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AHHOTANMSA

Muenomnpornugeparususie HoBooOpazosanus (MITH) — kitonansHbIe 3a001€BaHNsI, BOSHUKAIOIINE HA yPOBHE
CTBOJIOBOH KPOBETBOPHOM KIJICTKH, XapaKTepH3yomuecs npoiudepanneil oqHol mim 6ojee KIeTOUHbBIX JINHAN
MHEJION0%3a B KOCTHOM MO3Te C IMPU3HAKaMU COXPAaHHOH TepMHHAIBHOH anddepennupoBku. COmTacHO MTO-
My H3aHMIO Kinaccudukannu Beemuproli opranmsanum 3apaBooxpanenus (BO3) or 2022 r. Ph-neraruBHbIe
MITH BxitowatoT nctunnyto nonunuremuio (MI1), sccennmanbayio Tpomborremuto (3T), nepBUYHEIH MueTO-
¢udpo3 (IIMD), xpoHHUeCKUT HEUTPODUITBHBIN JTEHKO3, XPOHUUECKUI 303UHOPIIIHHBIN JICHKO3, FOBEHUIHBII
MHEJIOMOHOIUTapHEIH JIeiiko3 1 MuenonpoarpepaTnBHOe HOBoOOpa3oBaHue, Hextaccuduimpyemoe (MITH-H).
OT, UIl, [IM®, MITH-H uMeroT cxomHble TeHETHYSCKHE XapaKTEPUCTHKH U cOCTaBisioT 98 % ot Bcex Ph-
neraruBHBIX MITH. B Hacrosimieli crartbe ONMMCAHO TPU KIMHUYECKHX HAOIIOAEHHMS MAlMEHTOB, MOCTYINBIINX
B PermonansHbIil cocyaucTslii nenTp «Pecrmybnukanckas 6ompHHIa Ne 2 — I[eHTp KCTpEeHHON MEAMIMHCKOM
TIOMOIIM» C HIeMuuecKuM nHeynsToM (W) n BepudumpoBaHHbIM guarHo3oMm Ph-HeraTnBHOTO MHENIONPOIH-
(eparuBHOTO HOBOOOpa3oBaHMs (0HO KIMHHUIecKoe HabmoneHne MM Ha (oHe MCTMHHON MOIHMIMTEMUH, J1Ba
— Ha (poHe dcCeHIMaNbHOI TpoMborTeMun). [IpeacTasinen 0630p CreUanbHOM TUTepaTyphl, PACCMaTPUBAIOTCS
(haKTOpPBI pHCKA M BO3MOXHBIE ITyTH PAa3BUTHUSI BEHO3HBIX M apTepUalbHBIX TpoM6030B ipu MITH, pons MyTanuu
reHa JAK2 V617F B pa3sutun nepeOpoBacKyIsipHEIX ocioxHeHuil. [Tokazano, yro MITH sBisioTest 3Ha4MMOit
npudrHoOU uHcynsTa, MU yacto sBisercs nepseiM npossienueM MITH. IIpogeMoHCTpupoBaHa reTepOreHHOCTh
cocymucroro nopaxenns npu UM na ¢porne MITH, BbIcOKast BEpOSTHOCTD Pa3BUTHS TOBTOPHBIX HH(APKTOB T0O-
JO0BHOTO Mo3ra. OT/IeNbHO paccMaTpHUBaeTCsl BOIIPOC O HEOOXOAMMOCTH CBOEBpPeMeHHOH nuarnoctukn MITH,
IIPOBE/ICHNUS IUTOPEAYKTUBHON TEparTiy HapsAy ¢ aHTUTPOMOOTHYECKON Tepanuei uist mpodriakTuku Tpom60o-
TUYECKHUX OCIIOKHEHHM.

KonroueBsble c10Ba: NIIEMUUSCKHI HHCYIIBT; MHEIONPOIH(epaTHBHOE HOBOOOPA30BaHHE; TeMaTOIOTHS; ap-
TepUAIBHBIN TPoMO03; THIepKOATyIsIIHsL; MyTanust JAK2.

®dunancupoBanue. PaboTa BBHINIOIHEHAa B paMKaX HAayYHO-HCCIIEIOBATENIBLCKON paboThl «KIHHUKO-TeHeTH-
Yeckasi XapaKTepUCTHKa WIIEMUYECKOro HHCYIbTa Ha (JOHEe HapyIIeHHI CHCTEMBI reMoCcTa3a) 0e3 CHOHCOPCKOIt
MOAJICPAKKH.

Jst nurupoBanus: AmMocosa JI.B. Ciryyan mmemudeckoro mHCynbsTa Ha (poHe Ph-HeratwBHBIX Mmelno-
nponuQepaTuBHBIX 3a0oneBanuil. Vestnik of North-Eastern Federal University. Cepus «Meduyurckue nayxu.
Medical Sciences». 2026;(2):https://doi.org/10.25587/2587-5590-2026-2-5-14
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Clinical observation
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MYELOPROLIFERATIVE NEOPLASMS
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Yakutsk, Russian Federation
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Abstract

