HAYUYHO-TIPAKTUYECKAA PEBMATOJIOI'MA Ne 1, 2003

VIK: 616.155.3-02: 616.72-002.77

HEWUTPOIIEHUA TP PEBMATOUHOM APTPUTE

1 JJEMKO3 U3 BFOJIBIINX TPAHYJISPHBIX

JINMM®OLIUTOB

B.A. Jloponunl E.A. Huxumunl FO.B. Cudoposal A.B. [luenukl

PE3IOME
Knunuko-naboparopHas kapTuHa jeiiko3a U3 OonbmMX rpaHylapHbIX aumdouutos (JIBIJI) - HeifT-
pOIleHHUs, CIJIEHOMErallusi, accouuanus ¢ peBMaTouaHbiM aptuproM (PA) - vacto cxoxHa ¢ TakoBoi
npu cuaapome dentu.
Lenv. CpaBHeHHE KIMHHUKO-IEMATOJIOTHYECKHX, MMMYHO(DEHOTHIHYECKHX H HMMYHOTCHETHYECKHX
ocobenHocTeit OonbHBIX ¢ cuHapomMoM @entu u JIBI'JI ¢ u 6e3 PA.
Mamepuaner u memoowi. IlpencrtaBieHa KIMHHKO-nabopaTopHas Xapaktepuctuka 10 OGOJIBHBIX C
JIBT'JI. UMMyHO(QEHOTHIINYECKOE HCCICAOBAHUE JIUM(ONUTOB IIPOBOJIIIOCH C MOMOIIBI0 MOHOKIO-
HanbHbIX aHTHTen CDS8-PE m CD3-FITC/CD16-PE (aBoiinas metka) (Caltag, USA) metogom mpo-
tounoil nuromerpun (Partec, Daco). Ilpu uccinenoBanuu KIOHaIbHON MEpPEeCTPOiKM IeHOB ramMma-iie-
nu T-kimetodyHoro peuenrtopa ucnosb3oBaincs [P ananu3 koHpopmanuoHHOTro noaumopdu3Ma oj-
Houenoveunbix pparmentoB JJHK B pactBope ¢ HU3KON MOHHOW CHIION.
Pesynomamur. JIBI'A siBnsiercss otaenbHoi Ho30moruyeckoi gopmoit. 3abosneBanue 4acTo acCOLUHPY-
et ¢ PA (oxono 20%). IManuentsr ¢ JIBI'JI + PA u nauuentsl ¢ cuapoMoM DenTu UMEIT CXOXKHE
UMMYHOT€HETHUECKUE XapaKTEPUCTHUKU , KOTOpble HE BbIABIAIOTCA y OoibHbIX ¢ JIBIJI Oe3 PA.
3axniouenue. Mopdonoruueckoe, MMMYHO(PEHOTUIINUECKOE U MOJIEKYISIPHOT€HETUYECKOE HCCIIe0Ba-
HUS SBISIOTCA KpalHe Ba)XKHBIMHM M BBICOKOPEIPE3EHTATHBHBIMU MeToJaMM B auddepeHnuanbHoi
auarnoctuke Heirponenun npu PA. Cungpom @entu u JIBI'JI sBndioTcs BapuaHTaMu CHHAPOMA, Xa-
paKkTepu3ylonerocss HEWTpOIeHUEeH, crieHoMmeranueil, HamuuueM PA u mponudepanueid Gonpmmx
rpaHyJISPHBIX TUM(OLHTOB.

KnroudeBble cloBa: eiko3 u3 O0AbWUX SPAHYISAPHBIX TUMPOYUMOSE, PeSMAmOUOHblll apmpum,
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cunopom Denmu.

