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B cmamwbe npedcmasnenvl OanHble 0 KIUHUYECKOU KApMuHe 80J10CAMOKIEMOYHO20 1etiK03d, COBPEMEHHBIX OUAZHOC-
MUYECKUX MeCMAX, UMEIOWUX BANCHOE 3HAUeHUe O] MOHUMOPUH2A U MEePAanui, KII0YAloWux 00s3ameibHoe npogedeHue
UMMYHO(pEHOMUNUpOBanusi U 8bINOIHEHUe MPENnaHOOUONCUU C UMMYHOSUCOXUMUYECKUM UCCIEO08AHUEM, A MAKiCe
sviseneHue naauyus mymayuu BRAF-V600E. IIpeocmasnenvt cospemernbie ROOX00bL K JIeYEHUIO 80J0CAMOKICMOYHO20
Jetiko3a, KI0Yalowue UCHOIb308AHUe AHAL02068 NYPUHOBLIX HYKIEO3UO06-NEHMOCMAMUHA U KIAOPUOUHA, NO380J5i0~
wux noayuums pemuccuio y 80% nayuenmos co cpeoHeil npoooaiCUmMenbHOCHbI0 6eccoOObIMUIIHON GbIHCUBAEMOCTIU
bonee 10 nem. B cmamve onucan ciyuaii HabaoO0eHUs: nAYUeHma ¢ 8010CAMOKIEMOYHbIM TEUKO30M, NPUBCOEHbL PE3Ylb-
Mamvl 8bINOIHEHHBIX OUASHOCMUYECKUX MECTO8 U Pe3YIbMamyl IeYeHusl, 603MOACHbIE UCXOO0bL 3a001e6aHUS U PEKOMEH-

dayuu no oanvHelulell makmuke JleyeHuss 0aHHO20 nayuemad.

Knrwueswie cnoea: sonocamoxiemounnlii JleL?KOI)’, KJIUHUKA, ouaznocmuueckue mecmbl, Memoovl ieueHusl.

Bornocaroknerounsiii netiko3 (BKJI), seisrormiics B-kie-
TOYHBIM JTUM OO epaTuBHBIM 3a00JIEBaHUEM, BIIEp-
BBIC ONKCaH Kak 0co0ast Ho3onmoruueckas ¢popma B 1958 1.
[2]. BKJI cocrasmnser okomno 2% OT BceX J1eiko30B U 0Koso 8%
B rpyrme muMdorpoiaudepaTiBHIX HoBooOpa3zoBaHuii. VH-
tepec k BKJI mosiBuiicst B 1980-e rozibl B CBSI3U € BHEIpEHUEM
B KIIMHUYECKYIO MPAKTUKY HHTEp(depoHa anb(a 1 aHaJIOrOB
ITYPUHOBBIX HYKJIEO3H/IOB — IEHTOCTATHHA U KJaIpuOnHa.

