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Mema: docridxcerHs OCHOBHUX 2icmOAOIMHUX 03HAK CRPAGICHbOI nosiyume-
Mmii (CIT) ma emopunnux epumpoyumo3sie (BE), ananiz ix 36’a3Ky 3 HaA6Hicmio
mymauyii JAK2 V617F, ausna4enns yymaueocmi ma cneyugiynocmi eicmomop-
ghonoeiunux kpumepiie ons diaenocmuxu CII ma ii dugbepenyiiinol diaenocmu-
xu 3 BE. 06’°ckm i memoou: nposedero zicmonoziure 00CAi0HCeHHs KiCmK06020
mo3ky (KM) ma eusnauenns mymauii JAK2 V617F y 79 xeopux na CII ma 41
nayieuma 3 BE. Pezyasmamu: ecmaroenero, wo npu CII ocHoenumu zicmono-
2iuHUMU O3HaKAMU € mpunapocmkoea zinepnaasin KM, naeomopghiam meeaxa-
pioyumis, Hasexicme pe3opoyii KicmK0680i MKAHUHU Ma MIKPOUUPKYASMOPHUX
nopyuiens. Ina BE naiibinew xapaKkmepHa einepnaasisn 6UKAIOYHO epumpoionoeo
napocmxka, piduie epumpoionoeo ma mieaoidnoeo. Mymauis V617F eena JAK2
€ NPeCUKmMOpOM maKux namomopghonoziunux amin KM, ax nreomopizm meea-
Kapioyumis, HAAGHICMb PEMUKYAIH068020 (IbPO3Y Ma MIKPOYUDKYASMOPHUX NO-
pyuiens. Bucnogox: wymausicms 2icmonoziurozo docaidxcenns KM sax kpumepito
diaznocmuru CII cmanosuna 83,5%, cneyugpivnicms — 100,0%. Iloeonanns
2icmonoeiyHo20 ma MOAeKYAAPHO-2eHEMUMHO20 OOCAIONCEHb 3HAHHO NOKPAUYE
diaenocmuxy ma dugpepenuiiiny diaenocmuxy CII ma BE, cymicha wymaugicmo

npu 06’conanni 06ox diaznocmuyrux memodie cmarosums 99,0%.

