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Muenonposugepamusnoie 3a6onesanus (MII13) — 5mo kaonanbHbie 3a601e8arus, BO3HUKAIOUUE 8 PE3YAbINAME 2eHEMUHECKUX NOAOMOK HA YPOHE CME0A080i
kaemxu. Coenacto kaaccuuxayuy BO3 (2008), 6 epynny kaaccuueckux MII3: exarouens ucmunnas noauyumemus (MI1), sccenyuansvhas mpomboyumemus
(9T), nepsuunviii muenoguipos (IIM®). Obweussecmua 3nauumenvias, a 8 psde ciyuaes — 6e0yuias poib HAPYWEHU 8 CUCEMAX 2eMOPe00Ul U 2eMO~
CMasa 8 2eHe3e OCMpPbIX U XPOHUECKUX Hapyuenui 03208020 Kposoodpauenus (HMK). Cywecmeyiouee MI13 mocem nomenuuposams u yckopumy paseu-
miie MUKPOUUPKYAAMOPHLIX PACCMPOLICIG, 6 MOM 4UCAe 8 Belecmee 201061020 Mo3ea, ¢ peanusayueii HMK no muny eemopeoaoeuteckoii MUKPOOKKAIOIUU.
TIpedcmasaen 0030p aumepamypsl no OGHHOI MAAOU3YHEHHOI npodaeMe, 4 MAKJce KAUHUMecKoe ONUCAHUe CAYHAS PA3GUMUS UWeMUMECK020 UHCYAbIMA HA

ore MII3 (6oae3nu Bakesa).

KooueBbie coBa: MI/I@JIOHpOJII/I(I)epaTI/IBHbIC 32160J'[6B8HI/I$[, UIIEMUYECKUIA MHCYJIBT, TEMOPEOJIOTHA, TEMATOIOI M.

uenonponudepaTuBHble 3a00J€BaHUS TIPEN-
CTaBISAIOT 000 KJIOHaJbHBIE 3a00JieBaHUS,
KOTOpbIE BO3HUKAIOT B pe3yJbTaTe IeHeThye-
CKMX TI0JIOMOK Ha YPOBHE CTBOJIOBO KpoOBe-
TBOPHOM KJIETKU WJIX paHHEH KOMMUTUPOBAH-
HOIi KJIeTKU-MpPEeNIIeCTBEHHUIIbI, XapaKTePU3YIOTCS MPU3Ha-
KaMM HapylleHust mpoiudepanvy OIHON WM HECKOJbKHUX
TeMOIIO3TUYECKUX JTUHUN IuhGhEpEeHIIMPOBKU (IPUTPOUSI-
HOM, TpaHyJOLUTApPHON, MeTraKapuoLMTapHO, MOHOLUTAp-
HoOI/MakpoaraibHOl, TYYHOKIeTOUHOH) [23].

Dtuonorus MII3 1o cux mop He YCTAHOBJIEHA, a IATOreHe3
CIIOXEH M COCTOUT M3 IIem COObITHI. OHKOTEHHON MOXET
OBITh OJIHA MYTaIlMs, HO Yallle K 3JI0KaueCTBEHHOI TpaHChop-
MalUU KJICTKMA TPUBOIUT CEPUSI TEHETUUECKUX IIEPECTPOCK.
PesynbraToM MepBUYHBIX MOJIOMOK SIBJISETCS HapylleHME
MEXaHM3MOB, 00€CIIeUMBAIOIINX CTAOMILHOCTh TEHOMA U YBe-
JIMYUBAIOLINX PUCK BTOPUYHBIX MOBpexIeHuit. B pesyabrare
KJIETKM TMPUOOPETAIOT OIMyXOJeBblii (DeHOTUN (M30BITOUHYIO
npoidepaTUBHYIO CIIOCOOHOCTD ¥/VWJIM HapyIIeHHE aIromTo-
3, HE3aBUCUMOCTD OT PETYISITOPHBIX CUTHAIOB, MCXOASIIUX U3
MUKPOOKpYXeHUsI) [27].

