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CYYACHI KJIACUDIKALLII
XPOHIYHUX
MIEJTIONPONIPEPATUBHUX
3AXBOPIOBAHb: CTAHOAPTU

TA TEHAEHLII BOOCKOHAJIEHHA

Pesiome. Y pobomi npedcmaeneni cyuachi noeasiou Ha kaacugikayiio xponiu-

HUX Mieaonpoaigpepamuenux 3axeoprosans. Buceimaena poas onkoeeHie y na-
moeenesi mienonpoaigepamueHux 3axe0PO6aHsb, iX 6NAUEG HA PO3BUMOK NAMO-
n0eii. Pozeasuymi Hosi nioxodu 6 kaacughixauii xpoHiyHux mieaonponichepamue-

HUX 3AX60PHO6AHDL.

CyyvacHa kiacuikallis XpOHIYHUX MieJionpoide-
paTuBHHUX 3axBopioBaHb (XMII3) BOO3 2001 p. [1]
IPYHTYETBCS HE TITbKM Ha KIIACUIHUX ITUATOJOTITHUX
3acajax, sIKi JOMiHYBaJM B Cy4acHili reMaTosorii 10
1990-x pokiB, a Ha KOMIUIEKCHOMY BM3HaueHHi Oara-
ThOX JiarHOCTUYHUX (PAKTOPIB, 110 BKIOYAIOTh 10OAT-
KOBO: MOP(OJIOTiUHi, TiCTOJIOTIYHI i IUTOTeHETUYHI 10-

CJIiIKEHHHS Ta KJIiHiKO-JIabopaTopHi gaHi (Tao. 1).
Tabnuusa 1
Knacudikauis BOO3 xpoHiyHux mienonposnipepatuBHux,
MienoaucnnacTU4HUX/mienonponipepaTMuBHUX 3aXBOPIOBAHb
i mienogucnnactTuyHux cuigpomie (MAC) (2001) [1]

XpOHiyHi Mienogucnnactuyni/ | MienogucnnactuyHi
Mienonponidpepa- |mienonponipepatusHi CUHAPOMU
TUBHI 3aXBOPIOBAHHS 3aXBOPIOBaHHS
XpoHiyHa MienoigHa | XpoHiyHa PedpakrepHa aHemis:

nenkemis
(Ph-xpomocoma
[(9; 22)(q34; q11)],
BCR/ABL-no3utueHuii) [ATnoBa XxpoHiyHa
XpoHiyHa HeiiTpodinbHa|mMienoigHa neiikemis
neiikemis
XpoHiyHa eo3nHodinbHa [HOBeHinbHa

MiENOMOHOLMTapHa
neikemis

— 3 KiNbLbOBUMU
cupepobnactamu
— 0e3 KinbLboBUX
cupepobnacris

PedpaktepHa uutoneHis
(mienogucnnacTnyHmii

neiikemis MiENOMOHOLMTapHa CUHAPOM)
(i rinepeo3nHodinbHUA - |neikemis 3 MYNIbTUNIHIAHOIO
CUHAPOM) ancnnasieto

CnpaBxHs noniuutemis
XPOHIYHWIA igionaTyHMi
Mienodiopos
EceHujanbHa
TpoMBoLUTEMIS
XpoHiyHe mienonponi-
depatusHe
3aXBOPIOBAHHS,

PedpaktepHa aHemis
(mienogucnnacTnyHmii
CUHLPOM)

3 HagMLIKOM GnacrTis

5q cuHopom
MienogucnnactuiHunii cuH-

HeknacudikoBaHe [IPOM, HeknacudikoBaHuii

Y 1951 p. W. Dameshek 3armpoItoHyBaB TepMiH «Mi-
eJonpoJiihepaTuBHi 3axBoptoBaHHs» (MI13), no siKux
Oy/10 BimHECEHO XpOHIUHY MieNoinHy Jetikemito (XMJT),
crpaBxHIo rrofinuTemito (CIT), eceHiianpHy TpOMOO-
mutemito (ET) Ta inionatnynuii Mienodiopo3 (IMD) i
ePUTPOJICIIKEeMit0, OOIPYHTYBABILIM ITOETHAHHS ITAaTOJIO-
Tili HAABHICTIO CITiILHOI TPMITIHIMHOI Mietonporidepa-
11ii, cxoxicTio raroreHesy [2]. [lopanbiuunii mporpec y
BUBYEHHI Ta jikyBaHHi XMII3 OyB TicHO MoB’a3aHuii
i3 BU3HAYEHHSIM T€HETUYHUX aHOMAaJTiil pY TaHUX Ta-
TOJIOTIYHHUX MpolLecax.