BiTun3HAHa reMaToJIOris HaJa€ BEIUKe, iHOAI Ha-
BiTBb IIEpIIOYEProBe, 3HAYCHHS TicToMopdooriyHo-
MY KpPUTEPilO IIpY BCTAHOBJIEHHI AiarHO3y CIIpaBXHO1
nomiuureMii (CIT) Ta i gaudepeHialtii 3 peaKTHBHIMK
CTaHaMHM, BTOpDMHHUMH epurpouuro3amu (BE) Ta iH-
MMM Mi€eonponidepaTHBHUMH HOBOYTBOPEHHIMK
(MIIH). BrimM gyMKH pi3HMX aBTODIB i3 IIPUBOIY BHE-
CKy ricroMopdoJIoriYH1X MoKa3HMKIB y Bepudikaliiio
CII cyrreBo pisHsiThcs. OCHOBHUMM KPUTUKAMHM POJTi
TiCTOJIOT{9HOTO0 JOCHIIXEHHS KicTKOBOTO MO3KY (KM)
3aBXxau Oyyu JoCTiqHNKY 3 rpynu 3 BuB4eHHs1 CIT —
Polycythemia Vera Study Group (PVSG). Kpurepii
PVSG, gki 1oBrHii yac BBAXAIKCS 30JI0TUM CTaHAap-
TOM JIiaTHOCTHUKM, B3arajii He BU3Ha4aloTh Mop¢o10-
rito KM gk miarHocTuyHUIi Tect [1, 2]. ApryMeHTaMu
Ha KOPHCTB LIOT'0, HA TyMKY BUCHMX, € JOCTATHSA KiJIb-
KiCTh 3p03yMiJIMX Ta 00’ EKTMBHUX MapKeEpiB 3aXBOPIO-
BaHHS, 110 pOOJISTh MOJATKOBE 3aIy4CHHS 1IE i Tic-
TOJIOTIIHMX KpUTepiiB HenoTpiOHUM. KpiM Tor0, ric-
TOJIOTi9HI KpUTepil MalOTh OYyTH He Cy0’€KTUBHMMM,
a CTaHJAapTH30BaHHUMH Ta HOOpe BiATBOPIOBAHMMHU.
AHaJti3 ricroMopdonoriuHoro gociaimkeHHss KM, mpo-
BeneHuit PVSG y 281 namnienra 3i CIl, mokasas, 110
y 13% ne 6yn0 BUABICHO XapaKTepHHUX MaToMopdo-
JIOTIYHUX 3MiH TpenaHobionTaTy NnpH Ge33anepedyHo-
my aiarno3si CI1 [3]. IIe cTaBUTB I1ig, CYMHiB Yy TIMBiCTh
merony ricroMopdosoriynoro gocuimkenass KM sk
KpuTtepito miarnoctuku CII.
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IIpoTUeXHOI TyMKA JOTPUMYIOTHCS AOCTiAHUKHA
€BpOICIICHKOI TPYIIHM 3 AOCIIKCHHS Mieyonpodtide-
paTuBHMX HOBOyTBOpeHB (European Working Group on
Myeloproliferative Disorders — EWG.MPD). Boxu BBa-
XKAI0Th MOpP(OJIOTITHY OIIIHKY TPEeIaHO0iOIITaTiB aeK-
BaTHUM MeToaoM miarHoctuku CII HaBiTh Ha paHHii
JOKIiHIYHIH cTalii 3aXBOPIOBaHHA, IIePeOIr sIKOi XapaK-
TEPU3YEThCS OJTU3BKUMU 10 HOPMHM ITOKA3HUKAMH IIE-
pudepUIHOI KPOBi Ta MAaCH ITUPKYJTIOIOYHMX EpUTPOLM -
TiB, 1110 HE BiMIIOBiJa€ cCTaHAApPTHUM KpuTepism PVSG
[4, 5]. ABTopamMu Bu3HaucHi 18 ricroMopdonmoriunmx
O3HaK, IO JO3BOJISUIM IIPOBOIUTH AMMEpEHLIiiHY aia-
raoctuKy CII six 3 BE, peakTHBHUMM CTaHAMM, TpaH-
3UTOPHUMHU Mi€JIONIpOIiPepaTUBHUMH pEaKIIisIMH, TAK
i3 immmvu MITH — eceHniiarbHOI0 TPOMOOIIUTEMIEIO
T4 IepBUHHKUM MienodioposoM [6]. Kpurepii MicTu-
JIM OLIIHKY 3aralbHoi KITUHHOCTI KM 3 ypaxyBaHHSIM
BiKy marieHTa; KiibKicth Merakapiouutis (MI'KII); ix
KJIACTepOYTBOPEHHSI (HAsIBHICTh 6UTBITE 3 KITITHH, pO3-
TamoBaHMX mopy4); po3Mip MI'KI] i3 BugieHHsM Ma-
JINX, CEPEIHIX, BEJIMKUX Ta TiTaHTCHKUX (hOpM; CTYTIiHb
no6ymsiii smpa MI'KI; nedpekTH BU3piBaHHS Ta 03HA-
KM JUCcMerakapionuTonoedy (HCHOPMAJIbHE SIICPHO-
IMTOIUIa3MaTHYHE CIIiBBiIHOIIEHHS, TiepXpoMa-
TO3 SApa); HasiBHICTb «roiux»> saep MI'KII; KiipKicTh
HEHATPO(LIbHUX IPAaHYJIOLMTiB; HOPMaJIbHMIT 200 aHO-
MaJIbHUI po1ieC BU3PiBaHHS KJIITHH Mi€JIOiTHOrO mna-
pocTKa (JIiBHii 3cyB a60 IIepeBaXaHHI MOJIOTUX (OPM)
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B HANPSIMKY Bijl KiCTKOBOMO3KOBHX TpabeKyJI 10 LICH-
Tpa KiCTKOBOMO3KOBOI ITOPOXHHMHU, TOOTO ITOpYLICH-
H4 ricroronorpadii kiritud KM ; HasiBHiCTD €03uHODi-
JIiB; KiTbKicTh epuTpoKapionuTiB (EKIT); HopManibHIHA
a60 aHoMabHMI ITpoltec Bu3piBaHHs EKII; 36UmbImeH-
HS KUIBKOCTI Ta ITOTOBIICHHS PETHKYIiHOBHX BOJIOKOH,
110 ITEPEBUIIYE HOPMY B 3 pa3u; CTyILiHb ¢iopo3y KM;
HasIBHICTb BiAKJIaIeHb 3a1i3a y Makpodarax; HassBHiCTb
TUTa3MaTHIHHX KJIITHH, pO3TAIIIOBAHMX ITApaBacKy/Isap-
HO; HAsIBHICTb B iHTepCTHIII MakpodariB i3 mpomyKra-
MU pO3IAay KJITHH; HASBHICTb arperaTis JiM(OLMTIB;
HASABHICTh MiKpOLIMPKYJISSTOPHUX ITOPYLIEHD.

BriM aBTOpPHM 3a3HAYAIOTh, IO TIPH MOP(OJTOTIYHOMY
nocrimkeHHi KM 060B’13KOBHM €, OKpiM CTAHTAPTHOTO
3a0apBIICHHS IIPeNapariB, 3aCTOCYBAHHS TH(EPEHILiIO-
109Mx 6apBHUKIB i TEXHiKM iMITperHailii cpioiom. baxa-
HHM € TAaKOX 3aCTOCYBaHHA iMyHOTiCTOXiMi9YHMX Map-
KepiB nipomicdepartii. ¥ TakoMy pa3i YyTJIMBIiCTh TiCTO-
MopdonoriyHoro Kpurepito rpu giarHoctuiri CIT Moxe
nocsarty 95—-96% [4].