Kpurepun nuarHoctuku MII3 BKIOYAIOT KIMHUKO-Tab0pa-
TOpPHBIE ¥ MOP(OJOTMIECKUE XapaKTepUCTUKU. OTHUM U3
OCHOBHBIX IarHocTuueckux kpurepueB MII3 sBisietcs: myTa-
s B rere JAK2, Bcrpevatomiasics B 98% ciydaeB MCTUHHOM
nonuuTeMun, B 55% wHabmonenuit — npu AT u B 45-68%
ciygaeB ipu [IM®. ITomumo mytatuu JAK2, y 6onbHbIX MI13
BBISIBASIIOT MyTauuu reHa MPL. He Tak TaBHO MOSIBUIMCH JaH-
HBIE O TMarHOCTUYECKOI 3HAUMMOCTH COMaTUUECKMX MyTaLlUit
B 9-M 9k3o0He reHa CALR, Kogupyroliero 0el0K KaabpeTHKY-
uH [17, 18]. ¥V nauuenToB 6e3 myTtauuii B reHax JAK2 u MPL
MyTalMU B JAHHOM TeHe ObLIN BBISIBIEHBI B 67% CiydaeB mmpu
9T u 88% — npu [IM®. Myraiuu B reHax JAK2, MPL, CALR
MOATBEPXKIAIOT KIOHANbHbIN XapakTep 3a0oneBaHus [19, 24].

OcobeHHocThI0 TeueHust MI13 gBasieTcs: BLICOKMI pUCK pa3-
BUTHS TPOMOOTEMOPPArHUECCKUX OCITIOKHCHUIA.
AprepuaibHble U BEHO3HbIE TPOMOO3bI SIBJISIIOTCSI OJHOU U3
OCHOBHBIX MPUYMH cMepTu mauueHtoB ¢ MII3, ocobeHHo y
nauueHToB ¢ UI1. TpoM603bl MOTYT UMETh aTUITMYHYIO JIOKa-
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JIM3ALAIO JaXe TPY HOPMATbHEIX II0KA3aTe X KIMHUYECKOTO
aHaIM3a KPOBH.

Omnpenenenue (GpakTopoB pUCKa IS TEPBOTO M BO3MOXKHBIX
MOCNeAYIOMNX TPOMOO30B SIBASIETCS CIOXHOW 3alaueid.
OO01Ienpu3HaHHO, 4To Bo3pacT crapuie 60 JeT, TpoMOO03bl B
aHaMHe3e, CepAeYHO-COCYNUCThIe (haKTOPhl pUcKa (KypeHue,
apTepuajbHas THIIePTeH3Ms, TMa0eT, M30BITOUHBII BEC, THITO-
JMHAMYSI) SBJISIOTCS. OCHOBHBIMU KPUTEPUSIMU [JIS1 OTHECEHMSI
nanueHToB ¢ MII3 B HU3KYI0, TPOMEXYTOUHYIO WM TPYIIITY
BBICOKOTO PUCKA Pa3BUTHSI TPOMOOTEMOPPArnIecKUX OCIOXK-
HEHUii B 3aBUCKUMOCTHU OT KOJIMYECTBA [IPUCYTCTBYIOMINX (haK-
Topos [10].

Ha ocHoBaHuM MpoBeeHNsI MHOTOLIEHTPOBBIX MCCIEI0BAHUI
skcrnepramu BO3 Obl1a pa3padoTaHa MeXIyHapOJAHAs MPOTHO-
CTMYECKas IMIKajia pucka pa3BuTus Tpom06030B mpu DT — The
International Prognostic Score for ET (IPSET-thrombosis). B
JaHHYIO TIPOTHOCTUYECKYIO CHCTEMY BKJTIOUEHA OIEHKa MyTa-
i V617F rena JAK2 [5]. Kpome storo, B amTeparype ecthb
COOOIIEHUSI O BaXHOM IPOTHOCTMYECKOM 3HAUEHMM TaKUX
(bakTOpoB, Kak BbICOKUI ypoBeHb (hakTopa VIII, rumepxone-
CTepMHEMUSI, HacJeACTBeHHas Tpombodumms. Jlelikomuros
6oaee 11x10°/1 cykuT hakTOpoM prcKa apTepUaTbHBIX TPOM-
0030B, MyXCKOIi MOJ SBJsIeTCS (DAKTOPOM pUCKA Pa3BUTUS
BeHO3HBIX TpoM0030B [8]. [Tpu MII3 pe3ko yBenmmumBaeTcs
KOJIMYECTBO LIMPKYIUPYIOIUX (OPMEHHBIX 3JIEMEHTOB B
KPOBHU, YBEJIMYMBACTCS TEMATOKDPUT, TOBBIIIAETCS BS3KOCTh
KPOBH, UTO TPOSIBISIETCS PAa3BUTHEM MUKPO- X MAKPOTPOMOO-
30B, TPOMO0O3MOONNI B apTepuaTbHON M BEHO3HOM (BKJIIOYast
TpOMOO3bl BEHO3HBIX CUHYCOB) COCYIMCTOM CETH.

