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BonocaTtokniTuHHa nenkemiss — XpoHiyHe nimdonponidepaTvBHe 3aXxBOplOBaHHS 3i CBOEPiAHOIO Mopdoorielo, KNiHiYHUM ne-
pebirom Ta TakTMKOIO NiKyBaHHS. MaTonoris xapakTepusyeTbcs cneuundiuyHolo nimpoigHoo iHgInbTpaLielo KicTKOBOro Mo3Ky
i cenesiHKu, NPOSIBNAETLCS LUTOMEHIEIO | cnneHomeranielo. OcobnMBICTIO 3aXBOPIOBAHHS € HAasABHICTb XapaKTepHUX niMmpoigHnx
KNiTUH 3 <BOPCUHYacTOO» Mopdoriorieio i 0co6nmenm imyHogeHoTunom. Y i ctaTTi Oyae npeacraBneHo cydacHi pekomeHaauit
3 AiarHOCTUKM Ta NikyBaHHSA L€l naTonorii Ta po3rnsiHyTo KNiHiYHWI BUNaaokK.
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BonocartokiitunHa neiikemist (BKJI) — ocoGimBuii BapiaHT
XPOHIYHOTO JTiMpompotihepaTUBHOTO 3aXBOPIOBAHHS i3 3aTyIeH-
HSIM KiCTKOBOTO MO3KY i ceJie3iHK1, MOP(MOJIOTiYHIM CyOCTpaToOM
SIKOTO CJTyKaThb TaK 3BaHi BOPCUHYACTI B-miMboLNTH — KIIITUHA
3i CBOEPINHUM (PEeCTOHYATUM KPaEM LIMTOILIA3MU Y BUIJISIIL Bid-
POCTKIB.

Erionorig BKJI, gK i iHIIMX JIeiiko3iB, HEBigoMa. Y naroreHesi
3aXBOPIOBAHHSI BaxKJIMBY poJib Bimirpae mytauist VO0OE rena BRAF.

BKJI craHoBUTh 6;1M3bK0 2% YyCiX JIeiiK03iB 1opociux i 8% —
IHIIMX XPOHIYHUX JiMdonporidepaTuBHUX 3aXBOopioBaHb. Lleit
BUJI JIEKO3Y HaliyacTillle BigMiyaloTh cepell YOJOBIKiB CepeaHbOL
BiKOBOI Ipymnu (CITiBBiIHOIIIEHHS Y0JIOBIKiB i KiHOK CTAaHOBUTh
2—4:1, meniaHa Biky — Oinbiie 50 pokiB). ¥ €Bpori miarHocTy-
10Th Ipubn3HO 1600 HoBux Bunankis BKJI Ha pik. He3Baxaroun
Ha BiIHOCHY piAKiCHiCTh (B YKpaiHi 3aXBOPIOBaHICTb CTAHOBUTH
1 Buntagok Ha 150 000 HaceneHHs B pik) [1, 2], mamientn 3 BKJI
PEryJISIPHO TPAILUISIIOThCS B IPAKTHULL FeMaTosiora, IpuiyoMy BITPO-
TIOBX OCTaHHIX POKIB 1€ 3aXBOPIOBAHHSI BCE YACTIIIIe JiarHOCTYIOTh
He TUIBKM B 0Ci0 cTaplIoro BiKy, a il y XBOpUX BiKOM MOJIOJILIE
40 pokiB. Jocuts yacto (mpubian3Ho B 25% BUIAIKIB) 3aXBOPIO-
BaHHsI IPOTiKa€e 6e3 TUITOBOI KJIIHIYHOT KapTUHU (SIK ITpaBUJIO0, O6e3
JIefikomeHii) — Tak 3BaHa BapianTHa (popma BKJI [3, 4], 110 nukTye
HEOOXiTHICTb ITPOBEICHHS PeTeIbHOI TM(EePEeHIIITHOT 1iarHOCTUKI
3 TIomiOHMMM JTiMdonpotiepaTUBHUMU 3aXBOpIroBaHHIMM. [Tpu-
ponHui epe6ir XBOpooU Bapitoe Bil AOOPOSKICHOTO, 3 TOBUIBHUM
HapOCTaHHSIM TPOSIBIB 3aXBOPIOBAHHSI ITPOTSITOM 0araTboX pPOKiB,
110 LIBUIKOTO MPOTPeCyBaHHs 3 MOSIBOIO CUMIITOMHOI LIMTOTIEHIT,
1110 TIPU3BOIUTH IO CMEPTi XBOPUX, Y TEPIIy YepTy Bil iH(peKIIiii-
HMX, a TAKOX TeMOpariyHux i aHeMiuHUX ycKiIaaHeHb. CepenHs
TpUBAJICTh XUTTS XxBopux Ha BKJI 6e3 agekBaTHOTrO JIiKyBaHHS
CTaHOBUTDb MPUOJU3HO 5 POKiB [5].

I1inGip Tepamii mauieHTIB i3 UM 3aXBOPIOBAHHSIM JOBIO
3JIMILIABCS HEBUPILIEHUM 3aBAaHHSIM — Pi3Hi peXXUMU MOHO-
i momiximioTeparii, 3aCTOCyBaHHSI CTepOiliB Oyau Hee(heKTUB-
HUMH, i 10 1980-X pokiB enHUM MeTonoM JiikyBaHHs BKJI Oyna
cruteHekToMis. [Iporpec y mikyBanni BKJI mouascs B 1984 p.
i3 3acToCyBaHHSI Q-iHTEphEPOHY [6], IKMI1 1O3BOJIMB OTPUMYBATH
B 10% Bumaakis moBHi, a B 70% BumankiB — 4acTKOBi pemicii [6,
71, mo icToTHO noJtiniuiao nepedir i mpornos npu BKJI. Ha terne-
pimHii yac y mikyBanHi BKJI mocsirHyTo BeIm4e3HOTo mporpecy —
MniniopaHo Taky KOMOiHAaLIi10 JIikapchbKUX ITpernapariB, siKa T03BOJISIE
OinbII HIX y 95% mallieHTiB DOoCATTH peMicii, yacTillie TpUBaoi.
TMauieHT B pemicii BKJI Moxxe BecTu 3BUYaiiHUI 3MI0pOBUIA CIIOCiO
JKUTTSI — 3aiiMaTUCS CIIOPTOM, TTPALIOBATH, HAPOIXKYBATH TiTEH.