CaMe LMTOTeHETUYHi AOCHiAKeHHs H03BOJIMIN
P.C. Nowell i D.A. Hungerford B 1960 p. Biepie st

MYXJMHHUX 3aXBOpPIOBaHb BepU(DiKyBaTU crielugiv-
Huit mapkep — Pinamenndiiicbky (Ph) xpoMmocomMy
npu XMJI. Lle B cBOIO 4epry HaKpecauao abCOIIOTHO
HOBMIA HaNIPSIMOK TOCJTIIKEHb MATOreHEe3y Ta JIiKyBaH-
Hs gaHoi martosorii [3]. ¥V 1972 p. J. Rowley BusiBu-
na, mo Ph-xpoMocoma 1oB’s13aHa 3 TpaHCJIOKalli€lo
t(9;22)(q34;ql1), Ky mi3HiIIe OyJI0 OXapaKTepru30Ba-
HO ik oHKoreH BCR-ABL.Y 1996 p. B. Druker Bigkpus
imMaTiHi0-a — cneuudivyHuii iHri6iTOp MoNeKyau ABL,
1110 CTaJIO MiICTaBOIO 17151 crieliyHO1 Tepartii iMmaTiHi-
6omM XMJI. ¥ 2005 p. BCTAHOBJIEHO OCHOBHY POJIb MY-
tauii JAK2 (JAK2V617F) npu BCR-ABL-HeraTuBHUX
MII3, 1o BiAKpUBa€e MepcreKTUBU CreludivyHOI Te-
panii, mogioHoi npu XMJI, a5 cripaBXHbO1 TOJiLIM-
TeMii, eceHIliaTbHOI TPOMOOLIMTEMII Ta iMiIOMATUYHOTO
mienodiopo3sy [4].

3a OCTaHHE NECATUJIITTS LISIX, TPOUIEHUI MpuU
JochimkeHHi Ph-xpoMocomu, OyB BiITBOpeHMIT y pe-
3y/IbTaTi AOCiIKeHHs poJii reHa JAK2V617F, akwii Bu-
SIBUBCSI KJIIOUOBMM T€HETUYHUM MOPYIICHHSIM IS Ta-
knx XMII3 gk CIT, ET ta IM® [5]. LIg Mmyraris, 1o
BUHMKAE B 1849-my Hykieornai reHa 14, B pe3yabraTi
3aMiHM BaJliHy Ha ¢eHilanaHiH y KomoHi 617, Brepiie
oynamos’s13ana 3 XMI13 (CIT, ET, IM®) B 2005 p. Ta-
KO BUSIBJIEHA TI€BHA MOIIKUPEHICTh JaHOI MyTallii IIpu
IHIIMX Mi€eJoIpoJtichepaTUBHUX 3aXBOPIOBAHHSIX T Mi€-
JIOAUCIIIACTUYHOMY cMHIpoMi. [TpoBeneHi mocimKeH-
HST 3aBISIKA 3aCTOCYBAHHIO CYyJYaCHUX METOIMK, a caMe
nojaiMepasHo-yjaHuorosoi peakiiii (ITJIP), nanu mo-
CUTh TOYHUIA Ta BiITBOPIOBAaHUI (PO30iKHICTh OJU3b-
K0 3% y pi3HUX J1a00paTOpisix) pe3yabTaT LUTOTEHETHY -
HUX aHOMaJTiil. J[laHa MeToauKa, sika 3a0e3reuye BUCO-
Ky uyyrtuBictb (0,01—0,1%), BUsiBUIACS 111e TOYHIIIIOK0
Mpu BIpOBaIKeHHi anenb-crienudiynoi [TJIP — po3s-
OIXKHICTB Y pe3ybTaTax cTaHOBUTH 1—2% [6].