JIO11iIbHICTh BUKOPUCTAHHA TiCTOJIOTIYHOIO A0CTi-
xeHHA KM Ha ogaTok 4o 4o6pe IepeBipeHUX KITiHig-
HMX CTAaHAAPTIB )15 TiABMIIEHHS AiarHOCTHYHOI Hafili-
HOCTi OyJia ITirTBepIXeHa TAKOX iHIIIMMHM JOCTi THHI[b-
KMMM TpyniaMHu, y pe3ysibrari 9oro B 2001 p. BOO3 6ynu
TpUHAHATI ricToyoriyHi KpuTepii aiarnoctuxu MITH
[7], migrpuMaHi TakoX i mmig yac po3pobku Kiacudika-
uii BOO3 2008 p. [8]. Cruin 3a3HayuTH, 110, KpiM 6€3-
3aIlepeyHol JiarHOCTUYHOI IIHHOCTi, OL[IHKa TPeTIaHO-
6ionrTaTiB Bimirpa€ BUpIlIANbHY poib Y nudepeHIianii
pisuux ¢opm MIIH [9—11].

OnHak i 10 IIBOTO 9acy He BHUPIIIEHO IIPOOJeMH
CTaHIApTU3Aallil Ta 3aI0BIJIbHOI BiATBOPIOBAHOCTI TiC-
TOJNOTiYHUX KpuUTepiiB. He BIIpoBagXeHO B KIIiHiYHY
TIpakTHKYy 3arporroHoBany EWG.MPD namiBkinbekic-
HY OILIIHKY TiCTOJIOTIYHHMX MapKepiB, TOMY i Jioci pe-
3yJIbTAaTH aHaJi3y TpenaHobionTartiB KM Martorh nmiie
omcoBMit xapaktep. Ha mymky A.B. lemunosoi [12],
TIEpeoIiHKa MOXJIMBOCTEH ricTroMopdoiiorivHOro 10-
crimkeHHs KM Moxe NMpU3BOAUTH A0 JiaTHOCTHYHHX
noMHIOK. OCHOBHHUMH iX TIPHYMHAMH aBTOP BBAXa€
OTpUMaHHA He3aoBUTEHMX 3pa3KiB KM (moBepxHe-
BO B3sITa TpeMaHODIOIICisA), BUTIaIKOBE MOTPaTLIsTH-
Hf B He3MiHeHy ni1aHKy KM, 3abapsieHHsa npenapa-
TiB TUIbKM CTaHAAPTHUM METOAOM, IO HE J03BOJISE
BizpisHUTH JeiikeMiuHy mpodidepaliiio Big peakTiB-
Hoi. BpaxoByiouu BUITIEBHKJIaneHe, 6araTo KiIiHilMc-
TiB OCITOPIOIOTH 33JIOBUTbHY YYTJIMBICTh TiCTOIOTiYHO-
T0 pocaimkeHHa KM K KpuTepito JiarHOCTHKM i BBa-
XAl0Th, IO BOHA He nepepuirye 80—85% [13, 14]. Tomy
B miarHocTuaHUX Kpurtepisx BOO3 2008 p. msa CII pe-
3yspTaTH ricroMopdoitorii KM 6yio BimHeceHo 10 Ma-
JIUX KpUTEPIiiB JiarHoCTHKH [15, 16]. Y KTiHiYHii TpaK-
THIIi HEOOXiTHO ITPAaTrHYTH A0 OTPHUMAHHS OLTHIT Yy T/TH -
BUX Ta crielM(DivyHUX DOAATKOBUX HOKA3iB HASBHOCTI
CIl, sixumH, 6€63yMOBHO, € MOJIEKYJIIPHO-TEHETHIHI
MapKepH, a caMe HasBHiCTh MyTaLii JAK2 V617F, Ta
BU3HAYCHHSA PiBHA €HIOTCHHOTO €pUTPONIOCTHHY [17].
CaMe nogaHaHHS AaHUX TiCTOJIOriYHOTO JOCIIiIXKEH-

Ha KM 3 MoJIeKyAsIpHO-TeHETUIHUM CKPUHIHTOM J0-
3BOJISIE 3 MAKCHMAJIBHOIO TOUHICTIO miarHoctyBatu CII
Ta quepeHIiI0BATH il 3 peaKTHBHUMM CTAHAMM Ta Mi-
enonpomidhepaTHBHIMU peakitismu [18].

Meroio poboTH € HOCTIKEHHS. OCHOBHMX TiCTOIO-
riunux o3Hak CII ta BE, anani3 ix 3B’3Ky 3 HasABHICTIO
myTauii JAK2 V617F, BU3HaYeHHS 9y TJIMBOCTI Ta CTIELIH-
¢igHOCTI ricTOMOPOJIOTIIHMX KPUTEPiiB I TiarHOCTH-
xu CII Ta i muepenuiiHoi miarHocTiku 3 BE.