Heiitponenus npu pesmatrougHom aprpure (PA) spuser-
csi axkTyaiabHOW mpoOiemoii. OHa ocioxHseT TedeHue PA,
npezacrasiseT 1uddepeHnnanbHO-JUarHOCTHYECKYI0 podiaemy
u TpeOyeT 0co00i TepaneBTHYECKON TaKTUKH. MeXaHU3MbI
HeliTponenun npu PA 1o cux mnop msydensl ciabo. OHU HOCST
KOMIIJIEKCHBIH XapakTep. Y Oousbliel yacTH OONBHBIX ¢ HEHTpPO-
nenueit u PA oOHapyXMBalOTCs aHTHUTENa NPOTHUB I'PaHYJIOLU-
TapHO-MakpodaraibHOro KOJIOHHE-CTUMYJIUpYylouero ¢axkropa
(I'-KC®) nnm aHTHTeHOB Ha MOBEPXHOCTU HeWTpoduios [10,
16]. Bo03MOXHO NoaaBiieHHE NPOLYKIUH HEHTpOodHIOB B KO-
CTHOM MO3re LIMTOTOKCHUeCKUMHU kierkamu [7]. Ilospexnenue
HEHTPO(GHUIOB MOXKET OCYIIECTBISATHCS UMMYHHBIMH KOMIUIEK-
camu [3, 2, 19]. OOcyxnaroTcss U HE MMMYHHBIE MEXaHU3MBbI
pa3BUTUSI HEHTPONEHUHM: MHIYKLHUS ANoNTO3a PAaCTBOPHUMBIM
FAS-nurannoM, MHAYKLUUS HEYYBCTBUTEIBHOCTH MHUEIOUIHBIX
npeamecTBeHHUKOB K ['-KC® [7]. Onucansl ciaydan daromu-
TO3a HEUTPO(DUIOB MakpodaraMu KOCTHOTO MO3ra MpH CHHJ-
pome ®entu [M]. Panee xk mpuunHAM HEWTPONEHUHU NPU JaH-
HOM CHHAPOME OTHOCHJIM CEKBECTPALMI0O HEHTPO(HIOB B cene-
3EHKe.

B mocnennue rogsl cTano M3BECTHO, YTO OJHOM W3 MpH-
4yuH HeWTpomneHuu npu PA moxer ObITh T-KJIETOYHBIN JIEHKO3
n3 6oapmiux rpanyiaspHsix auMdouutos (T-JIBI'JI). B Hacros-
mee Bpems Mopgoisiorus, QYHKIUS ¥ MMMYHOJOTHYECKHE Xa-
pPaKTepUCTHKU OONbUIMX TpaHylspHbIX JuMmdponutos (BIJI)
usydensl moapo6Ho [21]. Ouu cocraBastor 5-20% ot oburero
KOJIN4eCTBa THUM(OUHUTOB KPOBH (B aOCONIOTHBIX 3HAYCHHAX -
ot 250 1o 450 B 1 mxa kposu). Ilomynsauus BI'JI rereporenna
10 GyHKIMOHATBHEIM M UMMYHO(CHOTHIIMYECKUM XapaKTepu-
ctukam. Oxono 10-20% BI'JT oTHOCATCS K IIMTOTOKCHYECKHM
T-mumdonuram (T-BI'JI) ¢ ummynopenorunom CD3+,CD8+.

* - Topoackoii remarosnorudeckuii nenrp I'Kb‘um. C.I1.Borkuna,

MockBa
** - T'emarosornuecknii Hayunbiii lleatp PAMH, Hocksa.

T-BI'JI pacno3HalOT 4yKEpOJHBIA aHTHTEH B KOMIIEKCE C MO-
JIEKYJION TJIaBHOTO KoMIulekca rucrocoBmectumoctd (MHC) 1
knacca uepe3 T-kinetounsli penentop. 'ensr T-knerounoro pe-
LENTOpa B 3TUX KJIETKaX IEpPecTpoeHbl. B 3amamgHbIX cTpaHax
JIBT'l B mnopaBnsitonieM OOJBIIMHCTBE CJIy4acB BO3HHUKAET
umenHo u3z T-BI'JL.