s BKJI xapakTepHi JieiiKoneHist 3 HEUTPOIMeHi€ i MOHO-
LIUTOIICHIST, a TAKOX aHeMis i TpomOouuToneHis. Y 95% Bunankis
Y KpOBi MalliEHTIB BUSIBJISIOTh XapaKTePHi «BosiocatTi» JiM(GOLUUTH,
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ajie KiJIbKicThb ix Moxe Oyt pi3Hoo. TunoBum mist BKJI € 30i1b-
IIEHHS CeJIe3iHKN — Bill HE3HAYHOT'O 0 TiraHTCHKOTO, IIPOTe Bid-
MivatoTh i Bapianti BKJI 6e3 cruteHomeranii. Y 15—25% nanieHTiB
BUSIBIISIETHCS 30UTBIIIEHHS BicliepaIbHUX JTiM(bOBY3JIIB (3a3BUYai
abnoMiHabHuX). [1py BUSIBIIEHHI 301/TbIIIEHHSI BHYTPIIITHBOTPYIHUX
JTiMpOBY3TiB HEOOXiTHO BUKITIOUUTH TYOEpPKYJIbO3HE YPaXKeHHST;
y pasi BUSIBJIECHHSI MOeAHaHHS TyOoepKyab03y Ta BKJI HeoOxinHO
MPOBOIUTH JIiKyBaHHSI 000X 3aXBOpIOBaHb ogHOYacHO. KiriHiuHi
CUMIITOMU LIUTOTEHii (OIHO-, IBO- 200 TPHOXPOCTKOBOI) 3aJIeXKaTh
BiI CTyIIeHsI il BUpaXXeHOCTi, ajie B LIJIOMY aHeMisl OyBa€ KOMITEH-
COBAHOIO TPUBAJIMIA Yac, TPOMOOLIUTOIIEH S YaCTO OE3CMMIITOMHA
a00 3 MOMipHO BUpaXXeHUM TreMOopariyHuM cHApoMoM. OCHOBHE
3arposnuse yckiaagHeHHs: BKJI — 3ananbHo-iHdeKIiiiHi mpouecu,
CXUJIbHI 10 CeNTUIHOTO Tiepeoiry. CrienndiuHe ypaskeHHsI HestiMpa-
TUYHUX OPTraHiB BiIMiYaloTh TAKOX BKpaii pilko, KJIiHiYHa KapTUHA
MIpY IBOMY MOXKe OYTU BiICyTHsI a00 3aJIeKUTh Bil JTOKaji3allii
ypaxkeHHs1 (LKipa, KiCTKM, JiereHi, HUPKH, LIeHTpalbHa HEpBOBA
cucTeMa Ta iH.). BunsitkoM € cneumdiuna mudysHa gimboinHa
iHMUIBTpALIis TTeYiHKM, SIKY 3aBXIu BUSBIISIIOTh Tpy BKJI, 1110 3a-
3BUYAll He TTPU3BOOUTE OO0 30LIbIICHHS a00 MOPYLIEHHS (PYHKIIii
oprana. Bkpaii pinko npu BKJI BinMiyaroTh i3071p0BaHe eKcTpa-
MenyJsipHe YpaXkeHHsI, HalpUKJIal ypaxeHHsI OCbOBOTO CKeJleTa
(xpeOLIi, KpyKi, Ta3) 3 M’ SIKOTKAHMHHUM KOMIIOHeHTOM. HasiBHICTB
eKCTpaMeayJISIpPHUX ypaXkeHb Ma€ OyTH Bepru(hiKoBaHO MOP(HOJIOTid-
HUM, iMyHO(EHOTUIIOBUM (TIepeBaXXHO) a00 iIMYHOTICTOXiMIYHUM
IOCTimKeHHsIM [8], a y BUaIKy i301b0BaHOTO eKCTpaMeIy IIpHOTO
ypaxkeHHs (3a BincyTHocTi TunoBoi KaptuHu BKJT) — Bu3HaueHHSIM
mytauii BRAF V600E [9]. Heitponeiikemist He xapaktepHa st BKJI.

YacToTra BUHUKHEHHS KJIiHiKO-J1abopaTopHux mposiBiB BKJI
HACTYITHA: CIUIEHOMETAJTi0 BinMivaroTh y 80% mnaiieHTiB, IeHKoIe-
Hito —y 70% , HeiiTpornieHio — y 75% , MoHoumTomeH o —y 90%,
«BOJIOCATI» JIIMGOLUTU B Ma3Kax rnepudeprudHoi KposBi — y 95%
Mali€eHTiB, TpoMboIToreHit0 — y 80% , aHemito — y 70% maitieH-
TiB, abmoMiHaIbHY JTiMpaneHonatiio — y 15—25%, MOHOKJIOHAJIbHY
rammarario — y 10% mnaiieHris.

AIArHOCTUKA

[Ipu uMTONOTIYHOMY OOCTIMKEHHI Ma3Ka KPOBi BUSIBIISIIOTh
XapaKTepHi KIITUHU: JTiM(OITHI BEJIMKOTO PO3Mipy, 3 TOMOI€HHUM
PO3PiMKEHNM XPOMAaTUHOM SIApa OKPYTJI0oi a0 OBaJIbHOI, pimire
6000BUIHOT (hopMU, 3 JOCUTH LIMPOKOIO OJIII0I0 LIUTOILIA3MOIO,
3 HepiBHUM, (pecTOHUYATHM, 3 BiZpocTKaMu ab0 BOpPCHUHKAMU
KpaeM IIUTOIIa3MU. Y KiCTKOBOMY MO3KY BOPCHMHYACTUX JIiM-
¢ouMTIiB yacTo OiNbIIe, HIXX Y KpoBi. XapaKTepHOIO 0COOIUBICTIO
BKJI € TpynHoIi acmipallii KicTKOBOTO MO3KY («CyXa ITyHKIIis1» ),
1110 TTOB’s13aHO 3 (pidpo3oM KicTKoBoro Mo3Ky npu BKJI. XapakTep-
Ha MOHOLIMTOTIEHIs, KOTpa MOXe OYTH BiICYTHbOIO y pa3i NpHeI-
HaHHS MiKoOaKTepialbHUX iH(DeKIIii i Tpu BapiaHTHil hopmi BKJI.
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LuroximiuHe mociimkenHs JiMdpouutiB Ha TRAP (tartrate-
resistant acid phosphatase) BUsIBJIsie TApTpaT-CTiiiKy Kuciy ocha-
Tazy y BopcuH4Yactux timdonurax. Lleit Bua pepmeHTy iHOMI MOXE
BUSIBJISITUCS IPU iHIIMX JTiMoIpostichepaTUBHUX 3aXBOPIOBAHHSIX,
OJHAaK BMCOKAa aKTMBHICTh TapTpaT-CTiiiKoi Kucioi docdartasu
tunoBa came it BKJI i Binmiuaetbest B 95% Bumankis.

Tpenanoobiorncist € 060B’SI3KOBOIO [Is1 BCTAHOBJIEHHSI 1iaTHO3Y
BKJI, romy 1110 103BOJIsIE BUSIBUTH TUMGDOIAHY iHDILIBTpaLilo KicT-
KOBOTO MO3KY 3 XapakTepHumu came 1j1st BKJI pucamu i otiHuTH
pe3epBU KPOBOTBOpeHHSI. Y TpernaHobionTaTi mpu BKJI BusiBsiioTh
3MEHIIIEHHSI KIJIBKOCTi €JIEMEHTIiB HOPMaJIbHOTO TeMOTIOe3y i -
Gby3Hy 260 11M(}Y3HO-BOTHUILLEBY iH(DIIBTPALLi 10 KICTKOBOTO MO3KY
JIMOOITHUMM KIIITUHAMU CEPEIHBOIO PO3MIpY 3 HEMPABUILHOIO
dopmMoto sapa i JOCUTh IIMPOKOIO LUTOMIA3MOI0 3 HEPIBHUM
KpaeM. Tumnosuit pi6po3, MOpylIeHHs MiKpOLMPKYJISLil y BU-
IJISIAI BOTHUIL KPOBOBUJIMBIB, PO3TSTHYTUX CUHYCiB — KapTUHa,
IO J03BOJISIE MOP(OIOTIYHO BiAPi3HUTHU L€l BUM JIEHKO3Y Bil
iHIIMX 3aXBOPIOBaHb.

