauMacTUHaabHasl (TU-
muyeckasi) B-kpynHoxkietouHass auMdoma (B-KKIJI).
BaxHyto poJib B IpU3HAHUM JAaHHOTO BapraHTa JUM(GOMBI
KaK OT/J€JIbHOU HO30JI0TMYECKON €IMHULIBI Chirpajia pabo-
ta P. Isaacson 1 coaBT. [6], B KOTOpO# daHa MOApOOHas
UMMYHOGbEHOTUIIMYECKas XapaKTepUCTUKa COOCTBEHHBIX



B-xJ1eTOK BUJIOUKOBOI XKeJie3bl ¢ 000CHOBAHUEM UX OTJIM-
YusT OT MOMYJSUUU B-KJIeToK (OJIIUKYISIPHOTO IIEHTpA,
MaHTUIHOM 30HBI, a TaKXe MYK030aCCOIIMMPOBAHHHBIX
B-k7netok. OOHapyxkeHue cpeaud JTUM@OUTHBIX OMyXoJeit
nepeaHero cpeaocTeHus 3HauuTeabHoit goau B-KKIJI 3a-
CTaBWJIO 3aHOBO TEPECMOTPETh BCIO PaHEe CIOXKUBIIYIOCS
cucteMy B3MIsiI0B. Boigenenue MmenuactuHanbHoi B-KKJI
KaK caMOCTOSITeJIbHOTO HO30JIOTUUECKU OYEPUYCHHOIO Ba-
pHaHTa OMYXOJU CBA3aHO KaK C JOCTVXKCHUSAMU KJIMHUKU
B 1LIEJIOM, TaK U C IIUPOKUM BHEIPEHUEM B KIMHUYECKYIO
MPaKTUKY UMMYHOTMCTOXMMUYECKHUX METOAOB 00Ce10Ba~
HUST OOJIbHBIX.

B Hacrosiee BpeMsT U3BECTHO, YTO TIEpBUYHAS Me-
nuactuHaibHas (Tumudeckast) B-KKJI — camocrosaTens-
HBII KIMHUKO-UMMYHOMOP(OIOTUYECKUI BapuaHT Aud-
¢y3ubix B-KKJI. Onyxonb pa3BuBaeTcsi U3 «COOCTBEH-
HbIX» B-KJIETOK BMJIOUKOBOI XeJie3bl U UMEET XapaKTep-
Hble KJIMHWYECKOE TEYCHWE W TIyTHU pPaCIpOCTpaHEHMUS.
KnuHndeckKuMu 0COOEHHOCTSIMHM JaHHOTO BapyaHTa JIMM-
(GoMBI ABIAIOTCS JIOKAIM3ALUsS OMYXOJU B MEpeIHEBEPX-
HEM CPEIOCTEHUM W IJUTEIbHOE MECTHOE pacIlpocTpaHe-
HUe Ha OJiM3yiexkalliye opraHbl U TKaHU 0e3 paHHUX OTlaa-
JICHHBIX MeTacTa3oB. [IpUHSITO cuMTaTh, YTO TMEpPBUUYHAS
MeauacTuHaibHas (Tumuueckasi) B-KKJI vaiie Bcero mno-
paxkaeT MalMeHTOB MOJIOZOTO BO3pacTa (YeTBepToe mecs-
Tietue, MmeauaHa 30—35 JeT) ¢ HEKOTOPBIM Mpeobiiana-
HUeM XeHIIUH. [lo maHHBIM pa3HBIX aBTOPOB, YacTOTa
3TOro BuUaa JUM(GOMBI HAXOIUTCS B Auarna3oHe oT 2 10 5%
ot Bcex HXJI. Kakux-1160 pacoBbIX UM reorpapuyeckKux
ocoOeHHocTel He onucaHo [§—11].

BunoukoBasi xenesa (TUMyc) — JuMdo3NuUTeINaIb-
HBII OpraH, OCHOBHBIM CTPYKTYPHBIM 3JIEMEHTOM KOTOPOTO
SIBJISICTCSI TUMHWYECKas JoJibKa. BHYTpW KaXmoil MOJIbKU
JTUM@OUIHbIE KIETKU (TUMOLMTBI) OOpa3yloT HapyXHYIO
KOPKOBYIO 30HY M BHYTpeHHIOI0 Mo3roByto. [To mepe crape-
HUsI OpraHu3Ma TUMYC IpeTeprieBacT 00paTHOe pa3BUTHE.
V yenoBeka OHO HAUMHAETCS B TIEPUOI TIOJIOBOTO CO3peBa-
HUS 1 TIPOJOJIKAETCS 10 KOHIIA XU3HKU. Bo3pacTHast MHBO-
JIFOLIMS TIPEK/Ie BCETO 3aXBaThIBaeT KOPKOBYIO 30HY JOJIEK,
BIUIOTh JO TOJIHOTO €€ MCYE3HOBEHUSI, MPU COXPAHHOCTHU
MO3TOBOU 30HBI.

B BuoukoBoii kenede T-1UMGOLUTH COCTABIISIIOT
60—80%, a B-mumdorute! b 0,5—2%, 1 pacrojaraior-
csl OHM B TIEPUBACKYJSIPHBIX TPOCTPAHCTBAX MO3TOBOTO
cJ10s1 moJieK. B TUMyce onucaHo CyliecTBOBaHUE IBYX TUTIOB
B-knerok: kjieTku, okpyxatoiue teyabla laccanst, u Tak Ha-
3bIBacéMble acTepouIHble KJeTKu [12]. B 1ienom cobcTBeH-
Hble B-TMMGOLUTEI MO3rOBOIO CJI0SI BUJIOUYKOBOM KEJIE3bl
aKcrpeccupytor Mapkepsl CD19, CD20, CD22, CD23, IgM
U He 3KcnpeccupyoT antureH CD21.

C BO3pacToOM IMPOUCXOIMUT HE TOJIBKO 0OpaTHOE pa3-
BUTHE THMYCa, HO M €ro TUCTOJOrMYecKkasl mepecTpoiika.
B nepuBackyaspHbIX MPOCTPAaHCTBAX MO3TOBOIO CJIOSI yYBE-
JIMUMBAeTCsl Iollaab 30H, OoraTeix B-numd@onuramu.
CunTaeTcst, 4TO B COOCTBEHHBIX B-KjieTKax TMMyca BO3-
MOXHa MyTalus B TeHaX, KOAUPYIOIINX BapruabeIbHbIe 00-
JIACTU TSDKEJIBIX 1leTeld MMMYHOIJIOOYJIMHOB. BeposTHo,
MMEHHO U3 3TUX KJIETOK B TOCJEIYIOIIEM U pa3BUBaETCS
MenuracTuHalbHas JuMdoma. He uckiIoueHo, 4To poaoHa-
YaJbHUKOM OITyXOJIEBBIX B-KJIETOK, COCTaBJISIONIUX CYO-
CcTpaT TEePBUYHON MeIMACTUHAIBHOU JTUMMOMBI, SIBISICTCS
HEUMPKYJIUpYIoas cyornonyasauuss B-kieTok Mo3roBoro
CJI0sI BUJIOYKOBOI Xee3nl [6, 12].
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PenkocTh matojoruu, TPYAHOCTU TUATHOCTUKU, TSI-
XKECTh KIMHUYECKUX CUMITOMOB, OCOOCHHOCTH pacIpo-
CTpaHEHUSI U OTBET Ha TepaIruio BO MHOTOM OOYCIOBJICHBI
OMOJIOTUYECKMMU OCOOEHHOCTSIMU OITYXOJIH.

Marepnanbl U METofibl

Bbbut o6¢cnenoBan 71 B3pocblil MalMEHT ¢ MEPBUYHOMK
MenuactuHaiabHoi B-KKJI. Bce GosbHBIE HaXoauIMCh Ha
JICYCHUW B OTACICHUM XUMHUOTEPAITMM TI'eMOOJIacTO30B
HHWMU xnunnueckoit onkonorun POHIL um. H.H. Broxuna
PAMH c 1992 o 2005 1.