OB'EKT | METOOM AOCNIOKEHHA

Ticronoriune nocnimkenns KM miposeneHo y 79 ma-
uienTiB i3 CIIta 41 — 3 BE. Cepen 06cTeXKeHX, XBOPHX
Ha CI1, 6ymo 46 yonosikiB (58,2%) Ta 33 xinku (41,8%).
Bik yuacHWKiB AOCTiIKEHHS KOJIMBaBCs Bif 22 10 80 po-
KiB, B cEpeIHbOMY CTAHOBMB 56,65114,44 poky. Cepen
obcrexeHux martieHTiB 3 BE — 37 yonoBikis (90,2%) Ta
4 xinxu (9,8%), a ix Bik craHoBUB 20—72 poKiB, B ce-
peaHsoMy — 48,24114,12 poky. diarno3 CII BcTaHOB-
JIeHo 3rigHo 3 KpurepismMu BOO3 2008 p. [16], T0o6-
TO BCiM XBOPHMM INPOBOIWIHA CKPHHIHT TIEpH(epHIHOI
KpOBi Ha HasiBHICTh MyTarttil JAK2 V617F. Yci nattieHTH
Oy moiH¢opMOBaHi Ta JAJIH 3roay HA BUKOPHCTAHHS
3pa3KiB ix KM 3 gocaigHHIIBKOIO METOIO.

Cran KM BuBYaNM B TiCTOJIOTiYHMX IMperaparax
TpenmaHobionTaTiB, AKi ¢dikcyBanu B pinuHi Kapnya,
JeKAIbIIMHYBAJIM B piauHi ae Kactpo, 3HeBOAHIOBAIN
TIPOBEAEHHSIM 9epe3 CITMPTH 3pOCTa0901 KOHIIEHTpAITil
i 3anuBanu B mapadid. 3pisu 3abapBaoBaNM TEMaTOK-
CHJIIHOM Ta €03MHOM, 3a MeTonoM BaH I'i30H, 3a6apB-
JIIOBajTH 3a Manopi Ha ripeAMeT HasIBHOCTI KOJIaTeHY Ta
3a 'oMopi — [y1s1 BUSTBIICHHS PETUKY/TIHOBUX BOJIOKOH.

Cratyc reHa JAK2 (V617F) Bu3HaYaIH 3a 1OTIOMO-
TOI0 MYJBTHIUIEKCHOI ITOJIiMEpa3HOl JIaHLIIOTOBOI pe-
aK1ii 3 anmenbenelMdidHMMU TIpaliMepaMu 3a Baxter
[18, 19].

CraTucCTHYHMI aHajli3 MPOBOAWIH 3 BUKODHC-
TaHHSIM TIPOTPaMU CTATUCTHUYHOI 0OpOOKH JaHUX
STATISTICA 10.0. CrarucTyHYy 3HAYMMICTh MiXTpY-
TIOBHX BIIMiHHOCTEH SKiCHMX ITOKa3HHWKiB BHM3HAaya-
JIY 32 IOTIOMOTOI0 KpuTepito x2 ITipcoHa 3 monpaBkoio
3a MeTcoM. Y miarHocTHuHi# TIpoLenypi po3paxoByBa-
JIM TAKOX BiMHOCHi pu3uk¥ (BP) po3BUTKY meBHOTO MTa-
TOJIOTiYHOTO ITPOLIECY 32 HABHOCTI TiarHOCTHIHHX TI0-
KA3HHKIB, ITTO JOCIiIKYBAJIMCS, Ta iX AOBipYi iIHTEpBAIH
(1I). Po3paxyHOK YyTIHBOCTI, crierdivHoCTi Ta Impo-
THOCTHMYHOI L[iHHOCTi JiarTHOCTUIHOTO TECTY MPOBOIU-
JIM 32 METOIOM JIATHHCHKOTO KBaAPATa (JOTMPBOXITLIE-
HO{ Tabma1ri).

