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OcoOnuBocTi nepebiry Ta npuHUMNN

niarHOCTUKU BOJNIOCUCTOKNITUHHOI NneruKemii

lNposeneHo anania KNiHivHUX NPOABIE Ta 1ab0PaTOPHUX NOKa3HWKIB Y XBOPWX Ha BOSTOCUCTOKAITMHRHY Niekikemito ( BKT).
JHiarrocTuka knacunyHoro sapiaHty BKJ1 6a3yetnaca Ha BusiBeHH] y nepugepuyHii kposi Ta/a60 KicTKOBOMY MO3KY Neii-
KeMIYHUX BONTOCUCTUX KINITUH i3 NO3UTUBHOIO PEaKLIEI0 Ha TapTPAaTPEe3ncTeHTHY kucay ocgaraay i perHotunom panB+,
CD5-, CD10-, CD11c+, CD25+, CD103+; naHuMTOrneHieio; peaxktnsHiim QiGpo30oM KICTKOBOI0 MO3KY | CruieHOMEraimieio,
KniridHa kapTuHa, 8 caMe noYaTok 1a nepebir BKJ1, sanexuTs Big cTyneHs BUPaXeHOCTi UMToneH Il y nepugepuyniin
kpoBi. BKJTHeobxigHo guepexuiioBaTi 3i BCiMa 3axB0pI0BaHHIMM, [JTS AKMX XaPAaKTepHI UATOMEHIA Ta CrneHOMeranis,
& TaKoX 3 IHLLMMUN XPOHIYHUMK NiMgonposigepaTMaHUMMN XBopobamu,

Kniouosl cnosa: BONOCUCTOKNITUHHE NEMKEMIs, BapiaHTHa (hopMa BONOCUCTOKTITUHHOI TeiikemMil, AMarHOCTWYHI 03HaKW, Qu-

epeHUiita fiarHoCcTuka.

Beryn

BonocucTokniTuHHa neikemia (BKIJT;
hairy cell leukemia) HanexuTb 00 PiAKICHUX
(3 BMnNaakM Ha 1 MJIH HACeNeHHS) XPOHIYHUX
niMmooigHmx B-3pinoknitTMHHMX Heonnasii
(panB+: CD19+, CD22+, CD79b+, ane
CD21-, CD23-, CD5-, CD10-, CD11c+,
CD25+, CD103+) 3 TMNOBUM «BOJIOCUCTUM»
KJIITUHHUM CY6CTPaTOM Y KICTKOBOMY MO3KY
Ta nepudepuyHiin KpoBi, cnaeHoMeranieo,
NaHUMTONEHiel, GiBpPO30M KiICTKOBOIO MO3KY
Ta TPUBANIMM KJliHiYHUM nepebirom (Bourorn-
cle B.A et al., 1958; Diebold J., 2001;
Dores G.M. et al., 2008; Buroscbka §.1.
Ta cnieasrT., 2008; Lanai1 0.0. Ta cnisasT.,
2011). YacTo Ao nyxnMHHOro Npouecy 3any-
YaeTbCA NeviHka, pigwe — nimaTuyHi By3anmn
i Bkpaii pigko BiAMiYalOTb €KCTPAHOAANbHI
nposieu (Yetgin S. et al., 2001; Al-Za’abi A.M.
etal., 2008).

Kpim knacuyHoi, onucaHa BapiaHTHa
¢opma BKJ1(BKJ1-B), wo ctaHoBKTb 10% yCix
Bunagkis BKJ1. Nepe6ir BKJ1-B xapaktepuay-
€TbCS JIENKOLIMTO30M y NepudepuyHiii KpoBi,
BiACYTHICTIO HEATPONEHII TA MOHOLMTONEHII,
BOJIOCUCTi NiMOLMTU BiOPISHAOTLCSA 32 MOP-
donorieto Ta imyHodeHoTunom (CD25-),
y KICTKOBOMY MO3KY BifiCYTHili ¢i6po3 (Matu-
tes E. et al., 2001; Matutes E. et al., 2003;
Gupta K. et al., 2005; Ya-In C. et al., 2005).
Jyxe piako ajarHoCTyiOTh Y MeLLKaHLiB ANoH-
CbKWX OCTPOBIB LUE TPETIi, ANOHCLKUiA, Bapi-
aHT BKJ1 (Miyazaki M. et al., 2004).

OpHak aTunoeuii nepebir aeskux rema-
TOOHKOJIOTiYHUX XBOpoO, Ak i camoi BKJ1,
CTBOpPIOE NpoBnemMu AjarHoCTUKU Ta BY4aCHO-
ro aleKBaTHOr o JliKyBaHHS.