OT60p MalMEHTOB MNPOBOAMJICS MO MNPUHILUIY
MPENMYIIEeCTBEHHOTO MOPakeHUsT CPEIOCTEHUS C YUETOM
IUHAMWKA Pa3BUTHS 3a00JIeBaHUS, KIMHUUECKUX MTPOSIB-
JieHui (00K B TPYIHOM KJIETKE, Kallledb, OJbIIIKA, TIPH-
3HaKU KOMITPECCUU BEPXHEH MO0 BEHBI U T.1.), a TAKXKe
pe3yabraToB obOcaenoBaHus. IlepBUUYHBIM oYar omyxoJe-
BOTO pocTa y Bcex OOJIbHBIX pacrojarajics B INepeaHeM
BEPXHEM CPEIOCTEHUMU.

Bo Bcex ciyvasix AMarHo3 ycTaHaBJIMBAJICS TOJIBKO MO-
cjie OMOTICUY TIEPBUYHON OITyXOJIM B CPEIOCTCHUU WM €€
METAacTa30B C IOCJIEIYIOIIUM MMMYHOTUCTOXMMHUYECKUM
1 MOPGHOJOTMUECKUM MCCIEIOBAaHUEM OITyXOJIEBOU TKaHM.
BropuyHOCTh MeTacTaTUYECKUX OMYXOJEBBIX MOPaKEHUIM
3a MmpelejaMu CpeloCcTeHrs Oblla MOATBEPXKIEHA TIIATEIb-
HO M3YYeHHBIM aHAMHE30M U pe3ybraTaMy KIMHUKO-WH-
CTPYMEHTAJIbHBIX METOIOB 00CIIeIOBAHUSI.

YcraHoBneHue cTaguy TUMGOMBI ITPOBOIMIIOCH B CO-
OTBETCTBUU C Kjaccupukauueit, npuHsaToi B Ann Arbor
(1971) u nononneHnHoit B Cotswald (1989).

st OLleHKW INUMPUHBI CPEIOCTEHUS MCITOJIb30BAIN
MeauacTuHaIbHO-TOpaKadbHbIlt uHIekc (MTU) — oTHO-
IIeHNEe MaKCUMaIbHOU IIMPUHBI TEHU CPEIOCTEHUS K Ara-
METpy I'PYIHOI KJIETKA B CaMOM IIIMPOKOM ee MecTe (Yypo-
BeHb Tv—Tvi-MO3BOHKOB) Ha CTAHIAPTHBIX MPSIMBIX PEHTIe-
HorpamMax. OmnyxosieBoe 00pa3oBaHUE CPEAOCTCHUS] CUM-
Tajsiock MaccuBHBIM («bulky disease») mpu MTW>0,33, uto
COOTBETCTBYET YBEJIMICHUIO ITMPUHBI TEHU CPENOCTEHUS 10
10 cM m GoJyiee TIpU CpeAHMX pa3Mepax I'PYIHON KIETKH.
IlIupuHa TeHU cpemocTteHUsT MeHee 10 ¢CM COOTBETCTBYET
MTMU<0,33.

Mopdonornueckas nuarHoctuka HXJI u ee BapuaH-
TOB MPOU3BOJUIIACH MO Pe3yJIbTaTaM r'MCTOJOTUYECKOTO UC-
CJIeIOBAHMS OITyXOJIEBO TKAaHU B COOTBETCTBUY C KPUTEPH -
SIMM ¥ TEPMUHOJIOTUEH KJIacCU(DUKALIMU OITyXO0JIeil KpOBe-
TBOpHOI u tuMdougHoi TkaHeir BO3 [9].

NmmyHosornyeckoe GeHOTUITUPOBAHUE OIYXOJIEBbIX
KJIETOK MPOBEAEHO MMMYHOTMCTOXMMMYECKUM METOAOM
C KCIIOJb30BaHWEM IMMPOKOW TaHeIW MOHOKJIOHAJIBHBIX
aHTUTEN K aHTureHam T-, B-TuMbOLUTOB, MUETOMOHOIIN-
TapHBIX KJIETOK, a TaKXe K POy HeJIMHEMHBIX M aKTUBAIIM-
OHHBIX aHTUTeHOB. MMMyHOIOTMUECKUIT (DEHOTUIT OITyXO-
JIEBOI TKaHM M3yYaJlM Ha KPUOCTAaTHBIX cpe3ax U mapadu-
HOBBIX OJIOKaX.

Y 54 GonbHBIX AUMArHO3 MEPBUYHON MeIMacTUHAb-
Hoit B-KKJI yctaHOBJIeH Ha OCHOBAaHUU TUTTUYHOU MOpP(dO-
JIOTUYECKOM KapTUHBI U XapaKTepPHOTO MMMYHOJIOTUYECKO-
ro (GbeHOTHIIA OIMYyXOJIEBBIX KJIETOK. Y OCTaJbHBIX 17 60Jb-
HBIX UMMYHOJIOTUYECKOE MCCe0BaHUE OMYX0JIeBOM TKaHU
He MPOBOAUJIOCH, U MepBUYHas MeauactuHaiabHas B-KKJI
MMaTHOCTMPOBaHAa TOJbKO Ha OCHOBAHUM KIMHUYECKUX
1 MOPGhOTOTUIECKUX MIPU3HAKOB.

MyX4YUH U XEHUIMH ObLI0 35 1 36 COOTBETCTBEHHO.
Bospact nmauueHTOB cocTaBisul OT 16 mo 66 jet (MenuaHa
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36 ner). B-cummnrtoMbl BBISIBICHBI y 35% OOJNBHBIX, CUH-
JIIPOM KOMIIpeCCUHM BepxHeii mostoii Beusl (BIIB) — y 42%.
JlokanuzoBannubie (I—IIE) cramum 3aboseBaHUs ITMArHO-
ctupoBanbl Yy 50 (70%) mauueHTOB, TeHepalu30BaHHBIC
(III—1V) — y 21 (30%). MaccuBHOe OITyX0JIeBOE Mopaxke-
Hue cpenocterust (MTU>0,33) numarHoctupoBaHo y 82%
6osbpHBIX. YacTo Tmopaxanuck yierkue u miespa (55 u 51%
COOTBETCTBEHHO), TIOpaxkeHNe MmepruKapaa IMarHoCTUpOBa-
HO y 25% 60mabHBIX. OTIyX0JieBOE TTOpaXeHUe MOUEK BEpU-
(puMpoBaHoO y 6 MALIMEHTOB, HAAMOYEYHNKOB — y 5, KOC-
Teil — y 12, IIUTOBUAHON Xee3bl U Xeayaka — y 3, TOH-
KON KWIIKM M SUIHUKOB — T0 1 ciydato. BomieueHwue
B omyxosieBsIii mpouiecc [IHC nuarHoctrpoBaHo y Tpex ma-
ureHToB. [lopaxkeHMsT KOCTHOTO MO3ra He HabJII0danIoCh
HU Y OJHOTO OOJIBHOTO.

Pacnpenenenue mauveHTOB MO rpymnnaM pucka Mmpo-
M3BOIMJIOCH B COOTBETCTBUM C KPUTEPUSIMU MEXIYHapO[I -
HOTro nmporHoctuyeckoro nHaekca (MITN) [13].

PesynbraThl JledeHUsI OIEHUBAINCH B COOTBETCTBUU
C MEXIYHAPOJIHBIMU KPUTEPUSMU OTBETA OITyXOJIN Ha Jieue-
Hue [14].