Oxono 80-90% BI'JI aBusitoTCS €CTECTBEHHBIMH KHJIJIE-
pamu (HK-knetku). HK-BI'JI npuHIMOHATBHO OTIMYAIOTCS OT
T-BI'JI (tabnuua 1). Onyxonun u3 HK-kinetok B 3amamHbIX cTpa-
Hax BCTpEYalOTCs KpaWHEe PEeaKo, WMEIOT COBEPLICHHO HHYIO
KJIMHUKY 1 He coveratorcs ¢ PA. B tabnune 1 npuBenena cpas-
HHUTEJNbHAs XapakTepucTuka AByx momymnsuuid BIJL

Tabnuya 1.
CPABHUTEJIBHAS XAPAKTEPUCTUKA

HK- U T-BI'J

T-BI'J1 HK-BI'J1
Mopdostorust Bosmime rpany/sipHbEe JTMGOLMTHI
AHTHTeHHAst
creuIIHOCTL Ectp Her
PAaco3HABAHUST
T'enn1 T-keTouHorO
peterrropa Ilepectpoensl He mepectpoeHst
PacnosnaBanne Yepes T- Yepes penentopst
MHILLEHH KJIETOUHBIHI HK-knerokx

perenTop
Yamaroxenme IMepdopunbl, rpaH3UMBI, HHIYKIHSL
MHILEHH aronTo3a B KJIETKE MHIICHI
Hvvynodenorun CD3+, CD8+ CD3-, CDS8-,

CD16+, CD56+
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C momeHTa nepBoro onucanus B 1977r T-JIBI'JI umen
pasHble Ha3BaHus: T-xpoHuueckuit numdoneiikos, T8-rumep-
neiixonuros, T -nmumdponponudeparuBHoe 3abonesanue, T-
KJIETOYHBIH nuMdoruTo3 ¢ HeitTponenueir [18]. B nauane 90-
X TOJIOB, ITOCJIE I0Ka3aTeNIbCTBA KJIOHAIBHOM IPUPOJIBI 3TOH 60-
ne3nu, T-JIBI'JI Obut BbiZENEH B OTACNBHYIO HO30JIOTHYECKYIO
¢dopmy [14]. Auarnoctuyeckne kpurepun T-JIBI'JI TakoBsr:

1) Hanuuue nuM@ponUTO3a 3a CUeT OOJBLUIMX I'PaHYIIPHBIX
nmuMmdonutoB > 2000/Mki, coxpaHsromerocs >6 Mmec;

2) ummynogenorun BI'JT (CD3+, CD8+);

3) HeliTponeHUs M/UIK Ipyras UUTONEHUS, COXpaHsIOLIas-
csa > 6 mec;

Haubonee xapakTepHBIMU KJIMHUYECKHUMHU MPOSIBICHHUS-
mu T-JIBI'JT sBasitorcs nuM¢ouuTo3, HEHTPONEHUS U CILICHO-
Meranus. B tabnuie 2 npeacraBieHbl KINHUYECKHE JaHHBIC O
10 6onbubM ¢ T-JIBI'JI, KOTOpbIe HAXOAATCS MOJ HAIIUM Ha-
OJIIOICHUEM.

. Tabnuya 2.
KIIMHUYECKUE NPOSBJIEHUS JIEUKO3A U3
BOJIBIINX IN'PAHYJIMPOBAHHBIX JINM®OLINUTOB

Kinunnyeckue nposisjiennst  Yucno 6onbHbIXx (1=10) %
Cpennnii Bo3pacTt ,rofasl 56 (27 - 82)
JIumpouutos 10 100
Heiitponenus < 2000/mxa 10 100
Anemust 4 40
TpomOouuToneHust
<100 TBIC./MKT 0 -
CneHomerasinst 8 80
Jlumpanenonarus 2 20
INopasxenne KocTHOro Mo3ra 10 100
Coueranue ¢ ApyrumMu PA - 2 20
3200,1eBAHUSAMH AUTA-IIKKA* - 2 20
IIcopuasz - 1 20

* - AyTOl/IMMyHHaSl TreMOJIUTHYCCKasA aHEeMHs, NMPOTEKaIasg KakK
nmapuuajJbHasg KPaCHOKJICTOYHAsA amia3usl KOCTHOro mMosra.

