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Knrwuesvie cnosa: neiixos, 6010camoriemoyHulil 1etio3, AMUNUYHbIU 6APUAHM

Peztome: Bonocamvie xknemounsiii neurxos amunuunslii eéapuanm (BKJI-V) onpedensiemcsa kax
peoxoti u eanomexyweu ¢Gopmol B-kiemouHoz2o Jelikoza Xapakmepuszyemcs CnieHomezanuell u
nosvlutenuem nevuxoyumos (WBC). BKJI-V asnsemcs 6onee azpeccusnoli u ycmoudussbl K mepanuu, yem
knaccuueckou BKJI Bonesnv, nanomunaowas BKJI-V, 6viia onucana 6 Anonuu u Hazéana sSiNOHCKUM
sapuanmom BKJI. Omuonocus neuseecmua, Hem HUKAKUX OOKA3AMENbCME CEA3U MENHCOY 8030elCmeuem
KaHYyepo2eHos, paouayuu Uiy UpyCcHou uHgexyuu

Resume: Hairy Cell Leukemia variant (HCL-V) is defined as a rare and indolent form of B-cell
leukemia characterized by splenomegaly, an elevated white blood cell (WBC). HCL-V is more aggressive
and resistant to therapy than classical HCL (HCL-C) (see this term). A disease resembling HCL-V has
been  describped in Japan and has been called the HCL Japanese variant.
The etiology is unknown but there is no evidence of an association between exposure to carcinogens,
radiation or viral infections.

Bomnocaroknerounsiii neiiko3 (BKJI) — peakoe xponudeckoe JIII3, mopaxaroiee
KOCTHBII MO3TI W cene3eHKy. Ero cyOcTpatoM sBIAIOTCS JHUMQOHIHBIE KJIETKU B-
KJIETOYHOT'O MPOMCXOKICHUS C XapaKTepHO MOpQoJIorueii: KpyIHble pa3Mephl, OKPYIJioe
PO U TOHKUE BBIPOCTHI HUTOIIIA3MbI, OT KOTOPBIX U MIPOU30LLIO Ha3BaHUE 3a00JI€BaHUS.
BKJI cocraBnsier mpumepHo 2% OT BceX JIEMKO30B B3poCibiX U 8% —OT ApPYyrux
xpounueckux JIIT3. Tak xe cymectByet n arunnuHoe nposiineHue BKJI Ho B Poccuiickoit
HayKe OTOT BHUJ 3a00ieBaHUN H3y4YeH Majo, Haubojee ™OAPOOHO JaHHAs TeMa
IpeJcTaBiIeHa B 3apyOeKHON JuTepaType, /i€ €CTh MHOTOYMCIEHHbIE TEeMAaTUYECKUE
NOKJanel atunuuHbix nposieieHud BKJI m  cocymectBoBanuss ux ¢ napyrumu  B-
TUM(QOUIHBIX 3JIOKAYECTBEHHBIX HOBOOOpAa30BaHUM. AHaIM3 JAHHBIX TO3BOJIET
roBopuTh, uto atunuyHbii BKJI 310 penkoe 3aboneBanue cocrasisiet npumepHo 0,4% ot
XPOHUYECKUX JTUM(POUAHBIX 3JI0KaYECTBEHHBIX HOBOOOpaszoBanuii U 10% Bcex ciydaeB
BKIJI. B aToM ciydae, 04€Hb BaXKHO MPABUIBHO MOCTABUTH JUArHO3, TAK KaK aTUIIUYHBIN
BKJI HenpaBWJIbHO TMAarHOCTUPYETCs, @ BMECTO HEr0 CTABUTCS JIMAarHO3 ariacTU4yecKas
aHEeMUSL.

eab uccaenoBanu.

[Tpoananu3upoBaTh OCOOCHHOCTH KIMHUYECKOTO TEUYEHHsS] aTUIMYHOTO BapHUaHTa
BOJIOCATOKJIETOYHOI'O JIEMKO3a C LEJIbI0 CBOEBPEMEHHOW JUArHOCTUKH W IPOBEICHHUS
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a7IeKBaTHOM TEpAaIHH.

MarepuaJjibl 1 METOABI UCCJIETOBAHUS.

O6cnenoBana 1 OonbHast B BO3pacTe /95-TU JIE€T, KOTOPOW BIEPBBIC MOCTE
KIIMHUYECKUX 00CNe0BaHMN OBLT BBICTABIICH JUArHO3 BOJOCATOKJIETOYHOIO JieiKo3a B
asrycte 2015 rona.