PE3VJ/IbTATU TA IX OBrOBOPEHHS

IIpu ananisi MopdomoriagHUX npernapariB BCTAHOB-
neno, mo npu CII criocTepiranacs rinepKIiTHHHICTh
KM 3a paxyHOK pemyKilii amumnonuTiB. ['eMoroeTHaHa
TKaHMHA YacTO 3aiiMalia MaiiKe BeCh iHTpaTpabeKysIp-
Huii npocTip. Bu3Havaacsa TpUIIapoCTKOBA TilepIuiasis
(TTaHMi€es103) 3 BUPAXXEHOIO TIepIIa3i€lo e pUTPOiAHOIO
TTapOCTKa, SKUi YTBOPIOBAB CBOEPIIHI KJIITUHHI TTac-
TH, ajI¢ 6€3 O3HAK JH3EPUTPOIIOE3Y Ta IIOPYLICHHS A0-
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3piBaHHs (puc. 1). Came HasiBHICTE MaHMIEI03Y, 3TiTHO
3 JiarHocTHaHWUMH Kpurepisvu BOO3 2008 p., e omHAM
i3 Mamx xkpurepiis Bepudikamii CII. Tak, pignosinno
JIO HAIIIOT'O AOCIIiCKeHHS, TPUIIApOCTKOBA rillepIUiasis
crrocTepiranaca y 66 (83,54%) xsopux Ha CIT Ta He Gyna
BUSARBIIEHa y XoxHoro namnienTa 3 BE (y2= 72,78; p <
0,0001). ABonapocTKOBY ¢pUTPOIIHY Ta Mi€IOiAHY Ii-
TepIuiasito BimaHagam y 4 (5,06%) xsopux Ha CII Ta
9 (21,95%) mamienTis 3 BE (3= 6,32; p = 0,012). Ti-
TIepIUIa3ilo EPUTPOITHOIO T4 METEKAPiOLMTAPHOTIO Ia-
poctka — y 6 xBopux Ha CII (7,59%). OnHomapocT-
KOBY TilTepILIa3ilo BUKIIOUHO EPUTPOHY JMiarHOCTYBa-
my 3 (3,80%) xsopux Ha CII Ta 25 (60,98%) — 3 BE
(2 = 46,18; p <0,0001).

TaxuM anHoM, TIpH BE mepeBaxHO BASBISIHM pe-
AKTHBHY TiTIepIUIa3iio epHTPOITHOTO NAPOCTKA, Bif ITO-
MipHOI 10 pizko BHpaxeHOI (puc. 2). ¥ XoxHoro ma-
uienta 3 BE He BinMiueHO rineprutasii Merakapiomu-
TapHOTrO mapocTka, HaroMicTh Tpu CII ii BigzHavamm
vy 70 (88,61%) xsopux (¥*= 83,58; p < 0,0001). MTKIT
Y 3pa’kax sK pO3TaNIOBYBAHCS BiIFHO, TAK i YTBOPIO-
BamM KnactepH. Knacrepoyrsopents MI'KL su3naga-
nocay 19 (24,05%) sumankis CII Ta He crocTepiranocs
3a BE (3= 9,98; p = 0,0016). EKII dopmyBami xnac-
tepu y 14 (17,72%) xsopux na CII Ta 2 (4,88%) mai-
eHTiB 3 BE (%= 2,82; p = 0,09).

Haii6imem xapakTepHoio o3Hakoo CII, mo Biapis-
HAE ii BiJi IHITHMX MATOJIOTTIHHX TIPOLIECIB, € TAK 3BAHMIT
micomopddizMm MI'KT] (HasBHiCTE OHOYACHO MATHX,
cepeHiX, BEIMKMX i TiraHTCHKUX HOpPM); IIPH IEOMY
BCi KIIiTHHM 3pini, 6¢3 O3HAK aTHIIii Ta JUCMErakapio-
IIUTOIIOE3Y, MiCTATE BEJIHKi IOIIO0YIApHI Anpa. 3pin-
Xa sycTpigamicd «romi» sapa MTKIT (puc. 3). IIpu BE
MTKII mami Maiti abo cepeiHi po3MipH Ta BUIbHO po3-
NOAULAIHCS 10 BCHOMY TpeIaHaTy 6e3 03HaK KIIacTe-
POYTBOpPEHHS, aTHIILI1 Ta ITOPYIICHD O3piBAHHA. Y Ha-
moMy nocnimxkeHHi ieomopdizm MTKI BinzHavam
y 44 xsopux (55,70%) ua CII, mpr BE Mopdonoria-
HHx 3MiH MTKIT He BimmiveHo (32= 33,70; p<0,0001).

Tinmepioasilo MienoiZHOro IIapocTKa BH3HAYAIH
B 86,08% pumankis CII (68 xsopux) mporu 21,95%
(9 manienTiB) mpu BE (2= 45,52; p < 0,0001). Heiitpo-
biIbHHIA TPaHyIOITATONOE3 MAaB BUTHMUM JiBHI 3CYB
v 8 xpopux Ha CI1 (10,13%) Ta 1 mamierTa 3 BE (2,44%).

IIpm 3acTocyBaHHiI TEXHiKHM iMIIpeTHALii a30THO-
KHCIHM CpifaoM IS OLIiHKH CTaHYy peTHKYJIiHOBOIL
crpoMu Ta cynuH y 10—20% xsopux Ha CI1 BUABRISIOTE
03HAKHM PeTHKYTIHOBOTO Gibpo3y B IIEPHCHHYCOITATE-
HHX Timgekax [20]. 3a pe3yasTaTaMi HaIIOIO JOCITI-
JDKeHHs, BiH crioctepirases ipu CIT y 16,46% xsoprx
npotu 2,43% nipu BE (2= 13,42; p = 0,0002). Koxa-
reHoBHH ¢iGpo3, IKMii, omHAK, He OYB pi3K0o BHpaXe-
HUi i Tpybwmif, BigzHavyamu e y 3 (3,80%) xsopux
Ha CII (puc. 4).