st Bepudikauii miarnozy BKJI 060B’s1I3KOBUM € BU3HAYEHHS
iMyHO(EHOTHUITY MyXJIMHHUX JiMbouuTiB. sl 11bOr0 BUKOPHUC-
TOBYIOThCSI JIBA METOIM: MMPOTOKOBA LIMTOMETPisl Ta iMyHOTiCTO-
ximist. He BusiBieHo enuHoro tunoBoro mapkepa BKJI, Tomy nst
TOYHOTO JiarHo3y HEOOXiTHO OIiHIOBATH JIOCUTH IIMPOKY TaHEIb
B- i T-knitunaux CD-mapkepiB, BKIHOUaOYX MapKepH, TUITOBI 1J1sT
BKUJI. [1pu mpoTOKOBili IUTOMETPii BUSIBISIETHCSI CUJTbHA EKCITPECisT
CD19, CD20, CD22, CD79a, BincytHictb ekcripecii CD5, CD10,
CD23, CD43iexkcmpecis tunoBux a1t BKJI CD11¢c, CD25, CD103,
FMC7, CDI123, CD200, LAIR-1. Y nesgkux BUIagKax BigMiyaroTh
abepaii ¢eHOTUITY — HasBHiCTb HeTUIoBUX 11t BKJI MapkepiB
CD10 (1020%) i CD23, pimiie CD5. IMyHOricTOXiMiuHE TOCTIIKEH-
ns1 ipu BKJI BusiBisie ekcnipecito CD20, Annexin Al, TRAP, CD25,
CD103, DBA.44 (CD72), CDll1c, CDI123, Cyclin D1 (y 6inbiiocti
BUIIAAKIB c1abka simepHa ekcrpecist). [TyxIMHHI KIITUHN He eKC-
npecytoth CD5, CD10, CD23 (B okpeMuX BUIaaKax MOXe OyTh
cnmabka eKcrpecis Ha YacTUHU KJIiTUH). [{1s1 BapianTHOI hopMu
BKJI xapakrtepHa BincytHict CD25, CD123, TRAP, Annexin Al.

Ipu BKJ1 'y 95% Bunankis BusiisieTbest mytattisi BRAF V60OE,
KOTpa Binpi3Hsie foro Bin iHmmMx B-kmitnHHUX JiMdomnportidepa-
TUBHHUX 3aXBOPIOBaHb, a TAKOX Bin BapiaHTHOI hopmu BKJI. Taka
MyTallisi MOXe OyTU BUSIBJIEHA METOIOM ITOJIiMEPa3HO]1 JJaHLIIOTOBOL
peaxuii B KIITUHHUX 3pa3KaX KPoBi a00 KiCTKOBOTO MO3KY, a00 ITiI
Yyac iMYHOTICTOXiMiYHOTO TOCJIIXKEHHSI 3 BilIOBITHUM aHTUTLIOM.
Lle mocmimKkeHHs BiTHOCHO HOBE, ajie BKJIIOUCHE B CITMCOK HEOOXi-
HUX, OCKLTbKM TI03BOJISIE TOUHiILIe MPOBOAUTH AiarHocTuKy BKJI, a Ha-
SIBHICTb BKa3aHOI MyTallii € MillICHHIO [IsT HOBOTO TE€PAIeBTUYHOTO
MiAXOMY B JTiKYBaHHi pe3UCTeHTHUX (hopM 3axBoproBaHHs [ 10—14].

He icHye MixkHapOmIHOI TPOTHOCTUYHOI CUCTEMHU CTpaTUdiKallil
pusuky BKJI. KniHiuHi 3MiHU, 110, SIK BBaXA€TbCSI, 3yMOBIIIO-
I0Th HECTIPUSITIIMBUIA MTPOTHO3, BKJIIOYAIOTh CTYIMiHb LIUTOIMEHIT
(remoro6in <100 r/a, TpomGoumty <100+ 10°/71) i HeitTpodinu
(<1+10°/1), a TakoX HasIBHIiCTb JliManeHonaTii, sika € MPOrHOC-
TUYHUM MapKepoM MOTaHoi BilMOBiAi Ha JIIKyBaHHSI aHAJIOraMUu
nypuny [15]. [TaieHTH, AKi 10CATAIOTH ITOBHOI BilMOBIIi, MAlOTh
3HAYHO OiJIbLIY BUKMBAHICTb MOPIBHSIHO 3 TUMM, SIKi MalOTh
YacTKOBY BiamoBinb. BapiantHa dopma BKIJI ripire Bimmosimae
Ha CTaHIApTHY Teparlilo aHajgoraMu MypuHiB. Moyioauii BiK min
yac ne0I0Ty 3aXBOpIOBaHHS (Mosoniie 45 pokiB) MOB’sI3aHUIL
3 OLJIbII KOPOTKOIO TpUBalicTio peMicii B 50% Bunankis. bioso-
rivHUMU (pakTOpamu, sIKi OyJIM TOB’sI3aHi 3 HEe3aAOBUILHUM pe-
3yJbTAaTOM, € HasiBHICTb MyTaliii TP53 Ta BincyTHicTh cOMaTHUHUX
MyTauiil y reHax /GVH, ki BUHUKAIOTh Y HE3HAYHIM KiJIbKOCTi
BUIIAJIKiB, Ta BUKOPUCTAHHS CciMeiicTBa reHiB VH4-34, 1110 6iabIi
4yacTo BimMiuvaioTh npu BapianTHii opmi BKJI [16]. HasBHicTs
myTtaliit TP53 Takox € HecrpUsSTIMBUM ITPOTHOCTUYHUM (haKTO-
poM Tipu BapiaHTHiit ¢hopmi BKJI [17].

TEPANIA

JlikyBaHHSI He ITpY3HAYaIOTh MalliEHTaM, Y SIKUX BiICyTHi CUMII-
TOMM 3axBopioBaHHs. OIHAaK TaKi XBOpi IMISITAIOTh PETEILHOMY
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KOHTpOJIO (aHaMHe3, (i3uuHe OOCTEeXXKEHHSIM i aHalli3 KIITUH
KpoBi) KoxHi 3—6 mic. Ha BiaMiHy Bix xpoHiuHOI JimMboiuTapHoi
JIeiikeMii, 0e3CMMITTOMHUI TIepebir maToJiorii, Kojau giarHo3 BKJI
MOXe OYTH BCTAHOBJIEHO «BHIIaJAKOBO», MPU MPOQiIaKTUIHOMY
00CTeXeHHi a00 00CTEeXXEeHHI 3 TPUBOIY IHIIIOTO 3aXBOPIOBAHHSI,
BiIMiYalOTh PiAKo, i Ha MpaKTULi OUIBIIICTb XBOPUX MOTPeOy-
IOTh JIIKyBaHHSI HEBIOB3i ITiCJIg BCTAHOBJICHHS OiarHO3y, abo
3 MPUYMHM HASIBHOCTI CUMMTOMIB, 200 /I KOPEKIlil LIMTOIEHil,
BKJIIOUAIOUM MOHOUUTOMNEHIt0. JIiKyBaHHS CJIil pO3MOYnHATH
y MALi€HTIB 3 CUMOTOMAaTUYHOIO XBOPOOOIO, SIKa MPOSIBISIETCS
CUMITTOMATUYHUMU LIUTOTIEHISIMU, 110 TPOrPECyIOTh (FeMOIIO0iH
<100 r/n ta/a6o TpomGouuTu <100+ 10°/1 Ta/a6o HeldTpodinu
<1+10°/1), abo criieHOMerai€elo, abo BakKKUMU iHMeEKIisIMU
Ta/abo cucreMHUMHU cumnTomamiu [19, 20].

