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Peslome

B cTaTbe onucbIBAaeTCA KAMHUYECKUI Cly4all BNepBble BbIAB/IEHHOW UCTUHHOW NOMLUTEMUN Y 67-1€THETO MYXXUMHbI, MOCTYMNUBLLErO B CTaLMOHap
B remMaTosiornyeckoe otgeneHve PecrnybmMKaHCKOM KAMHUYeCKOM 60bHMLBI UM. T.I. KyBaToBa r. Y¢bl No NoBoAy pecTeHo3a NMOBEPXHOCTHOW be-
ApeHHol apTepuu. [py NOCTYN/IEHMN OCHOBHBIMU XanobaMum nauueHTa 6bin 60/b B N1€BOV HOTe, OAbILIKA NMpY GUBNYECKOW HarpysKe, roJi0BHas
60/1b, HecTabunbHOE apTepuanbHOE aB/IeHVe, OHEMeHNe PyK, bbICTpas yToMaAeMocTb, obujas cnabocts. KpoMe Toro, nauueHta 6ecriokounn Bbipa-
YKEeHHBbIN KOXHBIN 3yA. [pun nocTynneHMn B 06eKTUBHOM cTaTyce 60/1bHOro obpallanm Ha cebs BHMMaHWe r’mnepeMms InLa 1 e, UHbEKLUA CKAep,
aKpPOLMaHO3, CUHIOLWLHBI OTTEHOK C/IM3UCTON 060/104KM POTOBOW MONOCTH, aMMyTaLMOHHAA KYNbTA HUXKHEN 1eBOI TpeTn 6eApa, HEKPOTU3NPOBaAH-
HbII YHaCTOK Ha KOXe UCTa/bHOro OTAeNa CPeAHEero nasbLa npaeoii Horu. MNocne NosyveHMs AaHHbIX 1a6OPaTOPHO-KANHUYECKUX UCCNe0BAHNM,
a TaKXKe Ha OCHOBaHMM *ano6 60/1bHOro, aHaMHe3a 3a60/1eBaHNA U KNMHUYECKOW KapTUHBbI Gbl1 yCTaHOB/IEH OKOHYATE/IbHbIN KIMHUYECKUI AMarHo3:
UCTUHHaA noavuutemus Il B ctagmsa.

Ha ¢oHe npoBoavMOIi Tepanum naumeHT oTMeYan yayulleHne obLiero COCTOAHUA, CTabuAM3aLMIo apTepuanbHOro AaB/ieHuns, yMeHblueHne 6oei
B MPaBOI HOTe, YMEeHbLUEHWE OAbIWKK, 3yAa KOXM, Yy4lleHne YyBCTBUTEIbHOCTU B pyKax. [10 AaHHbIM 1abopaToOpHbIX MCCeA0BaHUIA TaKxKe bbina
BbIfIB/IEHA MO/IOXKUTE/IbHAA ANHAMMKA.

MpuBeaeHHOE KAMHUYECKOE HabNloAeHNE NMOAYEPKUBAET HEO6XOAMMOCTb CBOEBPEMEHHOM ANArHOCTUKM M MOCTOAHHOrO KOHTPO/SA IeYEHUA UCTUH-
HOWM MO/IMLMTEMUU C NMOMOLLbIO KNMHUYECKMX U N1abOpaTOPHO-UHCTPYMEHTa/IbHBIX METOAOB UCCE0BaHMUA, YTO AB/AETCA YC/I0BUEM NPaBU/IbHOMO
NMPOrHO3MPOBaHMA TeYeHWs 3a60/1€BaHNA U JOCTUKEHNA MaKCMMasIbHOW 3P PEKTUBHOCTM NPOBOAUMON Tepanuu.
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Abstract

