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ToBu ytra:

Yauprran: [1laBua yeMreHa MEerakapuoOIUT 3MIII33p YPXKUH ONIIHPCHOOP,
3aXblH I[yCaHJ SUITAC ACUHH TOTTBOPTOM HMXCAAT OONOH SMHAI3YH
Iycapxariii 00J0OH TPOMOO0300p HI3PAST MUEIONPOIH(EPATUB IMIITHITH
HOT X3JIO3PHUIT KUHXIH? TpoMOouuTeMu r3aar. JKUHXIH? TPOMOOIIMTEMUITH
90 % opunma e JAK2V617F, CALR 6o0omon MPL renmitH mytannap
WPIAT 0a XaMruiiH Tyr?3smain toxuonamor Hb JAK2 reHuitH mytarm
oM. JAK2V617F-uitn neneereep JAK-STAT nOXHONBIH HIIBXKHUH
TPOMOOIIMTBIH AMIIr33P OJIIIMPCHOOP HAT Tajlaacaa TPOMOO3BIH 3PCAI
YYCHOT 4 suITac Y aKuijiaraaibl XyBbJl OOJIOBCPOOTYH TYII IyC ajiait Oac
axunarnana. Tom cygacHsl 6erepesti BEHUHH TPOMOOIMOOIMIH XYHIPII
HX9HXJ?3 TOXHOJIOr Y YYIUITHHBI apTepUiiH OYJI3HT Oersiepes T3p Oyp
wip33y Gaiinarryii. Tap Tycmaa JAK2 ceper toxuonmiyynaasn TpoMOO3bIH
3PCIRI XaphIaHryi Oara Oaigar. IMHIJI 3YilH TOXHOJIIBIH TAHWIILYYJITra:
OHd ypaa Oujl yyIITHHBI apTepuiiH OYJIPHT OeriiepenuiiH HIHMHXK 000X
aMbCrajiblH AyTarjiaap MWIBPCOH JKUHXIHD TPOMOOIMTEMHUITH TOXHOJIJIBIT
TaHunyymk Oaiina. Jyrwaar: JAK2 V617F myrtanm ceper eBUTOHA U
KMHX?H? TPOMOOIMTEMH YYIITMHBI TPOMOOAMOOJIM 39p3r aMb HacaH.
aloyNTal XYHAPIIIIP aHX WIdPY OONOXBIT Xapyymxk Oaiina. Mitma mantraan
TOJOPXOUTYH TPOMOOLMTO3BIH MHUENONPOIH(EPaTUB 3MIATUIT CHKHUIVISH,
TPOMOO3BIH 3PCIANIUNT 3PT YHAUIIX Hb OBYHUI XYHAPAIIIAC COPTUIUIIX,

AMYMIITIIHUH TAKTUKUIT 30B TOIOPXOMIOXO0]] YyXal ad X0JI0OT 0 TOM.

Ymuprran: XKunaxond tpomboruremu (OKT) Hb Janus
kinase 2 (JAK2) wmyrtanu xapbUaHryid TyrasMa
TOXHOJIJIOT, SICHBI YOMOTHUH MErakapuOLUTBIH OJILIPOJ,
3aXblH I[yCaHJ SIITAaC 3C TOTTBOPTOM OCOXMIH 33p3ridd
TPOMOO3BIH 3PCAdI  Jaryyjaar MHUEJIOIPOIu(epaTHB
SMIArUMH HAr Xo509p tom.! XKT-wmitH yen Toxuosmyior
Tyrasman  mytaim Hb JAK2 V617F OGereem HuiiT
TOXUOJIJIONBIH  OHpOIooroop 55%-1 wmdpasr, YyHI3¢
raana 15-30%-n1 CALR mytanu, MPL myTamm 4-8%-1 Tyc
Tyc WpIar 6o 10-20%-1 reHuitH MyTalMiH WIPJTYH
Gaitnar.” XXT-uiiH ron XYHAPINYYIUHH HAT Hb OYJIDHT
eepwieNnT 0eree; apTepUilH OOJIOH BEHHMH CYAaCHBI
aJlb aJMH] Hb YYCc»kK OonHO. 60-aac m3311 Hactaid, JAK2
TeHUIH MyTald WJISPCOH MOH 3YpX CyIacHbl SPCHIT
XY4MH 3YIuic ( apTepuilH THMepPTeH3H, YUXPUIH IIKUH,
THIEPJIMIUJIEMY, TaMXUJAAIT) OyXuil eBUTOHYYI Hb
TpoMOO3 YYCIX 3PCIdATII