3aboneBaloT B OCHOBHOM JIMIa C MEIMaHOW Bo3pacra
0K0J10 50 JIeT, My>KYHHBI 00JIee YacTo, YeM KEHIIUHBI, COOT-
HOUIEHUE MY>KUYMHBI: XKEHIIUHBI cocTaBseT 4,5:1. Knunu-
YecKoe TeYeHHE YacTo OECCUMIITOMHOE, ¥ 3a00JIeBaHUE BbI-
SIBIISIETCSL OOBIYHO MPH 00CIIEI0OBAaHUU B CBSI3U C APYTUMH
MIPUYHUHAMH, HEPEIKO MPU HaIM4Yny HHpeKuuii. XKanoosr Ha
JnuckoM(BopT B JIeBOM mojpedepbe ObiBaroT B 60-70% B cBs-
3H co cruieHoMeranueil. Hanbonee yacteiMu 1abopaTopHbI-
MU JIJaHHBIMU SIBJISTIOTCS| IIMTOTICHHUSI, OOBIYHO C TIOpa)KEHH-
€M JIBYX WM TPeX KJICTOUHBIX JINHUI; HAaOlIo1aeTcsl TeH 1eH-
1S K JIEHKONEHHH (JIEHKOIMTHI 00BIYHO Hrke 5,0x 10%/11, Ko-
JIMYECTBO rpaHytoimToB MeHee 1,0x10%1), MOHOIUTONIEH S
(xonmuuectBo MoHomUTOB MeHee 0,1x10°1). OueHp peako
ObIBaer aelikormTo3 Beie 10,0x10%/71. «Bonocarbie» KIeTku
B niepu(epuuecKoil KPOBU HAOINIONAIOTCS YacTO B Pa3HBIX
KOJIMYeCTBax. DTU KJIIETKH B J[Ba pa3a KpylnHee HOpMaJIbHBIX
JTUM(OLUTOB, UMEIOT KPYIIIOE, OBaJIBHOE MJIH TIOYKOOOpas3-
HOE SAPO ¢ TIBIOYaThIM XpoMaTtuHoM. [Ipu crepHasIbHOMN
MYHKIUH [TOTYYUTh KOCTHBIA Mo3r (KM) ymaercs Toibko B
10% («cyxast IyHKIMS» ) B CBSA3U C PUOPO3UPOBAHUEM KOCT-
HOMO3TOBBIX IIOJIOCTEH, TI03TOMY BCeraa HEOOXOAMMO BbI-
MOJIHEHHE TpernaHoOuoncun. B Tpenanare onpenensiercs
mddy3Has nHTEpCTUIIMANBHAS WK (hOKaIbHAsT TUM(OHI-
Hast ”HQUIBTPALUsI B COYETAHUH C BHIPa)KEHHBIM PETHKYIH-
HOBBIM (uOpo3oM. ['HcTonornueckoe uccieI0BaHue cese-
3€HKH BBISBISIET JUM(OUIHYI0 WHQHUIBTPALUIO KPaCHOM
IYJIBITBI C HAPYILIEHUEM HOPMAJIbHOM apXUTEKTyPbl CHHYCO-
WJIOB U BBIPAYKEHHOW aTpodueil Oenoil mysIbIibl, 4To HE Ha-
Onroraercst Ipu Apyrux JuMornponudepaTuBHBIX HOBOOO-
pazoBanusx[S).

Knuanueckue u naboparopusie ganubie npu BKJI npu-

BEJICHBI HIDKE.
CrieHoMeraus 60-70%
I'enaTomeranus 40-50%
YBenuueHue abIOMUHAITBHBIX JIUM(GOY3JI0B 10%

Anemust ¢ ypoBHeM remorioonna ke 100 /1 70%

TpomOoruToneHus 80%
Komnuectso nelikormros Meree 5,0x10°/1 65%
Hetitponienust: rpanynonutsl MeHee 1,0x10°/n  75%
MonouuTomnenus Medee 0,1x10%/1 95%

«Bomocatsie» KJIeTKH B nepudepruieckoii kposu  95%

VIMMyHOIIMTOXUMHYECKHU BHICOKOCTICIIM(MYHOM SIBIISIET-
s DKCIIPECCHUs TApTPATPE3UCTEHTHOM KUCIOHN (hocdaTazbl
(TRAP) «BonocatbiMmy Kierkamu. CeKBEHTUPOBAHHUE K30~
Ma ripu BKJI, B omiimume ot mpyrux B-nmumdonponudepa-
TUBHBIX HOBOOOPA30BaHUA, BO BCEX CITy4asix BBISBIISACT Ha-
smarie BRAF-V600E-mytarmu [ 8], uTo nMeeT OOoNbIoe 3Ha-
YeHHe I TMarHOCTHUKH, MOHUTOPHHTA U TeParvy.

Jnst muarnoctrku BKJI He06X0a1UMO BEITIONHEHHUE Clie-
JTYFOIINX TECTOB!