The article describes the clinical case of the first revealed vera polycythemia in a 67-year-old man admitted to a hospital in the hematological
department of the Republican Clinical Hospital named after. G.G. Kuvatov, Ufa, about the restenosis of the superficial femoral artery. On admission,
the patient’s main complaints were pain in the left leg, shortness of breath with physical exertion, headache, unstable blood pressure, numbness of
hands, fatigue, general weakness. In addition, the patient was troubled by severe itching. When entering the objective status of the patient, attention
was drawn to the hyperemia of the face and neck, injection of sclera, acrocyanosis, cyanotic shade of the oral mucosa, amputation stump of the
lower left third of the thigh, necrotic area on the skin of the distal part of the middle finger of the right leg. After receiving laboratory and clinical
data, as well as on the basis of patient complaints, a history of the disease and a clinical picture, the final clinical diagnosis was established: the vera
polycythemia Il B stage. Against the background of ongoing therapy, the patient noted improvement in general condition, stabilization of blood
pressure, reduction of pain in the right leg, reduction of dyspnea, itching of the skin, improvement of sensitivity in the hands. According to laboratory
data, positive dynamics was also revealed. This clinical observation emphasizes the need for timely diagnosis and continuous monitoring of the
treatment of vera polycythemia with the help of clinical and laboratory-instrumental research methods, which is a prerequisite for correct prognosis
of the course of the disease and for achieving maximum effectiveness of the therapy.

Keywords: polycythemia vera, JAK2V617F, flushing of the face and neck, acrocyanosis, thrombosis.
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NIT — ncruHHas MOAUITATEMUS

Beepenue

Wcrnnanas moaurmremust (MIT) mipeacrasaser coboim
Ph-neratuBaoe mMueaornipoandepaTrBHoe 3a00AeBa-
HIIE, TIPU KOTOPOM OTMEYACTCS YCUACHHE ITpoAndepa-
LY OAHOTO MAM HECKOABKHX POCTKOB KPOBETBOPCHLIAL
3a rop BO BCEM MHUpPE BBIABAAETCSA B CPEAHEM 1 HOBBIN
cay4art 6oaeznu Ha 100 000 nacenenws. Parnee cpeannit
Bo3pact pc6rora MIT nmpuxopuncs ra 60 aer. B mocaea-
HEE BPEMA OTMEYAETCA POCT 3a60AEBAEMOCTH CPEAN AHL]
6oAee MOAOAOrO Bo3pacra. JTO CBA3AHO ¢ paciingpos-
kon narorenesa MII, orkpbiTieM yqactus B pa3BUTUN
3a00AeBaHNA MyTALlUK B F€HaX AHYCKMHA3 U, KaK CACA-
CTBUE, COBEPIIICHCTBOBAHMEM KAdeCTBA AMArHOCTHKIL
WIT Bcrpedaerca y myxuaus B 1,5-2 pasa 4arne, 1em
y JKeHIuH [2].

CpepHsIst TIPOAOAKUTEABHOCTD JKU3HN Y GOABHBIX TIPU
WII cocrasager 14 aer. Takum o6pasom, 3aboreBaHme HE
[PUBOAUT K OIPAHUYECHUIO AAMTEABHOCTH SKU3HU 1P
CBOEBPEMEHHOM U aACKBAaTHOM AedeHUH. OCHOBHBIM
(bakTOpOM, IPUBOAAIINM K MHBANMAMBALINN U CHYDKE-
HUIO BBDKMBAEMOCTH, ABASETCSH CKAOHHOCTH K TPOMOO-
3aM 1 TpoM60aMOoAnAM. KanmHydecky 3Ha4nMblie TpOM-
603bI pazsusaiorcs y 2—10% ranmenTos B rop [1, 7).

Acedekr cTBONOBOIT KPOBETBOPHOI KACTKH UI'PACT BEAY-
myio poab B passurum V11 B riocaepyrormem BozHmnka-
10T MOACKYASIPHO-TEHETHYCCKUE HAPYILICHUA B BUAC My-
raruu B redax JAK2 ¢ zamenoir 8 617 nosumym saarHa
Ha (peHMAANAHUH, UTO COIIPOBOKAAETCS M3OBITOYHON
npoandepaliienl BceX POCTKOB TeMoriossa (raHMue-
A03). [Tpu aTomM orMedaeTcst yBeArHeHNE 91CAQ 9PUTPO-
LIUTOB U IOBBIIIEHNE YPOBHA IeMOrA00MHA, TPOMOOLIU-
TO3, ACMKOITTO3 B IteprdhepruaecKo KpoBr (ITaHITTO3)
HEPEAKO C IpU3HaKaMu criaeHoMeraauu [4]. Aaurenn-
Hast ripoandeparus KPOBETBOPHBIX KAETOK IIPUBOAUT

K $p16pO3MPOBAHNIO KOCTHOTO MO3Ta U 3aMEIIIECHUIO €TI0
KOAAAr€HOBBIMU BOAOKHAMU C Pa3BUTHMEM BTOPUMHOIO
ITOCTIIOAMIIUTEMIYECKOTO Mueropubposa. Y HeKoro-
PBIX GOABHBIX MOKET IIPOMCXOAUTH AAABHEWIIIEE Pas-
BUTHE GOAE3HU C NIEPEXOAOM B (pazy GAACTHOU TPaHC-

dbopmarn [3].