Tpom0603 Hb TAPXHUHBI CYACHBI IMI'DT, MUOKAP/IbIH
LINMTIC, OHre1l TPOMOO(IIeOUT, TYHHUIT BeHNITH TpoMO03,
yYIWITHHBL apTepuiiH OyimdHT Oernepen (YABB), baan-
Kuapein xam muHx 00J10H Oycaj 10TOp 3pXTHUI BEHUITH
TpOoMO03 X3703p33p WiIdpyY OO0JIHO. YYIITHHBI apTepUilH

OYJIPHT Oeryiepesi Hb BEHUHH TPOMOOIMOOJUITH HOILTOM
XYHIpaI1 06reei SMHII3YHH XyBbJ ambcrail [gaByjax,
I[PKIIP OBIOX, 3YpPX MODJCIX, yXaaH OamapTax 39par
©eBOPMOI[ OyC IIMHK TAMIIIAP WIPIXUIH 39PIrLdd XYHI
TOXHOJI0JI1 OapyyH XOBJUIBIH auaasiall, YHII a)Kularaansl
anjarjan OOJIOH TeMOJMHAMHMKUANH TOTTBOPrYH Oaiinan
XYpraK, aMb HacaH]l alyirail Oaiman yycramor.t Uitmaoc
KT-moi OBYTOHI aMbCraJibIH 3aMbIH HIMHK TOM/IDT IIUHI3P
WIBPCOH TOXUOA0A Y ABB-UHT siiiraH OHOIIMITOOH/T aBY
Y33X Hb UyXaJ oM.

MeHn XKT-uiir xo€paord TpoMOOIMTO300C SUITaH
OHOIIJIOX Hb OHOLIMJIT0O0, SMYWITISHUW TAaKTUKUWT 36B
TOOPXOIMIIOXO] dYyXaln a4 XoJOormoiToil. Xoépmord
TPOMOOLIMTO3 Hb XajJBap, YPAIBCAJI, TOMPUIH JyTaria,
XOpT XaBJap, XaBJPbIH YCOPXUNJIAI, TE€MOJU3, 3MHUHH
X9pariand OOJOH CTpecc 33par XYYMH 3YIIMIH Xapuy
ypBaJlaap 3axblH IycaH Jaxb TpoMOouuThiH Too 450,000/
MKJI-33C HXCOXHUT X3mmar.’ Xoépaord TpoMOOIUTO3TOM
HUX3HX OBYTOHJ 3MHIJI3YHH LIMHXK TOMASL WIBPAAITYH
Oerees nabOpaTOPUWH INHMHXKHITIAIIIP CaHaMcapryu
Oadipnaap oHouwtorguor. Miima xo€paord ImantraaHbir
yry#cracuuii gapaa JAK2, CALR, MPL 3apar renwuiin
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MyTallMiH  IOWHKWITY  OOJIOH  SCHBI ~ YOMOTHU
Mopgosoruite yHIIrar xapranzan JKT-uitH oHOmAT
GaranraaxyysHa.’

IOMH)IJ 3YiiH TOXMOJIIBIH TAHWINYYJra: Y Iuiyyiasrd
X 69 Hactaii, 3MIrTAii Oara 33pruiftH auaaiai aMbCcraajiHa,
LIPKIIP OBJIOHO TICHH 30BYYyphTaiiraap MoHroi-SmnoHs
SMHUITMHH aMOyJaToprop IyC CyJUIalblH KaOWHETH]I
Y3YYJCOH. AMUH Y3YYJIQITHHAT y39Xd1 carypauu 85%,
3ypxuwuii moxwit 100 ynaa, aMbcraibid TOO 25 yjiaa 6arican
yuup sapainTail TyclHaMkHHH Tacar pyy IIMDKYYJISH
3YPXHUI IaXWiIraaH OWWIdIT Jajaii 3pc OaraccaH, V-
V6 xonbonronn T myn ceper (3ypar 1), 3ypxHuii xot
aBMaH IIMHXWITD XUHX3]] 3YPXHUI OapyyHbI auaananTtai
OaiicaH y4uup slapaiTail  I[PPKHUA  TOIOCTOrYTOU
KOMITBIOTEp TOMOrpady XHHCOH. Apxar ©BYHHH TyyX
2006 oHJ apTepUilH TUIIEPTEH3U OHONUIOTJCOH. OMHOX
HIMHXKWITIHYYIMIr  xapaxay 2025 onbel 2 capaac
9XJI9H I[yCHBI IIMHXMJITI9HI TPOMOOIMTBIH XOT HXCIJIT
(PLT>900) TorrBopToii miapu 6aiican yuup KT caxurimk
sicibl xoM  Oosion JAK2V617F mMHKWIT? XUHCOH.
OBuHuii TYyx33c 2026 oHbl 04 capaac Ouedp IIaiTraaH
TOJAOPXOUTYH XOXPONTYyA YYcd 9xXdciH. TyxalH yexn
X0m00A, OYyAyYH TOAICHMI Imapxjaa OHOIUIOT/ION
SMUMIITI? XUUTAMK OaiicaH Ty XO€paord TpoMOOIHUTO3
I'9XK Y3COH OaiiB.