- ACCJIEIOBaHKE Ma3Ka MepudepuIeckoil KpoBH (HaJH-
YHE «BOJIOCATHIX KJICTOK);

- TperranoOuoncust KM ¢ okpackoil Ha reMaTOKCHIINH-
903UH ISl BBISIBIICHHS] PETUKYIMHOBOTO (hUOpo3a ¢ mpose-
JICHHEM HUMMYHOTHCTOXUMHUYecKoro BoigBieHus: CD20),
DBA44, TRAP u st uckimodeHus Ipyrux B-Ki1eTouHbIX M-
(onponupepaTuBHBIX HOBOOOPA30BAHHH;

- IPOTOYHAS IIUTOMETPUSI B3BECH KIIETOK Iepudepriec-
Ko kpoBH 1 KM ¢ maHenbl0 MOHOKJIOHAJILHBIX aHTHTE:

1) manens st -xierok: CD19, CD20, CD22, Smlg,

2) maners i kietok BKJT: CD11c, CD25, CD103,CD123;

- CKpUHUHT 14 onpeeneHus Hannaus myrauuu BRAF
V60OE.

B tepanuu BKJI npumensitorcst B kauecTBe Oa3ucHOM Te-
paIyy aHAJIOTH ITyPHHOBBIX HYKJIEO3HUIOB — IEHTOCTATHH U
knaapuouHa [3], 4TO ITO3BOJISET MONTYIHUTh ITOJTHYIO PEMHC-
cuto (T1P) y 80% manmeHToB co cpeHe IpoIoIKUTENBHOC-
ThIO OeccoObITHIHOM BEDKHBaeMocTH Oonee 10 ner. [Tockonb-
Ky Hajuue 4actuaHoi pemuccun (UP) npu nevennu ana-
JIOraMy ITypUHOBBIX HYKJICO3HIOB SIBJISIETCSI TNTOXUM MPOTHO-
CTUYECKHUM MPU3HAKOM, HEKOTOpBIE HcciienoBarenu [3] pe-
KOMEH/IYIOT TpH Hanmunu YP npu Tepanuun anaioramu iy-
PHHOBBIX HYKJICO3UJIOB COBMECTHO C HUMH HJIH TTOCIIE Kypca
Tepariy MPUMEHATh PUTyKCUMab B 1103e 375 Mr/m? BHYTpH-
BEHHO eXeHeJIeNIbHO, Bcero 6-8 BBenenuii [4]. [Ipumenenue
KOMOMHAIIMH IIEHTOCTaTHH-PUTYKCUMAa0 WITN KITaApHOUH+-
pUTYKcMMal MMM e PEeKOMEHIYeTCsl IpH penuauBe 3a00-
neBanus. Onpenenenvie Hamaust CD20+ Ha OITyXOMeBbIX KIIeT-
Kax TMoKa3aHo uepe3 6 MecsiieB nocie aoctixerus [1P mst
YTOYHEHUs] HAIMYMSI MHUHHUMaJIbHON OCTATOYHOH OONe3HH
(MOB).

B Hacrosmee Bpemst uccieyeTcs BIUsTHAE UMMYHOTOK-
CHHOB, HAaIIPaBJICHHBIX NMPOTHB aHTUTE€HOB JTUM{QOIIMTOB
CD22+ (BL-22) uCD25+ (LBM-2) [6]. AnpoGupyercs coue-
TaHHOE NPUMEHEHHe OeHIaMyCTHHA U PUTYKCHMaba mpu
petmauBax 3adoseBanus [7].

[NokazaHust 471t CIUIEHAKTOMUY M3MEHHJINCH C BBE/ICHH-
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€M B KIIMHUYECKYIO IPAKTUKY aHaJIOr0B IypPUHOBBIX HYKJIe-
03u0B. Ornepanys BBINOJIHAETCS PU HAJTMYUU BhIPaYKEeH-
HOU CIUIeHOMeranuy (HIWKHUH momoc ceneseHku oonee 10
CM HYDKE JIeBOH peOepHOit ayru) u ciabo BeIpaKEHHOH UH-
¢bunsTparmu KM onyxoeBbIMU KIIETKaMH.

