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Mema: docaioxceHHs: OCHOBHUX 2iCIMON02IYHUX 03HAK CHPABICHBbOI noaiyume-
mii (CII) ma emopunnux epumpouumosie (BE), ananiz ix 36’3Ky 3 HaséHicmio
mymauii JAK2 V6 17F, susnauenns wvymaugocmi ma cneyugivnocmi eicmomop-
gonoeiunux kpumepiie das diaenocmuku CII ma ii dugpepenyiiinoi diaenocmu-
ku 3 BE. 06’ekm i memoou: nposedeno eicmonoziune 00ciodcents Kicmkoeoeo
mosky (KM) ma eusnauenns mymauii JAK2 V617F y 79 xeopux na CII ma 41
nauieuma 3 BE. Pesyabmamu: écmaroeaero, ujo npu CII ocHogHumu 2icmono-
2lMHUMU O3HAKamMU € mpunapocmkosa einepnaazis KM, naeomopghizm meeaxa-
pioyumis, HaseHicmb pe3opoyii Kicmkoeoi mMKaHUHU ma MIKpOUUPKYASMOPHUX
nopyuens. /lns BE naiibinvu xapakmepHa 2inepnaasis UKAIOUHO epumpoioHo2o
napocmka, pioute epumpoionozo ma mienoionozo. Mymauyis V617F eena JAK2
€ npedukmopom makux namomopghonoeiunux smin KM, sk nareomopizm meea-
Kapioyumia, Has6HicMb PeMUKYAIH08020 PibPO3Y Ma MIKPOUUPKYAIMOPHUX NO -
pyuters. Bucrogok: yvymausicmo eicmonoeiunoeo docaioncenns KM sk kpumepiro
diaenocmuku CII cmanosuna 83,5%, cneyugpivnicmo — 100,0%. Iloednanns
2ICMO0A02IUHO20 MA MONEKYASPHO-2eHEMUUHO20 O0CAI0NCEHb 3HAYHO NOKPAULYE
diaenocmuky ma ougepenyiiny diaenocmuxy CII ma BE, cymicna wymaugicms

npu 00’ ednanni 080x diacnocmuunux memoodie cmanosumos 99,0%.