Y poboTi npeacTtaeneHi 0co6nuBOCTI
KiiHiYHOro nepebiry BKJ1, BU3HA4YEHHS IKMX
CNpUSTUME BAOCKOHANIEHHIO AiarHOCTUKN
Ta andepeHUIiHOI AjarHoCTUKU XBopoOu.

06’exT i meTooK

pochipxeHHs

MNin HawuM cnocTepexeHHsM nepebysa-
nm 90 xsopux Ha BKJ1 Bikom 29-80 pokis
(MeaziaHa 50 pokiB), cepen HUX 24 XiHKuK

Ta 66 YyonogikiB (CMiBBiOHOLIEHHA Y00BIKIB
i XiHok 2,8:1).

He3aBaxatouu Ha Te Lo XBOPiloTb Ha BKJ1
B OCHOBHOMY 0C06M CepegHboro Ta CTapLUo-
ro Biky, HAMU BUSIBIEHO 3HAYHY YACTUHY
(21,1%) Mmonoaux nauieHTiB Bikom <40 pokiB.

Lna kpaworo po3ymiHHs nepebiry 3a-
XBOPIOBaHHA BCix nauieHTiB 6yno poaaineHo
Ha ABi rPymnux 3a BikOM i NPOBEAEHO NOPIBHASb-
HWIA aHania KiiHiko-nabopaTopHUX xapakTe-
pucTuk. 1-wwa rpyna smovana 19 naujeHtis
BikoM 29-40 pokiB (MeaiaHa 32 poku), cepep,
sikux 6yno 6 xiHok Ta 13 4onoBikis. 2-rarpyna
HaniyyBana 71 nauieHrta Bikom 40-80 pokis
(mMepiaHa 53 poku), 3 HUxX 18 xiHok i 53 Yono-
BikW.

HiarHo3 BKJ1 BcTaHOBMKOBANW HA NiaCcTaBi
[aHuX aHaMHeay, KiiHiYHoro nepebiry, pe-
3ynbTaTiB 06’€KTUBHOIO Ta iIHCTPYMEHTASIBHO-
ro o6cTexeHHs, reMaTo/IoriYHOro Ta ricTo-
MOpPGOAOriYHOro LOCAIMXEHHS, iIMyHODEHO-
TUMOBOro aHaniay cybcTpaTHUX KNiTUH
BiAMOBIAHO [0 3arafibHOMPUAHATUX KPUTEPIIB.

Peaynbtatn

TaIx obropopeHHsn

Mepebir BKJ1 noBinbHWiA | YacTo Ha no-
4yaTKOBMX eTanax 6€3CMMMTOMHUIA, Lo CTae
MPUYMHOIO GinbLU Ni3HLOT AiarHOCTUKM AaHOTO
3axBOPIOBAHHA — Ha eTarli NOBHOI KiiHIKO-
remMaToorivyHoT kapTuHK. KpiM Toro, YactuHa
nauieHTiB TpuBanuii yac nepebysana nig,
CNOCTEPEXEHHAM i3 iHLWUMKN AiarHoO3aMu.
TakMM YAHOM, TPUBANICTb 3aXBOPIOBAHHS
00 BCTAHOBJEHHA AiarHo3y cTaHoBuAa
1-36 mic. ¥ 12 Monoamx nauieHTiB gjiarHo3
BCTaHOB/IEHO NPOTAroM 1-2 Mic Big novyatky
nepLUnX NposieiB XBopo6u. IHWKUM 7 nauieH-
Tam L€l rpynu aiarHo3 BCTAHOB/IEHO MisHille
(6—36 MicC) 3 pi3HUX NPUYKH: 1 XBOPUIA OTPU-
MYBAaB JIiKyBaHHS1 3 NPMBOAY riNONAacTUYHOI
aHeMii, 1 — xpoHiuHoi nimdoigHOI neike-
MiT (XJU1), 1 — HEXOMKKIHCLKOT NiMPOMMU,
y 4 BUnapgkax — y 38's3Ky 3 BiAMOBOIO naLli-
€HTIB NPOBECTU BCi HEOOXiaHI AonaTkoBi 06-
cTexeHHs1. ¥ 52 naujeHTiB cTapLioro BiKy Aia-
rHO3 BCTAHOBJIEHO NPOTAroM 1-3 mic,y 13 —

npotarom 4-6 mic i y 6 — 7-15 mic Big
nepLuMx nposieis xeopo6u. [lo BCTAHOBNEHHS
TOYHOrO AiarHo3y 2 nauieHTiB OTPUMYBaIu
NiKyBaHHA 3 NPUBOAY HEXOAXKKIHCLKOI 1IMGO-
mu, 1 — 3anisopgediumnTHOI aHeMii, 3 — He Oa-
Xauv NPOXOANTM AjarHOCTUYHI AOCAIOXEHHS.