Taxkox BcTaHOBJEHa poJb MYTallii reHa
MPLW515L/K — coMaTu4HOI MyTallii TPOMOOIOETHH-
CTUMYJIIOIOYOro (hakTopa, sika BUHUKAE B pe3yJIbTaTi
3aMiHM TpurntodaHy Ha JeHIUH Y KOJoHi 515, 1110 BU-
sBJIEHA B He3HAaYHOI KisibKocTi XxBopux Ha MI13 (5% —
IM®, 1% — ET) i acouitoeTrhbces i3 mpUCKOpEeHUM Ta (ha-
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B 1a6. 1 mpeacrasieHa HoBa Kiacudikaiiis BOO3
XMII3 (2001) [1], aBTab1. 2 — 9acToTa PO3IMOBCIOIKE -

HOCTi OHKOTreHiB rpu XMII3.
Ta6nuusa 2
OHKOreHu, L0 BUSIBNISIIOTLCS NPU Pi3HUX POPMAX XPOHIYHUX
mienonponidpepaTMBHUX i MienoamucnnacTUyHUX/MienonponipepaTMBHUX
3aXBOPHOBAHHSAX i AESAKMX iHLWLIMX

Ho3onoriyHa ¢popma LiuToreHeTnyHi anomanii
(% Big, 3aranbHOi KiJIbKOCTi XBOPUX)

XpOHiYHi MienonponipepaTuBHi 3aXBOPOBAHHS

XpOHi4YHA MieNoifHa nenkemis 100% BCR—ABL(+)

CnpaBxHs noniyutemis 95% JAK2V617F(+) i 5% myTauis
JAK2 reHa 12-i xpomocomu

EceHuianbHa 50% JAK2V617F(+),
TpoMboumTEMis 1% MPLW515L/K(+)
lnionatnynmnit Mienodidpos 50% JAK2V617F(+)

5% MPLW515L/K(+)
XpoHiyHa HeiitpodinbHa neiikemis |20% JAK2V617F(+)

XpoHiyHa eo3uHodinbHa neitkemis [100% FIP1L1-PDGFRA(+)
100% PDGFRB-peapaHxupyBaHHs
MOJIEKYNISIPHO HEOXapaKTePU30BaHa

XPOHiYHA €03UHODINbHA NEKEMIs

Mienogucnnactuyti/mienonponipeparnsHi 3aXBOPIOBaHHS

XpoHiyHa MienomMoHouuMTapHa 3% JAK2V617F(+)

Nenkemis

lOBeHinbHa MienoMoHouMTapHa 30% PTPN11 15% mytauia NF1(+)
neiikemis 15% myTauis RAS(+)

Artunosuit XMJ1 BCR-ABL(-) 20% JAK2V617F(+)
Heknacudikoani MAC/MN3 50% JAK2V617F(+)

ABxey2006—2007 pp. Ha TiACTaBi IPYHTOBHUX LIV~
TOT€HETUIHUX TOCIiIKEHb P TocTigHuKiB [§—10] 3a-
MPOIOHYBAJIA HOBI KJ1acuiKalliliHi cXeMH, 0 BPaxo-
BYIOTb BUSIBJIEHY pOJib MyTalliii JAK2 Ta iHIIMX MyTalliit.
Tak, A. Tefferi [10] 3arpornoHyBaB Tak 3BaHy HamliBMO-
JieKynsipHy Kiacudikauio MII3 (taba. 3).

TaGnuusa 3

HaniBmonekynsipua knacudikauia mienonponipepatuBHux
3aXBOpPIOBaHb [2]

Knacuyi M3 Atunosi M3

BCR-ABL-no3utuBHa
XPOHiyHa MienoigHa
neiikemis
BCR-ABL-HeratuBHa
XPOHiyHa MienoigHa

XpOHiyHa MieNnoMOHoOLMTapHa feiikeMis
lOBeHinbHa MienoMoHoLMTapHa neikemis

(3 piokichumu myTauismu PTP11, NF1, RAS)
XpoHiyHa HeitTpodinbHa neitkemis (~ 20%
JAK2V617F+)

neiikemis XpoHiyHa eo3nHodiNbHA neiikemis/
CnpaBxHs noniuutemis eo3unHodinbHe MM3

(~100% JAK2V617F+) PDGFRA-peaHxwupyBaHHs (FIP1L1-
EceHujianbHa TpomboumTemis [PDGFRA)