[Tpumenenune unTepepoHa anb(a nokazaHo y naiyeH-
TOB C BEIpAKEHHOW MTaHIIMTONIEHNEH B 103€ 3 MITH. e11. 3 pa3a
B HEIENIO, YTO TIO3BOJISIET 3HAYUTENBHO YITYyUIIUTh TEMaTo-
JIOTUYECKUE TI0Ka3aTeIH U MPET0CTaBUTh BO3MOXKHOCTb IS
TIOCIIEIYIOIIETO MPUMEHEHHUS aHAJIOTOB ITyPUHOBBIX HYKJIE-
03un0B. OJHAKO ITUTENbHAS MTOACPIKUBAIONIAs TeParns
STHM TIPETIapaToM He PEKOMEHIYEeTCs BCIIEACTBHUE HAINYNS
MOOOYHBIX APPEKTOB, YXYAIAIOIINX KA4eCTBO KU3HU TaIlH-
€HTOB.

[pencrapisiem Harre HaOMOAEHUE OOIBHOTO C BOJIOCA-
TOKJICTOYHBIM JIEHKO30M.

BoneHoit B.A.C., 44 1., 00paTHICS B MOJIUKIUHHUKY IO
MECTY )KUTeNbCTBa B HOsIOpe 2012 1. ¢ sxanobamMu Ha IepHo-
JINYECKOE TOSIBIICHUE KPOBOIIOATEKOB 0€3 BUITUMBIX IPHYHH
B TeUeHHe Mecsla. B aHamn3e KpoBH BBISIBJICHA JIEHKOTICHUS
U TPOMOOIIMTONIEHHUS, B CBS3HM C YeM T'OCIUTAIM3MPOBAH
22.11.2012 r. B ornenenue remarosnoruu Y3 «'OKbBy.

[Ipu moOCTymIEHUN COCTOSHUE YIOBIETBOPUTEIBHOE.
KoxHble TOKPOBBI OOBIYHON OKPAcKH, Ha KOXKE TYIOBHILA
eIMHUYHBIE KpoBonoATekH. [lepudepudeckue mumMQoy3bl
He MaJIUPYIOTCs. B erkux npixaHue Be3uKysipHoe. TOHBI
cepnria npuntyieHsl, mymoB HeT. YCC 73 B 1 mun., AJ] 120/
80 MM pT. cT. JKUBOT MSITKHIA, IEYEHD U CEJIe3EHKA HE Tajlb-
nupytorcs. Ctyn, Juype3 B HopMe.

Anamms kposu 23.11.20121.: Dp—3,74x10"/11, remorio-
6un (HB) — 118 r/n, rematoxpur (Ht) — 0,39, MCV — 106 ¢,
MCH- 31,5 rr, MCHC — 299 1/51, tpom6Goruts — 172,0x10°/11,
neikonutsl — 2,2x10°%/m, n-8, ¢ 17, 1— 72, Mm— 3, COD - 22
MM/4ac.

Muenorpamma 23.11.2012 1.: KOCTHBIH MO3T JTUMOIIPO-
nudepaTUBHBIHN, He OOraT KJIeTOYHBIMU dJIeMeHTaMu. biac-
Th1 — 0,5, 1— 76,25, Mm — 0,25, cymMa KII€TOK SpUTPOII0d3a
13,75. MerakapuonuTsl He OOHapyKEHBI.

Tpenano6uoricus 23.11.2012 . B tpenanate cootHote-
HUE )KUPOBOI'0 U KJIeToyHoro cocraBa 60:40. Cpenu KeTok
peobIaatoT KIETKH JIMMPOUTHOTO psina. OnpenensoTes
€TMHUYHBIE METraKapUOIUTHI.

[I[P-uccnenoBanue KICTOK nepudepruueckoil KpoBU:
JHK mromeranoBupyca, BUpyca reprieca yesopeka VI tuma,
OmureiH-bappa He oOHapyxeHb!. Mccnenosanus Ha BUY u
RW-orpunarensHsle.