Myeloproliferative neoplasms (MPN) are clonal diseases that arise at the hematopoietic stem cell level,
characterized by the proliferation of one or more myelopoietic cell lines in the bone marrow with features of
preserved terminal differentiation. According to the fifth edition of the World Health Organization (WHO)
classification (2022), Ph-negative MPNs include polycythemia vera (PV), essential thrombocythemia (ET),
primary myelofibrosis (PMF), chronic neut23rophilic leukemia, chronic eosinophilic leukemia, juvenile
myelomonocytic leukemia, and myeloproliferative neoplasm, unclassified (MPN-U). ET, PV, PMF, and MPN-U
have similar genetic characteristics and account for 98 % of all Ph-negative MPNs. This article describes three
clinical cases of patients with ischemic stroke (IS) and a verified diagnosis of Ph-negative myeloproliferative
neoplasm (one clinical cases of IS against the background of polycythemia vera, two against the background
of essential thrombocythemia), admitted to the Regional Vascular Center, Republic Hospital No. 2 — Center for
Emergency Medical Aid. A literature review is presented, risk factors and possible pathways for the development
of venous and arterial thrombosis in MPN are considered, as well as the role of the JAK2 V617F mutation in
the development of cerebrovascular complications. It is shown that, despite their rarity, MPNs are a significant
cause of stroke, with IS often the first manifestation of MPN. Heterogeneity of vascular lesions in IS against the
background of MPN, as well as a high probability of developing recurrent cerebral infarctions, are demonstrated.
The issue of the need for timely diagnosis of MPN, cytoreductive therapy along with antithrombotic therapy for
the prevention of thrombotic complications is considered separately.

Keywords: ischemic stroke; myeloproliferative neoplasm; hematology; arterial thrombosis; hypercoagulation;
JAK?2 mutation
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Brenenne

Muenonponudeparuubie HoBooOpazosanus (MITH) — kioHasbHbIe 32001€BaHMs1, BO3HUKAIOIIIE
Ha YPOBHE CTBOJIOBOH KPOBETBOPHOH KIIETKH, XapaKTepU3YIOIIUeCs Mnposudepanuei oqHoi win 60-
Jiee KJIETOUHBIX JIMHWH MHEII0N033a B KOCTHOM MO3Te ¢ IPU3HAKAMH COXPAaHHOM TepMUHAIBLHON An(-
(epenuunpoku [1].

B cootBercTBHHE ¢ mATHIM m3naHueM Kinaccupukanua BO3 ot 2022 r. MITH BKITIOUaIOT HCTHHHYTO
nonunutemuro (MI1), sccenimansuyto Tpomoborutemuto (IT), nepBuunbiii mueaopudpos (IIMD),
XPOHUYECKUH MUENIOWAHBIN JIEHKO3, XPOHWYECKUIT HEHTPO(DWIBHBIN JICHKO3, XpPOHHUYECKHH 303H-
HO(MWIIBHBIH JIEHKO3, FOBEHUJIbHBI MUEIOMOHOIMTAPHBIN JISHKO3 U MHUeNONpoirdepaTuBHOEe HOBO-
oOpazoBanue, Heknaccupuiupyemoe (MITH-H). Bee dhopmbl, kpoMe XpOHHUECKOTO MHUEIIOHIHOTO
neriko3a, otHocaTcs K Ph-uweraruBusiv MITH. UIT, OT, IIM® u MIIH-H cocraBustor 98 % Bcex
Ph-neraruBabix MITH 1 MMEIOT CXOIIHBIE T€HETHYECKUE XapaKTEPUCTHKH B OTHOLICHUH TPEX B3au-
MOUCKJIIOYAIOIINX MYTallMi TeHOB siHyc-kuHa3bl 2 (JAK2), xanbperukynuna (CALR) u Bupyca mue-
nonposudeparuBHoro Jeiikoza (MPL) [2, 3]. Myrauust rena JAK?2 siBnsercs Hanbojee pacnpocrpa-
HEHHOI TeHEeTHUYCCKON MyTaluei, 00HapykuBaecMoi mpuMepHo y 99 % manuentos ¢ U uy 50-65 %
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naruenTos ¢ OT u [IM®. PacnpocTpaHeHHOCTh reHeTHdeckux MyTtaiuil B reHax CALR u MPL npu
OT u [IM® cocrasnsier okono 15-30 % n 4-8 % coorBercTBeHHO [6]. CoBpeMeHHas MOaKIacCH(H-
kaius [IM® Britouaer GpuOpo3Hyto U paHHIOKW (MpedrOPOTHUECKYIO) CTauu, NpedruOPOTHIECKU
[IM® ¢ TpombGonmTo3oM MoxeT umutrpoBars DT. Takum obpazom, it tuddepeHnmanmun pasnmnd-
HeIX Gpopm MITH HeoOxommmo TmiarensHoe Mopgoornaeckoe uccaeaonanue [17].

TpomOoremopparuueckie OCIOKHEHUS SIBISIFOTCSL Hanbosiee THIMYHBIMU ocioxkHeHussMu MITH
[1]. Tak, MO MaHHBIM CHCTEMAaTHYECKOTO 0030pa W MeTa-aHaJIHu3a, apTepraIbHble TpoMO036bl mpu DT
pa3BUBaIKCH B 2,9 pasa yaille, 4eM BeHO3HbIE [4], M caMylo BBICOKYIO YaCTOTY MMEIOT [IepeOpoBacKy-
JISIpHBIE TpoMOOTHYeCKUe coOBITHS Kak st DT, Tak u st UIT [4, 13, 16]. 3a0oneBaeMocTh HIIEMUAYC-
cknM uHCYIsTOM (M) mpu MITH npumepno B 10 pa3 Beime, yeM B o01meit momymsiuu [16].