et = ~ S
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Wpax yeuiiH y313ra3p 2 rysiHbl 10TOP Tajlaap 1eeH
TOOHBI TOMJI00 0.5 cM XOMKIITINH XOXPOATYYATIH. 3yYH
XOXHHH J00p 2X° CM XOMKIITIH, | TOOHBI XOXPONTTII.

JlabopaTopuiiH ~ IIMHXKWITIOHZ ~ suITac 3¢
923*107"9/n, J-Hdumep 16000nr/M1, OHzep M3IpAT
tpoonnH | 204.5 wHr/m, 3axelH IYCHBI TYPXJUUHH

MIMHKWITIH] TPOMOOIMTO3, TOM XIMXKIIHHH SUITAC 3¢,
Geernepenryit (3ypar 2A), siCHbl XOMHUHAH [IHHKHUITIIH]T
MerakapHoIMT TOOHBI XyBbJ MX OJILIMPCOH, SH3 OYypHitH
X3J709p XOMIKIITIH MHEIONPOIU(EPaTHB OOPWIONTTIN
xaparmana.  (3ypar  2b)  Monekyn — reHETUKUNH
mHKUArIHA JAK2 V617F ceper. 3ypxHuil XdoT aBuaH
HIMHXKWITIHL — 3YPXHUM — XOHJUMHYYIUMH  Xapbliaa
anmarqak OapyyH Taid TAACACOH. 3X-bIH CPOHXUIA
arunwIT JIMAacTOJBIH Yex OapyyH XOBJIBIH auaaulblH
ynmaac “D” x3103ptai#t  Goncon. /Volume overload/.
YAl II 33prasp wmxaccan. /mPAP= 45mmHg, SPAP=
47+3=50mmHg/. McConnell’s mumx 3epar. [[PxHuit
TOJOCTOTYTON KOMITbIOTEp TOoMorpadu OapyyH, 3YYH
YYUITUHBI apTEepPUIH TOJI canaaHbl guctan xi3cart 0,6cm
XOMXKIITIH, Oyca] CerMeHTHHH OOJIOH CyOCerMeHTHIH
JKIDKUT cajlaaHyyJaJl TOJOCrord OoJuchiH OypaH 00JIOH
OypaH Oyc IYYprajiaTuiiH aytargai OyXud TpPOMOO3BIH
00epWIONTYYL WIBPCHH Hb Y ABB-niir ninrrax Gaiis. (3ypar
3A) Vyurusael apTepuiiH OyJIPHT OOriepesniiH XYHIUIH
nnnexc (PESI) onoo 89, III 39par, 30 xoHorT Hac Gapax
apcman 3.2-7.1% Oaiican.
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3ypar 2. A. 3axbIH IIyCHbI Typxaumm M HKHIITI: TpOMﬁounT03, TOM X3MKIIHHUIA ATTCHIH , 060THOPO.T
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3ypar 3. A. DMYHITIIHIIC 6MHOX LIIHKHUI TOLOCTOr4TOi KOMIBLIOTEP TOMOrpadu:

BapyyH yylmurusbl aprepuiiH roj cajaanbl JucTaj x3¢3rt 0,6cM XamMax3ITIH 0yJI9H

B. OMuniarasuuii 1apaax u3KHUN TOAOCIOrYTOH KoMnboTep ToMorpapu: byna
xaiJjcaH oangan

Hdoopx  SMHAIM3YH ~ OOJOH  IIMHXKHITIIHI
YHASCIPH YYIITHHBI apTepuiiH OyIPHT Oermepen Ik
Y33H SMUMITIBHA yIUPAAMKUNH Jaryy Xy4uITeperduir
HYYpHUIT Mackaap 10i/MHH erd karterepaap YHTIICIH
Oy/PH Xalmyylnax OSMUMIT?d aiTeruiaza Smr/0osroc,
YPTaDKIYYIRH Maxyypraap aiaTeruiaza 2Mr/uaraap SXHAi
24 marT XMATI»K SMUYIITIIHI Yp AYHTIU Oafican Oereen
YYIWITHHBI apTepuiiH OymH 60% XxypTan Garacax (3ypar
3B) SMHAI3YHH MUHX TAIMIAT OYAr3pY XYIHITOPOTdHiTH
xoparidd 3n/mMuH Oomk OyypcaH. bymdH xaitmyymax
SMUWIr3HUN Japaaraap YADBDB ynupmamskuiin paryy
AHTHUKOATyJIAaHTH SMYIITIAT yyXaap puBapokcaban 15mr
eIIepT 2 ymaa SMYMITIIHJ HAIMCOH 0ereeja HYIPHI ITyC
Xypax, X1 OOJIOH CaJICTaf IycapXaruulblH MIMHXK UXTIH
Oaiican. Men JAK2V617f renmitH mMyTtamm ceper TyI
acmpuH 100 Mr/xoHOTT, THApokcuypea S00MI/XoHOTT
TYHTaap SMYMITIdHA SXIYYJICIH. DAr33p 3MUMITIIHHNA
Yp AYHI 7a00paTOpUiiH IHHKIITIZHA 3ep3r IMHAMUKTaH
(XycHart 1), 6araxuiftH IIMHKAITIIH] 3YPXHUH aXUIraaH
OmwIdT OOJIOH 3YPXHHUU X3T aBHAH ©OPWIONTYYH 3acapd,
SMHUIBYWH 30BYYpHYIl 3acapcaH. DMHAITIAC Trapax yen
AQHTUKOATryJIaHTH OOJOH AHTHHEOIUIACTHK SMYMJITIAT
YPIDKIYYIDK, XSHAITBIH Y3JI3TMUr 7 XOHOTMHH Japaa
TOJIOBIIOCOH.

Xycnart 1. JIaGopaTopuiiH MIMHKUITIIHUNE 00PUIOTT

IMYUMITIIHUI X3BHUiiH
Y3yymar

OmHeo Japaa Y3YY/IIT
Ilaraan sc 24.19 8.44 4-8 10%9/]1
Snrac 923 672 150-350 1079/J1
I-ypBamkur yypar 26.14 1.05 <Sur/J1
J-Tumep 16800 3600 <500Hr/™MI
TpomonuH | 204.5 31.5 0-118r/J1

Xaammek:  Montanaro (2014) wapeia cynamraann KT
OHOIIJIOTJICOHOOC XOHIIMX 5 KW Hac Oapax maraziain
4.5%, 10xwmnm 11.1%, 15 xwunng 17.8% 6aiiB. Hac 6apanteia
TOJI IANTTaaH/l TPOMOOTHK XYHAPAIYY, MUEITO(GUOPO3bIH
pyy LIMJDKMX, MOH XOEpJIOrd MHENOIUCIUIA3H, [IOYMOT
JeKeMH PYY IIHDKUX 33par Oaiinar. 7

Gangat (2024) mHapweiH cypanraaraap JKT-Toid
1000 xXyH J199p XHUHCAH KOXOPT CyAalraaHbl yp AYHID3D
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aHX OHOIUIOT/ICOHOOC XOWII IyHAakaap 8.5 KIIHifH
XyramaaHa HUUT eBUYTOHYYIUHH 16%-1 TOM CyTacHBI
TpoMO03 WiIdpeaH Oereexn yyHuil 13% Hb aprepuiiH, 7%
Hb BEHHIH TpomM003 Oafican. BeHmitH TPOMOO3BIH OYIATIT
TYHUH BEHHHH TpoMOO3BIH 33pari»d YABDB #p KT-nitn
yen TpomOO3bIH XYHAPAIMIp YABB yycax spcmamrait
Oaitna.®

Wang (2024) HapslH MeTa-aHAIHW3 CydalTaaHbl
yp xyarap JAK2 separ XKT-mii xymyycuitH 18.4%-
I aprepuiis, 7.4%-1 BenuiiH, JAK 2 ceper xymyycuitn
5.9%-n up aprepuitn 1.6%-1 BeHHIH TpoMOOIMOOIMIH
XYHZP3I YYccaH 0a HUAT Xymyycuiid 0,3%-11 Hb yyIITHHBI
aprepuiiH OyimdHT Oernepen yycceH OaifHa. Mawnaif
toxuonmonny JAK2 ceper KHHX3H? TpPOMOOIIHTEMH
YABB-eep xyHIPpcrH Mam XoBop Toxumoimon 6a JAK2
ceper 0aifx Hb YYUITHHBI apTEPUITH OYIPHT Oeriaepenuiir
YTYHCTOXTYIH TOATHHT Xapyyik Oaiina.’