Orkpsrtre yaacrus B rmarorenese MII myrarum B renax
AHYCKUHA3 3HAYMTEABHO YAYHIIMAO Ka4€CTBO AMAIHO-
CTHKU U TI03BOAMAO pa3paboTarh MPUHIIUIINANBHO HO-
BBII KAACC ACKapCTBEHHBIX I1PEIIapaToB, 0OAAAAIOIINX
TapreTHBIM ACHICTBHUEM, 9TO IIOBBICUAO 3(PPEKTUBHOCTD
U YAVMIINAO IEPEHOCUMOCTH Teparmu. OAHAKO B He-
KOTOPBIX CAYIAasX BPAIN-KAMHUIIICTBI HE 00PaIaioT
BHUMAHMA Ha M3MEHEHUE I[I0Ka3aTeACH OOILEro aHa-
AM3a KPOBU B BHAE IIOBBIILIEHUA YPOBHA dPUTPOLIUTOB,
reMOrno0MHa, FeMaTOKPUTA U A., 9TO IIPUBOAUT K TTI03A-
HEM AMArHOCTHKE 3a00AECBAHUA 1IPYU Y)KE Pa3BUBLINXCS
ocnokHEHSIX. CBOEBpEMEHHAsA AMArHOCTHUKA M TTOCTO-
SHHBI KOHTPOADB ACYCHUA C ITOMOIIBIO KAWHITICCKITX
1 2a60paTOPHO-MHCTPYMEHTAABHBIX MCTOAOB HCCAC-
AOBAHMS ABASCTCS YCAOBHEM TIPABUABHOTO ITPOTHO3U-
POBAHUA TCICHUS 3a00ACBaHUA U AOCTILKCHIA MaKCH-
MaAbHON 9 dEKTUBHOCTH ITPOBOAUMOMN Teparui |5, 6].

KanmHunueckoe HaOAIOAEHUE

B cenrabpe 2016 ropa B reMarorOrHuecKOE OTACAC-
Hre PecriyGANKaHCKON KAMHUYECKON OOABHUIIBI M.
I'I. KyBarosa r. V¢pbI 6bIA TOCIINTAAN3NPOBAH HAITUEHT
10., 67 aer. Ilpu nocrynaeHnn OCHOBHBIMU >Karo6aMu
ObIAU GOAB B ACBOW HOTE, OABIITTKA TPU (PUBMIECKON Ha-
rpy3Ke, TOAOBHAsE GOAb, HECTAOHMABHOE apTEPUAABHOE
AAQBACHUE, OHEMEHHE PYK, OBICTPAsT yTOMASIEMOCTD, 00-
mast caabocth. Kpome toro, marmeHTa 6eCIioKOMA BbI-
PaKEHHDBIN KOKHBIN 3yA.
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Paree maryeHT B IAQHOBOM TIOPSIAKE GbIA TOCITUTAAU-
3UPOBaH B XUPYPTUUECKOE OTACACHUE GOABHUIIBI, TAC
ObIAQ BBIMIOAHEHA YPECKOKHAs TPAaHCAIOMUHAAbHAS
aoproapreprorpadusi HIDKHEN KOHEIHOCTH, 110 AAH-
HBIM KOTOPOW BBISIBACH pecreHo3 (95%) 1ipaBoit ro-
BepxHocTHoOM Geppennont aprepun ([1BA), okkarozus
sapHen tubuansHon aprepun (3TA) crpasa. NAaGo-
pPATOPHBIE VCCACAOBAHMSI OINPEACAMAM 3PUTPOITUTO3,
TPOMOOIIUTO3, ACHKOITUTO3, TOBBIIIIEHIE CKOPOCTH OCE-
panust spurporutos (COJ) B obIieM aHaAM3e KPOBU.
B mopsipke mipeporiepalimoHHOM MOATOTOBKM ObIAA TTPO-
BeACHA aHTHArperaHTHasl, aHTUKOATYASHTHAS, Ba30aK-
TUBHAsI M CUMITTOMAaTUYECKas: Teparnvs. B maaHoBoM
[TOPSIAKE BBITIOAHEHA IPECKOKHAS TPAHCAIOMUHANBHAS
anrnonaacruka rpasoit I1BA co crentuposannem. Ast
HICKAIOYCHIIST ICTUHHON TOAULIUTEMUN ITPOBEACHA KOH-
CYABTAIINS TEMATOAOTA, IIOCAE UETO MTAL[MEHT OBIA ITepe-
BEACH B I€MATOAOTUIECKOE OTACACHHE AN AOOOCACAO-
BaHIIST M [TOCACAYIOITIEro AcdeHwsL. [1pu ompoce yaanocsh
ycranoBuTh, 410 B 2007, 2010 1 2014 ropax marumeHT
[epeHec 0CTPOe HapyIIIEHNE MO3TOBOTO KPOBOOGpartie-
nus (OHMK).