CTaTUCTUYECKYIO 00pabOTKY pe3yaAbTaTOB MPOBOIMIIN
¢ ucrnojib3oBaHueM nporpammbl SPSS Ha ocHoBe co3gaH-
HOI 0a3bl maHHbIX. OOpaboTKa BKJIOYaga KOPPEISIIMOH-
HBII aHAJTU3, CPaBHEHUE CPEIHUX, aHAJIU3 TT0 TabJIUIIaM CO-
MPSKEHHOCTU TIPU3HAKOB C MPUMEHEHUeM Kputepus C’ ,
MOCTPOEHNE KPUBBIX BBIKMBAEMOCTH 1O MeToauke Karma-
Ha — Maiiepa ¥ OLIEHKY JOCTOBEPHOCTH Pa3JINUYUil BbIKU-
BaeMocTH [15].

Pe3ynbtartbl H 00cyKaeHHe

IlepBuuHag menuactuHagbHas (Tumuueckas) B-KKJI
MIMeeT CBOM OCOOEHHOCTH, CBSI3aHHBIE C TTOJIOM ¥ BO3PACTOM
0OJILHBIX M OTJIMYalolMe ee oT Apyrux BapuanTo HXIJI.

D. Cazals-Hatem u coaBT. [2] B 60/JIbIIIOM HCCEA0BA~-
HUM O0HAPYXWJIU, yTO U3 141 nmauueHTa ¢ NepBUYHOMN MeIU -
actuHaiabHO# (TMMUYeckoit) B-KKJI 59% cocraBisiii Mo-
Jiofible KEHIIMHBI (CpelHuii Bo3pacT 37 JieT), Toraa Kak npu
JIPYTUX BapMaHTaxX KPYIHOKJIETOYHBIX JuMboM (916 Gosb-
HBIX) XEHIINH oKazanoch 42%, a cpeTHUI BO3pacT COCTABUI
54 ropa.

IlepBuunHas MenuactTuHaibHas (Tumuueckas) B-KKJI
XapaKTepu3yeTcsl OBICTPHIM POCTOM B OIPaHUYEHHOM IIPO-
CTPaHCTBE MepeaHeBePXHETro cpenocTeHus. Yepes HeCKOob-
KO MecsIlleB OT Havayia 3a00JIeBaHUsI OIyX0JIb UWHOT/IA JTOC-
TUTAeT TaKUX Pa3MepoB, UTO HAYMHAET CAABIMBATh MeIua-
CTUHAJIbHBIE CTPYKTYpbl. KinHuueckue mMposiBieHUss Ha
MOMEHT JMarHOCTMKH, KaK MPaBUJjIo, YeTKO oYepUYeHbl. Xa-
pPaKTepHBIMH XaJo0aMu OOJIBHBIX SIBJISIIOTCS OOJIM B TPYII-
HOU KJIeTKe, TPOAYKTMBHBIN Kalllesib, ofbliiKa. Hepenko
BBISIBJISIIOTCSI OAYTJIOBATOCTh JINIA, HaOyxaHUWe WICHHBIX
Y TIOIKOXKHBIX BEH TepeqHel TPYIHOM CTeHKHU, OTEK MOJIOU -
HBIX XeJe3 y XeHIUH. K MOMEeHTY mepBUYHON TMarHOCTU -
kn kommpeccusi BIIB ormeuaetcs y 30—40% GonbHBIX
[10, 11, 16, 17]. KpoMe TOro, MOTyT pa3BUThCS IBYCTOPOH-
HUI Tapajny auadparMajibHOTO HEpBa C IBIXaTeIbHOM He-
JIOCTaTOYHOCTHIO, OCUTIIIOCTH TOJIOCA, HAPYIIEHUE TIIOTaHUS
u 1.4. [10]. CuMnTOMBI OITyX0J1eBOI MHTOKCUKAuu (B-cum-
nToMbl) Bctpevaiorest B 30—43% ciyuaes [7, 10, 11]. Heo6-
XOAMMO MOMYEPKHYTb, UYTO B HaYaJIbHBII MEPUOJ pa3BUTHUSL
3a0o0jieBaHMe TIpoTeKaeT OeccuMnToMHO. KimHuyeckue
MPOSIBJICHUST BO3HUKAIOT JIUIIb TPU TaKOM YBEJIMYECHUU
OTTyXOJIM, KOTOPOE TMPUBOIUT K CHABJIEHUIO U CMEIICHUIO
opraHoB cpenocteHus [18].

Jng naHHOro 3a00JieBaHUSl HA MOMEHT JAUArHOCTUKU
XapakTepHO paHHee SKCTPAaHONAThHOE pPacIpoCTpaHEeHUe
OTYXOJIM Ha CMEXHBbIE OPTaHbl BHYTPU TPYIHON IMOJIOCTU
MpU OTCYTCTBUU reHepaiu3anuu npouecca. Cuuraercs, 4To
MJIOTHBIE 0OPa30BaHMsl, HHOTA MaJbIIUPyeMble B HAAKITIO-
YUYHBIX 00JACTSIX, YacTO SIBJISIOTCS TepudepuIecKuMMI
(bparmeHTaMu €IMHOTO OIMyXO0JIEBOTO KOHIJIOMEpaTa B cpe-
noctenuu [10]. B To ke BpeMsT aBTOpBI OTMEUAIOT, YTO XOTS
nepudepuueckas aumdbaneHoONnaTus U HexapaKTepHa [Jisi
nepBuYHOI MeauacTuHanbHoi B-KKJI, nHorna Bo3amMoxHO
BOBJIeUeHUE TMepudepruyeckux JUMGaTUIEeCKUX Y3J0B,
B ITEPBYIO OYepeIb MEWHO-HATKIIOYNIHBIX 00JIacTel.

Crenywonieit OTIMYUTEbHON YepTOil MepBUYHON Me-
IracTuHanbHOU (TmMuueckoir) B-KKIJI aBnsercsa ee otna-
JIEHHOE JIKCTpaTopakalbHOE MeTacTa3upoBaHUE Ha Ooiee
MO3AHUX dTamax TeuyeHUsi OOJe3HU U TNPU pPeUUaUBaXx.
B xpynHoMm uccienoBanun GELA (1996) mponeMoHCTpH-
pPOBaHBI BO3MOXXHOCTh BOBJICUEHMS B OITyXOJIEBBII TTpoIecc
CeJIe3eHKU, TI0YeK, HAJTIOYETYHUKOB, a TAKKe KpalHsIsT pefl-
KOCTb TTopaxkeHusT KocTHoro Mo3ra u LIHC [2]. B mosicue-
Huu K knaccubukauusim REAL [8] u BO3 [9] ormeuaeTcs,
YTO TIPU MPOTPECCUPOBAHUYU WIM MPU PELUIMBAX MEPBUY-
HOIl MenuacTuHaibHOU (TUMuUYeckoit) B-KKJI Bo3moxHO
TopaXkeHe TIeYeH!, MOYeK, HAATOUYEeTHUKOB, KOXHM, XKeJTy-
JIOYHO-KUILIeYHOro Tpakrta, npuaatkos, LIHC, kocreit, ce-
ne3enku. K. Besien 1 coaBt. [10] gemaioT BEIBOM, YTO TTOpa-
JKEHME KOCTHOTO MO3ra, a TAKXKe dKCTPaTopakaabHOE MeTa-
CTa3MpoBaHUE HETUMTUYHBI HA MOMEHT MEPBUYHON TMAaTHO-
CTUKM 3abosieBaHUsI, TOTAa KakK MpPHU MPOTPecCUPOBAHUU
WY pelMauBe TUM@OMBI BOBJIIEYEHNE B OITyXOJIEBbIN IIPO-
liecc MapeHXMMaToO3HBIX opraHoB (TreueHb, mouku, LIHC)
SIBJISIETCST XapaKTePHBIM. ABTOPHI OTMEUAIOT, YTO BOBJIEYE-
Hue B omyxojeBblii mpouiecc LITHC oObuHO TposiBisieTcs
100 00BEMHBIM MOpaXkKeHWeM BellleCTBa MO3ra, 100 nmape-
30M 4YEpernHbIX HEPBOB, HO HUKOTAA HE MOIATBEPXKAAETCS
JIIOMOQJIbHOM MYHKIIMEH.