Merorlo Tepamnii BKJI € MakcuMalibHa eTiMiHaIlis TyXJIMHHOTO
KJIOHY 3 TOCSITHEHHSIM TPUBAJIOi ITIOBHOI peMicii. B ocHOBI Tepamii
BKJI Ha chOroaHi JIEXXUTh BUKOPUCTAHHST aHAJIOTIiB HYKJICO3UIiB
(knampubiHy i meHTocTaTMHY). EeKTUBHICTD LIMX TpernapatiB
CIiBCTaBHA i JO3BOJISIE TOCSTTUA MTOBHOI peMicii i TOBrocTpoKOBOiL
BUXKMBAHOCTI y OLIbIIOCTI MauieHTiB. JlomaBaHHs 10 Tepartii pu-
TyKCMMaOy MOXe TOJIIIATYA Pe3yJbTaTH Teparlil B rpyIax 3 He-
CHPUSITIIMBUMU (HDAaKTOPaMU MPOTHO3Y.

Mono- i momiximioteparnis BKJI pisHUMU iHIIUMU IIUTOCTA-
THUKaMU € Maioe(eKTUBHOI. [JTIIOKOKOPTUKOCTEPOiau MPOTU-
MOKa3aHi, 3BaXkaroun Ha Hee(eKTUBHICTD Y JikyBaHHI BKJI Ta ic-
TOTHE MiABUILIEHHS YaCTOTH i TSIKKOCTI iHPEeKLUiHUX YCKJIaTHEHb
3 BUCOKOIO JIETAJIbHICTIO TIpU iX TPUBAJIOMY 3aCTOCYBaHHi. Y pasi
JIMOOKOI aHeMil, 3a BUKJIFOUEHHSIM iHIIMX TPUYKMH aHeMil (aedi-
LIUT 3aJ1i3a 2060 BiTaMiHy B}, 1T.1.), KOPOTKOYaCHO 3aCTOCOBYETHCS
€pPUTPOITOETHH.

Posnouaru nikyBanust BKJI cumnroMatnyHuM maiieHTam
PEKOMEHAYEThCS aHajoraMu nypuHy (kaaapubin (2-CldA)
a6o nenroctatuH (DCF)). Kitanpu6iH iHIyKye TpuBaly BigIo-
Biab y 87—100% mnauieHTiB, BKJIIOYaOUM JOCATHEHHS TTOBHOL
pemiciiy 85—91% nuie micis onHoro Kypey Teparii [17]. Ipe-
napat BBOJASITb a00 LIJISIXOM Oe3MepepBHOI BHYTPillIHbOBEHHOI
iHdy3ii B mo3i 0,09 Mr/kr npotsirom 5—7-1eHHOTO Tiepiony,
abo MpOTIroM 2-roAMHHOI BHYTPIIIHbOBEHHOI iH(DY3ii B m103i
0,12—0,14 mr/xr npotsirom 5—7 auiB [ 18, 19]. Kitanpubin Takox
€ e(eKTUBHUM IpernapaToM Mpu 3acTocyBaHHi B 103i 0,12—
0,15 mr/kr nuisixom 2-romMHHOTO BBeleHHS | pa3 Ha TUXIEHb
npotsirom 6 Trk [20, 21]. TTokazHUKM MOBHOI BiANOBi/i i 3araib-
HOI BiMTOBii MOMiOHI IMPU THXKHEBOMY i IIIOJEHHOMY BBEIEHHI.
ITonioHi pe3yabTaTy OyJ10 AOCITHYTO TaKOX, KOJU Ipemnapar
BBOOWJIM MiAIIKipHO [22]. [TimmKipHO KJ1aapuoiH BBOAATH B 1031
0,1 Mr/kr/no6y npotsirom 5—7 aHiB ado 0,14 mMr/kr/no0y npo-
TSTOM 5 IHIB OJHUM KYPCOM.

TokcuuHicTh 3—4-T0 CTYIEeHS, 110 3HAYHOI Mipoo Tpei-
CTaBJIeHa HEUTPOTICHIYHMMM JIMXOMaHKaMM Ta iH(heK1isiMu, OyJia
MEHIII0I0, KOJIM BUKOPHMCTOBYBAJIacs MEHILA KyMYJISITUBHA 1032
(0,5 Mr/KT), Yy TIOPIiBHSHHI 3 KyMYyJISITUBHOIO 103010 (0,7 MT/KT,
MpU LIbOMY MOKa3HUKHU 3arajibHO1 BiAMOBIi HA JTiKyBaHHSI CYTTEBO
He BimpisHsumics [21]. [ToBHa BinmoBiab Mmic/ist BBEACHHS KIaaph-
OiHy OyJ1a JOBrOTPUBAJIOIO HaBiTh 0€3 MPOBEACHHS MOAATbIIOL
MMiATPUMYIOUOI Tepaltii. ¥ malieHTiB, sIKi JOCSTIN YaCTKOBOI Billo-
BiJli ITiCJ151 MEPILIOro KypCy, peKOMEHIYEThCS IPOBECTH MOBTOPHMIA
KYpPC 3 METOIO JOCATHEHHSI ITOBHOI BiIITOBIi 3 iIHTEpBaIOM 6 Mic
MicJis 3aKiHYEHHsT MEPLIOTo KypcCy JiKyBaHHsI, i3 3aCTOCYBaHHSIM
putykcumady abo 6e3 Hboro [21].

AHanoriyHo KJaapuobiHy, MEHTOCTAaTUH iHAYKYE BUCOKY
LIBUAKICTh TPUBAJIOL TTOBHOI BiAITOBiNi. Y MAILIiE€HTIB 3 HOpMaJlb-
HMM KJIipeHCOM KpeaTuHiHy (>60 MJI/XB) MEHTOCTATUH 3a3BUYaii
MPU3HAYAIOTh Y 1031 4 MI/M? KOXHi 2 THX 10 TOCSTHEHHSI TOBHOT
BiIMOBI/Ii Ha JTIKyBaHHSI, TOTIiM I0AaTKOBO 1 200 2 KOHCOJTIAyIOUMX
BBeIeHHs mpemnapary [23]. 3a3Buuaii micist 8—9 KypciB Tepariii pe-
E€CTPYETHCSI HOpMaJi3allisl TOKa3HUKIB 3araJibHOIro aHaji3y KpoBi,
IJIsI TATBEPIKEHHS TTOBHOI BiAITOBii CJIill TPOBOIUTH OiOTCiI0
KiCTKOBOT'O MO3KY. 3HAUHO OLIbII BUCOKY e(heKTUBHICTb IIEHTOCTA-
TUHY B NTOPiBHsIHHI 3 iHTepdepoHoM-a (IFN-a) y xBopux Ha BKJT
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OyJI0 IMATBEpIXKEHO B 0araTOLIEHTPOBOMY, PAHIOMI30BaHOMY J0-
ciimkeHHi, nposeneHoMmy M. Grever, K. Kopecky, M.K. Foucar
Ta criBaBTOpamu [22].