BiTuu3HsiHa reMaToJIOTisI Hala€e BeJIMKe, iIHOi Ha-
BiTh MepIIOYEeproBe, 3HAYeHHS TicTOMOPQOJIOTiYHO-
MY KPUTEPIitO IPU BCTAHOBJICHHI IiarHO3Y CIIPaBXHOI
nomiuuTemii (CIT) ta il nudepenialii 3 peaK THBHUMU
cTaHaMM, BTOpUHHUMU eputpoumntodamu (BE) ta iH-
IUMU MieJonpotidhepaTUBHUMU HOBOYTBOPEHHSIMU
(MITH). BTiM nymMKuU pi3HUX aBTOPIiB i3 MPUBOIY BHE-
CKy rictoMmop®oJIoriuyHUX MOKa3HUKIB y Bepudikallito
CII cyTTeBO pi3HATHCSA. OCHOBHUMU KPUTUKAMMU POTi
TiCTOJIOTYHOTIO AOCiIXKEHHS KicTKOBOro Mo3Ky (KM)
3aBXAW OyJIM JOCTiAHUKY 3 Tpynu 3 BUuBYeHHs1 CIT —
Polycythemia Vera Study Group (PVSG). Kpurepii
PVSG, sxki noBruii yac BBaxkajaucs 30JJ0TUM CTaHIap-
TOM JIiaTHOCTUKH, B3arajli He BU3HA4Yal0Th MOPdOII0-
rito KM sk miarHocTUYHMIA TecT [1, 2]. ApryMeHTaMu
Ha KOPUCTH LIbOTO, Ha TyMKY BUCHUX, € TOCTATHSI KiJb-
KiCTh 3p0O3YMiJINX Ta 00’ EKTUBHUX MapKepPiB 3aXBOPIO-
BaHHS, 110 POOJISITH TOOATKOBE 3aJIy9eHHS IIIe i1 Tic-
TOJIOTIYHUX KpUTepiiB HenmoTpidHUM. Kpim Toro, ric-
TOJIOTiIYHiI KpUTEPii MalOTh OyTU He CYO’EKTUBHUMM,
a CTaHJAapTU30BaHUMU Ta N0Ope BiATBOPIOBAHUMU.
AHautiz ricromopdoJioriunoro pociimkeHHs KM, mpo-
BeaeHuit PVSG y 281 nanienra 3i CII, mokasas, 110
y 13% He Oyy10 BUSIBJIEHO XapaKTepHUX MaToMOpGho-
JIOTIYHUX 3MiH TpernaHobionTaTy npu 6e33arnepeyHo-
my giarHo3i CIT [3]. Lle cTaBUTb ITi1 CYMHIB Uy TJIMBIiCTb
MeTomy TictomopdooriaHoro mociaimkeHHss KM gk
KpuTtepito giarHoctuku CIT.
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[IpoTunexHoi IyMKU TOTPUMYIOTHCS JOCIiTHUKU
€BpOIEICHKOI TPYIM 3 AOCIIIKEHHS MieJIompoide-
paTuBHUX HOBOyTBOpeHb (European Working Group on
Myeloproliferative Disorders — EWG.MPD). Bonu BBa-
2KaloTh MOP(OJIOTIYHY OLIIHKY TPENaHOOIONTAaTiB aieK-
BaTHUM MeTofoM niarHoctuku CIT HaBiTh Ha paHHIA
JMOKJTIHIYHIH CTafii 3aXBOPIOBaHHS, epe0ir 1Koi xapak-
TePU3YETHCS OJU3bKUMU JO HOPMU MOKA3HUKAMU Te-
pubepryHOi KPOBi Ta MaCH IUPKYTIOIOUNX EPUTPOLIU-
TiB, 1110 HE BiAMOBiAa€e cTaHAAPTHUM KpuTepisim PVSG
[4, 5]. ABTopamu Bu3HauveHi 18 ricromopdonoriyHux
O3HaK, 110 JI03BOJISUIN TTPOBOAUTH AU(EepeHIIiiHY mia-
rHoctuky CIT gk 3 BE, peakTUBHUMM CTaHaAMM, TpaH-
3UTOPHUMU Mi€IOTpoJTipepaTUBHUMU pEaKIisIMU, TAK
i3 iHmmumMu MITH — eceHuiaabHOI0 TPOMOOLIUTEMIEIO
Ta MIEpBUHHUM Mieaodioposom [6]. Kpurepii mictn-
JIM OLIHKY 3arajibHoi KIiTuHHOCTI KM 3 ypaxyBaHHSIM
BiKy TalieHTa; KiJibKicTb Merakapiouutis (MI'KLI); ix
KJ1aCTepOYTBOPEHHSI (HasIBHICTb Oijibllle 3 KITITUH, PO3-
TamoBaHux mopy4); po3mip MI'KL i3 BuniieHHIM Ma-
JINX, CePeHiX, BEJIMKUX Ta TiIraHTChbKUX (POPM; CTYIiHb
sno6ynsuii sapa MI'KL; nedexkTu Bu3piBaHHS Ta O3HA-
KM IMCMerakapioluTornoe3y (HEeHOpMajlbHEe SIAepPHO-
LUTOTJIa3MaTUYHE CIiBBiJHOIIEHHS, Tilmepxpoma-
TO3 s1/1pa); HasIBHICTb «ronux» saep MI'KL; kinbKicTh
HEUTPOoITBHUX IPAHYJIOLUTIB; HOPpMaIbHUI a00 aHO-
MaJIbHUI Mpouec BU3PiBaHHS KJIITUH Mi€JIOITHOIO Ia-
pocTKa (JIiB1ii 3cyB ab0 TTepeBakaHHS MOJIOANX (popM)



B HampsIMKY BiJl KICTKOBOMO3KOBHUX TPaOeKyJ 10 LIeH-
Tpa KiCTKOBOMO3KOBOI TTOPOXKHUHU, TOOTO MOPYILIEH-
H4 rictotonorpadii kirituH KM; HasgBHICTb €03UHODI-
JIiB; KinbKicTh eputpokapionutis (EKL); HopManpHuit
abo0 aHoMmaJIbHUI Tipouec Bu3piBaHHs1 EK1I; 36inbieH-
HSI KiJIbKOCTi Ta MOTOBILIEHHSI PETUKYJIiIHOBUX BOJIOKOH,
110 TIepEBUIIYE HOPMY B 3 pa3u; cTymiHb ¢idpo3y KM;
HasIBHICTb BiIKJIaAeHb 3aJli3a y Makpodarax; HasBHiCTb
IUIa3MaTUYHUX KJIITUH, pO3TalllOBAaHUX MapaBacKyJsIp-
HO; HasIBHICTb B iHTEPCTUILi1 MaKpodaris i3 mpoaykTa-
MM po3Maay KJIiTUH; HasiBHICTb arperaTiB J1iM(OLIUTIB;
HasSIBHICTb MiKPOLIMPKYJISITOPHUX ITOPYILIEHbD.