JlnarHOCTUKA MePBUYHON MeIUaCcTUHABHOU TUMdO-
MBI — HempocTas 3anada. CJI0XXHOCTU CBSI3aHBI C aHATOMO-
Tonorpad4YecKoil JoKaau3alueil MepBUYHOIN OMyXOJH,
C HEOOXOAMMOCTbIO MCIOJIb30BAHUSI UHBA3UBHBIX METO/IOB
obcnenoBaHusl ISl MOJTYYEeHUsT MaTepurana ¢ mociaeayomei
“UMMYHOMopdosioTuueckoil BepuduKanueid auarHosa.
K ocHOBHBIM MeTomaM MACHTU(DUKAIUY TIEPBUIHOMN JIUM-
(oMbl cpemocTeHUsT OTHOCSITCS MEIMaCTUHOCKOIIWSI WU
TOPaKOTOMUSI C OMOTCHUEll OIyXOJeBOil TKaHW, a TaKxke
ouoncus nepudepuueckux JUMQOY3JIOB B clydyae UX BO-
BJICUEHMUSI.

MHorounciIeHHbIe CeKIIMOHHBIE HAXOIKN — OCTaTKU
TUMHUYECKOTO JTMUTETUsS U TUMUYECKUX OSTMUTEINATBHBIX
KUCT, (pparMeHTHl NOJEeK BWIOYKOBOM 3KeJe3bl, a TaKkKe
tesbla [accans, BeIsIBIEHHBIE B 00pa3iiax OMmyxoJeBoil TKa-
HM, CBUIETEJIbCTBYIOT O TOM, UTO TMEpBUYHAsI MeIUACTH-
HajbHas (Tumuueckasi) B-KKJI mepBuyHO UCXOOUT U3 BU-
JIOYKOBOI XeJie3bl. B 11e10M omyxoJieBblii MHGUIBTPAT Xa-
paKTepU3yeTCsT UYPe3BBIYATHBIM KJIETOUHBIM TTOTUMOPGhU3-
MOM, CBSI3aHHBIM, TIPEXIe BCETO, C Pa3NIUYHOU KOHGUTY-
pauueil simep OmMyXOJIeBBbIX KJIETOK, MPUCYTCTBUEM MHOTO-
saepHbIX Gopm [19]. OOuIMe MUTO30B B TIpenapaTax CBU-
JETEILCTBYET O BBICOKOM MpPOJM@epaTUBHOM MOTEHLMAEe
omyxousu [20].

B xumaccudbukanuu BO3 (2001) mopdonoruvyecku
MepBUYHaAsE MeauacTUHalbHass (TuMudeckas)) B-KKJI
B OOJIBIIMHCTBE CIyyaeB XapaKTepu3yeTcsl KaKk MacCUBHBIN



nuddy3HBII TposrdepaT OMyX0JIeBbIX KJIETOK ¢ ITMPOKON
CBETJIOM UMTOILIA3MON U (UOPO3OM SYEUCTOTO THIIA.
B omyxoseBoii TKaHUM MOTYT OOHApy>KUBATbCS OCTATKU BU-
JIOUKOBOM kesie3bl. KieTku auMdOoMBbI pa3inyaloTcsl Kak
pa3mepamu, Tak u opmoii siaep. Kpome Toro, aTu pasnu-
YUsI MOTYT BBISIBJISITHCS B IIpeiesiaX OJHOTO oOpa3iia OIyXo-
JIEBOW TKaHU.

M. Al-Sharabati u coaBt. [17] ucciegoBaiu o6pa3iibl
OITyXOJIM Ha KPUOCTATHBIX Cpe3ax M OOHAPYKUIU CICAYIO-
mwmit denorun: CD19+, CD22+, CD37+, CD21-, Ig-.
Kpowme Toro, ananu3 T-kieTtounbix aHtureHos (CD1, CD2,
CD3, CD4, CD5, CD7, CDS8, CD43) Ha MOBEpXHOCTH OITy-
XOJIEBBIX KJIETOK TI0KAa3aJI, UYTO y OOJIBITMHCTBA OOJIEHBIX 9TH
MapKephl He aKcTpeccupoBanch. CriekTp nuddepeHInpo-
BouHbIX aHTUTeHOB (CD19, CD20, CD22, CD37) Ha mo-
BEPXHOCTH OIYXOJEBbIX KJIETOK IMePBUYHON MeIMaCTUHAIb-
Hoii (Tumuueckoii) B-KKJI cooTBeTcTByeT KOHEUHBIM 3Ta-
nam B-kierouyHoii nuddepeHmposku [21].

JlaHHBIE JUTEpaTyphl IMO3BOJSIOT 3aKJIIOUYUTh, UYTO
HaunboJyiee XapaKTepHBIM (DEHOTUIIOM TICPBUYHON Meama-
cruHanbHOi B-KKIJI aBiasercas CD19+, CD20+, CD22+,
CD37+, CD21-, CD10-, CD5-, CD3-, Slg-. AHanoruuHsie
JlaHHbIe MOXHO HaiiTu u B padote K. Besien u coast. [10].
ABTOpBI TIOJIaTAlOT, YTO BITOJIHE JTOCTATOYHBIM SIBJISIETCSI
caeayomuii uMmmMyHodeHoTunuueckuii npoduis: CD19+,
CD20+, CD21-, HLA-DR-. OrcyrctBue HLA-DR siBisiet-
cs (peHOTUTIMUECKUM OoTaM4YreM ot npyrux B-KKIJI [2, 7, 10].
[IpencraBneHHass MMMYHOJIOTMYECKAsl XapaKTepuUCTUKA
OITyXOJIEBBIX KJIETOK MOATBEPXKIAET TUIIOTE3y O TOM, UTO
MepBUYHAsT MeIMacTUHaIbHasT JuMdoma pa3BUBaeTCs M3
COOCTBEHHBIX B-KJIeTOK TMMyca, IMOCKOJBKY ee (heHOTHIT
UICHTUYECH (DEHOTUITY COOCTBEHHBIX B-KJIeTOK BUJIOUKOBOIT
xkejae3pl — CD19+, CD21-, CD10-, Ig- [6, 12].

IIpuBnekaer BHMMaHue paboTa, B KOTOPOU MPOBO-
JNUTCSI aHaJIU3 aHTUTeHOB ructocoBmectumMoctu (HLA)
I—II kaccoB y OOJIbHBIX MEPBUYHON MeAUACTUHATBHOM
(tumuueckoit) B-KKIJI. [1pu uccinenopanuu 6111 oOHaApY-
JKEHBI BRIPaXKeHHBIC 1e(EKThI 9KCITPECCUU 3TUX aHTUTEHOB,
OTpaXKkarolre BHICOKYIO CTeTICHb MaJTUTHU3AIUN JTUMQPOMBI
[21]. B uccienoBaHuMM MoKa3aHo, YTO Ae(EKThl IKCIIPECCUU
aHTureHoB | Kiacca ormevaroTcs vaie, yem 11 kmacca. AH-
TUTeHBI | Kitacca SIBISTIOTCS TTOCPeTHMKAMU MEXIY IIUTOTO-
KcnaHbIMU T-uMmbonnTamMu 1, B TaHHOM citydae, B-kier-
kaMu. OTIyXoJieBbIe KJIETKH, HEIOCTATOUHO 3KCITPECCUPYIO-
mue Mapkepbl TuctocoBmectumocTu I kimacca (HLA-A, B,
C), BeposITHO, u30eraloT UMMYHHOIM aTakKu LIUTOTOKCUYE-
ckumu T-KJeTKaMu. DTUM MOXHO OOBSICHUTb KJIMHUYE-
CKYI0 arpecCMBHOCTbH IEPBUYHBIX MeIUMAaCTUHAIbHBIX
(tumuyeckux) B-KKJI. AHTUreHBI TMCTOCOBMECTUMOCTU
I k1acca oTBEeTCTBEHHBI 32 B-KJIeTOUHYIO aKTUBAIIUIO U CO-
3peBaHue. [ledeKThl 3KCIPECCUU CTPYKTYPHBIX JIETEPMU-
HaHT 3TUX MOJIEKYJ, 1o MHeHMI0 P. Moller u coasrt. [21],
MOTYT CIIOCOOCTBOBaTh TpaHchOpMallMd MMMYHOJOTUYE-
CKU «HETTOJTHOIEHHBIX» B-KJIETOK B TEPBUYHYIO MEIUACTH -
HasibHy0 B-KKIJI.