OnHuM U3 BaxkHelmmx ocaoxHeHuit MI13 apisietcs runonep-
(y3ust TOIOBHOTO MO3ra. B 3THX yCTOBMSAX MeXaHMU3MbI KOM-
MeHCALlMU MOTYT MCTOLIATHCS, IHEPTeTUYECKOe 00eCTeueHue
MO3Ta CTAaHOBUTCS HEOOCTAaTOYHBIM, B Pe3yJbTaTe 4ero BO3-
MoxHo pasutue HMK. Haubonee yacteiMu HeBposioruye-
cKuMU pacctpoiictBamu nipu MII3 sBsioTcs ronoBHas 60Jb,
BcTpevaromascsa B 41% ciydaes, rogoBokpyxenune — 30%,
napecre3ur — 13%, Hapyuenue 3penust — 11%, HapyiieHus
MO3TOBOT0 KpoBooOpamieHuss — 9%, sKcTpanpaMuIHbIe pac-
crpoiicta — 2,5% [16, 20].
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KoHuenuus reteporeHHOCTH HIIEMUYECKOTO HWHCYIbTa,
BHEIPEHHAs B KJIMHUYECKYIO IPAKTUKY B TIOCJAEAHUE IECATU-
JIETUS1, OOBSICHSIET MHOTO00pa3Ke 3TUOJOTMUECKUX MPUYMH U
MaTOTeHeTUYECKUX MEXaHM3MOB ero pa3Butus. HakomneHue
KJIMHUYECKOTO M HAyYHOTO ONbITAa MPUBEJIO K MOSBIECHUIO
HOBBIX TMOATUIIOB MHCYJbTA, OAHMM M3 KOTOPBIX SIBJISIETCS
MHCYJBT IO TUIY TEMOPEOJOTMYECKON MUKPOOKKIIO3UMU.
XapakTepHbIMU OCOOEHHOCTSIMU MHCYJIbTA MO TUITY TEMOPEO-
JIOTMYECKOM MUKPOOKKIIIO3UM, BCTPEYAIOLIETOCS ¢ YACTOTOM
10 7% B 00OILIEil CTPYKTYPE YTOYHEHHBIX MWHCYJIBTOB, SIBJISIOT-
csl MMHUMaJIbHasl BBIPAXEHHOCTb COCYIUCTOTO 3a00JI€BaHUS
(atepocknepo3, aprepuanbHas TUIEPTOHUS, BACKYJIUTH U
BaCKYJIONaTUM) M BbIpaxkeHHas TUCCOLIMALIMS MEXIY KIMHU-
YeCKOI KapTUHOU (YMEPEHHBI HEBPOJOTUYECKUIA NEPUILINT,
HeOOJIBIION pa3Mep o4ara) ¥ reMOpeoJOTHUSCKIMU HapyIe-
HusMu [1]. ObHapyXeHUe BaXXHOM poJu reHeTUYEeCKUX (hak-
TOpOB B (HOPMUPOBAHUU TPOMOOGDUIMYECKUX COCTOSTHUM
pacuupsieT CyluIeCTBYIOLIME MPEACTABIEHUSI O TETEPOTEeHHO-
CTM CaMOro0 TIeMOPEOJIOTUYECKOTO TIOATUIIA MUIEMUYECKOTO
UHCYJIBTA.

B psame uccnenoBaHMii TOKa3aHO, YTO TPOMOO3 BEHO3HBIX
CHHYCOB U UIIEMUYECKKe HAapYIIEHsI MO3TOBOTO0 KpOBOOOpa-
HIEHWsI, MOTYT OBITh KaK MepBbIM MposiBieHreM MII3, npex-
IIECTBYsI TIOCTAHOBKE TOYHOTO JIMAarHO3a, TaK U MOTYT Pa3BU-
BaThbCS Ha JIIOOOM 3Tarie HaOMIOAEHUS UM JIeYEHUs 3TOH 1aTo-
Joruu KpoBu. [TpodunakTuka, CBoeBpeMeHHas AMarHOCTUKA U
a[ieKBaTHas Teparus TaHHLIX TPOMOOTUYECKUX OCIIOKHEHUH
oonbHbIX MII3 gBnsiercs BaxkHO# 3agaveit. [ns ee pelieHus
HEOOXOAMMO BbISIBACHUE MPOTHOCTUYECKUX (DaKTOPOB, UTO
TIO3BOJIUT BBIIEUTD TPYIIITY MAllMEHTOB, TPEOYIOIIMX aKTUBHO-
ro HaOJIONEHUsI, MPOBEACHUsI Tepamuu, HampaBleHHOW Ha
MpenynpexaeHue pa3BUTHsI TPOMOOTUYECKUX OCTOKHEHUI.