Backynmapusanis KM nipu CII xapakTepH3yBaia-
cs1 30LTBIIEHHAM KUTHKOCTI MiKpOCY/THH, POIMMHAPESHHAM
CYOMHHIX CHHYCIB, AKi OIUTEHO 3aIIOBHEHI 6pHTPOIIATA-
mu (puc. 5). Taki MIKpOITHpKYIISTOpHI TIOpYIICHHA Bifl-
sHaganm y 53 (67,09%) xsopex Ha CITi mame y 3 (7,32%)

OHKO/IOTUA «T. 16 e« Ne 1« 2014

AT AN e

'lT-.‘. l'-}-L .-.
ot Il o
7 - .

Puc. 1. TpunapoctxoBa rinepruiasia (manmiesnoz) mpu CIIT.
3abapBieHHS reMaTOKCHIIHOM i €03MHOM, X200
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Puc. 2. PcakTHBHA Tillepmaa3is epHTPOITHOTO MapOCTKA
npu BE. 3a6apBiieHHA reMaTOKCHJIIHOM i €03MHOM, X200
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Puc. 3. ILteomopdism MTKII npu CII. 3abapniers rema-
TOKCHIIIHOM i e03uHOM, X400
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Pac. 4. Peraxyninosmii ¢ibpo3 y IepHCHHYCOITANBHIX JIi-
nsakax, IMnpereanis ¢pi6nom 3a Fomopi, X200

Pac. 5. MixpouupkynsaropHi nopymeHss npd CI1. 3a6aps-
JISHHS TEMATOKCHIIIHOM 1 e03rHOM, X200

Pac. 6. Peaop6uis xictkopoi Tkanwmuw Ipu CI1. 3abapeineH-
H4 33 Manopi, X200

martiesTis i3 BE (x*= 36,38; p < 0,0001). Taoxi npu CIT
PeECTPYBaIH HABITL PO3PHB CHHYCIB Ta YTBOPEHHSA KpPO-
BOBHJIMBIB.

KictxkoBoMo3koBi mopoxuman npu CII po3mu-
peHi, TpabeXymH CTOHIIEHI, CIOCTEPiracTees pe3op6-
IIisT KiCTKOBOI TKAHHHH Pi3HOTO CTYIICHS BHDaXCHOC-
Ti (pHc. 6). OcTaHHA BiT3HaYanacd y 3HATHOI KLTbKOC-
1i xBopux Ha CII (40,51%) i He BinMigeHa y XOTHOTO
marienTa 3 BE (2= 20,62; p < 0,0001).

Cnin 3a3nagnry, mo y 7 manienTis 3 BE (17,07%)
MOp¢hONOTIIHMX 3MiH IIPH TiCTOIOTITHOMY AOCTiTKEeH -
Hi KM He BHABICHO.

PesyneraTi 7OCIIXeHHA TPEHIAHOOIONTATIB Bilo-
6paxkeHi y Tabmmti.

TaGnuus

Mopdonoriuni nokasiuku TpenanobionTatie y xsopmx Ha CIN
i navjenTis iz BE

CNn (n=79), | BE (n=41),

Mokasnuk n (%) n (%)
TpWnapocTKOBa rinepruasis 66 (83,54)" -
linepnnasis AHWE EPUTPOHY 3 (3,80)* 25 (60,98)
lnepnnasis epuTPOHY Ta MiENOIgHO-
g —— 4 (5,06) 9(21,95)
linepruiasia epuiposy 1a napoctea MIKLL | 6 (7,59) -
Tinepnnasis MienoigHoro napocrka 68 (86,08)* 9(21,95)
Tisk# acys Mienoiaxoro napocrxa 8{10,13) 1(2,44)
linepnnaain napacTea MIKL| 70 (88,61)* -
Mneomopdizm MTKLL 44 {55,70)* -
PeTuxyninoaui ¢ibpos 13 (16,46)* 1(2,44)
Konarexosuii dibpoa 3 (3,80) -
Pasopbuia kicTkosol TkaHKHKW 32 (40,51)* -
Knactepw EKL| 14.(17,72) 2(4,88)
KnacTepn MIKL 19 (24,05)* -
MikpoumpryRSTOpHI NOPYWeHHA 53 (67,09)* 3(7,32)
KM Be3a amiH - 7(17,07)*

MpumiTka: * CTATUCTMYHO 3HAYYILA piaHALA (p < 0,05) MiX NoKkasHUKaMu
o6ox rpyn.

Ha mincrapi HammMx mocitimkeHb BCTAaHORICHO, IO Bi-
POTiTHICTE BiTHECCHHS IMALIEHTA CaMe IO TPYITH XBOPHX
Ha CII npH nposeneHHi mudepeHITiNHOL TiarHOCTHKA
3pOCTAE 34 HASBHOCTI HA3KM TiCTOMOPGOIOTIYHIX 3MiH
KM Taiioro MIKpooTOIeHHS, a CaMe: IIepIVIasii mapocTKa
MIKII (BP=5,56; 11 3,08—10,03), TpHIIApOCTKOBOI Tillep-
mrasii (BP = 4,15; Al 2,59—6,67), wieomopdismy MI'KI]
(BP =2,17; Al 1,7-2,77), HassBHOCTI pe3opOLii KicTKOBOI
TkanuHA (BP = 1,91; 111 1,56—2,34), petukynidoBoro ci-
6po3y (BP=1,49; 1 1,21—1,84) Ta MiKpOIIMPKYIIITOPHAX
nopymreras (BP = 2,33; 11 1,72-3,15).