T-JIBI'JT u cunapom PenTu UMEIOT CXOJHbIE KJIWHUYE-
cKkHe nposiBneHus. B mopasnsiomem 0oibIIMHCTBE ciydaeB T-
JIBT'JI oOHapyXuBarOTCs yBEIHYEHHE CEJIE3CHKH M HeHTporie-
Hus. B 25 - 30% ciyuyae T-JIBI'JI coueraetcsa ¢ PA. B cBoro
ouepenb, 10 1/3 GonpHBIX PA ¢ HelTpomeHHEH HMEIT KJO-
HajpHy mposudepanuro CD3+, CD8+, CD57+ kiertox [4].
Hurepecno, uro npu cunapome Pentu u PA B coueranuu c T-
JIBI'JT 3a6051eBaeMOCTh y MYXKUUH U KEHIIUH NPUMEPHO OJIH-
HakoBa (HeOonpiIoe mpeobIafaHue XKEHIINH), B TO BpeMs Kak
3a00J€BaeMOCTh KjaccuueckuM PA y skeHumuH B 2,5 - 3 pasa
BBIIIE, YeM Yy MyXK4MH. HakoHer, umeercs 3HA4YUTEIBHOE HM-
MyHOreHeTHueckoe cxoacrBo mexay PA + T-JIBI'JI u cunapo-
MoMm @entu. O6a cuHapoma B 90% cirydaeB acCOLHMUPYIOTCS C
HLA-DR4 annenem; mpuieM HEpPEAKO BBISBIAETCS TOMO3HUIOT-
HOCTb 1O HeMy, OCOOEHHO YacTO BCTpeuYaeTcs CovYeTaHUe
*0401/*0404. ITpu PA uacrtora BeisiBieHus HLA-DR4 cymiect-
BeHHo Hmke, a npu T-JIBI'JI 6e3 PA He Bhile, yeM B 00mieit
nonymsiuuu (okono 30%) [5, 20]. HenaBHO omyOGinKOBaHBI pe-
3ynbrarel n3ydeHuss HLA 1 kmacca npu PA B coueranum c T-
JIBT'JI u cunppomom Pentu [6]. DT0 0COOEHHO MHTEPECHO O~
TOMY, YTO IUTOTOKCHUYECKHE KJIETKH CTHMYJIHPYIOTCS HMEHHO
monekysnamu MHC 1 knacca. Bputa BhISIBIEHA O4YeHb CHIIbHAs
acconuanus Mmexay cuxapomom ®Pentu u amnensmu I kmacca
HLA-A*02 u Cw*0501. IIpu PA B coueranuu c T-JIBI'JI ume-
Jla MeCcTO JOCTOBepHas accouuanus c amienem HLA-B*44.
lannorun B*44; DRB 1*0401 wame Bctpeuaercst npu T-JIBI'JI
+ PA, uem npu cunapome @enru. Tamnmorun HLA-
A*02;B*44;Cw*0501 accoumumpyetcsi ¢ 00euMHu OOJIE3HIMH, XO-
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TS 3T acCOLMAaLUU cnabdee U BTOPUYHBI 110 OTHOMICHHIO K OC-
HOBHO#W accouuanuu obomx cunapomoB ¢ HLA-DRB 1*0401.
T-JIBT'JI 6e3 aprpura He umeer accounanuun Hu ¢ HLA-DRBI1
(=HLA-DR4), uu ¢ monexynamu MHC I xnmacca. Takum 00-
pa3zoMm, BO3MOXHO, uro cuHApoM Dentu u T-JIBI'JI B couera-
Huu ¢ PA - mposiBIeHHS OAHOTO Ipolecca, B X0Ae KOTOPOTro
MPOUCXOAUT Hponudepanus MUTOTOKCHUECKUX T-KIeToK, nmpu-
4eM HEKOTOpbI€ KJIOHBI T-KJIETOK MOTYT HOCTHUIaTh pa3MeEpOB,
BBISIBJIIEMBIX C MOMOIIBIO MOJICKYJISIPHBIX U MOP(OIOrHUIecKuX
MeronoB. HeusBecTHoe moka TpaHchopMmupylouee coObITHE,
BO3MOJXKHO CIIyyailHO€, NPUBOAUT K MaJWUTHU3AINU KJIOHA C
pa3BUTHEM JIeiiko3a U3 OOJNBIINX I'PaHYJSPHBIX JTHM(OIHUTOB.
ITo- Bugumomy, T-JIBI'JI, xak u KioHanbHas T-kieTouyHas
nponudepanus Ha Gone PA, pasBuBaercs BCleACTBUE M-
TEIbHON aHTUTeHHOU cTuUMymsuuu T-kiaetok. B mone3y storo
CBHIETENLCTBYET accounanus ¢ monekyiramu HLA I u II xnac-
COB: MNPE3CHTAIUsl ayTOAHTUICHOB B KOHTEKCTE MMEHHO 3THX
amuteneit monexkyn MHC I u Il kmaccoB MoOKeT BBI3BIBATH IJIH-
TeJdbHYI cTUMyIsinuio T-kiaetok. OOpaTHBIN CleHapHii, Koraa
PA passuBaercs Ha ¢one T-JIBI'JI, masnoBeposiTeH, XoTs Ta-
KHe Cilyyau onucaHsl [22].