[Ipn nocryrineHUN B OOBEKTUBHOM CTATYCE OOABHOTO
obparriaan Ha ceGsi BHUMaHUE TUIIEPEMUS AULIA U I1IEeH,
WHBEKIUS CKAEp, aKpPOIMAHO3, CHHIOIIHBIN OTTEHOK
CAM3BHUCTON OGOAOYKH POTOBOM MMOAOCTH, aMITyTAIlNOH-
Has KyABTS HIDKHEH A€BOM TpeTH 6eppa, HEKPOTU3NPO-
BAHHBII YIACTOK Ha KO>KE AUCTAABHOTO OTAEAA CPEAHEIO
ranbla rpasort Horu (puc.1).

B o6rmem ararnse KpoBu GOABHOTO BBLIBACH MTAHIITUTO3:!
Aetikorbl — 14x10°/a, spurporrel — 6,9x1012/x,
remorao6una — 185 r/a, remarokpur — 57%, TpoMG6O-
uutel — (17x10°/A, moBbIIIEHa arrAIOTUHAGEALHOCTD
rpomGoros, COd 1 mm/gac. B Gnoxummrieckom aHa-
An3e KPOBU OTMEIANOCH IIOBBIIICHIE YPOBHSI MOUCBOI
KucAoThI A0 468,1 MKMOAB/A. B Koaryrorpamme — yse-
amaenre AYTB apo 1,35. B mmmyHOrpamMme BbIABAE-
HO moBbInenue cekperuu Ig M po 2,82 1/a, B Moue:
nporennypust — 0,032 r/a. IIposepena crepHanbHas
[YHKIUA: 10 AQHHBIM MHUEAOIPaMMbl KOCTHBIN MO3T
IUIIEPKAETOYHBIN, TOAMMOPQHBIN; MerakapUoLuTap-
HBIN POCTOK COXPAHEH, ACATEABHBIN; MUEAOUAHBIN PO-

Pucynox. 1. Vuacmox nexposa na naivye cmomns.
Figure 4. The area of necrosis on the toe

CTOK U 3PUTPOUAHBII POCTOK PA3APAKEHBI, C ITPU3HA-
KaMU AM39PUTPOII093a (OKCnpUAbHBIE HOPMOOAACTHI
¢ AByxbsipepHbIMU (hopmarvn). MiccaepoBanne Myrarium
B rerax JAK2 e ripoBopuAMCE.

[Tpu uHCTPYMEHTAABHOM MCCACAOBAHUM BBISBACHA HE-
Goabimiast crineHoMeraausi A0 12554 mm, pobGaBouHas
AOAbKA B BOPOTAX CeAe3eHKU pazMepoM 15 MM, a rakske
[IOBBIIICHUE IXOI€HHOCTU TIAPEHXUMbI U HEOAHOPOA-
HOCTb CTPYKTYPBI [IEICHU U TTOAKEAYAOTHOI >KEAC3DL.

Ha 9KI' orMewanrach crHycoBas TaXuMKapAuA, aTpUO-
BeHTpUKyAspHasa Grokapa | crenenm, 6rokapa repep-
HEBEpPXHEN BEeTBU A€BOM HOXKKM ITyuka [mca, ycunenmne
GMOTTOTEHITMAAOB ACBOTO SKEAYAOUKA.