MouaTok Ta nepebir BKJ1 € aocutb Bapi-
abenbHUM | 3aNeXuTb BiA NOKA3HWKIB Nepu-
¢epuuHOi KPOBi, a caMe Bif CTYNeHs BUpaxe-
HOCTi LMTONMEHIi, O CynPOBOAXYETHCS NiA-
BULUEHHSIM 4acTOTH iHPEKUIAHO-3ananbHUX
YCKNIaAHEHb Ta reMopariyHAMM NPosiBaMu.
Ha purcytiy npeacraBieHi OCHOBHI KAiHIYHI
nposiBu y xBopux Ha BKJ1.
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OCHOBHI KniHiYHi NposiBK Y XBOpMX Ha BKJ1

Mpu HagxooXeHHi A0 cTauioHapy CTaH
6inbLIOCTi NauieHTiB 6yB TsxkMM (14 xBopux
Monoaoro ta 56 — ctapLuoro Biky). binbLwicte
nawieHTIB CKapXXMnucs Ha Nporpecylody 3a-
ranbHy cnabicTb Ta LWBWAKY BTOMIOBAHICTb,
3aAULLKY NPW HE3HAYHOMY (iSUYHOMY Ha-
BaHTaXeHHI, siki HaiyacTiwe 6yny Hacninkom
aHeMIl pi3HOro CTyneHs. 3HayHy YaCTUHY
XBOPUX TypOyBaUM BioHyTTS AMCKOMG OPTY YU
6onio y niBilA NONOBUHI XUBOTA, 3YMOB/IEHUX
PO3TATHEHHAM KancCy/lu CeNie3iHKMH.
Y 4 (21,1%) nauieHtiB monopgoro ta 11
(15,5%) cTapLuoro Biky xBopo6a MaHipecTy-
Basia iHhEKUiiHO-3anansHUMWN YCKaAHEHHS -
MW, LLO NPOSABUAXCS NIOAEPMIEID, MHIAHMM
OTUTOM, rAMOPOETMOIAUTOM, NNEBPONHEB-
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MOHIEI0, MHEBMOHIEIO, XONELUCTUTOM, NiEN0-
HedpMTOM, NapanpoOKTUTOM, 3arOCTPEHHAM
XPOHi4YHOro 6poHXiTy Ta 6ynu 3yMOBINEHI
rPaHyIoLUMUTONEHIEI0 Y nepudepudHiii KPOBi.
Tsxka HEATPONEHisl YaCcTo CYNPOBOAXyBaa-
ca TpuBanuM cy6debpunitetom. MinsuLieHe
NOTOBUANEHHS, SIKE € XapaKTEPHOIO CKaprolo
D1 AAHOr0 3aXBOPIOBAHHS, BUSIBJIS/IA NPaK-
TWUYHO Y BCIX MALLEHTIB.

Y 10 xBopux, cepep sikux 4 (21,1%) mo-
nogoro T1a 6 (8,5%) crapworo Biky, xsopo6a
nebloTyBana remopariYyHUM CUHAPOMOM, LLO
NposIBASBCH HOCOBOIO KPOBOTEYEIO | KPOBO-
Teyelo 3 AceH, MeTpoparielo. B oaHOMY Bu-
najKy Bigmiuanu cybapoxHoiaasibHUiA KPOBO-
BUAMB. B okpeMux nauieHTiB Ha LUKIpi Bidya-
nisyBanu nerexianbHuii Bucun. OpgHak cnig
3a3HA4YMTH, WO, HEe3BAXaI4M Ha HU3bKUA
piBeHb TPOMOOUMUTIB Yy AEAKUX NaLieHTiB,
KNiHIYHO O3HAaKW reMopariyHoro CUHAPoOMY
6ynu BiacyTHi. OpgHoro nauieHta Typ6yBsaBs
6inb y cyrnobax. LLle B ogHoro xsoporo Bu-
SIBJIEHO NapanpoTeiHEMilo.