Brim aBTOpU 3a3HAYAIOTH, IO TPU MOP(POJIOTIYHOMY
nociimkeHHi KM 000B’13KOBUM €, OKPiM CTaHAApPTHOTO
3abapBJIeHHSI ITpenapaTiB, 3aCTOCyBaHHSI IU(epeHLito-
[0oUMX OapBHUKIB 1 TEXHiKM iMITperHaiiii cpidosom. baxa-
HUM € TaKOX 3aCTOCYBaHHSI iIMYHOTICTOXiMIUHMX Map-
KepiB mpoutidepaitii. ¥ TakoMy pa3si 4yTJIMBICTH TiCTO-
MopdosoriyHoro kputepito npu giarHoctuii CIT Moxke
nocsart 95—96% [4].

JloLiAbHICTh BUKOPUCTAHHS TiCTOJOTTUHOTO T0CTi-
mkeHHst KM Ha mogaTok 10 100pe repeBipeHUX KJTiHiv-
HUX CTAaHIAPTIB A1 HiABUILIEHHS JiarHOCTUYHOI Haliii-
HOCTi OyJ1a MmiaATBepaKeHa TaKOXK iHITUMU JOCTiTHULb-
KHUMM TpyIiamu, y pesyabstaTi yoro B 2001 p. BOO3 6ynu
MPUIHATI TicTosoriyHi Kputepii giarHoctuku MITH
[7], minTpuMaHi TaKoX i mig yac po3poOKu Kitacugika-
uii BOO3 2008 p. [8]. Cmix 3a3HaunTH, 1110, KpiM 0e3-
3arepevyHoi JiarHOCTUYHOI LIIHHOCTI, OLliHKa TperaHo-
OionTaTiB Bifirpae BUpillaabHy pojb y nudepeHuiarii
pizHux dopm MITH [9—11].

OnHak i 10 LIbOro 4Yacy He BUPILIEHO MPoOiIeMu
cTaHIapTU3allil Ta 3aJ0BiIbHOI BiATBOPIOBAHOCTI Tic-
TOJIOTIYHUX KpuUTepiiB. He BIpoBagkeHO B KIIiHIYHY
npakTuky 3anpornoHoBaHy EWG.MPD HamniBkinbkic-
HY OLIIHKY TiCTOJIOTiYHUX MapKepiB, TOMY i J0Ci pe-
3yJbTaTU aHalli3y TpenaHobionTaTiB KM maloTb nuiie
ormcoBuii xapakrep. Ha nymky A.B. lemumoBoi [12],
repeoliHKa MOXIUBOCTEN ricToMOPQOJIOTIYHOIO 10~
chimkeHHss KM Moxe MpU3BOAUTU 10 AiarHOCTUYHUX
noMuIoK. OCHOBHUMMU iX MPUUMHAMM aBTOP BBakae
OTpUMaHHS He3aJoBiIbHUX 3pa3kiB KM (moBepxHe-
BO B3sTa TPEMaHOOIOIICis), BUITaIKOBE MOTPAILISIH-
Hs1 B He3MiHeHy nisiHKy KM, 3abapBieHHs npernapa-
TiB TUIbKW CTAaHAAPTHUM METOIOM, IO HE MO03BOJISIE
BiIPiI3HUTU JIeliKeMiuHy Tposidepallito Bil peakTUB-
Hoi. BpaxoByloun BuUllleBUKIaAeHe, 0arato KJIiHilyc-
TiB OCIOPIOIOTh 3a0BiIbHY YYTJIUBICTh TiCTOJIOTIIYHO-
ro nocaimxeHHss KM sk KpuTepito AiarHOCTUKU i BBa-
KaIOTh, 1110 BOHA He niepepuinye 80—85% [13, 14]. Tomy
B niarHocTUYHUX KpuTepisix BOO3 2008 p. mist CIT pe-
3yJabTatu ricromopdosnorii KM Oyso BitHeceHo 10 Ma-
JIMX KPUTEPIiB NiarHOCTUKH [ 15, 16]. Y KIliHIYHii Tpak-
TULIi HEOOXiAHO MParHyTH 10 OTPUMAaHHSI OLTbII Yy TIU-
BUX Ta crieluivyHUX AOJATKOBUX J0Ka3iB HasIBHOCTI
CII, gakumu, 6€3yMOBHO, € MOJEKYJISIPHO-TEHETUYHI
MapkepHu, a came HasBHicTh MyTauii JAK2 V617F, Ta
BU3HAUYCHHSI PiBHS €HIOTeHHOTO epUTPOTIOeTUHY [17].
CaMe moegHaHHA JaHUX TiCTOJOTIYHOTO JOCTIIKEH-

Hs1 KM 3 MoJIeKyIsIpHO-TeHETUUHUM CKPUHIHTOM J10-
3BOJISIE 3 MAKCUMAJIBHOIO TOUHICTIO miarHocTyBatu CI1T
Ta AudepeHLioBaTH i 3 peaKTUBHUMU CTaHAMU Ta Mi-
eJonpoJiihepaTUBHUMMU peakuisimMu [18].