1 BU3HaYE¢HHA TICTOMOPGOIOTITHIX OCOOIHBOC-
Teii KM 3a J4 K2-11o3MTHBHOTO Ta HETATABHOIO CTATYCY
IOIATKOBO IIPOBSASHO aHANI3 IIOKA3ZHHKIB TPEIIaHO6i0-
cil y rpymmax ocib i3 HagBHICTIO Ta BiICYTHICTIO MyTaIlii
V617F rena JAK2. Myranisn JAK2 V617F 6Gyna BusiBie-
Ha y 76 xsopux Ha CII Ta y 2 nanienris 3 BE. ¥ 4 oci6
mgiarHocToBaHO JAK2-meratupHy CIL.

Busnaueno, mo JA4K2 V617F-mo3HTHBHI mallieH-
TH 3i CII MatoTs Bamwmii piseHs meomopgizmy MTKIT
(p =10,034) Ta MiKpOLIHPKYIATOPHHX IOPYILEHE MiKpO-
oroaeHHsg KM (p=0,010). ¥ Hociis MyTarti JAK2 V617F
i3 BE ¢ikcyioTh 9acTOTHE OPEBATIOBAHHS PO3IIOBCIO-
xeHocTi perukyaiHoBoro ¢ioposy (p = 0,048), mixpo-
IUPKYJITOpHUX opymeHs (p = 0,003) Ta msomapoct-

OHKOINOTUA » T. 16 ¢« N2 1 ¢ 2014



E——— OPUTWHATNBbHbBIE NCCNNEAOBAHNA

KOBOI rinepiuiasii, a caMe epUTPOITHOrO Ta Mi€JIOIMHOIO
mapoctKiB (p = 0,043). OrpumMaHi pe3y/IbTaTH MiaTBEP-
JDKYIOTh, 110 JAK2 V617F MyTallisi € NpeTUKTOPOM Ia-
ToMopdonorivHux aeeiauift KM sk y xsopux Ha CII,
TaK i B ocib i3 BE.

3a METOIOM JIATHHCHKOI'O KBaJpaTa BASHAYCHO OIIe-
paliitHi xapaKTepUCTUKKM BUKOPHCTAHHSA TiCTOJIOTiYHO-
ro JOCHiIKEHHS TPEeNaHOGIONTaTiB, a caMe HasgBHIiCTh
TPUIIAPOCTKOBOI rinepruiasii KM, st niarnoctuxu CIT.
YyTauBicTh TeCTy (HASIBHICTh TPHIIAPOCTKOBOI Tilep-
Tiasii B rpymi xBopux Ha CIT) ctanoBuna 83,5%, crie-
MUpigHICTh (BiICYTHICTh TPUITAPOCTKOBOI Tilepruiasii
B rpymi nanienTis 3 BE) — 99,9%, nporHocTHdHa I11iH-
HIiCTh IIO3UTHBHOIO PE3YJIbTATY (BipOriIHiCTh HABHOC-
Ti CIT 11py1 BUsIBIIEHHI TPHUIIapOCTKOBOI TillepIuiasii) —
99,9% , TpOrHOCTUYHA IIIHHICTh HETATUBHOI'O PE3yJIbTa-
Ty (BiporimHicts BizcyrHocTi CII, K110 TPHIIapOCTKOBA
rinepiuiasis He criocTepiraeTbesa) — 75,9%. 3arairbHa mi-
arHOCTUYHA e(peKTUBHICTh MeToay — 89,1%.

YyTnuBiCTh BUKOPUCTAHHS TECTY Ha HAsSIBHICTB My-
tanii JAK2 V617F six Mapkepa CII craHosmia 95,0%,
crierudiunicts — 95,1%. IIporHocTHYHA IIiHHICTH MO-
3UTUBHOTO pe3ynbTaTy (BiporigHicte HassBHocTi CIIT
nipy BUsABNeHHi MyTalii JAK2 V617F) carae 97,4%.
IMporHocTHyHA HiHHICTh HETATUBHOIO PE3YAbTATY (Bi-
porimHicrs BincyrHocti CIT, sikio myrauist JAK2 V617F
He BusBJieHa) — 90,7 %. 3aranpHa JiarHOCTHYHA edek-
TUBHICTb MeTOay — 95,0%.