Pe3yabTarsl 1 HX 00CykKAEHME.

[Tpu mocTymieHuu B MyHUIIUTIAIBHOE OIOIKETHOE YUPEKICHHE 3/IPaBOOXpPAHEHUS
«T'opoackas kmmauyeckas OombHHIa Ne 3 mm. M.A. TloaropGynckoro» 08.08.2015 .
OoJbHAs TIPEABSBIISIIA KAT00bl HA AHEMUYECKU CUHAPOM M KOTHUTHUBHbBIC HAPYIIICHUS
(cmabocTh, HECTOCOOHOCTH JieNlaTh CBOM OOBIYHBIE JOMAIIHHUE Jela, TOJIOBOKPY>KEHUE,
IIATKOCTh TMOXOJKH, OJIETHOCTh KOXKHBIX TIOKPOBOB M HapyIlIEHHE KOHTaKTa ¢
okpyxatomiumMu). [lpu O0OBEKTUBHOM OOCIEIOBAHUM BBIPAKEHHAS OJIETHOCTh KOMXHBIX
MOKPOBOB M BHJMMBIX CIM3UCTBIX, Taxukapaus Ao 130 ynmapoB B MUHYTY, 4YacToTa
npixanus a0 25 B muHyty, AJl 90/60 MMm.pT.cT, ombimka. [lpu mapakimHuYecKoM
oOcneoBaHUM TsKenasih CTENeHb aHeMuu (reMorjoOuH 48 r1/d), 3pUTPOLMTOINEHUS
(1,42*10%%/m), TPOMOOLIUTONCHUS (82*%10%m), JNEHKOLUTO3 (10,0*10%m)
MPEUMYILIECTBEHHO 3a cYeT JuM@PouuToB (IuM@pouutsl 89%, cermMeHTosIepHbIe
Hertpoduibl 10%, nanoukosinepusie 1%), crmenomeranus (128*36mm). Muenorpammas
KOCTHBII MO3T MaJIOKJIETOUHBIN (rmoAcueT Ha 100 KIeTOK), MErOKapuOILUThl — €IMHUYHBIE,
B Iipenapare He PyHKIMOHUPYIOT. JIuMporuTsl 54% u3 HuXx 32% - «BOJIOCATHIE» KIIETKHU.

[Tocne TpexXKpaTHOro MepeNIUBaHUs SPUTPOLIUTAPHON MACCHl U BIMBAHUS TIHOKO30-
KajueBoil cmecu ¢ BUTaMUHOM C ObUIO OTMEUEHO HE3HAUUTEIbHOE YIIydllIEHHE OOLIETOo
COCTOSIHHS, a TaK >X€ MapakJIMHUYECKUX JJaHHBIX: TeMOrJIoOuH 87 T/, JIEeUKOLMTHI
8,3*10%n u3 mux mumpouutel 91%, cerMeHTOsAIEpHBIE HEUTPOPMILI 9%, SPUTPOLUTHI
2,72*%10%%/n, TpombonmTEl 123*10%1. AMOynatopHo GoJbHAS IOJIydana IapeHTEPaTbHO
peodepon EC mo 3 mua ME depe3 nenp. BHOBb  BBIICHIEpEUYUCIICHHBIC KaT00bBI
nosiBuiuck 12.09 2015 r., npu obcnenoBaHuu TsDKeNas CTENeHb aHeMUr (TeMoryioonH 69
r/m), »putpoumronenus (2,43*10'%/n), tpomGouuTonenus (60*10%n), neiikouuros
(9,7*10%n) 3a cuer mumdonuTo3 (TUMPouUToB 95%, CErMEHTOSAIEPHBIX HEUTPO(UIOB
5%), 4TO TOBOPUT O HEAJEKBATHOM JICUEHUU JAHHOMN MAaTOJIOTHHU.