Mertoto pobOTH € DOCHIIKEHHSI OCHOBHUX TiCTOJ0-
riunux o3Hak CIT ta BE, aHani3 ix 3B’513Ky 3 HasIBHICTIO
MmyTtauii JAK2 V617F, Bu3HaueHHsT YyTJIMBOCTI Ta CIIEIM -
(igHOCTI TiIcTOMOPMOIOTIYHMX KPUTEPIIB IUTSI TiarHOCTH -
ku CII Ta ii mudepenuiitnoi niarHoctuku 3 BE.

OB’EKT | METOAU OOCNIOXEHHA

Tcronoriune pocnimkeHHs KM npoBeneHoy 79 mma-
nienTiBiz Cllta41 — 3 BE. Cepen o6CcTeXXK€HUX, XBOPUX
Ha CI1, 6ymno 46 4osnogikiB (58,2%) Ta 33 xinku (41,8%).
Bik yyacHUKIB nociimKkeHHs KoauBaBes Bi 22 10 80 po-
KiB, B cepeIHbOMY CTAaHOBUB 56,65+ 14,44 poky. Cepen
obcrexxeHux nauieHTis 3 BE — 37 vonosikis (90,2%) Ta
4 xinku (9,8%), a ix Bik craHoBUB 20—72 pOKiB, B ce-
pemHboMy — 48,24+14,12 poky. diarno3 CII BcTaHoB-
JIeHo 3rigHo 3 Kputepissmu BOO3 2008 p. [16], ToO-
TO BCIM XBOPUM TIPOBOIMIN CKPUHIHT nepruhepuIHOL
KpoBi Ha HasiBHiCTh MyTawii JAK2 V617F. Yci natientn
Oy/u roiH(OopMOBaHi Ta Jaau 3roAy Ha BUKOPUCTaHHS
3pa3kKiB ix KM 3 1ocaigHUIIBKOIO METOIO.

Cran KM BuBYanM B TiCTOJOTIYHUX TIperapaTax
TpenaHoOionTaTiB, SKi ¢ikcyBanu B pinuHi Kaphnya,
JeKalbUMHYBaau B piauHi ae Kactpo, 3HeBoIHIOBaIU
MPOBEICHHSIM Yepe3 CITUPTH 3pOCTaI04Y0i KOHIIEHTpaIlil
i 3amBanu B Mmapadid. 3pi3u 3ab0apBIIOBaIA TeMaTOK-
CWJTIHOM Ta €03UHOM, 3a MeToioM BaH ['i30H, 3a06apB-
JIIOBaJIM 3a Majiopi Ha peaMeT HasIBHOCTI KoJlareHy Ta
3a ['omopi — 1151 BUSIBJIEHHSI PETUKYJIIHOBUX BOJIOKOH.

Cratyc reHa JAK2 (V617F) Bu3Hauamu 3a 10rOMO-
rolo MYJBTUILJIEKCHOI MojliMepa3Hoi JJaHIIIOTOBOI pe-
aKuii 3 ajmenbcrieun@iyHUMU TpaiiMepaMu 3a Baxter
[18, 19].

CTaTUCTUYHMIA aHali3 MPOBOAMIMN 3 BUKOPHUC-
TaHHSIM IPOTpPaMU CTATUCTUYHOI OOpOOKU JaHUX
STATISTICA 10.0. CTaTUCTUYHY 3HAUUMIiCTb MiKTPY-
MOBUX BIIMIHHOCTEN SIKICHUX IOKAa3HUKIB BU3Ha4a-
JIM 3a JoIoMorolo kpurepito x> IlipcoHa 3 rmonpaBKoo
3a Metcom. V miarHOCTHYHI#T poLieaypi po3paxoByBa-
JIA TaKOX BiTHOCHI pu3uku (BP) po3BUTKy neBHoro na-
TOJIOTIYHOTO MPOILIECY 32 HASIBHOCTI JialrHOCTUYHUX I1O-
Ka3HUKIB, 1110 AOCIIXKYBaIUCS, Ta iX JOBipYi iHTEpBaJIU
(TI). Po3paxyHOK 4yTJIMBOCTIi, cien(iYHOCTI Ta MPO-
THOCTUYHOI LIiIHHOCTI AiarHOCTUYHOTO TECTY IMPOBOIM -
JIV 32 METOJOM JIATMHCBHKOTO KBaapaTa (YOTUPbOXITiJIb-
HOI TaOJINIIi).