Broxumuueckuii ananus kposu 23.11.2012 . OOumii Oe-
Jok — 71 r/n, ModeBuHa — 3,4 MMOJIB/JI, KpeaTHHUH — 104
MKMOJTB/J1, OrmupyouH — 13,6 mxmonb/in, ACT —25 En/n, AJIT
—45En/n.

B cBsi3u ¢ oTcyrcTBHEM BepHrdUKaIMU AUArHO3a ITPoBe-
JIeHa JIEHKOCTUMYIMPYIOIIAs TEPATTHS.

OuepesiHasi TOCOUTAU3AIMS B OTJ. remMaronoruu 19-
28.02.2013. ’Ka106 He npenssBisier. [ eMopparnyeckoro CHH-
JIpoMa HET, JaHHBIE CO CTOPOHBI BHYTPEHHHUX OpraHoB 0e3
ocobenHocreit. Y31 opranos OpromHoi roioct 20.01.2013
[eyens He yBenuueHa, KOHTYPBI POBHBIE, CTPYKTYpa OIHO-
pOnHast, 3XOreHHOCTD TIOBBIIIIEHA, IPOTOKU HE PACIIUPEHBI,
cocyns! coxpaHenbsl. KBP mpaBoit momu 118 MM, neBoit 45
MM. JKemuHbli my3sIps 60X22 MM, CT€HKA 2 MM, B IPOCBETE
3acToiiHoe coaepkumoe. JInMGOoy3Ibl B OPIOIIHOM MOIOC-
TH He BU3HaIM3upyroTes. bpromHast aopra 20 mM. Cene3eHka
154x90 MM, KOHTYp POBHBII, CTPYKTYpa OAHOPOIHASL.

Anasms kposu 20.02.2013. Op —3,72x10'/n, HB— 136,01/
1, Ht— 0,38, MCV — 102 ¢, MCH - 36,6 i, MCHC — 361 1/n,
TpoMOoImTHI - 62,0x10°/1, nefikorwre — 2,4x10%1, 53— 2, m—
3,¢—-19,1—74, Mm—2,COD — 19 mm/uac.

NMMyHOQeHOTHTIINUECKOE HCCIIeOBaHUE KPOBU
23.01.2013 r. B o6paste nepudeprnyeckoii KpOBH HIMMYHO-
(beHOTHITHYUECKH ompenelsieTcs 6% KIETOK JUM(OUIHOTO
psna (or pernoHa guMdormtoB) ¢ penorunom CD19+,
FMC7+, CD5-, CD23+, CD20+, CD43-, CD24-, CD22+,CD
11c+, CD38+, CD79b+, CD103+, terkue rienu asmoaa+, uto
xapaxrepso a1t BKJL

BeicTaBien quarHo3: BOIOCATOKIETOYHBIH JISHKO3.

[IpoBeneHo neuenue: kaanpuOud 10 Mr BHyTpUBEHHO
Ne 7, munpodiokcalyii, HUICTaTHH, OMENPa3ol, GoueBas
KHUCIIOTA.

Ouepennoii kypc neuenus 26.03—09.04.2013. CocrostHue
YIOBIIETBOPHUTENLHOE, jKai00 HeT. [ eMopparnyeckoro CuH-
JipoMa HeT. JlaHHBIE CO CTOPOHBI OPT'aHOB IPYTHOM KIIETKHU 1
OpIOINIHOM MOJIOCTH 03 0COOCHHOCTEH.

V3U cenesenku 28.03.2013 . Pazmeps cenesenku 127x58
MM. KOHTYpPBI POBHBIE, CTPYKTypa OIHOPO/IHASL, XOT€HHOCTh
OOBbIUHAS.

Anams kpoeu 21.03.2013 . Op —4,2x10'%/n, HB — 139,01/
11, TpoMOoLHThI — 168,0x 10°/71, tetikormrsr — 1,4x10%/m, 5 —1,
6-1,c-51,1-35,m—12,COD — 10 MM/ gac.