HizkenpuBeieHHOE KIIMHUYECKOE HAOJIOICHNE MILTIOCTPUPYET
BO3MOXHOCTb BO3HMKHOBEHMSI OCTPOTO HIIEMUYECKOTO
MHCYABTa y 00abHBIX MIT3.

Kinunnyeckwuii cayyaid

IMammenTka K., 45 net, odbpaTuiach B HaydHO-KOHCYJIBLTATUB-
Hoe oTaeneHue HayuHnoro uentpa Hespojoruu PAMH c acano-
Oamu Ha TOJOBOKPYXXEHHE, OOIIyl0 CJ1a00CTh, MOKpaCHEHUE
Jmua, rojgoBHele 0onu. W3 anamuesza n3BecTHO, 4TO OOJbHAS
OKOJIO rofia Hazal OTMETHJIa MoKpacHeHue Juia, pyk. Ha done
TpreMa aHTUTHCTAMUHHBIX TIPETIapaToB YIYUIIeHMS He HACTY-
nano. IlocTeneHHO cTana oTMeYaTh KOXHBIN 3y, TOSBUINCH
MIPUCTYIIbI TOJIOBOKPYKEHUSI, COMPOBOXKIABIIMECS] TOLIHOTOI,
PBOTOIA, BhIpaxkeHHOI 0011e# cadocThio. [Tocae obparieHus K
TepamneBTy ObLT BBISIBACH 3puTpormTo3 (8,9x10/m), Tpombo-
uuto3 (950x10°/1), neiikouurtos (9,3x10°/n), moBbleHUE
YPOBHSI reMoTI00MHa 10 1751/1, reMatokput — 60%.

O6cnemoBaHa B IemaTomormueckoM HaydyHOM LIEHTpE: IPH
MOJIEKYISIPHO-TeHETUYECKOM HMCCIEIOBAHUM KJIETKM C MyTa-
mueit JAK2-V617F cocraBnstior 39%. YpoBeHb 3pUTPONOITUHA
B CBIBOPOTKE KPOBU CYOHOpManmbHBI — 5,89 ME/M (HOopMa
4,3-29,0 ME/mn). TIpu nccnenoBaHy KOCTHOMO3TOBOTO KO-
BETBOPCHMS: TUTIEPKIETOUHBIA KOCTHBII MO3T OTHOCHTEIIHHO
BO3PAcTHOW HOPMBI. [paHyJIOLNTapHBIA POCTOK Ha BCEX CTa-
IUSX UGB hEePEHITMPOBKU. DPUTPOUTHBIN POCTOK 3HAYUTENIHLHO
pacIIUpeH, ¢ MPU3HAKAMU OMOJIOXKEHUSI, OTMEYaeTCs MPOJIH-
(bepammst MeTakapHOLMTAPHOTO POCTKA. B TpemaHoOmomnTare
Mopdosornueckass KapTuHa MUeIonpoudepaTuBHOTO 3a060-
JieBaHUSl, UCTUHHON nonuuuteMuu. Y3W opraHoB OpIOIIHOM
TOJIOCTH — cIuleHoMeTams. Ha ocHoBaHuM Hammaust 2 00Jb-
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mux (remorioouH Gonee 165 r/n, myrauus JAK2-V617F) u
2 MaJIbIX KpUTEePHEB (TPEXpOCTKOBAs THITEPILIa3Us B KOCTHOM
MO3re, CyOHOPMaJIbHbI YPOBEHb 3PUTPOIIOITUHA ChIBOPOTKU
KPOBM) YCTAHOBJICH NMAarHo3: MCTUHHas momunutemus. Ha
(hoHe IBYXHENETBHON IMUTOPSAYKTHBHOM Teparii THAPOKCH-
MoueBuHo# (2000 Mr/cyT), a TaKKe CUMIITOMATHIECKOM Tepa-
MUK alleTUICATUIIMIOBO KHMCIOTOM, MEHTOKCUMDUIIMHOM
OTMETWJIa YJIy4llleHue OOIIETO COCTOSHUS, OfHAKO dYepe3
2 Hemenu IOcje BBIMIEYKAa3aHHOTO Kypca JICUCHMS] BHOBB
HApOC/IU BBIIIEYKAa3aHHBIC CUMIITOMBI B BUIE YCUJICHHUS TOJIO-
BOKPYKEHISI, TIOSIBJICHUSI TOIITHOTHI, PBOTHI. M3-32 001Ieit cia-
00CTH He CMOIJIa BCTaTh C IOCTEIH.