PE3YJIbTATU TATX OGrOBOPEHHSA

ITpwu anamnizi MopdoiorivHuX penapaTiB BCTAHOB-
JeHo, o npu CII cnioctepiranacs rinepkKiIiTUHHICTb
KM 3a paxyHOK penykilii aiumnoiuTiB. I'eMonoeTnyHa
TKaHMHAa 4acTo 3aiiMaia Malixke BeCh iHTpaTpaOeKyJIsip-
HU1 TipocTip. BuzHauanacst TpunapocTKoBa rinepriasis
(maHMie03) 3 BUpaXXeHOIO TilepIriia3iero epuTpoiTHOro
MapoCTKa, SKU YTBOPIOBAB CBOEPiIHI KJIIITMHHI IJIac-
TH, ajie 63 03HAK AN3EPUTPOIIOE3Y Ta TOPYIIEHHS 10-
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3piBaHH# (puc. 1). Came HasIBHICTh MaHMI€NO3Y, 3TiTHO
3 miarHocTUYHUMU Kputepissmu BOO3 2008 p., € omHuM
i3 Mmanux kputepiiB Bepudikariii CI1. Tax, BinmosigHO
JIO HAIIIOTO AOCJiIXKEHHS, TPUTIAapOCTKOBA Tinepruiasis
crioctepiranacsy 66 (83,54%) xsopux Ha CI1 Ta He Oy1a
BUSIBJIEHA Y XomHoro nauienTa 3 BE (x> = 72,78; p <
0,0001). IBomapoCTKOBY €pUTPOITHY Ta MIi€JIOITHY Ti-
nepiuiasiio BinzHayanu y 4 (5,06%) xsopux Ha CII ta
9 (21,95%) nauientis 3 BE (x*= 6,32; p = 0,012). T'i-
nepruia3io epuTPOINHOTO Ta MereKapioluTapHoro mna-
poctka — y 6 xBopux Ha CII (7,59%). OnHomnapoct-
KOBY TilepIiia3ilo BUKJIIOYHO €PUTPOHY IiaTHOCTYBa-
any 3 (3,80%) xsopux Ha CII Ta 25 (60,98%) — 3 BE
(x> =46,18; p <0,0001).

Takum ynHom, pu BE nepeBaxkHoO BUSIBISIU pe-
aKTUBHY TilepIiiasito epuTpoiaHOro MapocTKa, Bil no-
MipHOI 10 pi3KO BUpaxeHoi (puc. 2). Y XomHOro Ta-
uienta 3 BE He BimmidyeHo rinepriasii Merakapiouu-
TapHOro napoctka, HatoMicTh Tipu CII ii BigzHauanm
y 70 (88,61%) xBopux (x>= 83,58; p < 0,0001). MI'KII
y 3pa3Kax siK po3TallloBYBaJMcCsl BiJIbHO, TaK i yTBOpIO-
Banu knactepu. KnacrepoyrBopernnss MI'KLI BusHaua-
nocsy 19 (24,05%) sunankis CIT Ta He crioctepiraiocst
3a BE (3= 9,98; p=0,0016). EKLI doopmyBau kiac-
tepu 'y 14 (17,72%) xBopux Ha CII Ta 2 (4,88%) natii-
enriB 3 BE (= 2,82; p=0,09).

Haii6inein xapakrepHoto o3Hakoto CI1, 1o Bigpi3-
HSI€ 11 BiJI iIHIIMX MATOJOTIYHUX TPOLECIB, € TaK 3BaHUN
mieomopdizm MI'KIL (HasiBHiCTH OIHOYACHO MaJIMX,
CepeHiX, BEJIMKUX 1 TiraHTChbKUX (hOpM); TIPU LIOMY
BCi KJIITUHM 3piJli, 0e3 03HAK aTUIIii Ta AMCMerakapio-
LUTOIOE3Y, MiCTSITh BEJIMKI MONiIO0OYISIpHi siapa. 3pia-
Ka 3ycrpivanmcs «roji» ssmpa MIKII (puc. 3). [Tpu BE
MTI'KII manu maini abo cepeaHi po3Mipu Ta BiIbHO pO3-
MOAUTSUTACS 110 BChOMY TpernaHaTy 0e3 03HaK KjiacTte-
POYTBOPEHHS, aTUIIil Ta MOPYLIEeHb JO3piBaHHS. Y Ha-
momy aociimkeHHi meomopdizm MI'KII BinzHavyanu
y 44 xBopux (55,70%) na CII, npu BE Mopdosoriu-
Hux 3miH MI'KI1I He BigmiveHo (y>= 33,70; p <0,0001).

lineprutazito MieJoiAHOTO MapoCTKa BU3HAYAIU
B 86,08% Bumnankis CII (68 xBopux) npotu 21,95%
(9 mauienTiB) mpu BE (?=45,52; p <0,0001). Heiitpo-
(ITBbHUI TPaHYIOLMUTOIIOE3 MaB BUIMMMUIA JTIiBUI 3CYyB
y 8 xBopux Ha CI1(10,13%) ta 1 nattienrta 3 BE (2,44%).