WM uvacro saBnsiercst nepsbiM npossiaenueM MITH [5, 7, 12, 14, 15]. Yactota U, cBsizanHoro ¢
MIIH, penka u coctasmsieT 10 0,5 % [9, 12, 14, 15], motomy 3ab6oneBaemocts MITH y manneHTOB €
NN moxer HenoorieHuBaThes [S]. PaHHSS muarHocTrka KpaiHe BaXKHA, OCKOJIBKY 3THM MallUeHTaM
TpebyeTcs crennuguIecKoe JIeUeHNe [Tl TPOPUIAKTUKN HOBBIX TPOMOOTHUECKIX COOBITHIA [5].

B nanHo# pabote npencrasisem onvcanue Tpex KimHuueckux ciydaeB N y marmentos ¢ UIT u OT.

Leap nccienoBanmsi: AEMOHCTPALUS KIMHUYECKUX HAOIIONCHNH TeUSHNUS! MILIEMHUYECKOTO HHCYIIb-
Ta y TanpeHToB Ha (hoHe Knaccndecknx Ph-HeratnBHBIX MuenonponrepaTHBHBIX HOBOOOPAa30BaHHH.

Knunuueckoe nabniooenue 1. Ilanpent b., 57 net, noctynun B PernoHanbHbIi COCYANCTHIN LIEHTP
I'BY PC () «Pecmybnmukanckas OompHHIA Ne 2 — I[eHTp 3KCTPEHHOW MEIWIIMHCKON TMOMOIITID
r. SIkyrcka (PCL] PB Ne 2 — [IDMII) ¢ xanobamu Ha ciabocTh 1 OHEMEHHE B IIPABOM MTOJIOBHHE JIHIIA,
B TIPaBOil pyKe, HEBHATHOCTbh Peu, OECHOKOSIIMMH B TEUCHUE MOCIEAHUX CyTOK. M3 aHaMHe3a u3-
BECTHO, YTO [UINTEIBHOE BPEMS CTPaJacT TNIEPTOHUYECKOH OO0IE3HBI0 C MAKCUMAJIbHBIMU 3HAUCHU-
siMu aprepuanibHoro nasieHust (AJ]) 1o 210/110 Mm. pT. CT., TOCTOSIHHO IPUHUMAET JI03apTaH, OUCco-
mposon 2,5 mr, Kapauomaraua 75 mr B cyTku. B 2004 rony mepeHec 3aKpBITYIO0 TTO3BOHOYHO-CITHH-
HOMO3TOBYIO TPaBMY, KOMIIPECCHOHHO-OCKOJIBYATHIN 1epesioM Teia L1 1mo3BoHKa, MepeoMbl JIyKeK
L1-L2 1mo3BOHKOB €O CAaBIEHHEM KOHYCA CIIMHHOTO MO3ra, YITHOOM CITMHHOTO MO3Ta Ha 3TOM yPOB-
He. [Tociie mpoBeeHHOTo ONEPaTHBHOIO JICUEHHS OTMEYAETCsl OCTATOYHbIM HEBPOJIOTHUECKHA Aedu-
LT B BUJIE HIDKHETO BSJIOTO Maparapes3a U Ta30BbIX HAPYIICHUH.

CocTosiHME TP TOCTYIJICHUH TSHKEJIOE, YMEPEHHO MOBBIIICHHOTO MMUTaHus. MHAEKC Macchl Tena
(MMT) 29. KokHble MOKPOBBI U CIM3HCTBIE YUCTBIC, CyX0oBaThl. JIMIO runepemMupoBano. Jlpixanue
CaMOCTOATENBHOE, YACTOTA AbIXaTeNbHbIX aBikeHui (Y1/1) 18 B MuH., carypamus 97 %, XpUIIOB HET.
Cepaeunsie Tonbl npuntymensl, A/l 160/100 mm. pr. ct., yactoTa cepaeunbix cokpaiienuit (HCC)
66 B MMH., pUTM IpaBUIbHBIN. JKUBOT MSATKHi, yBEIUYEH 3a CUET MOAKOXKHO-KUPOBOM KIIETYATKU.
Cryn, MOUeHCITyCKaHHE B HOPME.

HeBposorndeckuii craryc: B sSICHOM CO3HAHUM; OTMEYAETCS CIVIAXKEHHOCTh MPaBOil HOCOTYOHOM
CKJIAJIKH; ICBHALMS sI3bIKA BIIPABO; YCTYITYMBOCTD 1 THIIECTE3N1s B IIPABOH PyKe; HIKHHI BSUTBIN Mapa-
napes, 0oJiee BEIpRKEHHBIN B JIEBOM HM)KHEH KOHEUHOCTH (II0CIIE IEPEHECEHHOM TPaBMbl); yMEpPEHHasI
m3aptpust. [To mkane NIHSS 7 6amos.

B KIMHHYECKOM aHain3e KpoBU: dpuTpouutos 7,63 x10°/1, remornobun 189 r/im, nedkonuros
23,9 x10%/1n, remarokpur 63,3 %.

VYrbTpa3ByKoBOE AYIUIEKCHOE CKaHWpoBaHue Opaxuonedansabix aprepuit (Y3C BLIA): crenos
o6mieit connout aprepun (OCA) B obiactu Oudypkanuu crpasa g0 15 %, C-o0pa3Hblii H3rud BHY-
TpeHHel coHHoit aprepun (BCA) cnena.