TIpu nocmynaenuu ¢ Hayunoiii uenmp neeposoeuu PAMH coctosi-
HUE YIOBIETBOPUTEIBHOE, JMIO THUIEpeMUpoBaHO, AJl
120/80 MM pT. CT., 4acTOTa CEpAEYHBIX COKpaLIeHUi 68 yi. B
MuH. [TaneHTKa B cO3HaHUM, KOHTAKTHA, YMEPEHHOE T0JI0BO-
KpYyXeHHe MpH MoBopoTax. [00BHOIA 601 HA MOMEHT OCMOT-
pa HeT, MEHUHTeaIbHbIe CHMIITOMBI OTpHiIaTeIbHbie. CHIKEeHA
MOBEPXHOCTHASI YyBCTBUTEIbHOCTb HA JIEBOW MOJIOBUHE JUIIA.
O0beM JBMXKEHWIT W Ccuia B KOHEYHOCTSIX B HOpME.
CyxoXuIbHBIE U TIEPUOCTabHBIE PedIeKCh XUBbIe, Oonee
BbIpaXKeHbI ciieBa. bpromiHbie pedekchl cHkeHbI. [lanbie-
HOCOBYIO TPOOY BBIMONHSET ¢ OUCMETpuel JieBod pykoil. B
npobe Pombepra HeycToiurBa, 4yBCTBO «CTpaxa» MPU MOBOPO-
Tax. Peub coxpaHHa, HECKOJIbKO CHUXEHA MaMsITh Ha TEKYIIUe
COOBITHS.

B kaunuueckom amanuze kposu COXpaHSJICS SPUTPOLMTO3 —
7,9x10"/71, BEICOKMIT ypOBEeHb TeMOTIo0nHa — 175 /71, TpoM00-
1to3 — 787x10°/71, remaTokpuT — 60%; arperaiyst TpOMOOLIM -
toB (Metoz, BORN): mox BiusHueM agpeHanuta — 11% (Hopma
37-43%), Al® — 13% (nopma 40—46%) Ha ¢doHe mpuema
acIpHHa B TeYEHKME MecsiLia.

DXO-kapouoepagpus: 6€3 NaToOIOTUU.

JlynaexcHoe ckanuposarue mMazucmpanbHuix apmepuil 20106bi: 6e3
TeMOIMHAMUYECKH 3HAYUMBIX CTEHO30B.

[Mpu maenumuo-pesonancroil momoepaguu 20108H020 M032a B
MPaBOM TOJYIIAPUK MO3KeUKa BBISBJISIETCS HEOObIION oyar
0€3 YeTKMX KOHTYPOB C MOBBILIEHHOW MHTEHCUBHOCTBIO CUT-
Hanma B pexxume JIBU, cmabo moHmKeHHOI — B pexkuMax T2
T2d-1. laHHBIE COOTBETCTBYIOT OCTPOMY MH(DAPKTY.

[TanneHTKe BHITIOMHEHO UccaedosaHue peonocuteckux Xapakme-
pucmuk spumpoyumog (JTa3epHBI arperoMeTp 3PUTPOIUTOB
LORRCA, HunepimaHasl): aMILTHTYIa arperaiiii, BpeMs 00pa-
30BaHUsI SPUTPOLIUTAPHBIX MOHETHBIX CTOJIOMKOB U TPeXMep-
HBIX arperaToB, MHIECKC arperalni, CKOPOCTh MOJTHOM Je3arpe-
raiuy 1 n1eopMHUpyeMOCTb SPUTPOIIUTOB. Pe3ynbraTel mpej-
CTaBJIeHbI B Ta0I. 1.

V nmauueHTKy ObLT AMarHOCTUPOBAH FeMOPEOJIOTMUECKUiA MO~
tun umemuyeckoro HMK ¢ pasButveM uHbpapkra B JeBOM
MOJTyIIAPUK MO3XKEUKa.

puc. 1: OCTPbIA MWeMUYECKWl 0var B NIEBOM
MONYLLIAPMMA MO3XEYKA.