AHaJIN3 THIATEILHO COOpAaHHBIX *ajo0 OOJBHOM, HEXapaKTEPHBINA BO3PACT U MOJ
(keHIIMHA 75 7eT), NaHHbIX MAPAKIWHUKHK (JIEWKOLMTO3), MO3BOJISIOT 3aayMaTbCs O
HaJIM4YUH aTUTUYHOTO MPOSBIICHUS BOJIOCATOKIETOYHOTO JIEHK03a, T.K. TPAAULIMOHHO 3TOT
BHUJl JICMKO3a Yallle BCEr0 BCTPEYAECTCA CPEIW MY>KUYMH CPEIHEW BO3PACTHOW TPYIIIHI.
CooTHoIllIeHHE MY>KYMH M KEHIIWH cocTaBiseT 2 - 4:1, Menuana Bo3pacta 507eT, 0JJHaKo
M3BECTHBI CiTy4yau 3a0oJieBaHust U B MojonoM (moioxke 30-40 ner) Bospacrte. s BKII
XapaKTEPHbl JICUKOINCHUS C HEWTPOIICHWEW M MOHOLMTONICHHEN, a TakKe aHeMus U
TpoMmboruTonieHusi. B 95% ciydaeB B KpoBH MaIlMeHTOB OOHAPYKHUBAIOT XapaKTEPHbBIC
«BOJIOCATHIC» TUM(OITUTHI, HO KOJMYECTBO UX MOXKET Pa3andarhbcs. TUMHMYHO yBEITHMUCHUE
CEJIE3EHKM — OT HE3HAUYUTEIBHOIO 0 TMTAHTCKOT0, OJHAKO BCTpeuaroTcs BapuanTsl BKJI
0e3 cruieHoMeranuu. (OyaroBoe TNOpaK€HUE cene3eHKH HexapakTtepHo st BKIJL
VBenuuenus nepudepuyeckux JIY npu BKIJI ner, Ho mpumepHo y 15% mnanueHToB
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BBISIBJISIETCS yBEJIMYEHHE BHCILEpalbHbIX JIY B BHJI€ HE3HAUUTEIHHOTO YBEIWYEHUS
abIOMUHANIBHBIX U peke — BHyTpurpyAHsix JIY. KinmHudeckne CUMOTOMBI IUTONEHUH
(0IHO-, IBYX- WJIH TPEXPOCTKOBOM) 3aBUCAT OT CTENEHU €€ BBIPAXKEHHOCTH, HO B LIEJIOM
aHeMHUsl TOJI0NTY ObIBaeT KOMIICHCHPOBAHHOW, TPOMOOIUTONECHUS YacTO OECCUMITTOMHAs
WIM C YMEPEHHO BBIPAXEHHBIM TE€MOPPArudecKuM CHHIPOMOM, OOBIYHO KOXKHBIM.
OcHOBHBIM xHU3HEYTpoXkaromuM nposieHneM BKII sBusroTcst Tsokenbie HHPEKIIMOHHBIE
OCJIO)KHEHMSI, CKIIOHHBIE K CENITHYECKOMY TEUEHHIO U adcreanpoBannto. Heliponelikemus
HexapakTtepHa i BKJIL, MeHuHreaspHble CUMOTOMBI TPEOYIOT  HCKIIIOYEHUS
OakTepHalbHOTO, BUPYCHOTO WU TyOepkyine3Horo MeHuHrura. Chnenuduyeckoe
nopakeHue HeMMMQpaTHYECKUX OPTaHOB BCTPEUAETCS TAKXKe KpaiHe peaKo, KIMHUYecKas
KapTUHA MPU 3TOM 3aBUCHUT OT JIOKaJIM3allMU MopaxeHus (Koka, KOCTH, JIETKUE, MOYKH,
HHC u np.). UckiroueHneM City>kKUT MOpaKeHUE MeUYeHU, KOTOPOE BCET/Aa BBISBIISIETCS MPU
OMOTICUU WJIM ayTOIICHHU, XapakTepusyercs muddy3Hor nHpmibTpamnueii, HO 0OBIYHO HE
OPUBOJUT K YBEJIMYEHUIO M HapylleHHIOo (QyHKUMH opraHa. Yactora BCTpedaeMOCTH
KJIMHUKO-TTa00paTopHbIX nposiBaeHui BKJI:

* CruteHomeranus — y 80% manueHToB.

* Jlenikonenus —y 70%.

* Heiitponenus —y 75%.

* Mononuronenusa — y 90%.

* «Bonocateie» mumdonuTh B Ma3zkax nepudepudeckoi Kpou —y 95%.

* TpombouuTonenus —y 80%.

* Anemus —y 70%.

» AbnomuHanbpHas muMdanaeHonatus —y 15%.

» MoHokioHanmpHas rammanarus —y 10% [1, ¢.59].