Takun 06pazomM, Ha OCHOBAHMM KaA00 GOABHOTO, aHAM-
Heza 3a00AeBaHUA, KAMHUMECKON KapTUHbBI M AAHHBIX
Aab0PATOPHO-UHCTPYMEHTAABHBIX MCCACAOBAHUI B CO-
orBercTBUA ¢ Kaaccudukaruert BO3 2008 r. manjpenty
YCTaHOBAEH OKOHYATEABHBIN KAMHUYIECKUI AUArHO3:
Ocnosnon: Mcrnnnas noantmremust 11 B craams.
Comyrersyromuit: - Arepockaepos. Pecrenos mpasoit
[TBA (95%). Oxkkntosus ripaBoit MeskkoctHor u 3TA.
09.2016 pexanarmzanys ¢ aHTHUONNACTHUKOM IIPABOM
[TBA. Xponwndeckass aprepuarbHas HEAOCTATOYHOCTH
[II-IVer. AMrryranioHHas KyABTS HYDKHEN TPETH ACBO-
ro 6eapa (2013r.).

Cunppom Takasicy. CreHO3 COHHBIX apTepuil (AeBOM
BHYTpEHHeN coHHOM aprepun 55%). KaporupHas 9H-
aaprepakromus cripasa (2013r.).

[lepebpoBackyasiproe 3abonreBanue. AuddysHas mpo-
IPECCHPYIOLIAst XPOHIIECKAs 11epeOpOBACKYAIpHAS He-
aocrarounocts. [Tocaeacrsrst OHMK B AeBoM KapoTup-
HoM u BeprebpobasmaipaoM Gaccerte (2007, 2010,
2014 11.) ¢ SIBACHUSMM ACBOCTOPOHHENO IEeMMITapesa,
QTAKTUIECKUI AETKUN 11CEBAOOYABOAPHDII CUHAPOM,
CHVDKEHHME KOTHUTHUBHBIX (YHKITHIL.

l'uniepronmaeckas 6oaesns 11 crapuy, crerens aprepu-
anpHOM ruriepreHsnu 1, puck 4.

B coorsercrBUM ¢ KAMHUYECKUMEU PEKOMEHAALIUMU 110
Aedennio MIT B ycAoBMAX reMaToAOrHMYECKOro OTAE-
AEHUA ITIPOBOAMAACH CACAYIOIIAS TEParvis: aljeKapAoA
100 mr 110 1 Tabaerke Ha HOYb, KpoBoiryckanue 400 Ma
C TIOCAEAYIOIINM BHYTPUBEHHBIM KAlleABHBIM BBEACHM-
eM 5 Ma 2% pacrBopa reHTokcnduarnaa B 400 ma du-
3MoAOrIIECcKOro pacTBopa, ruapea 500 Mr 1o 1 Karicyae
2 paza B A€Hb, aMAOAUIIMH D MT 110 1 TabAeTKe Bedepom,
rannuH 100 Mr o 1 rabnaerke 3 pasa B ACHb, AANOITYPU-
oA 100 Mr 1o 1 Tabnerke 3 pas3a B ACHb.

Ha d¢one nposopuMoil Tepanuy IAlJUEHT OTMEYan
YAyHILIEHHE OOIIIEr0 COCTOAHUA, CTabUAM3alUIO apTe-
PUAABHOIO AABACHUSA, YMEHBIIICHUE OOACH B IIPABOI
HOr€e, YMEHDBIICHME OABIIIKY, 3ypa KOXKU, YAYIILICHMUE
9yBCTBUTEABHOCTU B pyKax. [ 1o parHbIM AaGopaTopHbIX
UCCACAOBAHMN BbIABACHA ITOAOKUTEABHAS AUHAMU-
Ka B BUAC CHWDKEHMS YPOBHA ACHKOLIUTOB B KPOBU AO
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3,0x10%/a, apurporuros — ao 5,04x10'%/a, remorno6u-
Ha — po 134 r/a, remarokpura — po 41,1%. Opnako 3a
9TO BpeMsi CHUKCHHUE YPOBHS TPOMOOIUTOB OBIAO He-
snaanrerbHbIM (A0 594x107/).