Hammu nocnimkeHa cyMicHa YyTIMBIiCTh IIPH MOE -
HaHHi 000X JiarHOCTHIHUX METOLIB (IiCTOJIOTi9HOro
Ta MOJIEKY/ISIPHO-TEHETHYHOTO) 3a JOITOMOTOIO 3aCTO-
cyBaHHS (GOPMYJTU CyMiCHUX WMOBIpHOCTEH:

P, ,=1—(1—P)1—P),

Ie: P, — YyTaMBICTh riCTONIONYHOIO AOCIKEHHS
npu giarHocTiwi CIT; P, —ayTimBicTs TecTy Ha HasIBHICT
Myrtarii JAK2V617F sx Mapkepa CII. CymicHa 9yTim-
BiCTb, 00UMCJIEHA 32 ITi€10 OpMYIIoIo, AopiBHIOE 99,0%.

TakuM YMHOM, CKpUHIiHT niepudepUdHOi KpOBi
Ha HagBHicTh MyTawii V617F rena JAK2, BUKOHaAHMM
SIK TIepllia jJaHKa JiarHOCTUYHOrO AJITOPUTMY, 3HAYHO
THOMmmIUTh AKicTh AiarHocTKY CIT Ta ii mudepeHtiii-
HOi miarHocTvKH 3 BE.

BUCHOBKHW

1. TIpu CII OCHOBHUMH TiCTOJIOTIYHUMM O3HAKa-
MH € TpUIIApOCTKOBA rinepruiazis KM, meomopdism
MIKI1I, HasiBHiCTB pe30pOllii KicTKOBOi TKAHMHHM Ta Mi-
KPOLIMPKYJISSTOPHUX HOPYIIEHb.

2. Inst BE Haii0inbmI xapakTepHa TilepIuiasis BHU-
KJIIOYHO SPUTPOITHOrO IApOCTKa, pimine — epUTpOiI-
HOTO Ta Mi€JIOITHOIO MapoCTKA.

3. YyamBicTh ricronorigHoro gocuipkenHs KM sk
kputepito miarHocTuku CIT craHoButs 83,5%, crieim-
tbiunicte — 99,9%, NPOrHOCTHYHA IiHHICTh IIO3UTHUB-
HOTO pe3ynbTaty — 99,9% , IpOrHOCTHYHA LiHHICTB He-
TATUBHOTO pe3y/IbTaTy — 75,9%; 3arabHa 1iarHOCTHY -
Ha epexTUBHICTb — 89,1%.

4. TIpu Bu3HaveHHi MyTaLii JAK2 V617F sx mapke-
pa CII uyTauBicTh TeCTY CTAHOBMTE 95,0%, crienndiu-
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HicTh — 95,1%, IPOrHOCTHYHA LiHHICTh IO3MTHBHOTO
pesyabraty — 97,4%, HeratusHoro — 90,7%; 3araib-
Ha JiarHOCTHUYHA e(beKTUBHICTh — 95,0%.

5. IToemHaHHS ricTOIOTiYHOrO Ta MOJICKYISIPHO-TC-
HETUYHOIO JOCTIIXEHb 3HAYHO MOKPAIIy€ AiarHOCTH -
Ky Ta augepentiiiny miarHoctuky CII ta BE, cyMmicHa
YYTIUBICTh IIpH 06’€MHAHHI ITMX TBOX TiaTHOCTHIHMX
METOZIB CTaHOBUTH 99,0%.
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HISTOLOGICAL CRITERIA

OF DIFFERENTIAL DIAGNOSTICS

OF POLYCYTHEMIA VERA

AND SECONDARY ERYTHROCYTOSIS

AND THEIR CONNECTION WITH MUTATION
JAK2VG1TF

A.L Koval, O.M. Kostyukevich, S.V. Klymenko,
LY. Dmytrenko

Summary. Objective: to study the main histological
signs of polycythemia vera (PV) and secondary eryth-
rocytosis (SE), to analyze connection between them and
JAK2 V617F mutation, fo determine sensitivity and
specificity of histomorphological criteria for diagnostics
of PV and its differentiation with SE. Object and me-
thods: histological study of bone marrow and screening
of peripheral blood for the presence of JAK2 V617F mu-

tation has been carried out in 79 patients with PV and
41 patients with SE. Results: it has been determined that

at PV the main histological signs are trilineage hyper-

plasia of BM, pleomorphism of MGKC, presence of re-

sorption of bone tissue and microcirculatory disorders.

For SE the most typical is hyperplasia of exceptional-

ly erythroid lineage, rarely of erythroid and myeloid li-

neages. Mutation V617F of gene JAK2 is predictor of
such pathomorphological changes of BM, as pleomor-

Pphism of megakaryocytes, presence of reticulin fibrosis
and microcirculation abnormalities. Conclusion: sensi-

tivity of histological study of BM as criterion of PV di-

agnostics has constituted 83.5%, specificity — 100,0%.

Combination of histological and molecular-genetic stu-

dies significantly improves diagnostics and differential
diagnostics of PV and SE, joint sensitivity at combina-

tion of two diagnostic methods equals 99,0%.

Key Words: myeloproliferative neoplasms,
polycythemia vera, secondary erythrocytosis, bone
marrow biopsy, JAK2 V617F mutation.
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