Wolanskyj (2005) mapsra JAK2V617F myTaruita
SMHAII3YHH XaMaapall 00JIOH ypT XyralaaHbl TABUJIAHTUIH
a4 XONOOTANBIT CyJajicaH cynanraaHny 62 eBUYTOHJ
(41.3%) TpoMOO3BIH XYHAP3T OYpTrArAcsH  Oereen
oumor muenouns eiikemu (LIMJI), )KHHX3HD IMOJTMIIUTEMHU
(K1), muenodudpo3 6a muenonn meramazu (MMM) pyy
Tyc Tyc 4 (2.7%), 8 (5.3%), 15 (10%) eBUTOH HIIIHKCIH
OaitHa. XsHanTeiH xyramaann JAK2V617F mytanuntait
eBuTeHYYIRA JKII pyy mMDKMX Maraajian wiyy eHIep
Gaiican Oomou [IMJI, MMM pyy MIWDKAIT OO0JIOH
TPOMOO3BIH TOXMOJAJBIH JaBTaM)K MYTalll WIDPCIH
GOJIOH MIIPIATYI OYATYYAUAH XOOPOHT suraaryii 6aiis. '

MeH »HIXYY TOXHOIIIBIT 72 HacTal SMATTHH
JKT-H XYHAPAN YYIITHHEI apTepUH OYIIHT Oeriepeneep
WIBPCAH  AMHBJ3YHH  TOXHMOJIOATOH  XapbllyyJlaH
Cymiaxax OSMHII3YH, nabopaTopu OO0JIOH OarakKuitH
IIMHKIJIMOH/T KA ©0PWIONTYYI WIdPCOH Gaii.!!

Ayrmar: JAK2V617F myranu ceper 0aiix Hb )KHHXIHD
TPOMOOIIMTEMHIT ~ YTYHCI3X  YHIRCIHAAT  Ooyoxryit
Oereen xo&pmord TPOMOOIWTO3BIH HIANTTAAHBIT CalTap
xaibk, yry#dicracauii mapaa CALR 6oixon MPL renumitn
MyTalUMUH [MUHKWIrST Xxuix Hb JKT-uilH oHOMmMMr
Oaranraaxyymnaxan qyxai ad xonoormonroid. XKT Hb 3apum
TOXHOJIAOJ YAaaH XyraaaH/ IIMHX TIMIAITYH siBaraax
60110BY TPOMOOTHK XYHAPAJ, T3P [OyHAAa YYIITHHBI
apTepuiiH OYIPHT Oeryiepes 33p3r aMb HACaH[ AlOyITai
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Abstract:

Background: Essential thrombocythemia (ET) is a myeloproliferative neoplasm characterized by abnormal proliferation
of megakaryocytes in the bone marrow, resulting in persistent thrombocytosis in the peripheral blood and clinical
manifestations including thrombotic and hemorrhagic complications. Approximately 90% of patients with ET harbor driver
mutations in JAK2, CALR, or MPL, with JAK2V617F being the most frequently detected mutation.The JAK2V617F
mutation induces constitutive activation of the JAK-STAT signaling pathway, leading to abnormal megakaryocytic
proliferation and increased platelet production. Consequently, patients are predisposed to thrombotic complications;
however, qualitative platelet dysfunction may also contribute to an increased risk of bleeding. Among large-vessel
thrombotic complications, venous thromboembolism is relatively common, whereas pulmonary artery thromboembolism
is an uncommon complication. Moreover, thrombotic risk is generally lower in patients with JAK2-negative ET.

Case presentation: In this report, we present a rare case of essential thrombocythemia presenting with respiratory failure
secondary to pulmonary artery thromboembolism.

Conclusion: This case demonstrates that essential thrombocythemia may initially manifest with life-threatening thrombotic
complications, including pulmonary thromboembolism, even in the absence of the JAK2 V617F mutation. Accordingly,
unexplained thrombocytosis warrants evaluation for an underlying myeloproliferative neoplasm, while early assessment
of thrombotic risk is essential for guiding appropriate clinical management and reducing the risk of adverse outcomes.

Keywords: Myeloproliferative neoplasms, Thrombocytosis, Pulmonary embolism, respiratory failure
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