s ompeneeHUsT TIPOrHO3a y OOJIBHBIX 37T0KAYeCT-
BEHHBIMU JTUM(MOMaMU TOCIe U3YYeHUs 12 pasIuIHbIX IO~
kasaresieit 6ojiee ueM y 3000 6onbHbIX HXJI ObLITIO BhIACE-
HO 5 HE3aBHMCHUMBIX HEOJaronpusITHbIX MPOTHOCTUYECKUX
daxropoB: Bo3pact crapiie 60 siet, craguu [II—IV, obGiiee
COCTOSIHUE OOJILHOTO, COOTBETCTBYIOIIIEE MYyHKTaM 2—4 1o
mkange ECOG, yucio 30H 3KCTPaHOMAIBHOTO TTOPAKEHUS
Oosiee 1, moBbIIEHUE YPOBHS JakTaTaeruaporeHassl (JIJIIN)

KNIWHUKA U TEPANKNS

0osee uem B 2 paza [13]. 1o uucny aTux nokasaresieit cpop-
MUpPOBaHbI Tpynmbl HU3Koi (0—1 dakTop), TpoMexKyTOoUu-
HOli/HU3KOH (2 hakTOpa), MPOMEKYTOYHOI/BhICOKOM (3 hak-
TOpa) U BBICOKOI (4—5 (hakTOpOB) CTENEHU pUCKa.

B Hacrosiiee Bpems pa3paboTaHO MHOTO pa3iMyHbBIX
nporpamm noauxumuorepanuu (I1XT) nepBuyHoil Mmeaua-
ctuHaibHOI (TuMuyeckoii) B-KKJI (ACVBP, M-BACOD,
m-BACOD, MACOP-B, ProMACE-CytaBOM, C-MOPP,
CHOP-B, DHAP u np.). B pa6orax A. Bosly u coasr. [22],
C. Haioun u coaBr. [23] He 00HapyKeHO TOCTOBEPHbIX pa3-
JIMYUI B OTBETE HA MPOBOAMMYIO MHTEHCUBHYIO XUMUOTE-
parmio, Kakast 6bI KOMOMHAIMSI ITUTOCTATUKOB HU MCITOJIb-
3oBasniachk. G. Todeschini u coaBrt. [24] cpaBHWJIN JBE MPO-
rpamMbl [IXT — CHOP B monHbIx mo3ax 1 MACOP-B. AB-
TOPHI MPUIIUIM K BBIBOY, YTO TIepBasi MporpaMma Hel1ocTa-
TouHO 3(PdexTuBHa, Torna kak kypc IIXT mo cxeme
MACOP-B nan 85% mnoaHbix pemuccuii. TpexieTHsist 6e3-
peunauBHas BbIkKMBaeMocTh coctaBwia 90%. IMpumepHo
Takye Xe pe3yIbTaThl MOJYYeHBI B KPYITHOM PETPOCIEK-
TUBHOM HUTaJbsSHCKOM HuccienoBanuu 2002 I., mpoBeaeH-
HoM P. Zinzani u coaBt. [11] (B ucciaenoBaHue ObLIM BKITIO-
yeHbI 426 TepBUYHBIX O0JBbHBIX). ABTOPHI 3aKJIIOYAIOT, YTO
y MalMEeHTOB C MEPBUYHONW MeIMACTUHAIBbHON (TUMMYE-
ckoit) B-KKIJI npeanoytuTeabHON SIBIASETCS Teparus o
cxeme MACOP-B.

B Hacrogiee BpeMsl Ha OCHOBaHMY JAHHBIX JIMTEpa-
Typbl B OTHOIIIEHUM OOJIbHBIX MEPBUYHON MeIMacTUHAIb-
Hoii (Tumuueckoit) B-KKJI neyeOGHast TakTuka mnpencraB-
snsercs ciaenywouieii. [lepBUYHBIM OOJIBHBIM CJEAYET MPO-
BECTH TepaIuIo IO cXeMaM, COIePKAIINM aHTPALIMKIMHO-
Bele Tipemapathl. [IpeamodyTeHue OTmaeTCs MpoTrpamMMme
MACOP-B. Ilocne 3aBeplieHUs] TepanuM JOJIKHBI OBITh
BBITIOJTHEHBI KOMITBIOTEPHO-TOMOTpa)uuecKkoe MCCIeno-
BaHue U cuuHTUrpadus ¢ “Ga. Puck peunauba 3adoeBa-
HUSI BBICOK, €CJU Pe3yJbTaThl BBIIIENEPEUMCIEHHBIX MC-
CJIeIOBAaHUI CBUAETEJBCTBYIOT 00 OCTaTOYHOU OITyXOJie-
BOIi Macce B cpenocteHun (ocraercs 6ojee 20% repBoHa-
YaJIbHOTO OITyX0JIEBOro 00beMa). [Ipn JOCTUMIKEHUM MOJI-
HOWl PEeMUCCHUM C LIeJbI0 €€ KOHCOIUIALUM ITPOBOIUTCS
JlydyeBasi Teparnus B BUAE JOKaJbHOIO OOJYYEHUs MCXO-
HOI 30HBI MOpaxKeHUsl, a Takxke JUMGbAaTUIECKUX KOJJIEK-
TOPOB, PACIIOJIOKEHHBIX BBIIIE nradparMbl (B ciaydae MX
BOBJIEUEHMS B 3JI0KaUECTBEHHBII MpOIlecC), B CyMMapHOU
no3e 30—46 Ip. Bo3smoxeH apyroil BapuaHT KOHCOJIMIA-
LIUA PEMUCCUU — BBICOKOJIO3HASI XUMUOTEpAIus C TToce-
NyIOLei TpaHCIUIAaHTalMEeH ayTOJOTUYHBIX CTBOJOBBIX Ie-
MOIO3TUYeCKUX KjaeToK [10]. ABTOpbI cuMTalOT, 4TO 0ba
BapMaHTa KOHCOJMIAIIMY PEMUCCUM BO3MOXHBI, TaK KakK
B HaCTOSIIIIee BpeMsl HeT MaHHBIX OTHOCUTEIHHO MPEeUMY-
1IeCTBA OJTHOTO U3 JIeUeOHBIX MOAX0I0B Haa ApyruM. B Yu-
karckoM yHuBepcurtere (mrar MmnuHoiic, CILHA) mpen-
MOYTEHUE OTAACTCS BHICOKOJO3HOM XUMUOTEpAIIMU C TTOC-
JIenyloleil TpaHcIIaHTalMel ayTOJOTMYHbBIX CTBOJOBbBIX
reMOITO3TUYECKUX KiaeToK [10].