(~ 50% JAK2VE17F+) PDGFRB-peaHnxwupysaHHs (TEL/ETV6-

XPOHi4YHMIA igionaTnyHMin
Mienooiopos (~ 50%
JAK2VE17F+)

PDGFRB)

FGFR1-peanxupysahHs (ZNF198/
FIM/RAMP-FGFR1) abo 8p11
MienonponidepaTMBHUin CUHAPOM

MonekynsipHo HeigeHTdiKoBaHi
linepeo3nHodinbHUA CMHAPOM
XpoHiyHa 6a30¢inbHa neitkemis
CucTeMHWit MacToLmuTo3

PDGFRA-peaHxwupyBaHHs (FIP1L1-
PDGFRA)

KIT-myTauis (KITD816V)

MonekynsipHo HeifeHTUdiKoBaHuI
Heknacudikosani MMN3 (~ 20%
JAK2V617F+)

3miwani/nepexpect MAC/MMN3

XMJ1 nopj6Hi, BCR-ABL-HeratuBHi

V naniii knacudikanii CIT, ET ta IM® oynu BigHe-
ceHi 10 BCR-ABL-neratusHoi XMJI, 110 BUIpaBaaHo
Ph-HeraTuBHMM CTaHOM IIPH JAHUX ITATOJIOTISIX ajie He
€ JIOTIYHUM BiIHOCHO KJIiHiYHUX, JJAOOPATOPHUX OCO-
OJIMBOCTEl KOXKHOTO 3aXBOPIOBAHHSI Ta BUXOSIUH i3 CYT-
TEBUX BiAMIHHOCTEM SIK B Tepallil OKpeMUX HO3O0JIOTI,

TaK i mporHosi. I1pu nmopiBHSIHHI 000X 3aNpPOITIOHOBA-
HUX Ki1acudikaliif Bin3Haunmo cxoxuii monin MI13 Ha
2 aTbTepHATUBHI TPYIIH Ta CYTTEBY POJIb HASIBHUX MyTa-
Wil JJ1s1 1iarHOCTUKM TIeBHO1 HO30J10Tii. BukopucTtaH-
H# K1acudikallii BiTkpyuBa€ NepCreKTUBU MOKpalllaH-
Ho piarHoctruky MI13 Ta MOXXIMBICTD OUTBII TOYHOI BE-
pudikallii oKkpeMUX MaToOJIOTiiA.

OpuriHaJbHOIO BUSIBUJIACSI METOAMKA, 3aITPOIIOHO-
BaHa aBTOopoM s niarHoctuku CIT (cxema), 1110 Bpa-
XOBYE sIK HasIBHIiCTb MyTaltii JAK2V617F+, Tak i BMicT
CHPOBATKOBOTO €PUTPOIIOCTUHY |2, 3].

ITopiBHIOIOUM i3 KiIacuyHuUM Kputepisimu BOO3 [1]
(tabu. 3, 4), cain BiA3HAYMTU OUTBLI TOYHI KpUTEPii Jia-
rHoctrku CIT i 4iTKy rpananito KpuTepiiB 1iarHOCTUKU.

Ta6nuus 4
Kputepii BOO3 ans aiarHoCTUKM CNpaBXHbOi noaiuutemii*
Kputepii A Kputepii B
306inblieHHs epuTpoLmMTapHoi Mack > 25% Tpombouutos
Ta piBHa remorno6ity (y yonosikie > 185 r/n > 400 x 10%/n
Ta 165 r/n 'y XiHok) JleiikounTo3
Buknio4eHHS BTOPUHHOIO epuUTPOLMUTO3Y >12x10%n

BifCyTHICTb CiIMEHOr0 epuTpoLMTO3y Y KiCTKOBOMY MO03-

PiBeHb €pUTPONOETUHY HE MiABULLEHWIA: Ky cnocTepiraeTbcs
BiAICYTHICTb rinokcii (apTepianbHe PO2 = 92%); |naHmienos 3 nepesa-
BifICYTHICTb BMCOKOI adiHHOCTI HB 10 KUCHIO; [XaHHAM epuTPOiaHOi
HE NOpYLLUEHi epUTPONOETUHOBI PELLENTOPK; [Ta MerakapiouuTapHoi
BIfICYTHICTb NiABMLLEHOI NPOAYKLii epuTpo-  [nponidepauii

MOETUHY NYXIUHOIO 3HUXeHWI piBeHb Cu-

CnneHomeranis pOBaTKOBOTO EPUTPO-

KnoHanbHa reHeTMyHa aHomanisi (kpim reHa BCR- |noetuHy

ABL) y KiCTKOBOMY MO3KY

| EHporenHe dopMyBaHHs epuUTPOiHUX KONOHIlA in vitro

*[iarno3 CI e BiporigHuM npu HAsBHOCTI nepLunx 2 kputepiis A i 1 iHworo
KpuTepito A Ta 2 kpuTepiis B.