Mpm 06’ exTUBHOMY 06CTEXEHHI BnigicTb
LUKIPHWUX NOKPMBIB Ta BUAUMUX CNU30BUX 060-
JIOHOK BUSIBUAX Y 64 (71,1%) naujeHTiB. Y 6
(6,7%) BUNapkax Ha LKipi NOMIiTUIK remopa-
ri4yHi BUCUNM pi3HOro xapakTepy (Big, APIGHUX
neTexii 10 BEJIMKMX CUHLIB).

3a pgaHumu nitepatypu, ans BKJ1 Hexa-
pakTepHe 36iblUeHHs! nepudepuyHuX NiM-
¢oeyanie (Al-Za'abi A.M. et al., 2008;
Dores G. et al., 2008). Mpote cepen ob6cTe-
XYBAHUX HAMU XBOPUX HE3HAYHE 36iSIbLUEeHHS!
niM¢aTUYHUX BY3NiB po3MipamMu Ao 1x1;
1x2 cm BusiBneHo y 10 (52,6%) nauieHTis
Mornoaoro Ta y 23 (32,4%) cTapLioro Biky.
36inblueHHs neyiHky BigMivyeHo y 11 (57,9%)
XBOpUX Monoaoro Tay 47 (66,2%) ctapworo
BiKY, NPUHOMY HUXHIIA Kpaid NeviHky nanbny-
Basn Ha 1-4 cM Huxue pebepHoi ayru.
Y 2 xBOpUX neyiHka carana piBHA Mynka.
36inbLUeHHS NeYiHKU NPAMO 3anexao Bij,
CTYMeHA crieHoMeranil.

XapaktepHuMm ana BKJ1 € 36inbLueHHs
po3mipiB cenesiHki. CnneHomMeranilo BUSB-
neHo y Bcix (100,0%) xsopux Ha BKJ1 3 Ha-
SIBHOIO cenesiHkolo (Y 2 naujieHTiB nonepea-
Hb5O NPOBEAEHO CIJIEHEKTOMII0O — B OHOTO
MOJIOA0r0 XBOPOro 3 NPUBOAY PO3PUBY Ce-
Ne3iHKu, a B iHLIOro, IKUiA BXOOUB A0 FPynu
nauieHTiB CTapLUOro Biky, — 3 NpMBOAY NO-
MWJIKOBO AiarHoCToBaHol niMpomMu cenesiH-
ku). Y 10 (52,6%) xsopux Mmonoporo 1a 'y 26
(36,6%) cTapLioro Biky cenesiHka 6yna aHau-
Ho 36inblieHa B po3Mipax i nanbnysanacs
Ha >10 cM Huxkue pebepHoi ayru.

XapaktepHuMKn o3Hakamu BKJ1 € HasB-
HICTb OHO-, ABO- YX TPUPOCTKOBOT LIUTONEHIl,
TUMOBUX BONOCUCTUX KIITUH Y NepudepuyHin
KPOBi Ta KICTKOBOMY MO3Ky. Y Taliiuly npea-
CTaBNEHO rONIOBHI MOKA3HWKA reMorpamMm
XBOpUX Ha BKJ1.

AHeMIl0 pi3HOro CTYMeHs TSXKOCTI BU-
aBneHoy 64 (71,1%) xsopwmx (3 Hux 11 mono-
aoro 1a 53 — crapuworo Biky). BmicT remo-
rno6iHy B rpyni nauieHTiB Bikom <40 pokis
CTaHOBMB B cepeaHsomy 101,9+7,5 r/n,
a 240 pokis — 88,4£3,2 r/n. HopmaneHi no-
Ka3HWKMU YepBOHOI KPOBi YacTille BUABASIN
Y XBOPUX MOJIOAOrO BiKY.

XapakTtepHolo o3Hakoio BKJ1 € neiikone-
Hisl, IKy AiarHocToBaHo y 69 (76,7%) xBopux.
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Binblue HiX Yy NOAOBUHU 3 HUX KiNbKICTb rpa-
HyNoumTiB 3MeHLwwyBanacs ao 0,5-10%/n. Ce-
penHs KiNbKicTb NefKoUMTIB Y XBOPUX CTap-
woro Biky ctaHoBuna (3,0+0,3)-10%/n, a mo-
noauworo — (3,4+0,6)-10%/n.

JleirkouuTo3s npu BKJ1 sin3Ha4atoTh piako.
Mwu BusiBUAM 36iNbLUEHY KiNBKICTb NEAKOLIMTIB
(>10,0-10°/n) y noegHaHHi 3 aHeMielo (piBeHb
remorno6iHy <70,0 r/n) Ta 3 pomboumTone-
Hielo (KinbkicTb TpoMGoumTiB <140,0-10%/n)
y 1 naujeHta monoawoi Ta 1 — crapLoi Bi-
KOBOIi rpynu. Y nauieHta MoAoAwWworo Biky
xBopo6a NposiBuIaca PO3pUMBOM CeneaiHkK,
NeiKoLMTO3 BUSIBAGHO MiCJIS1 CrIEHEKTOMI.