O6cyxpeHue

WIT kak orpeabHOE 3a00AeBaHMe Obira orvcaHa Louis
Henri Vaquez 8 1892 r. B 1903 r. William Osler ripearo-
AOKHA, ITO ITPUMITHON 3a00AEBAHMA Y TPYIIIIBI OIIHCAH-
HBIX UM IAI[UEHTOB SABASETCS ycuaeHue paboThl KOCT-
noro mosra. B 1951 r. William Dameshek Beipeana rpyr-
11y MUEAOTIPOAN(EPATUBHBIX 3a00AEBAHNIT CO CXOAHBIM
raroreHezoM, Braodaormyio MIT n oxapakrepuzoBan
KAACCUYECKOE TEICHUE AAHHOTO 3a00AEBAHUS C HCXO-
aoM B Mueaodpunopos [1]. C 1967 r. opranmsosana Mc-
CAEAOBATEABCKAA TPYIIA 10 UCTUHHOM ITOAUIIUTEMUI
(PVSG), siBAstioniasicst MEsKAYHaPOAHBIM METOAMIECKUM
LIEHTPOM I10 pa3paboTKe KPUTEPUEB AMArHO3a U CUCTe-
MaTU3aN Pe3yAbTaToB Aedenns. Haxkornaenne n 0606-
[[EHUE AAHHBIX [IPUBEAO K YTOUHEHUIO KPUTEPUEB Ara-
ruosa W11 akcriepruort rpyrioin Beemmuproit opranmaza-
tuu 3ppaBooxparenus (BO3) 8 2000 u 2008 ropax [7].

B HavaabHbIX cTapmsax 3a00AeBaHUE MOKET IIPOTEKAThH
AATEHTHO U GOABHOW MOKET HE TIPEABABAATD HUKAKUX
skano6. Ocuosuas cumnromatuka WIT cesasana ¢ rpo-
SIBACHUSIMU TIAETOPBI (ITOAHOKPOBUS) U HAPYIIEHUAMU
KpOBOOGpaIieHust (paccTpoiicTBa MUKPOIUPKYASIAN
1 TpoMOO3bI).

B uccaeposanumr PocHUMI'T nanboaee 9acTbiMu K-
HdecKnMu ripossBaeHusMu y 252 6oaprbix VI 6pinm:
naeropa (85%), rorosHas GOAb U TOAOBOKPYKEHUE
(60%), crabocrb (27%), koxubiit 3y (21%), Goau B cy-
craBax (7%), apurpomenanruu (5%). V Hallero narueH-
Ta TakKe HAOAIOAAAMCH OOAM B A€BOM HIKHEN KOHEY-
HOCTH, CAaBGOCTh, OHEMEHUE PYK, BBIPASKCHHBIA KOXK-
HBII 3yp. KpoMe ToTo, 60ABHOM TIPEABABASIA SKaA0ObI Ha
OABIITIKY TIpY (DU3MHIECKON Harpy3Ke M HecTaOUABHOE
apTeprairbHOE AABACHIIE.

ITo panmsmv, ntoayseHHbiM B PocHUVWI'T, Tpom6oru-
YeCKHEe OCAOKHEHMS HaOAopaAuch y 11% marmeHTos.
V manenra 0. TpoM603 cOCyAOB HIKHEN KOHETHOCTH
B COYETAHUM C aTePOCKAEPO30M IIPUBEAU K BbIPAKEH-
HOMY CTEHO3MPOBAHUIO IIPOCBETA COCYAOB M BIIOCACA-
CTBUM K aMIIyTalluy HOTM HA YPOBHE HIDKHEW TPETH
AeBoro Geppa.

WMudapkrrer MUOKapAA B UCCACAYEMON IPYIIIe GOABHBIX
Habaopanuch y 4% marmmenros 1 OHMK y 5% maruen-
TOB. B ormchiBaeMoM KAMHUYMECKOM CAy4Iae Y GOABHOTO
Takke orMedanrrch arm3oabl OHMK B anamuese.

KpoBoredenust pasamdHON MHTEHCUBHOCTU HAaOAIOAA-
Anch y 2,4% 6oAbHBIX. B HartieM mccaepoBaHNUM 3HAYU-
Mbl€ KAMUHUYECKUE KPOBOTEYEHUS OTCYyTCTBOBaAM [1].