Dxokapauorpadus: 6€3 MaToJIOrUH.

VYnbsrpasBykoBoe uccienoBanue (Y3M) opraHoB OprONIIHOM MOJOCTH M MOYEK: TeNaTOCINICHOMETa-
ML, KEITYHOKaMEHHast 00JI€3Hb, HX0-IIPU3HAKA XPOHUIECKOTO KaJIbKYIE€3HOTO XOICIUCTUTA.

MarunuTtHo-pe3oHaHcHast Tomorpadust (MPT) ronoBHoro mosra: oyar ocTpoi UIIEMHH B 00IaCTH
neBoro Taimamyca pasmepamu 1,0x0,7 cm., MP-ipu3Haky AUCIUPKYAATOPHON SHIEPAIOTAaTHH, M-
KHE KUCTBI B 00J1aCTH MOIKOPKOBBIX sIIep ¢ 00enx cTopoH (puc. 1).



BECTHHK CEBEPO-BOCTOYHOI0 SEAEPANILHOIO YVHHBEPCHTETA HMEHM M.K. AMMOCOBA
Cepua «MEAULUHUHCKHE HAVKMY, No 2 (43) 2026
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Puc. 1. MPT ronoBHoro Mo3ra narueHrta b. (ykazaHbl o9ary HIIEeMHYIeCKOTO ITOPaXKEHHsI)

Fig.1. MRI of the brain of patient B. The arrow points to the focus of ischemic lesion

[MTanmenTy ObLT BEICTABIICH JMArHO3: OCHOBHOW — UIIEMUYECKUI HHCYJIBT B BEPTEOPOOa3HISIPHOM
Gacceiine, makyHapHbIH noatun mo kmaccupukanud TOAST; comyTCTBYIOMHNN — HE MCKITIOYAaeTCs
MIIH, ucTuHHAas TOJUITUTEMUS, TENaTOCILICHOMET M.

[TanmenTy TPOBOAMIOCH JIEUEHUE MO CTAHJIAPTaM OKa3aHMs MEAMIIMHCKOM MOMOIIN: HEeHpoIpo-
TEKTUBHAs, THTIOTCH3UBHAS, aHTHArpearaHTHas Tepanus (aleTUICaIuIniIoBas kuciora 125 mr). Dpu-
TPOLUTO3, JIEHKOIIUTO3 COXPAHSUIUCh BECh MEPUOJ] TOCHUTAIN3ANY. PeKoMeH10BaHA KOHCYJIbTAaLUs
Kapauosora, remarosiora. Ha ¢)oHe poBeIeHHOTO J€UEHHsI OTMEUEHO YITy4IlIEHHE COCTOSIHUS Malu-
€HTa, BBINKCaH Ha 15 KolKo-JeHb ¢ perpeccoM HeBposorunyeckor cumnromaruky (NIHSS 0 6asmos).

[Tocne BBITIIICKY MAIMEHT IPOIIeT oOcieoBaHle B reMaroiorndeckom otaeneanu [AY PC ()
«Pecnyonukanckast Oompauna Ne 1 — Hanmonanbsblil nentp meauiuaby (Pb Ne 1 — HIIM). TIpo-
BE/ICHA TPEMaHOOMOIICHSI KOCTHOTO MO3Ta: B IIMPOKUX KOCTHOMO3TOBBIX ITOJIOCTSIX THIIEPKIICTOUHBIN
(oTHOCHTENBFHO BO3PACTHON HOPMBI) KOCTHBIN MO3T, co 100 % KIeTOYHOCTBIO, C €AMHUYHBIMHA KHPO-
BBIMH KJIETKaMH, 33 CUET YMEPEHHOTO PACHINPEHHS SPUTPOUIHOTO, PACHINPEHHS IPaHy IO TApPHOTO
1 METaKapHOILMTAapPHOTO POCTKOB. MerakapuouuTsl C HOPMOXPOMHBIMH, €THMHUYHBIMH THIIEPXPOMHBI-
MU, 4acCTbh C THIEPIOOYISIPHBIMHU SIAPaMH, pactosioxkeHbl 1uddy3Ho pazpo3neHHo. CTpoma ¢ HEIIoT-
HOW HEOTHOPOIHOH CEThIO PETHKYINHOBEIX BOJIOKOH C MHOXeCTBOM iepekpectoB (MF-1).

[Ipu MOTEKYIAPHO-TEHETHUECKOM HCCIEJOBAHIH HAa HOCUTENBCTBO MyTarmii reHoB JAK2, CALR,
MPL BwisiBiena mytauus V617F B 14 sk3oue rena JAK?2, amienbHas Harpyska 90 %.

BeicTaBneH AuarHo3: XpoOHHYECKOE MUEIONPOonn(epaTHBHOE HOBOOOPA30BaHNE: NCTUHHAS TTONHU-
uuTemMus ¢ myTtanueit rena JAK2, BepBble BbISIBICHHAS.

[MarnreHTy OBLT PEKOMEHIOBAH €KEIHEBHBIN TIPUEM PYKCOIUTHHIOA 15 MT 2 pa3a B CyTKH.