KIAHIUYECKIW PASBOP

Tabmuia 1: QyHKLMOHANbHbIE CBOVCTBA APUTPOLIMTOB

Bpems Cropocrs | RE®OP-
opasoBa- | Tpex- pocr Mupye-
Koure- 2:"2::1? Hug 3puT- | MepHbie | Mnpexc l‘;’::o:_ MOCTb
p"“ pcn i, pouuTap- | arperarsl, | arpera- nra uﬁ apuTpoLy-
P YCn- €A | hix MoHeT- [ umu, % LL ! TOB,
HbIX CTONI- c
OuKoe, ¢
Monyyen-
Hble 10,0 2,0 12,0 47 320 0,31
3HaYeHus
Hopma 410 2,8-8,0 15-50 | 35-45 | 100-110 |0,48-0,58

TIposodunacy mepanus: antuarperanTHas (Tpom60-ACC 100 mr
YTpOM), LIUTOpeayKTHBHas (rumpea 1500 Mr Beuepom), MHTECH-
cuBHasg remoaumouust (tTpentan 5,0 it Ha 400,0 M pu3. pac-
TBOpa BHyTpuBeHHO KamenbHo No 10, KaBunton 4,0 mm Ha
250,0 m ¢u3. pactBopa BHYTpuBeHHO KamenbHO Ne 10). Ha
(hoHEe TIPOBOIMMOTO JIeYEHHsT OTMEYAETCsl BHIPAXKEHHOE YIIyd-
HIEHKE OOIIETr0 COCTOSIHUS, YMEHbIIEHUE TUMEPEMUN KOXKHBIX
MTOKPOBOB, PErPecc roJOBOKPYXEHHS, TOJOBHBIX 00JIei, cTana
yBepeHHee MpH X0b0¢e 1 MoBopoTax. B 1a00paTopHbIX JaHHBIX
OTMCUCHA TTOJIOKUTETbHAS IMHAMUKA B BUJIE CHIDKCHUS YPOB-
Hs TpoMmOouuToB (325x10°/m), sputpouuros (7,1x10"/x1),
remoryoouna (155 r/m), rematokpura (45%).

O0cyxaenne

OO01mien3BecTHA 3HAUMTENIbHAS, @ B PsIe CIy4aeB — BeAylIas
POJIb HapyLIEHWH B CUCTEMaX IeMOpEOJOrMU U IeMOCTa3a B
reHese octpeix 1 xpoHnmdeckux HMK. CymectByromee MI13
MOXXET MOTEHIIMPOBATh U YCKOPUTh Pa3BUTHE MUKPOIIMPKYJISi-
TOPHBIX PACCTPOMCTB, B TOM YHMCJIE B BEIIECTBE T'OJOBHOTO
Mosra ¢ peanmuzauueit HMK mo tumy remopeonornyeckoit
MUKPOOKKITIO3HH.

B mociemHue mecsATWeTHS TIPOBEICH DPSI MCCICTOBAHMIA,
KOTOpBIC TTO3BOJIIA BBISIBUTh MEXaHU3MBI, UTPAIOIINC BaXK-
HYIO POJib B TATOr€HE3e pa3BUTUS TPOMOO30B y 00bHBIX MIT3
[12]. Mukpockonuyeckoe uccaefoBaHUe TPOMOOB BBISIBUIIO,
YTO 3PUTPOLIMTHI U JEHKOLUTHl HAXOIITCS B HEMOCPEACTBEH-
HOI OJIM30CTH OT TPOMOOLIMTOB, U UX B3aUMOJCICTBUE BAXKHO
11 (pOpMHUPOBAHUS TpoMOa. B To ke BpeMs KOIIMIECTBO TPOM-
OOILIMTOB ¥ JaXe TIOBBIIIEHHBIN YPOBEHb TeMaTOKPHTA SIBJISIOT-
CSl CIIOPHBIME (DaKTOpaMU PHCKa TPOMOOTHYECKHUX OCIOXHE-
Huit [11]. OcHOBHOI MPUUMHOI 00pa3oBaHUsI TPOMOOB CITYKUT
akTHBalMs (DOPMEHHBIX 3JEMEHTOB KPOBM M MX B3aMMOJIEHi-
CTBHE C SHIOTEIMEM U TUIa3MEHHBIMHU (DaKTOpaMy CBEPTHIBA-
Hust. HesiCHBIM ocTaeTcst BOIpocC, SIBISIOTCS JIM KIIETKH KPOBH
nanueHToB ¢ MII3 MOCTOSHHO aKTMBUPOBAHHBIMU WM OHU
Ooyilee CKIOHHBI K aKTHBAllMW, YeM HOPMaJbHBIC KICTKU
KpoBu. [unepakcnpeccus MOJIEKYI anre3uu, TaKUX Kak ceseK-
TH, 6en0ok Lu/BECAM, crocoOCTByeT aare3un 3puTPOILIMTOBR
1 TPOMOOIIMTOB K SHIOTETHIO. DTO CBI3aHO C Pa3BUTHEM HIIIe-
MHUYECKUX OCTOXHEHUI MU CePIIOBUIHO-KIETOUHON aHeMUN
1 caxapHoM auabete. Bo3aMOXHO, TaKoii e MeXaHU3M JIEKUT B
OCHOBE COCYIMCTBIX 3a00J1eBaHMit Mo3ra y 6ojbHbIX MII3 [9,
14, 25, 26].
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MuenonponudepatieHbie 3aB0NEBaHIS ¥ MLLIEMUYECKWI MHCYNbT