B 2006 p. €Bporneiicbka rpyma 3 BuBueHHs MI13
3anporionyBaja [11] oHoBieHi KpuTepii miarHoCTH-
KM, kinacudikalii Ta cragitoBaHHs Ph-HeraTuBHux
MII3, mogudikyBanu kpurepii BOO3 Ta Bukopuc-
TaJau JaHi 110A0 OCOOJMBOCTEH KJIiHIKM, MaTOTeHe-
3y, HOBUX 0i0JIOTIYHUX, JTAOOPATOPHUX Ta TEHETUUHUX
mapkepiB. Kpurepii Bkiouanu paHHio ctafgito MI13 i
nudepenuitoBanHs ET, CII ta npedidopoTuuHoi cTa-
nii xpoHigHOTO IM®, OCKiIBKM OYJI0 BUSIBIECHO TeTe-
POTeHHICTh TaHUX MaTOJIOTiii SIK Ha KJIiHIYHOMY, TaK i
J1abopaTOPHO-LIMTOTEHETUIHOMY PiBHi. ABTOpH 3aI1po-
TMIOHYBaJIM UiTKUii Ttonis Ha JAK2V617F-no3utuBHy ET
ta JAK2V617F-neratuBHy ET, 1o o0rpyHTOBYETBHCS
t™iM, 110 nepia ¢popma ET xapakrepusyeTbcst BUILLIM-
MU 3HAYEHHSIMU TeMOJIO0iHY, TeMAaTOKPUTY, KITBKOCTI
HEeUTpodisiB, a TAKOX HIDKIYUM PiBHEM €pUTPOIIOETUHY,
CUPOBATKOBOTO (DEPUTHHY i MiABUILEHOIO KJITUHHICTIO
KicTKOBOTO MO3KY. BinmosigHo JAK2V617F-neratnBHa
(opma. ABTopH Bin3HauaIU, 110 3aMPONIOHOBAHI KPUTE-
pii mo3BonaTh BiapizuuTu Mimikpio ET Big CIT.

Takox y 3a3HaueHiii poOOTI NPUITYCKAIOCS, 11O
JAK2V617F-MmyTalliss BU3Ha4Ya€ onMH 00’ €KT XBOPOOU 3
Kisibkoma roctinoBHuMuM kpokamu ET - CIT - IM®,
i3 TpUBaAJIMM Mepedirom, a AMKUIE BapiaHT JaHOT MyTa-
11ii, MTOB’sI3aHUM i3 iHIITMM 00’ €KTOM 3aXBOPIOBAHHS, HA
MOJIEKYJIIpHOMY piBHi. Byno Takox 3arnpornoHoBaHO
TMOTIOBHUTU KPUTEPii NiarHOCTUKKU OOOB’SI3KOBUM 10-
caimkxeHHsIM myTatii JAK2V617F Ta ii migBapiaHTa, pi-
BEHb CHPOBATKOBOTO €PUTPOIIOCTUHY, IO TO3BOJHUTH
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CKpPUHIHT myTawii
JAK2V617F
| piBHS CMPOBATKOBOIO
epUTPONOETUHY

MyTauisi no3uTMBHA +
Bucokuii 260 HopmarnbHuiA
piBEHb EPUTPONOETUHY

MyTauis no3utueHa +
Hu3bkuit piBeHb
epUTPONOETUHY

CN siporigHa CN moxnmBa

bioncig kicTkoBoro
—— MO3Ky AN OLjiHKI
(hibpo3y i myTauii

MyTauis HeraTuBHa + MyrTauis HeratusHa +
HW3bkunit piBeHb Bucokuii 260 HopManbHUIA
epUTPONOETUHY piBEHb EPUTPONOETUHY