Knunuueckoe nabmooenue 2. Ianuent K., 80 net, moctymuwi B PCI] PB Ne 2 — IIOMII ¢ sxanodamu
Ha HapyIICHHUE PeYH, 3aIIeTaHue s3bIKa, OCTPO BO3HUKIIMMH J[BA Yaca Ha3al. 3a 8 JeT 0 3TOoro repe-
HeC MIIEMHYECKUH HHCYNBT B 0acceifHax 00enX cpesHIX MO3TOBBIX apTepHid, MecAl] Ha3a — HIIEMHU-
YecKni MHCYIIBT B OacceiiHe MmpaBoi nmepeHeld Mo3roBoi aprepuu. [Ipyu pa3BUTHH MOCIIEIHETO AU~
30/1a OCTPOTO HapymIeHHs Mo3roBoro kpoBoooOpamenus (OHMK) ormeuanucs erkuii IeBOCTOPOH-
HUW BepXHUI MOHoMape3 a0 4 6aiioB, Jierkasi u3apTpusi, CAMITOMbBI TIOJTHOCTBIO PETPECCUPOBAITH
B TIpoIiecce JedyeHns. B anamHese nmeercst apTepraibHas MenioTyarasl aHeBpru3Ma pPa3BHIIKU JICBOH
cpeziHell MO3roBOM aprepuu 0e3 pa3pbiBa, a TaKKe aTepockiepo3 OpaxuouedalbHbIX apTepui, 00-
JUTEPUPYIOLINH aTepOCKIepo3 apTepuil HKHUX KoHeuHocTel. [lanuenTy aBa roga Ha3ax NpoBeaeHa
OpXO(PYHHUKYIIKTOMHUS TI0 TTOBOAY 0oOpa3oBaHus JieBoro sudka. B 2016 roxy mamment mepenec Oe-
JIPEHHO-TIO/IKOJIEHHOE IIYHTHPOBaHUE clipaBa. [ unepronnyeckoil Oose3Hpio crpajaer aasHo. [locne
mocienHero neperecenHoro N npuHuMan KapAnOMaraumi 75 MI, METOIIPOJION 25 MT, IEPHHIOTIPILIT
8 mr B cyTku. TpoMOOIMTO3 HESICHON STHOJIOTHH Y MalreHTa Habmonaercs 6onee 10 net.
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CocrostHHEE TTPU MOCTYIUICHNUH TspKesoe. TenocinoxkeHne HopMoCTeHHuecKoro Tuma. KoxkHele mo-
KPOBBI M CITM3HCTBIC YHCTHIE, OOBIYHOM OKpackn M rupaTanud. [Iprxanne xectkoe, Xpunos HeT, Y11
18 B muH., caryparmus 98 %. AJ] 140/70 mm. pt. ct. ToHsl cepana npuriyiieHsl, purmuunbie, YCC
77 yn. B MuH. JKHBOT MSTKHH, 0€300J1€3HEHHBIH, YBEIMUYCH 32 CUET TOIKOKHO-)KUPOBOH KIICTYATKH.
Cryn, nuype3 B HOpMe.

HeBposornueckuii craryc: B sSCHOM CO3HAHMHU, KOHTaKTEH; CIVIA)KEHA JIeBast HOCOTYOHas! CKJIaJIKa;
MTATBIIEHOCOBYIO IMTPOOY BBIMTONHSCT € aTaKCHel ¢ IByX cTopoH; nu3aptpus. [1o mkane NIHSS 4 6amna.

B o6imeM aHann3e KpOBH MPH MOCTYIUICHUH: TPOMOOIUTO3 669 x10°%/1, nefikormros 15,3 x10%/1,
TaJIouKosiiepHbIe HeHTpodmIel — 3 %o.

Hccnenoans! ypoBHU oHKOMapkepoB [TCA o6mmii u cBobonubiit, CA 19-9, POA, ADII — 6e3 ot-
KJIOHEHHUH. YPOBEHb TOMOLMCTEHHA OBLT OBBIIIEH J10 25,41 MKMOJIB/JI.

Oxokapanorpadus 6e3 BEIpaKEHHBIX H3MEHCHHH.

VY3JIC BIIA: sxorpaduyeckue Mpu3HAKH CTCHO3UPYIOIIETO aTePOCKIICPO3a IKCTPAKPAHHATBHBIX
otaenoB OpaxuonedansHbBIX apTepuii; creHo3 OCA B obmactu Oudypkamuu ¢ 00erx CTOPOH; CTEHO3
neBoit OCA manbIx rpajanuii; crenos ooenx BCA mainbix rpajganuii.

Y3U opranoB OpIOITHOM MMOIOCTH ¥ MOYCK: CITICHOMETaITHSI.

MPT romoBHOTO MO3Ta: 09ard OCTPOM UIIEMHUH B TipaBoit 1o0Ho# foie 1o 1,0x0,5 cm; 0,7x0,6 cm.
MP-kapTHHa TUCIUPKYIATOpHOU HIedanonaTuu (puc. 2).

T2 FLAIR

Puc. 2. MPT ronosHoro mosra nauuenta K. OTMeueHbl o4aru MIeMHuueCcKoro opakeHust

Fig. 2. MRI of the brain of patient K. The arrow points to the foci of ischemic lesion

[MTanmenty OblT BhICTaBIeH Tuarno3: nosropnoe OHMK; nmemunyeckuit mHCYIbT B 6acceiine npa-
BOI cpeHe MO3ToBO# aprepun; HeyTouHeHHBIH noaTun mo TOAST.