3akAaoueHUue

Takum o6pasom, MHOro06pa3ne KAMHIUIECKIX ITPOSIBAC-
nunit UTT, crinenomeranms, 3a4acTyio AAMTEABHBIN TIEPU-
0A CKPBITOTO TEYCHUSA U IIPOrPECCUPYIOIINI XapaKTep
3a60A€BAHNA [TOAYICPKUBAIOT HEOOXOAUMOCTh PAHHEIO
U TIPOAONKUTEABHOIO AMHAMUYCCKOIO HAOAIOACHUS 3a
MAlUEHTAMU C U3MEHEHUAMU B OOII[EM aHaA3e KPOBU
B BUAE IHOBBIIICHUS YPOBHA PUTPOLIUTOB, FEMOIAOOHU-
Ha, ACHKOITUTOB, TpoMOormToB, cHmwkeHuss COI ans
CBOEBPEMEHHOIO BBIABACHUA (DOPMHUPYIOIIUXCA  U3-
MEHEHU, Aa60PaTOPHON AMATHOCTUKY, BO3MOKHOCTH
CACPKUBAHMA IIPOTPECCUPOBAHNA 3a00ACBAHIS, pas-
BUTHS TSDKEABIX OCAOKHEHUH, YCYTYOACHIS KOMOPOUA-
HBIX COCTOAHMIN U KYNHIPOBAaHUA €I0 CUMIITOMOB ANA
VAYYILICHHS Ka9ecTBa JKU3HN OOABHBIX U IIPO(UAAKTH-
KI MX MHBaAWMAM3ATINL

Koudauxr nurepecos/Conflict of interests
ABTOpPBI 3aABASIIOT, ITO AaHHas pabora, e¢ TeMa, TIPEA-
MET W COACPKAHME HE 3aTPArnBaloT KOHKYPHPYIOIIIX
unrepecos/ The authors state that this work, its theme,
subject and content do not affect competing interests

Cnucok nutepatypsl / References:

1. A6aynkaabipos K.M. CoBpeMeHHble MpeACTaBAeHNUS O ANArHOCTHKe
M NeYeHUM UCTUHHOW NOANLNTEMUN. BECTHUK remMaTonoruu. 2015;
1(1): 4-47.

Abdulkadyrov K.M. Current views on the diagnosis and treatment of
polycythemia Vera. The Bulletin of Hematology. 2015; 11(1): 4-47
[in Russian].

2. lycea C.A. ictuHHas noanumtemus. Kues, Cl6: Jloroc. 2009; 405 c.
Guseva S.A. Polycythemia Vera. Kiev, St. Petersburg: Logos. 2009;
405 p. [in Russian].

3. MenukaH AJl. TeMaTonoruna n TpaHCcy3nMoNOrus: KAMHUYECKMe
peKoMeHZaLMK Mo ANAarHoCTUKe 1 Tepaniu Ph-HeraTusHbIX Mieno-
npondepaTUBHbIX 33601eBaHUI (MICTUHHANA NOAULUTEMUSA, ICCEH-
L1anbHan TPOMBOLMTEMUSA, MEPBUYHBIN MUenodnbpo3). MeguumHa.
2014; 59(4): 34-38.

Melikyan A.L. Hematology and Transfusiology: clinical practice
guidelines for the diagnosis and treatment of Ph-negative myelopro-
liferative diseases (polycythemia Vera, essential thrombocythemia,
primary myelofibrosis). Medicine. 2014; 59(4): 34-38 [in Russian).

4. PykaBuLblH O.A. [eMaTONOrMA: HAaLMOHaIbHOE PYKOBOACTBO / MO/
pea. O.A. PykasuupiHa. M.: TSOTAP-Meana. 2015; 776 c.

Rukavitsyn O.A. Hematology: national guidance / under the editorship
of O.A. Rukavitsyn. — M.: GEOTAR-Media. 2015; 776 p. [in Russian].

5. James C. A Unique clonal JAK2 mutation leading to constitutive signal-
ling causes polycythaemia vera. Nature. 2005; 434(7037): 1144-1148.

6.  Kralovics R. Altered gene expression in myeloproliferative disorders
correlates with activation of signaling by the V617F mutation of Jak2.
Blood. 2005; 106: 3374-3376.

7. Polycythemia treatment. A panel discussion. Blood. 1968; 32(3):
483-506.

®

Cratba noaydena/Article received 31.01.2017 1.
IMpunsara k nyoankarmum/ Adopted for publication
05.04.2017 r.

227