[IpoBeneHo neuenue: kiaanpuOuH 10 Mr BHyTpUBEHHO
Ne 7, 6ucenron, ajuionypHHON, oreBas kucioTa. JledeHue
nepeHec 6e3 OCIOKHEHHH.

Anammz kpoeu 08.04.2013 . Op—3,87x10'%/n, HB— 134 1/
11, tpomborThl — 3 17,0x10°%/11, netikormrel — 1,8x10%1,5— 2, 1m
-5,¢-76,1—-9,Mm—5, COD - 43 mm/uac.

Hecmotpst Ha mostoxkutenbHbli 3 dexT oT mpumMeHeHns
KI1afpuOuHa, y IAIMeHTa eCTh PUCK BO3SHUKHOBEHHS KaK paH-
Hero (1-4 roaa mocie JIe4eHus ), TaK U MO3IHETO PEIHIKBA.
ITo nannbIM [ 1], peliauBEI OCIE IPOBEACHHUS OHOTO KYp-
ca KJ1aipuoKHa B TeYEHHE S-IeTHEr0 HaOTIOIEH S COCTaBIIS-
10T oT 20% 110 33%, a 3a 10 et — ot 36% 110 48%. Peimnus
pasBuiics y 47% mnanyeHToB Mojioxe 45 et u'y 9% narueH-
TOB Ooree crapuiero Bozpacta. [Ipu aTom Menuana Gecco-
OBITHIHON BEDKHBAEMOCTH B IIEPBOI IpyIie cocTaBmia 64
MeC., y MallueHToB BTOpoM rpymnmsl — 133 mec. B cBsa3u ¢
STHM aBTOPBI CYUTAIOT IIEJIECOO0PA3HBIM Y OOJIBHBIX MOJIO-
Joro Bo3pacta mociie Kypca XT Ki1aaqpuOUHOM ITPOBOIUTH
TIOAIEPKUBAIOIIHI KYpC Tepanuy puTykcuMaoom mim BL-
22, a TaKkKe BKIIOYEHUE PUTYKCHMa0a B CTAHIAPTHYIO CXe-
My Teparnuu BKJI y ManieHToB ¢ MOBBIIICHHBIM PHUCKOM
pannero peuuauBa. K aToii rpymme oTHoOCSTCS OONbHBIE C
nebrorom BKJT B Bo3pacte Motoxe 45 €T WIH CO 3HAYUTEIb-
HOH JuMQoaeHoaTHeH, BO3MOXKHO, ¢ abeppalusiMu ¢e-
Hotuma [1].

VIMeHHO 3TnX pekoMeHAaIMi HEOOXOAUMO MPUACPKH-
BaThCs IIPU pa3pabOTKe NaNbHEHIIeH TaKTUKY JIeUeHHS JaH-
HOro OOJIBHOTO.
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TREATMENT OF HAIRY CELL LEUKEMIA
'Zukhovitsky E.V., 'Fiyas A.T., ?Pishchyk E.F.
"Educational Establishment “Grodno State Medical Univercity”, Grodno, Belarus
1¢ Departament of Internal Diseases
ZHealth Care Establishment “Grodno Regional Clinical Hospital”, Departament of
Hematology

The article presents the data on clinical picture of hairy cell leukemia, modern diagnostic tests of great importance
for monitoring and therapy, including obligatory immunophenotyping and trepanobiopsy with immunohistochemical
examination/ Detection of BRAF-V600E mutation is given in the article as well. The article describes modern approach
to treatment of hairy cell leukemia, including the use of purine nucleoside analogues-pentostatin and cladribin, allowing
to achieve remission for more than 10 years in 805 of patients with average rate of event-free survival. The article gives
a hairy cell leukemia case with the results of diagnostic tests and treatment results, possible outcomes of the disease and

recommendations on further therapeutic approach.

Key words: hairy cell leukemia, clinical picture, diagnostic tests, therapeutic approach.
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