OCKiJIbKM yPUHOBI aHAJIOTU 1aI0Th MOXKJIMBICTh TOCSITHEHHSI
OLTbII BUCOKOI TpUBAIOCTI peMicii, mpu3HayeHHsT IFN-a y iky-
BaHHi BKJI Ha choronHi oomexxeHe. IFN-a MoXyTb 3aCTOCOBYBaTH
BJIiKyBaHHi xBopyx Ha BKJI 1mig yac BariTHOCTI, y IMAIli€HTIB 3 IyXKe
BaXXKOIO HeWTporeHiero (KibKicTh HelTpodinis <0,2« 10°/1) as
301IBbIIEHHST KiJTbKOCTI HEUTPO(DIIIB 10 TTOYaTKy Tepartii HyKJIeo-
3UIHUM aHajoroMm [24].

CIUIEHEKTOMIsT MOXKe PO3IIISIHATUCS SK OISl Y MaLli€EHTIB
3 PE3UCTEHTHOIO MACUBHOIO CUMIITOMATUUYHOIO CIIJICHOMETali€lo
(>10 cm HIXYe pebepHOro Kparo), 1110 CYIPOBOIKYETHCS HE3HA-
YHOIO iH(}IbTpaLli€l0 KicTKoBOro Mo3Ky [23]. [NauienTu, sskum
OyJI0 BUAAJICHO CeJIe3iHKy, Kpallle i MBUIIIEe pearyloTh Ha Mo-
nanpliny xiMmioreparito. TakoxX peKOMEHIYETbCs MPOBEAECHHS
CIUIEHEKTOMIi Py IIMOOKIM IUTOIEHii, 110 TTePEIIKOIKAE TTPO-
BEIEHHIO Teparii mpenapataMu. BugajaeHHs1 cee3iHKU LBUIAKO
JIKBiIye LUTOIEHI 0, ae niie y 20% XBOpHX Ha TPUBAJIMI TEPMIH;
y OLIBIIOCTI XK eeKT CruleHeKTOMil 36epiraeTbcsi MeHIle 1 poKy
3 HEMUHYYMM TPOTrpecyBaHHIM 3aXBOploBaHHs Hanai. CboroaHi
CIUIEHEKTOMisI 3aCTOCOBYETLCSI OOMEXKEHO: MPU CUMITTOMATUYHI
TPOMOOLIMTOIIEHI, MpU Hee(eKTUBHOCTI a00 HEITepeHOCUMOCTi
Teparii mpenapatamMu, Mpyu YCKJIaIHEHHSIX cruieHoMeraii (iH-
apkTH, po3puB), a TAKOX IPU BUPaKEHili CrijieHoMeraltil (Oibiie
10 cM HMKYe pebepHOI AyTH).

OLIHKA BIANOBIAI HA NIKYBAHHSA

Edexr nikyBaHHSI TIPOSBIISIETLCS TTOCTYIIOBO, B Mipy 3MEH-
IIeHHST JTiMGOoIinHOI iHDibTpallii B KICTKOBOMY MO3KY i ceJie3iHILi
Ta MapajieIbHOTO BilIHOBJICHHSI €JIEMEHTIB HOPMAJIbHOTO KPOBO-
TBOPEHHSI, TOMY OLIiHIOBaTU €(EeKTUBHICTh Teparlii HeoOXiTHO
3a IMHAMIKOIO JJaOOpaTOPHUX MTOKA3HMKIB i po3MIipiB cele3iHKU
MPOTSITOM TPUBAJIOro Iepioay yacy. Tak, oliHKa e(eKTUBHOCTI
3acrocyBaHHsI IFN-a ipoBoguThes He paHille HiXX yepe3 8 THK
TicJIs1 MOYaTKy MOro 3aCTOCYBaHHSI.

Ilig yac nikyBaHHSI aHAJIOTaMM MYPUHIB 32 HAsIBHOCTI ITO3M-
TUBHOI TMHAMiKM ITOKAa3HUKIB KPOBi IIOBHOTA KiCTKOBOMO3KOBO1
peMicii OLiHIOEThCS He paHillie Hix yepe3 6—12 Mic micis 3aKiH-
YeHHSI XiMioTepartii.

Kpurepismu pemicii i pe3auayanbHOi (3aIMIIKOBOI) XBOPOOU
OLIBILICTIO NOCTIAHMKIB BU3HAYEHO HACTYIHI [7]:

Tloena pemicis. BincyTHicTbh IMTOIEHIT: TeMoriobin >120 r/i;
Heirpodian>1,5-10°/1; tpomGoumTi>100+10°/1. BigcyTHicTh
opraHoMeratii: HopMaJi3allis po3MipiB ceJie3iHKH, BiCLIepaTbHIX
JiMdoBy3IiB. BiACyTHICTh «BOPCMHYACTUX» JTIMGPOLUTIB y Nepu-
depuuHiit kposi i <1% B KiCTKOBOMY MO3KY.

Yacmkoesa pemicis. BincyTHiCTb LIMTOIEHI1, 3MEHIIIEHHSI Op-
raHomeraJii i iH(piLIbTpaLii KicTKOBOro MO3Ky 6iibii HixX Ha 50%,
BiJICYTHICTb «BOPCUHYACTUX» JIiIM(OLIUTIB B NepudepuuHiii KpoBi,
ajne >5% B KiCTKOBOMY MO3KY.

[ToninueHHsIM BBaXa€eTbCsl HOpMaJli3allis OMHOTro 3 mapame-
TpiB 6€3 MOTiPIICHHST iHIIINX.

JNNIKYBAHHA PELNWONBY

ITpu peunnusi BKJI moBTopHe 3acTocyBaHHsI Ki1aapubiHy abo
MEHTAaCTaTUHY MOXe OYyTH e(heKTUBHUM 3a YMOBU, KOJIU PELIUIUB
po3BUHYBCA 4yepe3 12—18 mic micig JikyBaHHs [25]. 3paTHICTD
IOCSITaTH 3arajibHOI BiIITOBii 3HMKYETBCS 3 KOXKHOIO JIIHIEIO Te-
pariii, ajie npu nepiiii, Apyriii ado TpeTiii JTiHii Teparii TpuBalicTh
BIITOBIII BUSBJISIETHCS MTOMIOHOIO [26].