JlefikoMThl MOTYT UTpPaTh OMPEAE/SIONIYI0 POJib B Pa3BUTUU
TpoMb03a y 60bHBIX MIT3. Tak, HeHTpodUIbI CIIOCOOCTBYIOT
TPOMO000OPa30BaHMUIO MTYTEM B3aMMOJEHCTBHUS Yepe3 MOJIEKYJIbI
a[Te3Uu ¢ IPYTMMHU KOMITOHEHTAMH KJIETOK KPOBH, M UX aKTH-
BallMsl HAMpsSMYI0 CBA3aHA C TPOMOOTHYECKUM COOBITHSMU
[13]. AKTuBMpOBaHHBIE HEUTPOPUIBI CUHTE3UPYIOT TIPOTPOM-
00TMYECKME BEIIeCTBa, BbI3bIBAIOIUE (YHKIMOHATbHBIE
M3MEHEHMsT SHIOTEIMSI, CTUMYJIMPYIOT BHICBOOOXKIEHKME MPO-
BOCTIAJTUTENIbHBIX aT€HTOB aKTUBUPOBAHHBIMU TPOMOOIIMTAMH,
a OHM B CBOIO OUYepelb CIIOCOOCTBYIOT TeHepalluy TPOMOWHa,
YTO NPUBOAMUT K PA3BUTUIO BEHO3HOIO TpoMbo3a [6, 7, 21].

AKTUBHPOBaHHBIC TPOMOOIINTHI TAKKE UTPAIOT BaXKHYIO POJIb B
TpoM0O00Opa30BaHUM, KPOME TOTO, LIMPKYJIUPYIOLIKE TPOMOO-
muThl y 6ombHBIX MIT3, ¢ myrauumeit JAK2-V617F Gonee mox-
BepkeHbl akTuBauu [4, 15]. CuHTEe3 TPOMOOLIUTAMU TPOM-
OokcaHa SIBNISIETCS 3HAYMMBIM (DAaKTOPOM pHCKA Pa3BUTHUS
TPOMOO030B, O YeM CBUJIETETLCTBYET BhICOKAsK A(h(EKTMBHOCTD
Tepanuy HU3KUMU go3aMu acriupuHa [9]. ¥V 0ombHbIx MII3
YpPOBHM OMOMapKepoB aKTHBALMU TMOBBIIEHB. O0pazoBaHue
TpoMOMHa in vitro y mauueHnToB ¢ MI13 yBennuuBaercs B npu-
CYTCTBUM TPOMOOLIUTOB, a JIeUEHUE TUAPOKCUMOYEBUHOM
HUBeUpYyeT 3ToT 3hhexT [9]. DHROTENUATBHBIE KIETKU, HECY-
mue mytauuio JAK2-V617F, Moryr aHOMaJbHO B3aMMOJIEH-
CTBOBATb C 3PUTPOLUTAMHU WIN APYTUMU KOMITOHCHTaAMMU
Kposu [13].

Bce BblenepeyrcieHHbIe MEXaHI3MbI 00JIaIal0T CUHEPIiYe-
cKUM 3¢ deKToM TIpu TPOMOOOOPa30BaHMU, U UX M30BITOU-
HOCTb MOXET OOBSICHITH HEKOTOPBIE Cilydau Hea(h(EKTHUBHO-
CTH aHTUTPOMOOTHUECKOTO JIeUeHNs y marueHToB ¢ MI13.