CI HesiporigHa CI HeBiporigHa

bioncis KicTkoBOro Mo3ky
—— 19 piarHocTukm Gl
a60 iHwoi chopmn XMMN3

bioncis kictkoBoro
—— MO3KY A5 BUKITIOYEHHS
MOXITUBIX MyTaLlin

[TPUAHATI piLUEHHSA
—— [P0 AOLNIbHICTb
6ioncii KicTKoBOro
MO3KY

Cxema. AJIbTepHAaTUBHA CXeMa IialrHOCTUKM ilioMaTUYHOI (CIIpaBXHboi) momiruremii (A. Tefferi, 2006)

YiTKO BimmudepeHIriroBaTh Ha paHHix cTamisix MI13 —
ET, IM® Ta CII.

ITonioHi normoBHeHHs 1o Knacudikaiii BOO3 oyiu
MiATpUMaHi LIMM PSIIOM TPy AOCHIAHUKIB [12—14],
1o 3mycuiio rpyny ekcrneptiB BOO3 B ceprini 2007 p.
3aMpoNoHyBaTh HOBY Kiacudikauiro MII3 [15, 16],
abo meperngHyTy Kinacugikamiio BOO3 2008 p. mng

Ph-nerarusuux MI13 (tabn. 5-7).
Tabnuus 5
Mpono3auuis 3min kputepiie BOO3 ans ET

Kputepii giarHocTuku ET*

TocTiitHuit piBeHb TpomGouuTis BuiLe 450 x 109/n

|-

KicTkoBOMO3KOBa 6ioncisi BUSIBASIE TONIOBHUM YMHOM 30iNbLIEHHS KNITUH
MerakapiouMTapHoro napoctka, 3i 3HaYHUM nepeBaxaHHIM 3pinux
MerakapiouuTie Npu He3MiHHUX Noka3HuUkax abo He3HaYHOMY 30ifbLIEHHi
HETPOdINLHOro rpaHyNoLMUTONoesy, epuTponoesy

w

He BuaHauei kputepii BOO3 gns CM, IM®, XMJT, MAC Ta iHwmx
MIENOIAHNX HEoMmNasm

E=N

BusiBnenHs mapkepa JAK2V617F abo iHworo knoHanbHoro mapkepa, abo

npu BiAICYTHOCTi Mapkepa HeMae NPUYMH ANs PEaKTMBHOTO TPOMOOLMTO3Y

*[liarHo3 ET BCTAHOBNIOETLCS NPM HAsiBHOCTI BCiX 4 KpuUTepiiB.
Tabnuusa 6
MNepernsauyti kputepii BOO3 ans nepsuHHOro mienogiopo3sy

3anponoHoBaHi KpuTepii nepBMHHOro Mienodiopo3sy*

Benuki kputepii

—_

HasiBHiCTb MerakapioumtapHoi nponidepauii Ta atunii, wo 3a3suyail
CYNPOBOAXYETLCS PETUKYNSAPHIM i/a60 konareHoBuM Gibpo3om, abo npu ioro
BifICYTHOCTi — CYTTEBMM PETUKYITIHOBIM (hiBPO30M. 3MiHI MErakapioLmMTonoesy
TMOBMHHI CYNPOBOKYBATUCS LUBAKIM 36ibLIEHHSIM KIITUHHOCTI KICTKOBOTO
MO3KY i3 36ibLLEHHSIM FPaHYOLMTONOE3Y Ta 3MEHLLEHHSIM EPUTPONOE3Y (TaK
3BaHa npedibpoTUYHA KNITWHHA CTafjst XBOPOOY)

N

He BusBnsitotbcs kputepii BOO3 ang CIM, ET, MAC a60 iHwmnx MienoigHnx
Heonnasm

wW

BusienenHs mapkepa JAK2617VF abo iHWwux KNoHanbHUX MapKepiB (K
MPL515WL/K) abo npw BifCyTHOCTi KNOHANbHUX MApPKepiB — Hisiknx fa-
HUX NP0 BTOPUHHMIA xapakTep ¢ibpo3y KiCTKOBOro MO3KY