[1pu paHHbOMY peLIMAMBI MOXKe TaKOX OYTH IMTPU3HAYEHO PU-
Tykcumao y 103i 375 mr/m? (4—8 n03) mortuxHs [6, 27, 28]. [1porte
PUTYKCUMab y MOHOPEXUMi 3a e(heKTUBHICTIO TTOCTYIAEThCS IMy-
PUHOBUM aHAJIOTaM i He € BapiaHTOM BUOOpY Y IKOCTi MOHOTEpaITii
y Halli€HTiB 3 peuuaABOM. Pe3ynbTaTh JTiKyBaHHSI 1151 XBOPUX 3 pe-
urauBoM BKJI BUSIBIISIIOTBCST KpaIllMMK 32 yMOBU BUKOPUCTaHHST
KOMOiHallii puTyKcrMMaly Ta mypuHOBMX aHajoriB [8]. [TapanenbHa
Teparlisi pUTYKCMMaOOM Ta aHaJIOTaMU IyPUHY iHIYKYE OiTbII B -
COKi ITOKa3HMKH BiMOBIii, ajie € OibII TOKCUYHOIO [29].
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IFN-0 TakoX € MOXKJIMBAM BapiaHTOM JIIKyBaHHSI JUTSI OOMeKe -
HOI KiJIbKOCTi XBOPUX, Y SIKMX BiAMIYalOTh PeLUAMUB MicCs1 Tepartii
nypuHoBuMHU aHaoramu [30]. [Iist mamieHTaMm, siKi IeMOHCTPYIOTh
pedpakTepHiCTh 10 MypUHOBUX aHAJIOTIB, MOXHA PO3IJISTHYTH
Teparniio ¢uyrapabiHom ado 0engamycturoM. Daynapabid y mo-
€THAHHi 3 PUTYKCUMAOOM, MPOTITOM YOTUPbOX LIUKIIiB, MOXeE
OyTU TepaneBTUYHUM BapiaHTOM Yy pa3i pO3BUTKY PELUIUBY ab0
1ist pedpakTepHux nauieHTis. 3a ganumu A.S. Gerrie Ta criBaB-
TOPIB, 5-piuHa BUXKUBAHICTh 6€3 IIPOrpecyBaHHs CTAHOBUTH 89% ,
3arajibHa BUXKMBaHICTh — 83% i yacrora peuunusis — 7% [31].
BeHmamycTHH y TO€AHAHHI 3 PUTYKCUMAOOM € iHIIIMM TepareB-
TUYHKMM BapiaHTOM JIJIsSI XBOpHUX 3 2 Ta OiJibllie peluarBaMu abo
y XBOpUX 3 pedpakTepHOoIo popmoro BKII.

Jlo mepcrieKTUBHUX mpenapartiB JikyBaHHs BKJI BimHOCATH
Bemypadenio, inrioitrop BRAF V600E [32—34]. BemypadeHnio
MPOAEMOHCTPYBAB BUCOKY €(heKTUBHICTb Y pepakTEPHUX XBOPUX
Ta B pasi peunnnsiB BKJI. OnTuManbHe 103yBaHHS Ta TPUBAJIICTh
JIIKyBaHHS i3 3acTOCYBaHHSIM BeMmypadeHiOy HeBinoMi. Ha choromHi
MPOBOIUTHCS OaraToLeHTpoBe JocmimkeHHs 11 dha3u 3 BUBUeHHS
edexTuBHOCTI BemypadeHiOy mpu jikyBaHHiI pedpaktepHoi BKJI
(NCTO01711632). I16pyTuHi6, iHri6itop TMpo3uHKiHa3u bpyTroHa,
TaKOX MOXe OyTHM MepPCHeKTUBHOIO OIIIE€0 MPU PELUAUBI 3a-
XBOPIOBaHHSI, BPAXOBYIOUM JIOBEAEHY aKTUBHICTb in Vifro 1IbOTO
npemnapary y kiaituHax BKJI [35]. Jocaimkenns 11 ¢asu i3 3a-
CTOCYBaHHSIM i0pyTHHIOY y ManieHTiB 3 peuuauBoM BKJI tpuBae
(NCT01841723).

EdexruBHicTs BemypadeHiOy (mpermapat rnpusHavyaiu B 1031
960 mr 2 pasu Ha 100y) OLIHIOBAIU B 2 OKPEMUX GaraToLeHTPO-
Bux pociimkenHsx 11 ¢a3u y mamienriB 3 peuuausyiodoio BKJT
(28 mauieHTiB B iTaiicbKOMY HOCIIIKEHHI i 26 3 36 3araHOBaHUX
naiieHTiB y gociimkeHni B CLLIA). 3araipHa yacToTa Binmosimi
craHoBm1a 96% (35% — NOBHA BiAMOBIIb) MICJIsI TEPATTil TPOTATOM
8 Tk B itaniiicbkkoMy mociimkenHi i 100% (42% — roBHa BifIo-
Biflb) MicJist Tepartii mpotsiroM 12 Tk y nociimkenHi B CILIA. B ira-
JTIICHKOMY OOCTiIKEHHI ITiCJISI CIIOCTEPEXKEHHS TIPOTITOM 23 Mic
MelliaHa BUKMBAHOCTI 6€3 mporpecyBaHHsI OyJia OibLi TPUBAJIOIO
IUIST TIALi€HTIB, SIKi DOCSTIJIM MOBHOI BiAMNOBIAi Ha JiKyBaHHS
y TIOPiBHSIHHI 3 XBOPUMHU 3 4acTKOBOIO Bimmosimmio (191 6 mic
BinnosinHo). ¥ CLLA npotsirom | poKy MoKa3HUKY Oe3peinanB-
HOI i 3arajJibHOI BMXMBaHOCTI ctaHoBUIM 73 i 91% BinnosinHo.
Haii6inbu yactumMu mo6iyHUMY epeKTaMu 1-To Ta 2-To CTYIIEHS,
1O MTPU3BEJIN 10 3HUXKEHHSI 103U, OYJIM apTpasiris abo apTpuT [36].

B inmomy mocaimkenni II da3u 22 mauieHTam Oyjo mpo-
BEJCHO Teparlilo BeMypadeHiOoM y MOEaHAHHI 3 pUTYKCMMaboM,
MOBHOI Binnosini gocsrian 86% mawieHTiB yepes3 4 THK, L€l 1Mo-
Ka3HUK € BUILKUM, HiX TP MOHOTeparii BeMypadeHiooMm. Kpim
TOTO, MiHiMaJIbHE 3aJIMIIKOBE 3aXBOPIOBAHHS (SIKe BU3HAYAIOCS
MPpU MPOBEEHHI iIMyHO(EHOTUITYBaHHS Ta METOJIOM TOJiMePa3HOL
JIAHLIIOTOBOI peakilii) He BUsBIsuA y 73% narttientis [37—41].

BemypaceHid y MoHOTepariii a60 B KOMOiHallii 3 puTyKCUMa-
0OOM PO3MISIAAETLCS SIK OHA 3 OILIi [IJIsT MALli€HTIB IiCIs 3aCTO-
CcyBaHHsI Apyroi JiHii Tepanii. BaxiauBo nam’sarati npo nooGiuHi
edexrtu iHridiTopiB BRAF, sIKi MOXYTh BK/IIOYATH BUCUTIAHHS
Ha 1IKipi, apTpairii, apTpuT, a00 BTOPMHHI MyXJIMHM LIKipH, SIKi
BUMaraloThb CIIOCTepekKeHHs Aepmarojora. Pinko BemypadeHio
MOXe BUKJIMKATH MOPYIIEHHS HUPKOBOI (PyHKIIii. OnTUMabHe 10-
3yBaHHsI i TPUBAIICTh JIIKYBaHHSI 3 BAKOPUCTaHHSIM BeMypadeHioy
HeBigomi. Ha cboromHi npoBoauThLCS NeKiabKa 6araToLeHTPOBUX
nociimkens 11 da3u nmpu nikyBanHi pedppakrepHoi BKJI.