IIpu 3acTocyBaHHI TeXHIKM iMIperHailii a30THO-
KUCIUM CpibJOM IJIsl OLIHKM CTaHy PETUKYJIiHOBOIL
ctpomu Ta cyauH y 10—20% xBopux Ha CI1 BUSIBISIIOTH
03HaKHU PETUKYJIIHOBOTO (DiOpO3y B IIepUCUHYCOINATb-
Hux ninsgakax [20]. 3a pe3ynbraTaMu HAIIOTO JOCTi-
JUKeHHSI, BiH crioctepiraBes rpu CITy 16,46% xBopux
npotu 2,43% nipu BE (y>= 13,42; p = 0,0002). Kona-
reHoBui ¢idpo3, sIKUii1, ogHaK, He OYB Pi3KO BUpaXKe-
Hui i rpyouii, Bin3Havanu nuie y 3 (3,80%) xBopux
Ha CII (puc. 4).

Backynsapuzaniss KM npu CI1 xapakrepusyBana-
Cs1 301IBLLIEHHSIM KiJIbKOCTI MiKPOCYIMH, PO3IIMPEHHSIM
CYAMHHUX CUHYCIB, SKi LIiJIbHO 3aTIOBHEHi €pUTPOLIMTA-
M (puc. 5). Taki MiKpOLIMPKY/ISITOPHI ITOPYILIEHHS Bil-
3Havamun y 53 (67,09%) xsopux Ha CIT i e y 3 (7,32%)
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OPUTUHAJIbHbBIE MCCITEQOBAHWA

v v 7. s
4y e

Puc. 1. Tpunapoctkosa rineprutazist (manmienos) mpu CII.
3abapBIICHHS TeMaTOKCUJIIHOM i eo3uHOM, X200
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Puc. 2. PeakTuBHa rinepriasis epuTpoinHOTO MapocTKa
nipu BE. 3abapBiieHHsT reMaTOKCWIiHOM i eo3uHOM, %200
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Puc. 3. [Tneomopdizm MI'KLI npu CI1. 3abapBieHHs rema-
TOKCWJIIHOM i eo3uHOM, X400



Puc. 4. PetukyninoBuii ¢ibpo3 y mepucuHycoinaTbHUX [i-
nsgHKax. Immpernartist cpiomom 3a l'omopi, X200

Puc. 5. Mixpoumpkynsropsi nopymenns rnpu CI1. 3abaps-
JICHHSI TeMaTOKCUJIIHOM i eo3nHOM, X200

' Fo. #. ¢
Puc. 6. Pe3op6uis xictkoBoi TkaHuHu nipu CI1. 3abapBieH-
Hs1 3a Manopi, X200

mauienTis i3 BE (x*= 36,38; p < 0,0001). Inoxi mpu CI1
PEECTPYBAIM HABITh PO3PYB CUHYCIB Ta YTBOPEHHS KPO-
BOBWJIMBIB.

KictkoBoMo3koBi nmopoxuunu mpu CII posmu-
PeHi, TpabeKyJIM CTOHIIEHi, CIIOCTEPIraeThCsl pe3opo-
1is1 KiCTKOBO1 TKAHWHU Pi3HOTO CTYMNEHST BUPaXXeHOC-
Ti (puc. 6). OcTaHHs Big3Ha4yanacs y 3Ha4HOI KiJIbKOC-
1i xBopux Ha CIT (40,51%) i He BinMiueHa y XXOIHOTO
nauienTa 3 BE (x>=20,62; p < 0,0001).

Crin 3a3Hauutu, 1o y 7 nauientis 3 BE (17,07%)
MOP(MOJIOTIYHUX 3MiH MPU TiCTOJOTTUHOMY TOCITiIKEH -
Hi KM He BusiBiIeHO.

Pesynprat mocimimKeHHST TpenaHOOIONTaTiB Bido-
OpaxkeHi y TabIuIIi.

Tabnuus

MopdoonoriyHi noka3Hukmu TpenaHoGionTarie y xeopux Ha CIN
i nauienTiB i3 BE

MokasHuk el s‘n(;a)—lg)’ -3 t‘n(;ﬁ;")’
TpunapocTkoBa rinepniasis 66 (83,54)* -
linepnnasis nuwe epuTpoHy 3(3,80)* 25 (60,98)
linepnnasis epuTpoHy Ta Mi€NoifHO- 4(5,06) 9 (21,95)
ro napocTka
linepnnasis eputpoHy Ta napoctka MIkLL 6(7,59) -
linepnnasis mienoigHoro napocTka 68 (86,08)* 9(21,95)
JliBuit 3cyB Mi€NoigHOro napocrka 8(10,13) 1(2,44)
linepnnasis napoctka MIKLL 70 (88,61)* -
Mneomopoiam MIKLL 44 (55,70)* -
PetukyniHoBuii ¢pibpo3 13 (16,46)* 1(2,44)
KonareHosuii ¢i6po3 3(3,80) -
Pe30op6uist KICTKOBOi TKaHWUHW 32 (40,51)* -
Knactepw EKLL 14 (17,72) 2 (4,88)
Knactepn MI'KL| 19 (24,05)* -
MikpOLMPKYASTOPHI NOPYLIEHHS 53 (67,09)* 3(7,32)
KM 6e3 3miH - 7(17,07)*

MpumiTka: * cTaTMCTUYHO 3Havywwa pisnuug (p < 0,05) Mix nokasHnkamm
o6ox rpyn.