B nmpexacTaBieHHOM HaMu cilyvyae HapylieHue yHKIMOHAb-
HOTO COCTOSIHHSI 3PUTPOIUTOB IPOSIBISIIOCH B YKOPOUCHUH
BpeMEHM 00pa30BaHUSI «MOHETHBIX CTOJOMKOB» M TpeXMep-
HBIX arperaToB HapsIIy ¢ YBEIMUCHNEM MHICKCA arperaluyl 1
CKOPOCTH TOJIHOM Ae3arperaiyu. Y nauMeHTKy Oblia 3Hauu-
TEeJIbHO CHIDKEHA Ae(hOPMUPYEMOCTh SPUTPOIIUTOB, YTO CBU-
JIeTeJbCTBYET O HapylIeHUM CIOCOOHOCTH 3PUTPOLIUTOB K
00paTUMBIM M3MEHEHHSIM Pa3MepoB W (OPMBI MPHU MX TIPO-
XOXIEHUU 4epe3 Kammuisapel. KpoMe Toro, mpoayuupyeMbie
M3MCHEHHBIM SHAOTEINEM (UOPUHOTEH M ITOBBIIICHHBIHA
(akTop o Bumrebpanma MOryT B pa3HO# CTEIIEHU JIOTIOJ-
HUTEJIbHO MOTUGHUIIMPOBATH MEMOPAHBI 3PUTPOLIUTOB, HAPY-
111251 UX COCTaB M COOTBETCTBEHHO PEOJIOTMUECKME XapaKTepH-
CTUKH. Pe3MCTEHTHOCTh KJIETOK CHWXaeTcsd, MPUBOISI K
M30BITOYHOMY TEMOJIM3Y JaXe B YCIOBUSX MUHMMAJIbHOTO
cTpecca. [eMOMM3MpoBaHHBIC SPUTPOLUTHI 00JIaTalOT IIPO-
KOAryJsTHTHBIMHU CBOMCTBaMM, CIIOCOOCTBYSI Pa3BUTHIO BTO-
PUYHOM TuUMepKoarymsauuu Omaromaps pedreKTOpHOMY
BBIOpOCY B KPOBb TKaHeBOro TpombomniactuHa. [losBaeHue B
HUPKYIUPYIOIIEH KpPOBU JIM3MPOBAHHBIX 3PUTPOLIUTOB
COIPOBOXIAETCS BHIICICHIEM SHIOTCHHBIX AMIHOB M aKTH-
BallMeil KWNHWHOBOM CHCTEMBI UTO, B CBOIO OU€peb, IPUBOIUT
K TIOBBIIICHUIO TEMOCTATHYECKOM aKTUBAIINK W YBEIMICHUIO
MPOTPOMOOTHIECKOTO MOTEHIIMAIa KPOBU He TOJBKO Ha YPOB-
He MUKPOILMPKYJISLKHU, HO M Ha BCEX YPOBHSX KPOBOCHA0XKe-
Hud (2, 3, 22].

PaboT, mocBsIIeHHbIX HEBPOJIOTMYECKUM PACCTPOMCTBAM TMPU
MII3, oueHb Maso. DTo 00YCIOBIEHO HENOCTATOUHOM MH(BOP-
MaI[IOHHOM 0a30ii, a TAKXe HETIOJTHBIM 00CJIeIOBAHUEM TIAllM -
€HTOB B CBSI3M C OTCYTCTBHMEM B3aMMOJICICTBUS U IPECMCTBEH-
HOCTHU B BEJICHUM 3THX OOJBHBIX TeMATONIOTNIECKOIN 1 HEBPO-
JIOTUYECKOI CITy>k0amMu. A Beb UMEHHO paHHEee OOHapy:KeHHe
pHcKa TPOMOOTHYECKUX OCTOXHEHUi ompeaenseT MporHos, a
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MHOT/IA M MCXOJI TAKMX OCJIOXHEHM, KaK TPOMOO3bI BEHO3HBIX
CUHYCOB, TPaH3UTOPHbBIE MILIeMUYeckue aTaku, octpbie HMK.
Hecomuenna conrajbHasd 3HAYMMOCTb PAHHEIO BBIABJICHUSA
OCHOBHBIX @HTMOHEBPOJIOTMYECKMX MPOSBICHUI Y OOJIBHBIX C
MH3, T.K. 9TOT KOHTUHICHT IMallMCHTOB OTHOCUTCA K TPYIIIIC
TPYIOCTIOCOOHOTO HACENEHUSI.
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Myeloproliferative diseases and ischemic stroke
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Myeloproliferative diseases (MPD) comprise a group of clonal
pathology resulting from genetic alterations at a stem cell level.
WHO (2008) divides MPD into several “classical” forms — poly-
cythemia vera, essential thrombocytemia, and primary myelofi-
brosis. Haemorheologic and haemostatic disturbances have been
widely accepted as a significant (in some cases — primary) cause of

acute and/or chronic cerebrovascular disease. A pre-existing MPD
may potentiate and accelerate the development of circulatory
alterations, including those occurring in the brain tissue, leading to
ischemic stroke. The present article comprises a literature review
on this uncommon pathology, as well as a clinical presentation of a
stroke case in a patient with underlying MPD (Vaquez’ disease).
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