Kuiniunmii BUnagox

IMauienTtka C., 25 pokiB, BBaxaja cebe XBOpOIO KiJIbKa MiCSIIiB,
KOJIY MOMiTHJIa HEBEJIMKE BUTTMHAHHS YepeBHOI CTiHKU. [1pu 006-
CTeKEeHHI BUSIBJICHO aHEeMilo (reMOrI00iH — 76 T/71), HEUTPOTIeHi10
(1,2+10°/1), 3HauHe 36inblIeHHs cene3inku (200 MM 3a TaHUMU
YJIBTPa3BYKOBOTO JOCIIIKCHHS ), He3HaYHe 30i/IbIIeHHS JTiMda-
TUYHUX BY3JIiB UEPEBHOI MOPOXHUHU (MaKCUMAaJIbHUI pO3Mip
12 MmM). 3 omIsimy Ha HEBEJIUKI PO3MipH JTiM(MaTUUHUX BY3JIiB 0i0-
rcist 0yna HepollibHOIO. [TpoBeneHo TpernaHob6ioMncio KicTKOBOro
MO3KYy. [1aToricronoriunmii BUCHOBOK Ta pe3yJIbTaTh iMyHOTiCTOXi-
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mivHoro nocimkeHHs Bim 30.08.2017 p.: y ipelaparax BUSIBISIIOTh
TiMepKIITUHHUI KiCTKOBUIA MO30K 3 O3HAKaMUu PETUKYJIiHOBOIO
Gi6po3y. [1pu 3a6apsienHi Ha CD20 BUSIBISIETbCS BeJIMKA Kijlb-
KicTb JiM(MOUMUTIB, SIKi PO3TAlIOBYIOThCS MEPEeBaXHO iHTpaCH-
HYCOIZaJbHO, a TaKOX APiOHOBOTHUILEBO Ta iHTEPCTULIAILHO.
JlimboinHi enementu ekcrnpecytorb CD11, CD23, npu 1bomy
BincytHsa excripecigs CD123, CD10, LEFI1, uukniny D1. BuchHo-
BOK: TaKi pe3yJbTaTy BiAMOBIAAIOTh YPaXKEHHIO KiCTKOBOT'O MO3KY
JTiM(OMOI0 3 KIIITUH MapriHaJabHOI 30HU CEJIe3iHKN.

IMyHOMeHOTUITYBaHHS KJIITMH mepudepruyHoi KpoBi Bia
16.08.2017 p.: Bu3HauaeThest 6,94% nimbouutis heHoruny CDS5-
10-23 + 19 + FMC7-. BucHoBok: B-kiituHHa siMmdpoma mMap-
riHanbpHOI 30HU. [IpoBeneHa Tepamis: 3 Kypcu moJiximioTepartii
3a cxeMolo RB (purykcumab + 6eHnamyctuH). [Ticist 3aBepiieHHs
3-10 Kypcy JIiKyBaHHSI BiIMiYaIocs pOrpecyBaHHsI 3aXBOPIOBAHHS
(30i1bILIEHHST PO3MIpiB CEIEe3iHKU).

KinpkicTb i po3Mipu riMmpaTnaHux By3iiB 6e3 guHamiku. Ce-
JIe3iHKa pi3Ko 30ijbllIeHa B po3Mipax, 3aiimae % yepeBHOi MOPOXK-
HuHM po3Mipamu 300%205%100 MM (panime — 283x187x100 mm).
Takox 30epirasacs cTiiika MaHLUTONEHisl. 3arajJbHUIl aHami3
KpoBi: reMoryiobid — 79 r/n, epurpounutu — 2,31+ 102, rpomGo-
uuty — 42+ 10°/1, nevikoumtu — 2,1+ 10°/71, IIBUAKICTb OCigaHHS
E€PUTPOLIUTIB — 64 MM/TOM, TaTMUKOsIaepHi — 6%, cerMeHTosiIep-
Hi — 66%, nimboumnt — 22%, moHouut — 4%.

3 orysioy Ha BiICYTHICTh BIiIIOBili Ha Teparlilo i CTiiiKy IIUTO-
MEHilo Mali€HTLi MTPOBEIEHO MOBTOPHY TPenaHOOi0MCito KiiyooBOi
KiCTKHM i IUTOJIOTIYHE JOCIIIKEHHS KiCTKOBOTO MO3KY.

LluTonoriuHe noCTiIKeHHS KicTKOBOro Mo3ky Bin 03.12.2017 p.:
Y KiCTKOBOMY MO3KYy O3HaKU BHpaxKeHoi rimoruiasii. [TooguHoxki
HOPMOOJIaCTH, HEUTPOMDIIM, KIITUHU TUITY MauX JiOLUTIB,
YacTHMHA Ma€ IUTOILIa3My 3 Bimpoctkamu. Kucna pocdaraza — pe-
akiis sinepHa. BucHoBok: BKJI (HasiBHICTb IUTOXiMiYHO BUSIBIEHOL
aKTUBHOI TapTpaT-pe3uCTeHTHOI Kucoi hocdarasn).

JlocaigkeHHsT KiCTKOBOIO MO3KY: KiCTKOBUI MO30OK TiIo-
KIIITUHHUMA, KIITUHA, MopdoJiorivHo mmonioHi no kmitua BKJI,
ctaHoBIATh 21%. I'paHylOIMTApHUIT MaPOCTOK MPUTHIYEHMUIA.
KinmpKicTh MerakapiolluTiB 3MeHIIeHa. IMyHO(hEeHOTHIT BifIo-
Bizae BKJI.

Busnauenns myramii V6000 rena BRAF Bin 21.12.2017 p.:
BUSIBJIEHO TE€TEPO3UTOTHY MyTallito reHa BRAF, 1110 IpU3BOAUTH
1o amiHokucioTHoi 3aminu V600OE.

3 orjagay Ha oTpuMaHy iHdoOpMalil AiarHo3 3MiHEHO
Ha BKJI. ITpoBeneHo 1 Kypc JIiKyBaHHS 3a CXeMOIO: PUTYKCH-
mab6 1400 Mr migmkipHo, KJaapubiH 7 Mr BHYTPillIHbOBEHHO
B 1—5-i1 gui. [licns 3aBeplieHHS JIIKyBaHHS CIIOCTEPIiTraucs
YCKJIAAHEHHSI Teparlii: HeUTporeHist 4-1o cTyrneHs, TpOMOOL-
ToreHist 4-ro cryrnenst (6+10°/1), mpoBoaAMIIOCS MepeTuBaHHSI
TpombokoHLeHTpaTy Ne 4. Cee3iHKka 3MEHIIIMIACS B pO3Mipax.
Yepes 3 mic mpoBeneHO oLiHKY Bigmosini. [1amienTka gocsria
YacTKOBOI BiMoBiAi Ha JikyBaHHsI. [IpoBeneHo 2-it Kypc moJixi-
mioTteparii: purykcumad 600 Mr migKipHO, KJIagpubiH 7 MT mi-
KipHO B 1—5-i1 nHi. CriocTepiranacsi BUpakeHa reMaToJIoTiuHa
TOKCUYHICTh (TPOMOOUMTOTIEHIsI 4-TO CTYIEHS, HEUTPOTICHis
4-ro CTyMeHsI TPUBAJTICTIO 2 THK).