Kak BugHo u3 Ttabmauusl 2, B 100% ciydaeB y Hamux
OO0JIBHBIX UMEJIOCh NOpaKeHHe KOCTHOro Mo3ra. Omy06inKoBaHO
MHOTr0 paboT 00 M3MEHEHHUSX B KOCTHOM MO3re IPH CHHApPOME
@entu. B GonbIIMHCTBE M3 HUX MCCIENOBAH MYHKTAT KOCTHO-
ro Mo3ra, B KOTOpOM HEPEAKO BBIABJIACTCA MUCITOUAHAA THUIICP-
IU1a3usl U CABMI B CTOPOHY Oosiee He3penbiX GpopM (OTHOIIEHUE
CyMMBbI IPOMHEIOLUUTOB U MUCITOLUUTOB U CYMMBbI METAMHUEIIO-
LIUTOB M CErMeHTOsZepHbIX (opM Bhilie, yeM B Hopme). Cie-
JIyeT OTMETHTb, 4TO UH(GOPMATUBHON SABISETCS TpErnaHoOHOI-
CHS KOCTHOTO MO3Ta, a He IIyHKTAaT, IIOCKOJNBKY THM{ouIHas
uHOUIbTpanus KocTHoro mosra npu T-JIBI'JI B GonblinHCTBE
CIIy4aeB HOCHUT OYaroBBIH MIIM WHTEPCTUIMATIBHBIN XapakTep, a
B IYHKTaT€ YUCIO JUMGOLNUTOB HE YBEIMYCHO WM HE3HAUU-
TENBHO yBENIUYeHO. boiee Toro, creneHp HHOUIBTPALUU KOCT-
Horo Mo3ra npu T-JIBI'JI oObIuHO HeBeNMKa; MHOTZAA HOpaxKe-
HHME KOCTHOTO MO3ra IpU OKpacke reMaTOKCHIMH-203MHOM HE
BBISIBJISIETCS, M TOATBEPAUTH €r0 MOXKET TOJBKO UMMYHOI'MCTO-
XuMu4eckoe wucciaenopanue [1]. B OuomrtaTe KOCTHOro Mo3ra
npu T-JIBI'JI Hepenko oOHapy»KUBaeTCsi THUIEPIUIA3Us IPUTPO-
UJHBIX U MHEIOUJHBIX MPEILUIECTBEHHUKOB C HapyIIEHUEM CO-
3peBaHMs Ha paHHEH MM MpoMexyTouHol dazax. DTo yka3sbl-
BaeT, 4ro narorenes nuronenuit npu T-JIBI'JI oruacTn cBA3an
¢ BbICBOOOXACHHEM HUTOKMHOB kietkamu T-JIBI'JI, xoropsie
HapylalT HOPMalbHYI0 AU((EPEeHIUPOBKY IPUTPOUIHBIX H
MHEIIONIHBIX TpeauecTBeHHUKoB [17]. B cBere BhImreckasas-
HOT'O IpPEJCTaBIeHHE O TOM, YTO OCHOBHOH HAaXOJIKOH B KOCT-
HOM Mo3re npu cuHapoMme Dentu sBIsfETCSs MHUEIOUIHASA TH-
nepmiaasus, TpedyeT nepecMorpa.