[IpoBoaunace craHmapTHas Tepanus: HEHpONPOTEeKTHBHAs, TMIOTEH3UBHAs, T'MITOIUIMEMHUYE-
CKas, aHTHarperanTHas (aneTwicanunmiIoBas kuciora 125 mr). TpomOounTo3 coxpaHsiiics Bech Iie-
PHOJI TOCIMTANIN3AIMK ¢ HapacTanueM 10 944 x10°1. Beinucan Ha 14 KOHKO-IE€HBb ¢ KIMHUYECKAM
ynyumreHueM (NIHSS 3 6anna). [Ipu Beimucke pekoMeHI0BaHA KOHCYIIBTAIMS I'eMaToyiora U OHKO-
JI0Ta, IPOXOXKAEHHUE (hapMaKOr€eHETHUECKOTO TECTHPOBAHNS Ha PE3UCTEHTHOCTh K aHTHArPEraHTaM.

Uepes 19 nHeil nmocie BBIMMCKK MALUEHT MOBTOPHO rocrnutanusuposan B PCL] ¢ xanobamu Ha
CMa3aHHYI0 peub, OHEMEHUE B JIeBOH pyke. MPT rojsoBHOro Mo3ra ¢ KOHTPaCTUPOBAHUEM: BbISBIIEHBI
HOBBIE MEJIKHE 0Yaru OCTPOM MIIEMHHU B KOPTUKAIIBHBIX OTIEIaX TeMeHHOW obnactu. [1o pesysibratam
(hapMaKOT€HEeTHYECKOTO TECTHPOBAHUS TEPAIHs alleTHIICAITUIIMIOBON KUCIIOTOH 3aMEHEHa Ha IIpUeM
kionuaorpena 75 mr 1 p/a. IMamuenT Boinucaincs Ha 10 KOWKO-ICHB C JICTKOW AM3apTPUCH U TUIIECTE-
3ueii B ieBoit pyke (NIHSS — 2 6amna).

ITpn nanpHelimem o6caenoBaHNH B SIKyTCKOM peCITyONMKAaHCKOM OHKOJIOTHUECKOM JHCIIaHCEpE
(AIPOJ]) n npoBeseHUN TUCTOJIOTNYECKOIO MCCIIECIOBAHUS UCKIIOYEHO 3JI0Ka4eCTBEHHOE HOBOOOpa-
30BaHHUE SIMYKa, OHKOJIOTOM BBICTABJICH IMAarHo3 rujapomnene. /lanee odciae0BaH B reMaToI0rnIecKoM
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otaeneauu Pb Ne 1 — HIIM: mMonekynspHO-TeHeTUYECKOe UCCIIeI0BaHNE BBIABIIIO MyTaruio V617F
B 14 sx30He reHa JAK?2, amnenbHas Harpyska 24,7 %. OTMeudanach NOBBIIICHHAs (yHKINOHAIbHAS
AKTUBHOCTh METaKapHOIMTAPHOTO POCTKA. IlanmeHTy BBICTABIEH IUArHO3: XPOHHUYECKOE MHEJIO-
nponudepaTuBHOE HOBOOOpa30BaHUE: 3CCCHIMANbHAs TpoMmOonuremus, JAK2(+); cruieHoMeranms.
bbin HazHaveH npueM rugpokcumoueBrHbl 500 Mr 2 pa3a B CyTKH, IPOAOIDKEH IPUEM KIOMMIO0Tpea
75 mr 1 pa3 B CyTKH.

Knunuueckoe nabdnrooenue 3. Tlanmentka B., 70 met, moctymmna B PCL] PBNe 2 — IIOMIT ¢ xa-
J100aMU Ha JIaBsILIIYI0 TOJIOBHYIO 00JIb, FOJIOBOKPYKEHHE, IBOCHHE B TJla3aX, BO3HUKIINE 00JIee CyTOK
Ha3aJl. B anamuese nepenecia cyOTOTaIbHYIO PE3EKIMIO MINTOBHIHOM JKele3bl 10 OBOAY Y3JI0BOTO
300a B 1993 . Ha MOMEHT OCTYIUICHHUS PEIUNB Y3JI0BOTO 3002, TOCIEOTIepAIlMOHHBIN THIIOTHPEO3 B
CTaJiuu MEJUKaMEHTO3HOTO runeprupeos3a. Ha nmpoTskeHun MHOTUX JI€T CTPaAaeT THIepTOHNYECKON
0oe3Hpro, caxapHbIM AradeToM 2 Tuma. Mimeercs AMBEPTUKYIISIpHAs OOE3Hb TOJICTOTO KHAIICYHHUKA,
0e3 siBIEHUI TUBEPTUKYIINTA, TPbKa MUIEBOTHOTO OTBEPCTHUS Tra(parMsl.

TpomOboruTo3 HabmogaeTCsl Ha NPOTSHKEHUH 4 JIeT, TP ToJa Ha3aj Ha OCHOBAHWU JaHHBIX Tpe-
NaHOOUOIICHU ¥ MOJIEKYJISIPHO-TEHETHYECKOTO CCIIEIOBaHMsI ObUT BBISIBJICH JIMarHO3 — XPOHHUYECKOE
MUeIonpoInepaTuBHOS HOBOOOPA30BaHUE — ICCEHIMATbHAS TpoMOouTemMus: MyTarus JAK2 (+).
ITocTostHHO MPUHUMAET 1O HA3HAYEHHIO TEMATOJI0Tra PYKCOIUTUHUO 15 MTI 1BasKAbI B CYyTKH, pUBAPOK-
caban 15 mr, L-TupokcuH, Gucorposon, a3uicapraH.