[MauweHTam ¢ MUPUHON TEHU CPEIOCTEHUS] MeHee
10 cm (MTU<0,33) u I cragueii 3a601eBaHUST MOKHO OIpa-
HUYUTHLCS TIPOBEICHNEM 3 KypCOB XMMHUOTEPAITMH IO CXeMe
R-CHOP. Eciu koHcTaTUpyeTCs MOJIHAs PEMUCCHS, TO C Lie-
JIbIO KOHCOJIMAALIMY MTPOBOAUTCS JiyueBasi Teparnus [25].

[Ipu mocTymieHN B KIMHUKY OOJBIIMHCTBO HaIIUX
MMallMeHTOB HaXOAWINCh B YIOBJIETBOPUTEIBHOM COCTOSI-
HUK. Y 39% GOJIbHBIX COCTOSIHME PACLIEHUBATIOCh KaK CPe/I-
Hell TsIKecTH, a B 7% cily4aeB — Kak TSIKeJoe.
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Jlokanuzosanubie (I—IIE) cTtanuu 3a0oneBaHus au-
arHoctupoBanbl y 50 (70%) maumeHTOB, reHepaIM30BaHHbIE
(ITT—1V) — y 21 (30%). 1o mueHuto P. Moller u coast. [26],
npeobagaroil J0OKaJIbHBIA POCT OMYXOJU U MH(PUIBTPA-
LIMSI COCETHUX 00JIaCTeli CBSI3aHbI CO CIIOCOOHOCTHIO KIIETOK
OMYXOJU K JIOKAJIBHOW aJAre3uBHOCTH, YTO OIOCPEAyeTCs
yepe3 CD11c. MaccuBHoe («bulky disease») mopaxkeHue re-
penHeBepxHero cpempocteHus (MTW>0,33) BbIgBICHO
y 82% GOJIbHBIX.

[MpuszHnaku cuHapoma cnapiaeHus BI1B nabmonanuch
y 42% OOJbHBIX, CUMITOMbl MHTOKCHKAIIMU OTMEUYEHbI
y 35% nauueHTOB. BbIsiBIeHa NOCTOBEpHAasi B3aMMOCBSI3b
MeX1y HaJTMIMeM WA OTCYTCTBUEM B-cMMIITOMOB U cTaau-
eit 3aboseBanus. Tak, B-cumnromsl orcyTcTBoBasin y 83%
GOJIbHBIX C HAUATbHBIMU CTAAUSIMU 3a00JIeBaHUsI, TOTA KaK

Puc. 1. llepsuunas meduacmunanvuas (mumuyeckas) B-KKJI.

Okpacka eeMamoKCcuasuHom u 203utom, ye. 400

Puc. 2. [lepsuunas meduacmunanvnas (mumuueckas) B-KKJI. Dxcnpeccus onyxonegoimu
xnemiamu CD20. Asudun-6uomun-nepoxcudasnwiii memoo, ys. 400

npu reHepanuzoBaHHbiX (II1—IV) cragusx cuMnToMoB UH-
TOKCUKAIMU He ObLIO JTuib Y 17% GOJMbHBIX.

VY 55% naiureHToB MECTHOE PAacIpoOCTPaHEHUE OTYXO-
JI1 XapaKTepU30BaJOCh IMOPaXEHUEM IUIEBPbl U JIETKUX,
ay25% — nepukapia u rnepeaHeii rpyaHoi creHku. Kpome
TOro, Habaganoch MopaxeHue JUM@ATUYECKUX Y3JI0B
1Ier, HAIKITIOUMIHBIX W TTOAMBIIIEYHBIX 00J1acTeil, MATKIX
TKaHEH.

PesynbraTel, mosyuyeHHBIE B HaIlleM MCCIEIOBAHUU,
B OCHOBHOM COTIJIACYIOTCSI C JaHHBIMHU JUTeparyphl. Tak,
y O60JbIIMHCTBA 00IbHBIX HAOII01aJICSI MACCHUBHBII OIMyXO-
JIEBBII KOHIJIOMEPAT B TEPENIHEM BEPXHEM CPEIOCTEHUU
(MTW>0,33) c pacripocTpaHeHEM Ha OJIM3JIeXale opra-
HBI ¥ TKaHU (JIerkue, 1eBpy, nepukapn). CocTossHue mamu-
€HTOB OCTaBaJIOCh YIOBJIETBOPUTENIbHBIM 10 TEX TOP, MOKa
HE Pa3BUBAJICS CUHIPOM KOMIIPECCUU
BIIB. Yacrora cuMIITOMOB OITyXOJie-
BOIf MHTOKCUKALIUM U CUHIPOMA KOM-
npeccuu BIIB Takxe cooTBeTcTBYeT
NaHHBIM JUTEpaTypbl. B Hammx Ha-
OJMIIONEHUSIX MBI HE HAIIW Pa3iuduii
B YaCTOTE MOPAXEHUSI MEXIYy MYX4H-
HaMHU U XeHIIMHaMKu. MeauaHa BO3-
pacTa TalMEHTOB COOTBETCTBOBAja
YETBEPTOMY JIECITUICTUIO.

Ha momenT auarnHoctuku II1
u IV cTanum 3a60seBaHUs yCTaHOBIIE-
Hbl 21 mauueHTy. Y 3THX OOJBHBIX
HMMEJICSI paCIIPOCTPAHEHHBIN OIyXxoJie-
BBIiA ITPOLIECC C TIOpaKeHMEM T104eK (6),
HaJMoOYeTHUKOB (5), kocteii (12), mu-
TOBUIHOM kenesbl (3), Xemynka (3),
ToHKOI Kumku (1), suaHukoB (1).
BosneueHue B omyxoseBblii Tpoliecc
LIHC HOoCHII0 UCKTIOUUTETbHBIN XapaK-
Tep, CaydyaeB HEMpOJIEHKEMUU HE BbI-
gBJieHO. OTCyTCTBUE HEMPOIEHKEMUMN,
MO-BUANMOMY, CBSI3aHO WCKITIOUM-
TEJTBHO C aAre3MBHOCTHIO OIMYXOJIEBBIX
kierok. [lopaxkeHusi KOCTHOTO Mo3ra
He HabJII0AAIOCh HUA Y OTHOTO OOJIbHO-
ro. Takum oOpa3om, Mexay HalluMu
pe3yJibraTaMu, KacalollUMUCS OTaa-
JICHHOTO 3KCTPaHOMAILHOTO pAacCIIpo-
CTpaHEeHUsI, U JaHHBIMU, 0003HAYECH-
HBIMU B MOCJIEIHUX KIaccuuKauumsx
HXJI (REAL, 1994; BO3, 2001), Tak-
K€ He ObUTO pa3Inyuid.

B Hamwmx HaOnw0AEHUSIX TpU
MOpP(OTOTUIECKOM  HCCIETOBAHUM
OIyXO0JIEBOIl TKAHU TEPETHET0 CPeio-
cTeHust y 41 60JbHOTO MepBUYHAS Me-
nuacTuHaibHas (Tumudeckas) B-KKJI
umesa Bua audy3Horo nHGUIbLTpaTa
B (pubOpo3HO-XKUpOBOil TKaHu. B psane
clyyaeB yIaBaJOCh OTMETUTH pa3pa-
CTaHWE OMYyXOJUW U B BUJIOYKOBOIL
xKenese.

OnyxoJieBble KJIETKM ObLIN pa3-
HOTO pa3Mepa (OT CpeAHero 10 KpyI-
HOTO) C 1IpaMUu OKPYTJIOi, OBaJIbHOM,
BBITSIHYTOU, HETPaBUIBLHOU (HOPMBI.
Bcrpeuanuch KIeTKu ¢ MHOTOOIbYA-




TBIMU SIAPAMM, a TaKKe MHOTOsIIepHbIe (POPMBI, YacTh KO-
TOpBIX HamoMuHama KieTku bepesoBckoro — Pum —
repnGepra. XpoMatuH siiep OOBIYHO HEXHO-TPaHyJsIp-
HBII ¢ OJHOM UM HECKOJIbKUMU YETKUMU HEOOJbIIUMU HY-
kiaeonamu. MHorma BcTpeyanuch siipa My3bIPbKOBUIHBIE.
B yacTu ciayyaeB onyxoJieBbie KJIETKU ObLTY MOHOMOP(MHBI-
MU, B IPYTUX — TUIEOMOPGHBIMH.