Ha mincraBi Halmx 10CiKeHb BCTAHOBJIEHO, 1110 Bi-
POTiAHICT BiIHECEHHS MAalliEHTa caMe 0 TPYMU XBOPUX
Ha CII nipu npoBeneHHi audepeHiitHOI JiarHOCTUKI
3pOCTA€E 32 HAsIBHOCTI HU3KU TiCTOMOPMOJIOriuHUX 3MiH
KM Ta iforo MikpooTOueHHSI, a came: rinepriasii mapocrka
MIKLL (BP=5,56; 11 3,08—10,03), TpurapocTKOBOI Tirep-
miasii (BP =4,15; 11 2,59—6,67), mieomopdizmy MI'KLI
(BP=2,17; 11 1,7—2,77), HasgsBHOCTi pe30pO1Iii KiCTKOBOL
tkanuuu (BP = 1,91; 11 1,56—2,34), peTuKy:1iHOBOro i-
oposy (BP = 1,49; 11 1,21—1,84) Ta MiKpOLIMPKYJISITOPHUX
nopyuens (BP =2,33; A1 1,72—3,15).

J1st BU3HAYEHHS TicTOMOPGOIIOTIYHUX OCOOIMBOC-
Teit KM 3a JAK2-1103UTUBHOTO Ta HEFaTUBHOT'O CTATyCy
JIOIaTKOBO MTPOBENIEHO aHaJTi3 MOKa3HUKIB TpernaHo0io-
TICil y Tpymax oci0 i3 HasIBHICTIO Ta BiICYTHICTIO MyTarlil
V617F rena JAK2. Myrauis JAK2 V617F Gyna BusiBie-
Ha'y 76 xBopux Ha CII ta y 2 nauienris 3 BE. Y 4 oci6
nmiarHoctoBaHo JAK2-neratusnHy CII.

Busnaueno, mo JAK2 V617F-no3utuBHI naiieH-
11 3i CI1 MaioTh BuLLuii piBeHb rmieoMopdizmy MI'KL
(p = 0,034) Ta MiKpOIIMPKYJISATOPHUX MOPYIIEHb MiKPO-
otoueHHss KM (p=0,010). Y HociiB mytauii JAK2 V617F
i3 BE ¢ikcytoTh yacToTHE TpeBaaioBaHHS PO3MOBCIO-
JKEHOCTI peTUKYyIiHOBOro (hidpo3y (p = 0,048), Mikpo-
OUPKyIITOpHUX TTopyiieHsb (p = 0,003) Ta mBomapocT-
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KOBOI rinepIuiasii, a caMe epUTPOiTHOrO Ta Mi€JIOITHOTO
napoctkiB (p = 0,043). OTpuMmaHi pe3yabTaTH MiaTBep-
JUKYI0Th, 0 JAK2 V617F MyTallist € MpeauKTOpOM na-
ToMmopdosoriunux aepiauiit KM sk y xBopux Ha CI1,
TaK i B oci0 i3 BE.

3a MeTOIOM JIATUHCHKOTO KBaipaTa BU3HAYECHO OTIe-
paliiiHi XapaKTepUCTUKU BUKOPUCTAHHS TiCTONIOT YHO-
ro JOCHiIKeHHSI TpernaHoOioNTaTiB, a came HasBHICTb
TpunapocTkoBoi rineprutasii KM, mis giarnoctuku CIT.
YyTimBicTh TecTy (HasIBHICTb TPUIIAPOCTKOBOI Tilep-
miasii B rpyri xBopux Ha CIT) ctanosua 83,5%, crie-
1MpiyHICTh (BiICYTHICTH TPUMAPOCTKOBOI Tinepruiasii
B rpyii nauieHTiB 3 BE) — 99,9%, nporHocTuyHa IiH-
HIiCTh TO3UTUBHOTO PE3YJIBTATY (BipOTiMHICTh HAsIBHOC-
Ti CII nipu BUSIBJIEHHI TPUITAPOCTKOBOI Tinepruiasii) —
99,9% , TPOrHOCTUYHA LIIHHICTh HEraTUBHOTO Pe3yJIbTa-
Ty (BiporimHicTk BincyTHocTi CI1, SIK1110 TpUITapocTKOBa
rinepruiasis He criocrepiraerscst) — 75,9%. 3araibHa 1i-
arHocTU4YHa e(eKTUBHICTh MeToay — 89,1%.