Mani kputepii

Jleiikoeputpo6nactos

MMigBuLLEHHS PIBHS CMPOBATKOBOI IaKTATAEriAPOreHasm

Anewmis

Aloo|no|—

[ManbnaTopHo BU3HAYEHA CTIEHOMEranis

*[iarHo3 MMM® Bumarae HasBHOCTi BCiX 3 rofloBHUX KPUTEPIiB i 2 ManuX.
Tabnuua 7
3arasnbHa ouiHka sKocTi XuTTa xsopux XMI3 BigHOCHO cTyneHIo aHemii

Matonoris

Crynit anemil XM (n = 43) IM® (n = 36)

| 740+52 86,0 + 5,6

Il 62,0 +13,2 73,0+ 11,2*

Il 57,0+6,2 64,0+124

*CTaTMCTMYHO JOCTOBIPHA BiAMIHHICTb Mix ABOMA nokasHukamu (p < 0,05).

Y nosicHeHHSIX 10 KpUTEPiiB aBTOPU BiA3HAYAIOTh,
o BukmoueHHs1 CIT 6a3yeTbcsl Ha BUBHAUYEHHI piBHIB
reMorjio0iHy Ta reMaTOKPUTY i 3MiHU B Maci YepBOHUX
KJIITUH He € 000B’I3KOBUMU. Ma€ TaKoX BaxJIMBE 3HA-
YeHHS BU3HAYCHHS CHPOBATKOBOTO (DEPUTHHY IIJI BU-
KJTIOUEeHHS YCKJIagHeHb pepoTtepartii. g BUKITIOUEH-
Hs1 IM® noTpiGHO BCTAHOBUTHU BiICYTHICTh (iOpO3y,
JiefikoepuTpo0bJacTo3y nepudepuyHoi KpoBi, TUTTOBUX
riCTOJIOTIYHMX 3MiH, XapaktepHux it IM®. [Ins Bu-
xitoueHHsS XMJI HeoOXilHO BCTAaHOBUTH BiICYTHICTb
myTanii BCR-ABL, a nnst MJIC — BiICYTHIiCTh SIBUIIT
JIHCEepUTPOIIoe3y Ta AUCTPaHyI0IUTOIOe3y. PeakTuB-
HUIT TPOMOOILIUTO3 XapaKTepHUI s 3aizonedinury,
CIUIEHEKTOMil, XipypriYHUX BTpy4YaHb, iHbEKIii, 3ana-
JIEHb, KOJIaTeHO3iB, METaACTaTUYHOTO PaKy i JIiMdoIpo-
nicdepaTBHUX 3axBopioBaHb. OQHAK HAasBHICTb YMOB
JUTSI peaKTUBHOTO TpoMOo11MTO3Y He Bukiouae ET, oco-
OJIMBO SIKILIO HASIBHI Mepiili 3 KpuTepii.

Y nosicHeHHi 10 HOBUX KPUTEPIiiB 3a3HAYAETHCS,
IO 3MiHM METaKapiolMTapHOTO IMapOCTKY IOJISITal0Th
B a0epaHTHOCTI SIIePHO/IIUTOTUIA3MAaTUIHOTO CIIiBBilI-
HOILEHHS i TilmepXpoMaTo3i, HeperyJsspHO 3rOpPHYTUX
snpax y Burisiai rpoH. Kpurepii BOO3 mig CIT, XMJT i
MAC po3rigHyTi BuLe. BropuHauit hiopo3 MoXiuBuii
MpY HasSIBHOCTI iH(eKIIil, ayTOIMyHHUX 3aXBOPIOBAHb
a00 TpH iHIIMX XPOHIYHUX 3aITaJICHHSIX, BOJTOCUCTOKITi-
TUHHI JieliKeMii Ta iHImx gimgornpotidepaTuBHUX 3a-
XBOPIOBAHHSX, METACTATUYHUX 37I0SIKICHUX HOBOYTBO-
PEeHHSsIX, 400 TOKCUYHIH (XpOHiuHii1) Mienomnarii. Takox
BiZI3HAUEHO, 1110 NALlIEHTHU i3 CTaHAMU, 1110 TPOBOKYIOTh
BTOPUHHMI Mieaodiopo3, He € BIIbHUMM Bi IEpBUH-
Horo Mie0(iopo3y Npu HaAIBHOCTI 3a3HAYEHUX KpUTE-
PpiiB, TOAi AiarHO3 MOBMHHUI 000B’I3KOBO Mepersiaa-
Tucs. PiBeHb MOKA3HUKIB reMOTJI00iHY Ta pO3MipH ce-
JIe3iHKU MarTh MOCTIMHO Bipi3HSITUCH Bil HOPMHU.