Ha MoMeHT nocTymiieHus: cocTosHue TspKenoe. [ unepereHndeckoro tenociaokenus. Koxnsie mo-
KPOBBI M CITU3HCThIE (DU3UOJIIOTHUECKOM OKPACKH, OHKEHHOH ruparaiui. J{pIxanue )ecTKoe, Xpu-
moB Het, Y/IJ] 18 B muH., caryparms 98 %. [emognHamuka ckiionHa K runeproHun, A/l 170/90 mm.
PT. CT., TOHBI cepaia npurtyineHsl, putMuuHbie, YCC 61 yu. B MunyTy. JKUBOT Msirkuii, 6e3001e3HeH-
HBI, YBEJIMYEH 3a CUET MOJKOKHO-KUPOBOH KieTuatku. CTyn, qype3 B HOpMeE.

HeBponornuecknii cratyc: B SCHOM CO3HAaHHH, PE€Yb HECKOJIBKO CITyTaHa; OBEACHHE OeCIIOKOH-
HOE, MHOTOPEUMBa; 3pauku D>S, quniaonus; KpymHOPa3MaIIUCThIf HUCTarM BO Bce CTOPOHBI. ITanb-
LIEHOCOBYIO IPOOY BBITIOIHSET C JIETKOHM MHTEeHIMEH crpaBa. Peub Heckonbko qu3apTpuyHa. I1o mkame
NIHSS 3 6anna.

B o6uiem ananuse kpoBu TpoMOounTo3 779x10%/1.

Oxoxapauorpadus: ymIOTHEHHE A0PThbl, CTBOPOK aOPTaJIbHOTO, MUTPAJIBHOTO KIANaHOB, MH-
TpaJibHasl peryprutanus 1-ii cTeneHu; perypruTtanus Ha TPUKYCIHUAIbHOM KJIallaHe MUHUMAJIbHON
CTETICHU, HE3HAUNTEILHOE PACIINPEHHE TIOJIOCTEH cepla.

V3/1C BIIA: axorpaduueckue Mpru3HaKH JIOKAJILHOTO YTOJIIICHHUS KOMIUICKCA HHTUMA-ME/I1a; CIU-
panesuanas nedopmanus aesoit OCA; S-nedopmarms npasoit OCA; C-ngedopmanys npaBoit Hapyx-
Hoii connoit aprepun (HCA); C-u3ru6 nesoit HCA.

MPT ronoBHOro Mo3ra: oyar HoAOCTpPOM UIlIEMUHU B Tajamyce ciieBa pazmepamu a0 1,0x0,7 cm.;
MP-npu3HaKy TUCIUPKYIATOPHON SHIE(DAIONATHH; MEJIKHE KHCTHI B 00JIACTH MOAKOPKOBBIX SIEP C
00eux cTopoH (puc. 3).

T2 FLAIR

Puc. 3. MPT ronoBHoro mMosra nanueHTku B. YkazaHbl oyaru HIIEeMHIYECKOTO TOPAXKEHUS

Fig. 3. MRI of the brain of patient B. The arrow points to the focus of ischemic lesion
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[TanmenTke OBLT BHICTABJICH JAMArHO3: WIIEMHYECKUI UHCYIIBT B BepTeOpobasmisipHoM OacceliHe;
JaKyHapHbIH noxTui 1o knaccuduranun TOAST.

ITpoBonunack Tepamnus COIIACHO CTaHIAPTaM OKa3aHHMs MEAUIMHCKOM IOMOIIM IPHU MHCYIbTE:
HEHPONPOTEKTUBHAS, aHTHArperanTHas (aleTHICAIMIMIOBAs Kuciota 125 Mr), runonmnuaeMuye-
CKasl, THIIOTEH3UBHAs, THIIOIMKEMHUYecKast. B pe3ynbrare mpoBOAMMOI Teparuy 0OTMEYAI0Ch KIIMHHU-
YecKoe yJy4lleHHe, Bbinucana Ha 10 KoiKo-1eHb C OJIHBIM PErpeccoM HEBPOJIOIHYECKOro gedunnTa
(NIHSS 0 6amoB).

Oocy:xaenune

Hapymenus remocrasa u jexamuidi B ocHOBe IaroreHe3 Tpom6o3a npu MITH ocrarorcst Heus-
y4eHHbIMH [9]. [laxke IPH CHU)KEHUH KOJIMYECTBa TPOMOOILMTOB Ha ()OHE TaTOreHETHYECKOH Tepanuu
MOTYT Pa3BUBAThCS IMOBTOPHBIE LiepeOpaIbHbIE TPOMOOTHYECKHE COOBITHS, YTO yKa3bIBAET Ha M3Me-
HeHHe (QYHKIIMOHAIBHBIX CBOMCTB KIIETOYHBIX JIEMEHTOB U OTBOAMT OT IpeACTaBIeHuit o renese NN,
HaIpsIMy0 aCCOLIMUPOBAHHOTO C MOBBINICHHEM YHciia (POPMEHHBIX JIEMEHTOB KpOBH [24].