YyTIuBiCTh BAKOPUCTAHHS TECTY Ha HASIBHICTb MYy-
tauii JAK2 V617F ax mapkepa CII cranosuia 95,0%,
crienudivHicte — 95,1%. [IporHocTryHa LIHHICTD 110~
3UTUBHOTO pe3ynabTaTy (BiporinHicTs HasgBHOCTI CIIT
npu BusBieHHi myTauii JAK2 V617F) csirae 97,4%.
IIporHocTnyHa LIHHICTh HETATUBHOIO PE3YabTaTy (Bi-
porignicTs BincyrHocti CIT, k1o myrariis JAK2 V617F
He BusiBieHa) — 90,7%. 3arajibHa IiarHOCTUYHA eek-
TUBHicTb MeTOLY — 95,0%.

Hamu pocnimkeHa cyMicHa YyTJIMBICTb TTPU MOEN-
HaHHi 000X JiarHOCTUYHUX METOMIB (TiCTOJIOTIiYHOTO
Ta MOJICKYJISIPHO-TEHETUIHOT0) 3a TOITIOMOTOIO 3aCTO-
CyBaHHS (POPMYJIM CyMiCHUX HUMOBIpHOCTE:

P ,=1—(1—P)I1—P),

ne: P, — 4yTaMBiCTh TiCTOJOTIYHOTO JTOCTIIKEHHS
npu giarHoctuwi CIT; P2 —4yTJUBICTb TECTY HA HASIBHICTh
myTatii JAK2 V617F sk mapkepa CII1. CymicHa uyTin-
BiCTh, O0UMCIIeHa 3a 11i€10 (hopMyJioto, opiBHIOE 99,0%.

TakxyuM 4MHOM, CKPUHIHT nepudeprudHoi KpoBi
Ha HagBHicTb MyTaii V617F rena JAK2, BukoHaHmit
SIK TIeplla JJaHKa iarHOCTUYHOTO aJITOPUTMY, 3HAYHO
MOJIMIIUTG IKicTh AiarHocTuku CII Ta ii nudepeHiiii-
Hoi xiarHocTuku 3 BE.

BUCHOBKHU

1. IMTpu CI1 OCHOBHUMMU TiCTOJOTiUHUMM O3HAKa-
MU € TpUITapoCcTKOBa Tinepriasigs KM, mieomopdizm
MTI'KII, HasgBHICTb pe30pOlLlii KICTKOBOI TKAHWHU Ta Mi-
KPOLMPKYJIITOPHUX TTOPYIICHbD.

2. JIns BE Halibinbin xapakTepHa rinepruiasisi BU-
KJIFOYHO €pUTPOIIHOIO MapoCcTKa, pillle — epuTpoil-
HOTO Ta Mi€JIOITHOTO MapocTKa.

3. YUyTnuBicThb rictojioriyHoro gociimkeHHss KM sk
kpurtepito giarHoctrku CIT cranosuts 83,5%, crieru-
(iunictb — 99,9%, NporHocTUYHA IiHHICTb TO3UTUB-
HOro pe3yabraTy — 99,9%, IporHoCcTUYHA LiHHICTD He-
raTUBHOTO pe3yabraTy — 75,9%; 3arajbHa 1iarHOCTUY -
Ha eeKTUBHICTh — 89,1%.

4. ITpu Bu3HaueHHi MyTanii JAK2 V617F sik mapke-
pa CIT uyrnuBicTh TecTy cTaHOBUTD 95,0%, ciermdiv-
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HicTh — 95,1%, NPOrHOCTUYHA LiHHICTh O3UTUBHOTO
pesynbraty — 97,4%, neratupHoro — 90,7%; 3arajib-
Ha JiarHocTuYHa eekTuBHicTs — 95,0%.

5. [ToegHaHHS TiCTOIOTIYHOTO Ta MOJIEKYJISIPHO-Te-
HETUIHOTO TOCTiIKeHb 3HAYHO TTOKPAIIYE MiaTHOCTH -
Ky Ta nudepenuiriny niarnoctuky CI1 ta BE, cymicHa
YYTJUBICTh TIPU 00’ €IHAHHI LIUX IBOX AiaTHOCTUYHUX
METO/IB CTaHOBUTH 99,0%.
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HISTOLOGICAL CRITERIA

OF DIFFERENTIAL DIAGNOSTICS

OF POLYCYTHEMIA VERA

AND SECONDARY ERYTHROCYTOSIS

AND THEIR CONNECTION WITH MUTATION
JAK2 V617F

A.I Koval, O.M. Kostyukevich, S.V. Klymenko,
LV. 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, to 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-
phism 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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