C mpakTHYecKO# TOYKH 3pEHHS TPEIMaHOOUOTICUS HE MO-
JKET PacCMaTPUBATBCS KaK OAMH U3 NepBbIX AU depeHnaib-
HO-JIMarHOCTUYECKUH TECTOB, IMOCKOJIbKY JIMATHO3 MOXKET OBITh
MMOCTaBJICH NPH HCCIE0BAaHUH Ma3Ka KPOBH M UMMYHO(QEHOTH-
MUPOBAaHUS JIUM(POILHUTOB.

Mopdonorus 60IbIIUX TPAHYIAPHBIX TUM(OIUTOB B Me-
pudepuueckoil KpOBH OYeHb xapakTepHa. X nuamerp oObIYHO
paBeH AMaMETPy ABYX SPUTPOLMTOB. SIApO KPyriioe WiIu OBalb-
HOE, JIEXHUT B IEHTPE WM 3KCHEHTPUIHO. XPOMATHH KOHACH-
CHpPOBaH, SAPBIMIKK He BUIHBL. LluTomnasma mwupokas, cinado-
6asodunpHas. [1TaBHBIM OTIMYUTENBHBIM HPU3HAKOM SIBISETCS
HaJM4Yue B LUTOMJIAa3Me a3ypoMIbHBIX TpaHyJ, pasMep U Ko-
JIUYECTBO KOTOPBIX 3HAYUTEIBHO BapbUPYET.

Tunuunasli uMMmyHodenotun kierok T-JIBI'JI Taxoii:
CD3+, CD8+, CD4-, CD16+, CD57+. Kunerku T-JIBI'JI skc-
HIPECCUPYIOT U Apyrue naH-T-KJI€eTOYHbIE MapKepbl, TaKHe Kak
CD2, CD7, CD45RA, oaHako NpHHIHMIHAJIBHOE 3HAYCHHUE
umetoT 1Ba Mapkepa: CD3 u CD8. Bo3MoXHBI cllyuyal peaKkTHB-
Horo (HeomyxoneBoro) CD8+ numdpounrosa. [locraButs nua-
HO3 B ATOH CHTyallMHd IOMOTaeT OJHOBPEMEHHas BKCIpeccus
Ha CD3+ CD8+ kmerkax CD16 u CD57 anturenos. Ilpu pe-
AKTUBHOM JIMM(OIUTO3C 3TH AHTUI'CHEl OOBIYHO HE KCIIPECCH-
pytotesa. Okcnpeccust CD56 na xnetkax T-JIBI'JI moxeT cBuzge-
TEJNbCTBOBATH O HEOJIArONMPUATHOM MPOTHO3E.
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Onpenenenue T-kj1€TOUHON KIOHAIBHOCTH SIBISETCS Me-
TOJIOM, INO3BOJISIIOIMM HOATBEPAUTH OIYXOJIEBYIO NPHUPOJIY 3a-
OoneBanus. B ocHoBe ompeneneHus T-KIETOYHON KIOHAIBHO-
CTH JIEKUT YHUKAJIbHOCTh BapuabenbHOro peruoHa T-kieTou-
HOTO perentopa B kaxaoMm T-numdornure. Hannuue B ucnsiTy-
eMoM o0pasue NpUMecH KIOHAJIbHBIX KIETOK, COJIepKallux
OJMHAKOBBIA BapualeabHbIi pernoH T-KkiIeTOoYyHOTO penenTopa,
MO>HO BbISIBUTb MeTonamu CaysepH-Osorrunra u I1IP. Yys-
CTBUTCJIBHOCTb ME€TOJA, HMCIOJB3yE€MOIro B HACTOALIECEC BpEMs B
T'HIl PAMH, HeBenuka: KIOHAIbHOCTH BBIABIsIETCs, ecau 1,0
- 0,1% xierok B oOpasue cojep)ar OJWHAKOBBIH Bapuabenb-
HBIN pernoH. Bo Bcex M3y4eHHBIX HaMH CIydasx KIOHAJIbHOCTB
npouecca OblIO JA0Ka3aHa.