Bosocaras-kneTounslii Jieliko3 | BomocaTtas-KieTouHbIHM JIEUKO3
ATUTTYHBIN

BosaukHoBeHHE (%) 90 - 95 5-10

ITonoBasi npeHaIeKHOCTh 4:1 (M: K) 1-2:1(M:XK)

Bospacr (n1et) 50 - 55 >70

JIumponuros B nepudepudeckoit | <10 >90

kpoBu (%)

UmmyHO(penoTun 3pensleBkierok, 3penble B-kneTok,
CD11c+CD103+,CD25 + CD11c+CD103+,CD25- DBA.44
DBA.44 + +

NmmyHOTHCTOXMMUSA Huxmua D1 + Huxmuu D1 +
AHHekcuH Al + AnHekcuH Al -

I'enotun Myranus rena BRAF V600E BRAF cBobGoanoro tuna

B ocHoBe Teparnu BKJI B HacTosimiee BpeMsi JEKUT HCIIOIb30BAHHE AHAIOTOB
HYKJI€03u0B. [IpuMeHeHne 3TuX mpenaparoB CpaBHUMO 10 3PGHEKTUBHOCTH U MTO3BOJISET
JTOOUTHCS TIOJTHOW PEMHUCCHM W JOJTOCPOYHOW BBDKHBAEMOCTH Y  OOJBIIMHCTBA
MAIMEHTOB.
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[Ipenaparamu, parouMMU MakcuMalibHOe KoynyecTtBo [IP y OonbiimMHCTBa
nanreHToB (>80%) mnpu BKIJI, sBudioTCA aHamoru HYKICO3WIOB IMEHTOCTAaTUH U
knagpuouH. DdQexT Tepanuu NpU TPUMEHEHHH HITHX TPEMmapaToB COXPAHSIETCS Ha
MNPOTSKEHUH  MHOTHUX  JIET (OpOoPuiib  TOKCHUYHOCTH W PEXKUM  MPUMEHEHUS
MIPEIIOYTHUTEIbHEE Y KIIApUONHA).

BonbIIMHCTBY MAlIMEHTOB TEpes Tepanueil aHajioraMu MypPUHOB JIS KOPPEKIIUU
HUATONIEHUM ¢ TNPODUIAKTUKU JJIUTEIBHOTO M [IyOOKOr0  MHUEIOTOKCHYECKOTO
arpaHyJIoluTo3a pekoMeH0Bano HazHayenne MDH-a [1, ¢.60].

OcHoBHOI HepemieHHON mpoOiemoii B seuenun BKJI B Poccun Tak u B mupe B
HACTOSIIIIEe BpEeMsl SIBJISICTCS ONpE/IeTICHUE TAKTUKHU JICUCHUS PE3UCTEHTHBIX OOJBHBIX U
OOJIbHBIX C BapuaHTHBIM (aTunudHbIM) BKII.

[lo naHHBIM 3apyOEKHBIX HCTOYHMKOB B OTIMYME OT kiaccuueckoro BKIJI,
aTUNIUYHBIA BapuaHT MpEACTaBIsIeT O0jiee arpecCUBHOE 3a00JIeBaHUE C KOPOTKOM oOIei
BBIKMBAEMOCThI0O U HEI(PPEKTUBHOCTHIO OTBETOB Ha OOBIYHBIX CTaHIApTaX TEPAIMHH.
CxopocTh pearupoBaHusl Ha MypUHOBBIE aHanoru npuMepHO B 50% cmyvaes. [lannenTos
aTUIMUYHBIM BapUAHTOM TaKKe M10X0 pearupyroT Ha UDH anbda mwnm nurocTaTuk.

Hukakoe jieueHue He I0CTUTaeT BHICOKOW WIIM MOJIHOM peMuccun. B Amepuke ObL10
MPOBEJICHO OKOJIO 6 WHCCieI0BaHUM B KOTOpBIX, OOIIMA YypOBEHb OTBETa IMOCTE
kinaapubuHa Ob1 44% c 8% monHbIX pemuccuil. B 3apyOexHBIX CTpaHax Oblia
MOATBEPXKIAEHA TUIIOTE3a O MPUMEHEHUU PUTYKCMMabda COBMECTHO C KJIAJIpUOMHOM JJis
MOBBIIIEHUS YYBCTBUTEJIIBHOCTH 3JIOKQYECTBEHHBIX KJIETOK. MIMEHHO 3TO COBMECTHOE
MIPUMEHEHUE J1aJI0 MOJOKHUTENbHBIN PEe3yJbTaT B JIEUEHHE aTUNHUYHOrO Bapuanta BKJI
[4.]. B Poccuiickoit KIMHAYECKOHW pEKOMCHIAIMM TI0 JHATHOCTUKE U JICUCHUIO
mumponponudepaTuBHbIX 3a6oneBanuid 3a 2013 roa Tak ke yrnmomMuHaercs Jo0aBlieHUE
pUTyKCUMada K TeparmH.
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