Ona BKJ1, sk npaBuno, xapakrepHa
TPOMOOLUUTOMNEHIA B NOEAHAHHI 3 iHLIMMK
uuToneniaMu. CepepnHiii BMicT TpoM6oLum-
TiB Yy rpyni XBOPMX MOIOALLOrO BiKy CTAHO-
BuB (104,4+20,0)-10%/n, crapworo —
(80,8£5,3)-109/n.

CepefHiii noka3HWK LUIBUOKOCTI OCiAaHHSA
epuTpoumTiB 06CTexyBaHUx 6yB 3HAYHO BU-
wuit Hopmu i ctaHoBuB 40,0+5,9 mm/roa
y MoJiogux nadieHTie Ta 37,4%2,5 MmM/rog
Y XBOPUX CTapLUOi BiKOBOI rpyru.

I130nboBaHy NEeKoneHilo AiarHoCToBaHO
Yy 2 XBOPUX MOJI0A0r0 Tay 1 — CTapLuoro Biky;
B NMOEAHAHHI 3 aHeMi€l0 — y 3 nauieHTIB cTap-
LLIOro BiKY, @ 3 TPOMOOLIMTONEHIEI0 — Y 2 MO-
noporo Ta 5 ctapworo Biky. MaHUMTONEHIO
BusIBNeHO Y 8 (42,1%) Bunapnkaxy rpyni Bikom
<40 pokis Ta y 47 (66,2%) — 240 pokiB.

Y neiixorpami 78 (86,7%) xBopux Bin3Ha-
Yanu BigHoOCHMIA nimpouutos 46,0-99,0%.
Cepep niM$OLMTIB BUSBASNIN Pi3HY KiNbKICTb
(Bia nooavHokux no 60,0%) pewlo GinbLumnx
32 pO3MipOM NiMPOIAHUX KIITUH 3 OKPYIUM
260 OBaSIbHUM SAPOM, PO3TALLOBAHUM AELLO
eKCLIeHTPUYHO, Ta Bnifo-61akuTHOIO, iHKOAM
6a30¢iNbHOI LMTONNA3MOI0 3 HEPiBHUM
KPaeM Ta XxapakTepHUMM BiapOCTKaMU (BOJO-
CUCTI KNiTHY; hairy cells).

DOna BKJ1 xapakTepHi TpyaHoLU B OTPKM-
MaHHI acnipaTy KiCTKOBOro MO3Ky BHACiaoK
noro ¢i6bpo3sy (dry tap — «cyxa» nyHkuis).
KicTkoBUWiA MO30K Y 6inbLUOCTI NaUi€HTIB 0f-
HaKOBOIO Mipoio 6yB rino- 44 HOPMOKJTITUH-
HUM. JlimdoigHy iHinbTpadilo KiCTKOBOro
MO3Ky BiA3Havanm y Bcix xsopux. Cepep
niM¢pouuTis BusiBnsm BonocucTi (15-100%),
MOopPPONOrivyHO iBEHTUYHI A0 TUX, LLO LIMPKY-
noBanu B nepudepuryHii kpoBi. Bci napocTtku
HOPMaJIbHOro KPOBOTBOPEHHA Gynu pisHoio
MipOI0 3BYXEHi, 2 B OKPEMUX BUMNAOKax —
pPeAyKOBaHi.

Mpu ricTonoriyHoMy foChioXXEeHHi Tpena-
HoGionTaTiB KiCTKOBOro MO3Ky B GifIbLLOCTi
BUNALKIB BUSIBIEHO HOPMaNbHUMA KNITUHHWIA
cknag; iHdinbTpauis KicTKOBOro Mo3ky nei-
KEMIYHUMU KNITUHAMK HocUna gUpY3HUNA,
3MiLLAHWIA 3 KNITUHAMWU HOPMAaJNTLHOIO reMo-
noesy, abo BOrHWLLEBO-IHTEPCTULLIAIbHUIA
Xapaktep. Y 4aCTUHWU XBOPUX BioMiYau 3HU-

XeHY KIITUHHICTb KICTKOBOIO MO3KY, LU0 Ha-
rapysano KapTMHY annasii KPOBOTBOPEHHS.
MapocTku HOPMAaNBHOrO KPOBOTBOPEHHS
NPUrHiveHi, MiTO3Kn KIITUH BiACYTHI. Y BCiX
nauieHTiB KOHCTATYBaIU KICTKOBOMO3KOBMUIA
$i6po3 3 HXHOIO CITKOI0 peTUKYNiIHOBUX BO-
JIOKOH. Slapa BOAOCUCTUX KNiTUH, HA BiAMIHY
Bia aaep nimdouuTie Npu iHWKUX imponponi-
¢eparmBHUX xBOpo6ax, po3MiLLEHi BibHO A
OTO4eHi LMpokoto obsmiBkoto 6igoi umTo-
niasmu.