B GoablinHCTBE ciyyaeB Mo CBOUM Mopdosoruye-
CKMM XapaKTePUCTUKAM OITYXOJIeBble KJICTKM HAallOMUHAIU
LIEHTPOOJIACThI U IeHTpOoLUTHI. [luTomnmasma 310KauecTBeH-
HBIX KJIETOK OOMJIbHASI MM YMEPEHHOU LIMPUHBI, OenHasl,
cBeTJIasl, pexe ciabo wiu ymepeHHo O6asoduibHas. Cpeau
OITyXOJIEBBIX KJIETOK YaCTO OOHApY>XMUBAJIUCh B Pa3HbIX KO-
JINYECTBAX Majible JTUMQPOLUMTHI, TUCTUOLUTHI. JIMMGMOLUTH
MOTJIM pacIiojiaraThCs MepUBaCcKyISIPHO.

XapakTepHbIM IMPU3HAKOM SIBJISJICS CTPOMAaIbHBII
ckepo3: nuddy3HbIM B BUIE TOHKUX WHTEPCTULIMATIbHBIX
BOJIOKOH, OIUIETAIOLIMX KJIETKU, U CKJIEPO3 B BUJE THav-
HU3UPOBAHHBIX TMPOCJIOEK, MESIIMX OMyXOJb Ha JOJbKHU
(anbBeosTbl), THe3ma. B omyxosieBoil TKaHUM OOHapyKUBa-
JINCh HEKPOTUYECKHME U3MEHEHUS, B TOM UKCJIe OOIIMPHBIC.

B HexoTOpHBIX clTydasix MOXHO ObLJIO BUAETH OCTPOBKM
pe3UIyaIbHOTO THUMWUYECKOTO SMUTENUsI, UHOUIBTPUPO-
BaHHOTO OITyXOJEBBIMHU KJIETKaMM. TUMWUECKUIA SITUTETUIA
TIPY 3TOM MOT TTOIBEPraThCs TUTIePIIa3uu. XapaKTepHBIM
MOpP(OJIOTNYECKUM TTPU3HAKOM SIBJISIIACh TaKXKe MHOUIBT-
pauus OITyXOJIeBBIMU KJIETKAMU CYOMHTHUMBI M CTCHKU
KPYITHBIX KPOBEHOCHBIX cOCynoB. TunuyHas Mmopdoaoruye-
cKasl KapTMHA NEpBUYHON MeauMacTUHAIbHOW (TUMUYE-
ckoit) B-KKJI npencrasieHa Ha puc. 1.

ITpu UMMYHOJIOTUYECKOM HCCIEI0OBAHUM OMYXOJIEBbIE
KJIETKM BO BCeX 54 ciydasix XapaKTepu30BaJIUCh BbIpaXKEH-
HOI aKcmpeccuel obieneiikouuTapHoro antureHa CD45.
B-knerounas npupona 1uM¢OMbI JOKa3zaHa 00OHapyKeHUEeM
Ha MeMOpaHe OIyX0JIeBbIX KJIETOK 0011ie-B-KjieTouHoro aH-
tureHa CD19, a Takxke MapKepoB 3peJibix 3TanoB audde-
peHuupoBku B-numdpouuros — CD20, CD22, CD37
(puc. 2). Mapkepbl KJIETOK-IPEIIIECTBEHHUKOB Ha OIyXO-
JIEBBIX KJIETKaX OTCYTCTBOBaiM. [1o HAIIMM JTaHHBIM, K O0CO-
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OEHHOCTSIM UMMYHO(EHOTHUIA MMEPBUYHON MeIMaCTUHAIb-
Hoii B-KKJI MoxXXHO oTHecTH oTCyTCTBUE 3KcTpeccun CD10
u CD21 Ha memOpaHe 3710Ka4eCTBEHHBIX KJIETOK, IKCIpec-
cuto mapkepa CD23 y TpeTu 00JbHBIX, OOHApPYKEHUE aHTU -
reHa CD38 Gosiee yeM y MOJIOBUHBI MAllMEHTOB M, CaMOe
[JIaBHOE, OTCYTCTBME WU CJIabyl0 DKCMPECCUID MOJIEKYJ
HLA-DR 6onee uem y 20% GonpHBIX. Kak yXe roBOpHIIOCH,
orcyrctBue HLA-DR cuurtaeTcst Becbma xapakKTepHbIM IS
MEPBUYHBIX MEIUMACTUHANBHBIX (TUMHYeckux) B-KKJI
M HUKOTJA He Habogaercs npu apyrux Bapuantax HXJI.

IIpu aHanM3e MPOrHOCTUYECKOTO 3HAUYEHUST OTHENb-
HBIX MCXOIHBIX KIMHUYECKUX M HEKOTOPBIX UMMYHOMOP-
omornyeckux MPU3HAKOB U UX BIUSHUS Ha JUTUTEITHHOCTD
peMUCCHUU Y CPOKU KMU3HU OOJTBHBIX TIEPBUYHOM MeIUacTu -
HanbHOU B-KKJI yctaHOBIeHO, 4TO 75% GOJIBHBIX OTHOCH -
JIMCh K TPyIIiaM HU3KOU U TIPOMEXYTOUHOI HU3KOM cTerie-
Heil pucka. [To Bceil BepOsSTHOCTH, 3TO MOXHO OOBSICHUTH
TeM, 9TO TPU U3 TSITU TTPOTHOCTUIECKUX IMPU3HAKOB, 000-
3HaueHHbIX B MITU, — Mo101011 BO3pacT OOJbHBIX, pAHHUE
cTanuu 3a00JIeBaHMS U YIOBIETBOPUTENbHBIN CTATYC MAIlU-
€HTOB — TMOCHYXWIN TPUINHONW BKIIOUEHUST OCHOBHOU
Macchl OOTbHBIX B TPYMIBI HU3KOM U MPOMEXYTOUYHON HU3-
KoM cTenieHelt pucka. Kpome Toro, Heo6XxonMMo MPU3HATB,
YTO U3 MHOXKECTBA IMTapaMeTPOB, M3yYeHHBIX HAMU, TIPOTHO-
CTUYECKOE 3HAYEHUE UMEJIU TOJIBKO T€ 5 MPU3HAKOB, KOTO-
pbie obo3HaueHsl B MITU.