Mexanu3Mmbl HeiiTponenuu u nuroneHuid npu T-JIBIJI
m10xo u3ydeHsl. IIpsAMoO#l 3aBHCHMOCTH MEXIy BBIPaKEHHOC-
THIO IUTONECHUH M CTENEeHbI0 MH(UIBTpPALMKM KOCTHOIO MO3ra
Her. OnHaKo, Mo KpaiiHel Mepe B MOJOBUHE CIIy4aeB, LIUTOIE-
HHUM CBSI3aHBI C MPSAMBIM LHIUTOTOKCHUYECKUM JEHCTBUEM KIETOK
T-JIBI'JI Ha muenomnod3 u »putponods [1]. B psge cayuaeB T-
JIBI'JT BBIABIAIOTCS aHTHMHEHTPO(UIbHBIE AaHTUTENA, OAHAKO HX
cnenupUYHOCTD IUIOXO J0Ka3aHa.

T-JIBI'J1 xapakrepusyercs CTaOUIbHBIM KIMHUYECKUM
TEUEHHEM C OY€Hb MEIJICHHON mporpeccueil. Onucansl ciydan
cnontanHoit perpeccun T-JIBI'JI. Benymei npoGuemoii mpu
JIAaHHOM MaTOJIOTHH SBJISIOTCS LUTONEHUHM W MH(QEKIHH.

B nactosmee Bpems T-JIBI'JI ve uzneuum. [1o maHHBIM
M.V .Dhodapkar ¢ coaBr. MenumaHa BeDKHBaeMOCTH mpu T-
JIBI'JI mpesbimaetr 10 met [8]. B cBA3u ¢ OIUTENBHBIM XPOHH-
YECKHUM TEeYeHHeM OO0Je3HH ONpaBlaHa BbDKHIATEIbHAS TAKTH-
Ka W CcTpemieHHe wu30erath aruia3upyloued XUMHOTEpaluu.
[ToxazaHuaMu K Tepamuu SBIAOTCS HeWTponeHus menee 500
KJIETOK/MKJI, OCJIOXXHEHHasi 4acThIMH MHQEKIHSIMHU, TIyOokas
aHEeMHs, 3HA4UTENbHAs CIJICHOMETAlus C IUTONCHUSAMH, a
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KinnHnyeckre ¥ MMMYHOTEHETHYECKUE MPOSBICHUS CHHAPOMA
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Objective. Pts with chronic clonal proliferation of large granular lymphocytes (LGL leukemia) often
have neutropenia, splenomegaly, and rheumatoid arthritis (RA), thereby resembling the manifestations
observed in pts with Felty’s syndrome. The present study sought to indicate that pts with these disor-
ders represent two distinct subsets. We compare clinical, hematological, immunophenotiping and
immunogenetic features in Felty’s syndrome pts with and without the LGL leukemia.

Material and methods 10 pts with T-LGL leukemia were studied.

Surface phenotype was estimated

using monoclonal antibodies CD8-PE and CD3-FITC/CD16-PE (two-color) (Caltag, USA) by the
flow cytometric analysis (Partec, Daco). Analysis of TCR gene rearrangement was performed by using
PCR-LIS SSCP (low ionic strength single strand conformational polymorphism). Comparison with
Felty s syndrome and RA pts based on the review of literature.

Results. LGL leukemia is a distinct clinicopathologic entity often associated with RA. LGL leukemia
pts with RA showed the same immunogenetis associations seen in RA/Felty’s syndrome, while LGL

leukemia pts without arthritis did not.

Conclusion. Hematologic, immunophenotyping and molecular genetic analysis are very important and
highly representative tools in differential diagnosis of neutropenia in RA, and propose that Felty’s syn-
drome and LGL leukemia represent different variants of broader syndrome comprising RA, neutrope-

nia, LGL expansions, and splenomegaly.

Key words: Large granular lymphocytes leukemia, rheumatoid arthritis, Feltys syndrome.