HasiBHiCTb B uuTonnasmi nimpoiaHuMx
KNiTUH kucnoi pocdarasn, peaucTeHTHOT
RO Aii iTiHriGiTopa — ioHIB TapTpaTy, BUSBANA
y 83 (92,2%) xsopux. Jluwe y 3 (3,3%) nawj-
€HTiB kucna ¢ocdarasa Gyna vyTaMBoIo A0 Ail
iHribitopa, ay 4 (4,4%) ¢pepmeHT iHribysaBcs
4acTKOBO.

3a ponomorol iMyHodpeHOTUNYBaHHS
Ha NYXJMHHUX NiM¢ouUTax BUABASAN TaKi
aHTureHu: pan-B+, CD23-, CD5-, CD10-,
CD25+, CD11c+, CD103+.

JeTanbHuii aHania noyaTkoBuUx nabopa-
TOPHO-AiarHOCTUYHUX 03HaK BKJ1 onucaHui
Hamu paHiwe (LLlanain O.0. Tacnisast., 2011).

HesBaxaloun Ha 10BOAI XapaKTepHy Kili-
HiYHYy, reMaTonoriyHy Ta MopdonoriyHy kap-
TUHy, piarHocTuka BKJ1 yacto npeacraense
TPYAHOLLUi, OCKiJIbKW BCi Lii 03HaKN MOXYTb
6yTn BUpaxeHi HeuiTko. CBOEYacHa NpaBuIib-
Ha aiarHocTuka BKJ1 mae ocobnuee 3HaueH-
Hs1, ockinbky BKJ1 HanexuTb no ogHiei 3 Hait-
6inbLU yCcnilHO NikoBaHUX neilikemii. Mpo-
BEAEHHS JIMLLIE OAHOr0 KypCy JlikyBaHHS
knappubiHoM (2-chlorodeoxyadenosine —
2-CdA) 3abeaneuye TpuBay peMicilo y 66—
88% xBopux. BKJ1 HeobxigHO andepeHuijio-
BaTK 3i BCiMa xBopo6amMu, 1A SKUX Xapak-
TEPHIi LWUTOMNEHIA Ta CriieHoMerais, 3 iHWmMMn
XpOHiYHMMK NimonponidepaTUBHUMK 3a-
XBOPIOBAaHHSIMU (XPOHiYHa nimdoneikemis,
B-kniTuHHa nponimdouunTapHa nenkemis,
JiMdoma cenesiHki 3 BOPCUHYACTUMM STiM-
douuntamMm), an1acTUHHOIO aHEMIEID, MiENo-
¢i6po30M Ta NaToNorielo NeYiHky.

Mpu ubomy andepeHuiitHy aiarHOCTUKY
B NepLuy Yepry cnif npoBoAMTH i3 3aXBOpIO-
BaHHSIMU NMeYiHKU, AKi CYNPOBOOXYIOTbCS
CcrnaeHoMeranielo Ta rinepcnneHiaMmomM (nei-
KoneHisi, TpombouuToneHis). 3a BinCyTHOCTI
XapakTepHWUX 03HaK NaToAorii NeviHku (nop-
TanbHa rinepTeHsid, NopyweHHs GyHKUio-
HanbHUX Npob6) HeobxigHe npoBeaeHHs
CTepHanbHOT NYHKLUii 3 METOI0 BUABAEHHS
Tunosoi ana BKJ1 nimdoiaHoi iHdinbTpauil,
a iMyHodeHoTMNYBaHHA NiMBOIaHUX KIITUH
Ta UMTOXiMiYHe JOCNIOXEHHS A03BONATL Nia-
TBEPAMTKM aiarHo3 BKJ1.