Jnst nedeHusi OOMBHBIX TMEPBUYHON MeIUaCTUHAb-
Hoit B-KKIJI nmpumeHsiiuch pasnuunbie niporpaMmmbl TTXT,
B 24 ciiydasix ¢ JiyueBoii KoHcoauaauueir. OCHOBHBIM METO-
noM ITXT GosiblIMHCTBA EPBUYHBIX OOJIBHBIX OblIa cXeMa
CHOP B crangaptHoM pexxume. Y 9 u3 71 60JbHBIX K CXeMe
CHOP nob6asnstmace Mmabtepa (putykcumad). ITXT mo cxe-
Me MACOP-B nposenena 10 mepBuaHbIM 00JbHBIM. B aHa-
JIM3UPYEMON TpyIire OOJbHBIX 001ast 3(PPeKTUBHOCTD Jie-
YEHMUs, T.€. JOCTUKEHUE MOJTHON U YACTUYHOU PEeMUCCHUH,
coctaBuia 61% (monHble pemuccnn — 34%, 4yacTUYHBIE —
27%). B rpymnrne OOJbHBIX C MMOJHOW PEMUCCUE MeanaHa
0e3penINBHON BBIKMBAEMOCTH HE NOCTUTHYTA. PeltnnuBe
B Te€UYEHME roja HacTynuiau y 7 6osabHbIX. Hawnyuiue pe-
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Puc. 3. O6was eviocusaemocms (a) u gviacusaemocms, c0000Has om Heyoau aeverus (0), 60AbHbIX NEPBUHHOI
meduacmunanvHoi (mumuueckoiit) B-KKJI (n=71) 6 coomeemcmeuu ¢ memodom IIXT npu nepeom obpawernuu 601bHbIX
a — MeduaHa 8vliCUBAEMOCHU 8 00eUX epynnax He docmueHyma, pasauqus cmamucmuvecku docmogeprol (p<0,05);
0 — pazauyus 8 blICUBAEMOCTIU MeNCOY epYRnamu 604bHbIX 8bicoOK0docmosephbl (p=0,001)
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Puc. 4. Obwas sviicusaemocnms 6016HbIX PAHBIX
npoenocmuueckux epynn (n=71) 6 coomeemcmeuu ¢ MITH.
1 — HusKuil u npomexcymounblii HU3KUll puck (n=>53);
2 — npomexcymouHblii 8bICOKULL U 8blCOKULL puck (n=18).
Paznuyus mexcdy epynnamu cmamucmuuecku docmogeptst (p=0,021)

3yJIBTAThI JICUEHUS TOCTUTHYTHI IIPU ITPOBEICHUN XUMHUOTE-
panuu mo cxeMaM MACOP-B (80% TMONHBIX PEeMUCCHIA)
u R-CHOP. Be3ycnoBHO, rpyniibl 60IbHBIX MaJIOUYNCIIEHHBI,
U TeM He MeHee ucronb3oBaHue 3Tux cxeM [1XT mo3Bomnu-
JIO TOCTOBEPHO YJIYYILIUTh MTOKa3aTeau O0IIeil BbIKUBaeMO-
CTU M BBIXMBAEMOCTH, CBOOOJHOW OT HeyAay JeYeHMUs
(puc. 3). CorjnacHo JaHHBIM JIMTEpPATypbl, Yy IMalLUEHTOB
C TepBUYHON MenuacTUHaibHOU (TuMuueckoit) B-KKJI
MIPENIOYTUTETHHOM sIBiIsieTcs Teparust o cxeme MACOP-B
[10, 11, 24].

BonplMHCTBO MOMHBIX pemuccuii (47%) mosydeHO
y MalMeHTOB U3 IPYNIbl HU3KOI CTENEHU pUcKa, TOTa Kak
HU Yy OTHOTO M3 OOJBHBIX, OTHECEHHBIX K IPYIIe BBICOKOM
CTENEeHU PUCKA, NTOCTUYb IOJHOU PEeMUCCUU HE YIaloCh.
OtnaneHHble pPe3yabTaThl JIEYeHUS Y OOJTbHBIX Pa3HBIX
TPYIII PUCKa CBUAETEILCTBYIOT O TOM, UYTO B IPyIIe OOb-
HBIX HU3KOW U TPOMEXYTOYHON HU3KOW CTENEHEW pucka
MeAMaHa BbDKMBAEMOCTHU HE JOCTUTHYTA, a B TPYIINE Mpo-
MEXXYTOUYHOM BBICOKOW U BBICOKOU CTEMNEHEN pUCKa OHA CO-
crapwia 20 Mec (pa3iuuusl MEXIy rpynrnaMu CTaTUCTUYE-
CKHU JOCTOBEPHBI; pUC. 4).

CremyeT OTMETUTh, YTO CTaauU 3a0oJieBaHUS (J0Ka-
JIU30BaHHbIE, PACTIPOCTPAHEHHbBIE) UMEIU CaMOCTOSITENb-
HOe TMporHocTuyeckoe 3HaueHue. [Ipu JIoKalIM30BaHHBIX
(I—IIE) crapusix yacToTa MOJHBIX PEMUCCUIl ObLIa BIBOE
0oJiblIe, YeM Ipu reHepann3oBaHHbIX (40 1 20% cooTBeTcT-
BeHHO). OO1m1asi BBIKMBAeMOCTb ObUIa IOCTOBEPHO BBIIIIE
TPY JIOKATU30BaHHBIX CTAIUsX (pUC. ).

Puc. 5. O6wasn eviocusaemocmo
NAyUeHmos ¢ NepeuHHoOi MeOUaACMUHANbHOU (MUMUYECKOIL)
B-KKJI (n=71) 6 coomeemcmeuu co cmadusmu
PAcnpocmpanerus Onyxoau.
Cpok nabarodenus om 3 do 64 mec (p = 0,006)

TakuMm oGpa3oM, TepBUYHAsT MeAUMacCTMHaJIbHAs (TH-
muyeckasi) B-KKIJI siBisiercs caMoCcTOsITEIbHBIM KJIIMHUKO-
MMMYHOMOP(}OIOrMYeCKUM BapUaHTOM 3KCTPaHOIAIbHBIX
HXIJI ¢ xapakTepHBbIM KIMHUYECKUM T€UEHUEM, OIIPEeIeICH-
HBIMM IYTSIMU paciipocTpaHeHus. KimHudecknumMu ocooeH-
HOCTSIMM JaHHOTO BapuaHTa JUMMOMBI SIBJISIOTCS JIOKAJI-
3aIMsI OTYXOJIU B TIEpeTHEBEPXHEM CPEIOCTCHUH U JITUTEITb-
HO€ MECTHOE pacIlipocTpaHeHWe Ha OJu3Jiexaline OpraHbl
U TKaHU 0e3 paHHMX OTAaJeHHBIX MeTacTa3oB. Kpome Toro,
TUIMYHO MACCHUBHOE MOpaXeHKe IePeIHEBEPXHETO CPemIo-
crenus (82%), 4TO MOBOJIBHO YacTo (42%) cOMpOBOXKIACTCS
pasButuemM cunHapoma kKomrpeccun BITIB. Ha Gonee mosn-
HMX 3TaItax pa3BUTHS 3a00JIeBaHUST BOBMOXKHBI OTIAJTCHHBIC
SKCTPaHOMAbHBIE METACTa3bl B TIEUEHU, KOCTSIX, CeJie3eHKe,
[MOYKaxX, HAAIMOYEYHMKAX, LIMTOBMIHOM keyede. Ilopaxe-
HMs KocTHOTo Mo3ra, LIHC (BewiecTBa, 000109eK MO3ra) He
Habmoganoch. K 0cOGEHHOCTSIM MMMYHOJIOrMYeCcKOro ge-
HOTHUIIa nepBUYHON MeauactuHalbHOU B-KKJI otHOCsATCSE
otrcyrcTBue antTureHa CD10 B 100%, skcrmipeccust MapKepoB
CD23 B 29% u otcyrctBue skenpeccun HLA-DR B 20%
cilydaeB Ha MeMOpaHe 3J0KaYeCTBEHHBIX KJIETOK, OOHapy-
KeHue aHtureHa CD38 Gojiee yeM y MOJOBUHBI OOTbHBIX.

Pesynbrarhl HalIero MCCIEAOBAHMUS CBUIACTEILCTBYIOT
0 TOM, YTO IIPY MPABWJIBHOW 1 aeKBATHOM 110 MHTEHCUBHO-
ctu xumuorepanmuu (MACOP-B/R-CHOP) ¢ no6asieHueM
JIY4EeBOIi Teparmy MOXHO TOJy4uTh 58% MoJHbIX U 42% va-
CTUYHBIX peMuccuii. Bce GObHBIE KO BpEMEHU OKOHYAHUS
HACTOSIIIEr0 UCCIIEAOBAHMS HAXOAATCS O HAOTIOACHUEM.
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