Buiie HaBeaeHi KpuTepii yxKe Oyiu BUKOPUCTAHI JJ1sT
yTouHeHHs nmiarHo3y MII3 [17] y miteit, ne BUsiBAEHI
MeBHI 0COBJMBOCTI: MO-TIepllie, HE3HAUYHY POJIb MyTa-
ii JAK2, no-apyre, 0co0IMBY poiib M P LS04 -nvytartii
y aiteit 3 cimeitHuM BapianToM ET, 1110 BKa3ye Ha Bax-
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OBb30P

JIMBY POJIb CaMe LIbOTO MapKepy IS JaHOl NaToJIorii i
BUMArae moJajblIoro BUBYCHHS Ta yTOUYHEHHS.

Hai BnacHi criocTepekeHHsl CcBig4yaTh, 110 CTaH-
napTHi Kputepil giarHoctrnku XMI13 He € 3a10BinbHN-
MU 1 nudepeHIiIoBaHHS MTiIBUIIB JaHOI TTaTOJIOTIl,
OCKIiJIBKM HaBiTh piBeHb I'eMOTJIO0iIHY MPU Pi3HUX HO-
30JI0TisIX MA€ Pi3Hi KJIiHIYHI Ta MPOrHOCTUYHI 3HAYEH-
Hs. Tak, Ipu HasIBHOCTI aHeMil OJHOIO i TOro X CTy-
nens ipu XMJI i IM® cyTTeBo Binpi3HSETHCS HABITh
SIKICTh >KUTTS (AUB. Tab. 7).

IlonepenHi maHi, oTpuMaHi HaMM, CBig4YaTh PO
Pi3HUIT piBeHb CUPOBATKOBOTO €PUTPOIIOCTUHY IIPU
XMJI ta IM®, 110 BUMarae mogaiabIIoro JOCITiIKeH-
H$I Ta aHAJi3y.

Icropito BuBueHHs1 MI13 sickpaBoO BUCBITIIIOE KJla-
cudikallig naHoro Buay 3axBoptoBaHb. Lnsgx, mpo-
nenuit Big knacudikauii W. Dameshek 1o yrouHeHoi
knacugikarttii 2008 p., € LLISIXOM MOMIUMOJEHHS 3HaHb,
Bepudikallii 1iJIOi TPyNX HO30JIOTii, 1110 JO3BOJISIE He
MPOCTO iAeHTU(hIKYBaTU KOXHY OKpeMy MaToJIOrito, a
MPOBOAUTH LILJIECTIPSIMOBAaHY, TapTreTHY Teparlilo i3 Mo-
KpallleHHsIM 11 pe3yabTaTiB, 3a0e3MeUeHHIM SIKOCTi Ta
TPUBAJIOCTI XUTTS MauieHTiB. [Topsia 3 uumM, 3a BUpa-
30M A. Tefferi [2, 3], enoxa JAK2V617F, Bumarae Bix
reMaToJIoriB YKpaiHu Oi/IbIl aKTUBHOTO BIIPOBAIKEH-
H$I B IPaKTUKY METO/IB AETEKIIi1 OHKOTEHiB, PiBHS CU-
POBATKOBOTO EPUTPOTIOETUHY, 1110 JO3BOJIUTH BiJTIOBI-
JIaTU PiBHIO Cy4aCHOI OHKOTeMAaTOJIOTii 1 e(peKTUBHO
3aCTOCOBYBATH HOBITHI METOIM JIIKYyBaHHSI.
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MODERN CLASSIFICATIONS OF
MYELOPROLIFERATIVE DISORDERS:
STANDARDS AND IMPROVEMENT
TENDENCIES

D.A. Lisenko

Summary. In work modern signs on classification of
chronic myeloproliferative diseases are presented.
The role oncogene in pathogenesis myeloproliferative
diseases, their basic influence on development of
pathology is covered. New approaches in classification
chronic myeloproliferative diseases are described.

Key Words: chronic myeloproliferative diseases,
oncogenes, classification.
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