3HayHa cnneHoMeranis, LToneHis, «6ia-
HUiA» KICTKOBUI MO30K Ta $ibpo3 KICTKOBOro
MO3KY XapakTepHi TakoX A1 igionaTuiuHoro
Mienodibposy. OgHak oMy npuTaMaHHa
nponidepaujs MienoigHoOro napocTka, Hei-

Moxa3HUKH, OAWHMLI BUMIPIOBAHHSA

Xsopi sikom <40 poxis

OCHOBHI NOKA3HHKH KPOBi 'y xBopHX Ha BKJI, M+m -
Xsopi Bikom 240 pokis

_ (n=19) (n=71)
[emornobiu, r/n 101,9£7,5 88,4+3,2
Eputpouury, -10'%/n 3,48+0,8 3,14x1,7
NeitkouwTn, -10°/n 3,4+0,6 3,0+0,3
TpombGounuty, -10%/n 104,4220,0 80,845,3
LlBnAKICTb OCIAAHHS EPHTPOLIUTIB, MM/TOA 40,05,9 37,425
Nimdoumn, % 78,035 73,922
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TPodiNL03 y nepudepuyHiin KPoBi Ta BUCOKI
NOKA3HUKKN NTYXHOI pocdaTasu HeinTpodinis.
LiMToneHio BUABAAIOTL | NPU Mienoauc-
nnactTuyHoMy cuHapomi (MAC). Npote y xBo-
puxHa MAC Hemae cnneHomeranii. HeaHauHe
36inblIeHHs cenesiHkM MOXHa Bia3HauuTH
y xBopux Ha MAC i3 Hagnuwkom 6nacTis.
Y KiCTKOBOMY MO3KY LIMX XBOPUX 36inblueHa
KinbkicTe 6nacTis, Lo HeTMNoBo AN BKJ1.

MaHunToneHis xapakrepHa Takox oisi
annacTUYHOI aHeMii, OQHaK y XBOPUX
Ha annacTUyHy aHeMmilo He 36inbLieHa cene-
3iHKa, KICTKOBMIA MO30K BigHUI KniTUHaMM,
Hemae nimgoigHol iHginbTpauil.

Cepep iHWMx nimgonponipepaTUBHMX
3axsopioBaHe BKJ1 chin oudepeHuiiosatun
3 nimpomMOoI0 cenesiHku 3 BOPCUHYACTUMU
nimpounTamm, OCKinbkn gis uiei nimpomm
XapakKTepHi TakOX CrneHoOMeranis Ta HasB-
HICTb NiMGOLIMTIB 3 BOPCUHYACTOIO LIMTONIa3-
Molo. MpoTe xpoMaTuH siapa 6inbll KOHAEH-
COBaHWiA, 3 HYKNeosnol. Y KIicTKOBOMY MO3KY
BiICYTHIi ibpo3. Y cenesiHui iHpinbTpoBaHa
6ina nynbna. LiutoximiyHa peakuisiHa TapTpar-
pesucTeHTHy kuchay docdarasy Moxe 6ytu
YyTAMBOIO. IMyHOGhEHOTUN NiMEPOLUTIB MOXE
6yT1 Takuii caMuid, ik i npu BKJ1, ane 3 MeHwWw
BUPAXEHOIO ekcrpecielo aHTureHis, CD103
YacTille He BUSIBNAIOTb.

BapiantHy BKJ1 chig andepeHuioBatu
3 XJ1N. Ana XJ1J1 xapaktepHi nepudepuyHa
nimdapeHonarTis, iHwi mopdonoria nimgpoum-
TiB Ta xapakTtep iHpinbTpauii KicTkoBOro
MO3KY, YpaxeHHsi 6inoi nynbnu cenesaiHku,
iMmyHodeHoTHN 3 TUNOBUMU A5 XJ1J1 Mapke-
pamn CD5+, CD23+, 6e3 ekcnpecii CD25,
CD11cTa CD103.

CnneHomMeranis nputamMaHHa gJjisi npo-
nimgpouunTapHoi nenkemil, ane B-kniTuHHa
nponiMgouuTapHa neikemis, Ha BigMiHy Big
BKJ1, cynpoBoaxXyeThes rinep/ieiikoLmMTo3omM,
NYXJIMHHI KNITUHK BinbLui 32 PO3MIpOM, 3 LUK-
poKoio uuTonnaamoto 6e3 BiapocTkis, AAPO
BeJIuKe 3 Hykneonoto. B iMmyHodeHoTuni,
OKpiM CninbHWUX B-knitnHHUX Mapkepis CD19,
CD20, MmoxyTb 6yt cnabonoantueHi CD11c,
CD25, ane CD103 3a3Buuaii He BUSBNISIIOTh.