UYepes 6 Mic TpoBeIeHO OLIIHKY BiAImoBini Ha tikyBaHHs. CKap-
ru BiacyTHi. Cesie3iHKa 3MEHILMIACS 10 3BUYaHUX PO3MipiB, ajie
y TaLIiEHTKY 30epirajacs NaHIUTOIICHisl. 3araJlbHUIA aHaJTi3 KPOBi:
remorno6in — 81 /i1, epurpouutu — 2,1+102/1, TpoMGOILM-
™ — 60+10°/71, neiikouut — 2,6« 10°/1, nanuukosinepHi — 4%,
cerMeHTosiiepHi — 45%, nimpountu — 48%, moHouutn — 3%.
LluronoriuyHe gocmimkeHHsT KicTKoBoro Mo3Ky Bim 20.08.2018 p.:
B KiCTKOBOMY MO3KY Ha TJIi BUpaXKeHOi Tinoruiasii KJIiTUHU BU-
sBisieTbest 5—6% it BKJL.

LlutonoriyHe nociakeHHs KicTKkoBoro Mo3ky Bix 08.10.2018 p.:
B KICTKOBOMY MO3KY Ha TJIi BUPAXKEHOI rirnoruiasii BusBiseTbes 15%
kiaitna BKJI, mani gimbormtu — 20%. Ha mincraBi oTpuMaHux
JAHUX BCTAHOBJIEHO MPOTPECYBaHHS 3aXBOPIOBAHHS. 3a TaHUMU
KOMIT’ I0TepHOI TOMOTrpadii: 30i1bLIEHHS ceNe3iHKu 10 171X68 MM.
3arayibHUIT aHaIi3 KPoOBi: TeMoryiodbiH — 79 1/11, TelKouuTn —
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1,6+10°/n, tpomGotut — 59+ 10°/1, nanuukosiaepHi — 1%,
cermeHTosiiepHi — 59%, eosunodinu — 3%, nimdount — 34%,
MoHouuTH — 1%. Y nauieHTkH 3adikcoBaHO pedpakTepHicTb
10 aHAJIOTiB IypUHY Ta PO3IISTHYTO MPU3HAYEeHHST HOBO1 JIiHii Tepartii.
[TpuitHaTo pillIeHHs PO MpU3HaYeHHS BeMypadeHioy.

IMaumieHTka oTpuMalia 8 BBeAeHb pUTYKCUMalby B m103i
375 mr/m? KOXKHi 2 TXK Ta ripuiiMae BemypacdeHio B 103i 240 mr2 pa3u
Ha 100y. [1potsarom 3 Mmic celie3iHKa 3MEHIIMIACS 10 HOPMAJIbHUX
PO3MipiB, HOpMaTi3yBaJIMCsI TOKA3HUKM KpOBi. 3adikcoBaHa 4acT-
KOBa BillMOBIiIb Ha JIKyBaHHSI.

Ha croromni maimieHTKa MpogoOBXKYE IMpUitMaTi BeMypadeHio
y mornepenHiil n1o3i 6e3 nepepsu. Ilepion npuitomy mpemnapaty
Ha TeTiep CTaHOBUTbH 34 Tk, CTaH Malli€HTKY 3aI0BUTbHUI, CKapT
HeMae, HeraTUBHUX TOKCUYHUX MPOSIBIiB Teparii Hemae. 30epira-
€ThCSI YaCTKOBA BiMOBINb Ha JIIKYBaHHSI.

BUCHOBKHA

Taxkum unHoMm, BKJI — pinkicHe 3axBoploBaHHSI, SIKe Ma€ TU-
MOBY MOP(OJIOTIYHY Ta iMyHOTICTOXiMiUHY KapTUHY, OTHAK Y psii
BUIAJIKIB AU(MEPEHLIHNUI qiarHO3 BUKJIMKAE CKJIaaHOII. YI0-
CKOHAJICHHSI METOMIB JiarHOCTUKMU 1 JIIKyBaHHSI 3MiHWJIO TIPOTHO3
0araTbOoX paHillle HeKypaOeIbHUX JIeliKo3iB; Tak, i BKJI Ha choromaHi
repeiiia y po3psia XBopoo 3i CIPUSTIMBUM MPOTHO30M Y 3B’SI3KY
3 MOKJIMBICTIO TOCSITHEHHSI TPMBAJIUX PEMICiii, sIKi He TOTpeOyIoTh
MiATPUMYBaJIbHOI Tepartii. 3acToCyBaHHSI ITyPUHOBUX aHAJIOTIB 3HA-
YHO MOKpaluIo pe3yabTaTu JikyBaHHs BKJI, no3Bosisie orpumatu
TPUBAJTy TIOBHY PEMICiI0 B OLJIBIIOCTI TALIIEHTIB.

[IpencraBieHunii KIiHIYHUI BUMAIOK IEMOHCTPYE, 1110 HABITh
y pasi peppakTepHOCTi 10 ITypUMHOBHUX aHAJIOTIiB IIPU MPOBEICHHI
Teparlil HOBUMM IMpernapaTaMyd MOXJIMBO JOCSITHYTHU MO3UTUBHOL
BiIIOBIII.
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Bonocatokneto4yHas nemkemMus:

0630p NUTEpaTypbl U KIIMHUYECKUI CriyYan

HU.A. Kpsuok, H.b. Tumopenko

HauvoHanbHbIVi MHCTUTYT paka, Knes

Pesome. BosiocatokieTouHas JeiikeMuss — XpOHUYECKOE
JmmponpoardepaTuBHOE 3a60JIeBaHIE CO CBOe0Opa3Hoit MOpdo-
JIOTMel, KITIMHUYECKUM TeYeHUEM U TaKTUKOU ieueHust. [Tatonorust
Xapakrepusyercs crierrbudeckoit 1mMbouTHon UHGUIbTpaIueit
KOCTHOT'O MO3ra M CeJIe3€HKH, MPOSIBISIETCS] LUTONIEHUEN U CIuie-
HoMeranueit. OcoOeHHOCThIO 3a00JIeBaHUS SIBJISIETCSI TPUCYTCTBUE
XapaKTePHbIX TMMQPOUIHBIX KJIETOK C «BOPCUHYATOI» MOpdoIorueii
1 0COOBIM UMMYHO(DEHOTUITIOM. B 3T0i1 cTaThe OymyT ITpeacTaBieHbI
COBPEMEHHbIE PEKOMEHIALIMHU 110 TUATHOCTUKE U JIEUEHUIO JAHHOI
MaTOJIOTUU U TIPEACTABICH KIIMHUYECKUIT CITyJaii.

KuroueBble c10Ba: BOJ10CaTOKJIETOYHAS JIEKEMUST; CIUIEHOME-
rayIvst; KJaapuouH; BeMypaheHuo.

Hair cell leukemia:

a literature review and a clinical case

1.A. Kryachok, 1.B. Titorenko

National Cancer Institute, Kyiv

Summary. Hairy cell leukemia is a chronic lymphoproliferative dis-
ease with a special morphology, clinical course and treatment. Hairy cell
leukemia is characterized by specific lymphoid bone marrow and spleen
infiltration, manifested by cytopenia and splenomegaly. A feature of the
disease is the presence of «hairy cells» and a special immunophenotype.
Thisarticle will present modern recommendations for the diagnosis and
treatment of this disease and presents a clinical case.

Key words: hairy cell leukemia; splenomegaly; cladribine;
vemurafenib.
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