Be3 neuenns nmamuentsl ¢ OT crpagaroT moBTropsromuMucs smm3ogamu UMW wmn TUA [11, 12,
15]. Puck cmeptHOCTH y manuenToB ¢ MITH TecHO KoppenupyeT ¢ pa3BUTHEM TPOMOOTHYECKHX CO-
OBITHI, U WX JICYUCHUEC OCHOBAHO Ha OIEHKE TpoMOoTHdecKoro pucka [13, 16]. Ouenka omupaeTcs
Ha Bo3pacT ctapire 60 iet, TpoMO036I B aHaMHE3€e U, B ciaydae DT, Hannune myTtauu V617F rena
JAK? [18, 19, 21]. Bo Bropom kinuHHueckoM mnpumepe MU Hocun penuanBUpYOMUN XapakTep:
marueHT nepenec 4 smm3oxa OHMK, Tpu U3 KOTOPBIX pa3BHIIMCH 32 TPEXMECSYHBINA MEPUOA IO
ycraHoBieHHs auarno3a DT u Havyasa HIMTOPEAYKTUBHOM Tepanuu. B TedeHue nocnenyomero rojga
rociie Hayana crenuduyueckoro jgedenus snuzonsl OHMK y nmanHOTO nmanueHTa He MOBTOPSUINCH.
B ycnoBusix runonepdy3uy U HapyIleHHsI SHEPTETHUECKOT0 00eCeYeHH s, IOMUMO PELUANBUPYIO-
mux OHMK, ronosnas 601b (41 %), ronoBokpyxenune (30 %) n napymenue 3perus (11 %) sBius-
1oTca Hambonee gactemu nposisieHmstMa MITH [23]. Ilogo6HBIE CHMIITOMBI OTMEYAIHCh B OTIMCAH-
HOM BBIIIE TPETHEM KIIMHHYECKOM MPHMEpE.

WU, ces3annsii ¢ MITH, nmeer rereporeHHyI0 MPHUPOAY COCYANUCTOTO mopaxenus [7], mpen-
nojiaras HapylIeHHEe MHKPOLMPKYISALMU BCIEACTBHE THIIEPKOATYISIMU, BAaCKYJIUT U SMOOIMIO W3
KPYITHBIX COCY/IOB C 00pa30BaHWEM MHOT0O0YaroBBIX KOPKOBBIX MH(apkroB [8, 10] n nudpapkros
B 30HaX CMEXHOTO KpOBOOOpAIieHHs (BEpPOSTHO, MO TUITY TEMOPEOIOTHIECKONH MHUKPOOKKITIO3HH)
[20]. OnncanHple HaMU KJIMHUYECKHE HAONIOAEHUS OTPa)XaloT 3Ty TeTepOreHHOCTh. B mepBoM n
TPETbEeM KIMHUYECKHX CIydasix OblI yCTAaHOBJICH JIAKyHAPHBIM MOATHI HHCYIIBTAa, HECMOTPS Ha Ha-
JIMYME JIPYroro 3HaYMMOro 3THojorudeckoro ¢gaxropa. ¥ namuentoB ¢ MITH ormeuaercs Bbicokas
pacmpoCcTpaHEeHHOCTh «KJIACCHYECKUX» (pakTopoB pucka [23], 4TO HE JOIDKHO OAHO3HAYHO MCKIIIO-
yatb MIIH xak npuunny M. OTo moguepknBaeT HEOOXOIMMOCTh KOMIUIEKCHOTO HCCIIEAOBAHUS
MIAIMEHTOB C MMPU3HAKaMH MTposin(epary OHOTO UK O0Jiee POCTKOB MUEIION0334, T.K. COCYIUCTHIC
MIOpa’KEeHHsI, COOTBETCTBYIOIINE ONPEIAEICHHBIM TOATHIIAM, MOTYT IIPUBOAUTH K HepooueHnke MITH
KaK 3THosiornyeckoro akropa MU.

Bo Bcex Tpex KiIMHUYECKUX IpuMepax uMeer Mecto xapakrepHoe it MIIH paszsurue remopeo-
JIOTUYECKONW MUKPOOKKITIO3MH [22] ¢ Arcconuaniel Mex 1y KITMHUYeCKONH KapTHHON (JIeTKHUid o4aro-
BBIH JIe(UINT, HEOONIBIION pa3Mep ovara) M reMOpeoIOrHIeCKUMH HapyIICHUSIMH. Y HAIINX TTarieH-
TOB ObLTa BBIsIBICHA MyTanus V617F rena JAK2, apnsromascss He3aBUCUMBIM ITPOTPOMOOTHYECKAM
(haxTOpOM 110 JIUTEpPaTYpHBIM JJaHHbIM [ 15, 19].

3akJiloueHue

[TpuBeneHHbIe MPUMEPHI YKa3bIBAIOT Ha HEOOXOAMMOCTh paHHel nuarHoctuku MITH nuist cBoes-
PEMEHHOM NMPOPUIAKTUKN TPOMOOTHYECKUX OCJIOKHEHHH, 4TO TpeOyeT MOBBILICHHS OCBEIOMICHHO-
cTu Bpauei-HeBposioroB 0 MIIH, TecHOro B3auMOAEHCTBUS U IPEEMCTBEHHOCTH B BEICHUU JaHHBIX
TIAIIMEHTOB MEXK/Ty HEBPOJIOTHUECKOM U reMaToJI0THIeCcKoi CiryKOamu.
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