BucHoaxm

OcHoBHUMM NposiBaMu BKJ1 € cnneHome-
rasisi, NaHUUTONEHis T HAsABHICTb B nepude-
PU4HIN KPOBI Ta KICTKOBOMY MO3KY XapakTep-
HUX NEUKEMIYHUX BONOCUCTUX KNITUH. Y XBO-
puUx i3 BKa3aHO CUMNTOMATUKOIO Cig
NPOBOAWUTU A0AATKOBi 06CTEXEHHS 3 METOIO
Bepudikauji giarHo3ay.

Yepea cknagHiCTb fiarHOCTUKA B AESIKMX
Bunagkax BKJ1 BusBnsioTbh Ha nisHix eTanax,
a4aCTUHY NaUEHTIB TPUBANIMIA YAC CNOCTEPI-
raioTb Ta NiKYIOTb Mif iHLUKMMK giarHo3aMu.

OPUIHAJNBHI AOCNIIKEHHSA

Xoua BKJ1 BigHOCATL 80 XBOPO6 CTapLLO-
ro Biky, ane y 21% naujeHtie BKJ1 moxe po3-
BUHYTUCA Y Billi <40 pokiB.

Y xBopux Ha BKJ1 Mmonoporo Biky 6inbLu
BUPaXeHa CreHOMerais Ta YacTille po3Bu-
BalOTbCA iHDEKLiHI yeKnaaHeHHS.
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OcobeHHOCTH TeYeHUA
W NPUHLWNG! AWArHOCTHUKMW
BONOCATOKNETOMHON
nenKkemMum

H.B. Menenso, f1.U. Buirosckas,

0.A. WWanaii, 3.B. Macnsk, I'.B. Jlebens,
B.E. Jlornxckwii

Peswome. lpencraanet 8Hann3 kKiTMHNECKUX
nposeneHwit n NabopaTopHsIX nokasarenei

y 60nbHBIX BOROCATOKNETOYHON nedkeMueii
(BKJT). AnarHoCTHka KnacCu+ecKkoro sapuan-
18 BKJ]1 OCHOBLIBAETCA Ha BLIIRIIGHWIA B NEPU-
depuyeckoi Kpoau W/ /MNK KOCTHOM MO3ry
NEAKEMUHECKNX BOJTOCATHIX KITETOK C NTON0XA-
TEALHOW PeaxLMeli Ha TAOTPATPE3UCTeHTHYIO
kucnyio hocparasy w eHoTMIOM panB+,
CD5-, CD10-, CD11c+, CD25+, CD103+;
NaHUNToONEeHMen; peakTusHuiM hubposom
KOCTHOIO MOAra u crineqoMeranve. Knunm-
Yeckasn kKapTuHa, B YECTHOCTH Ha4asio v Teve-
HiE GOne3nn, 3aBUCAT OT CTENEHN BhIPAXEH-
HOCTU LATONEHHN B NEPUGHEDHHECKDM KDOBY.
BKJ1 neobxonumo gnghepesynposars
€O Bcemu 3a60neBaHWIMM, U151 KOTOPLIX Xa-
PAKTEPHE UMTONEHUA W CIEHOMETAIUS,
a TaKKe C APYTUMU XDOHUHECKUMM STUMPO-
nponugeparnaHbimm aaGoNeBaHUAMMA,

Knwouesnie cnosa;: s8o10carToknerovyHas
nesikemus, BapuanTHas hopMa BONOCaToKNIS-
TOYHOIR NEFKEMUM, OMarHOCTUYECKHE NpK-
3HaKW, AnpOBpenLHanLHan OMarHOCTUKA.

Clinical features
and diagnostic principles
of hairy cell leukemia

N.V. Pelenyo, Y.1. Vyhovska,

0.0. Shalay, Z.V. Maslyak, H.B. Lebed,
V.E. Loginsky

Summary. Clinical manifestations and labora-
tory parameters in patients with hairy cell
leukemia(HCL) are analised. The diagnosis of
common variant of HCL is based on the detec-
tion of hairy cells in peripheral blood and/or
bone marrow with a positive reaction to tartrat-
resistant acid phosphatase and panB +, CD5-,
CD10-, CD11ec+ CD25+, CD103+phenotype;
pancytopenia, reactive bone marrow fibrosis
and splenomegaly. The clinical picture, in par-
ticular the beginning and course of HCL, de-
pends on the severity of cytopenia in periph-
eral biood. HCL must be differentiated from all
diseases with significant cytopenia and sple-
nomegaly as well as other chronic lymphopro-
liferative disorders.

Key words: hairy celi leukemia, hairy cell
leukemia variant form, diagnostic features,
differential diagnosis.
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