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MUEJONPOINDPEPATUBHBIE 3ABOJIEBAHUSA KAK
HPUYUHA PABBUTUA OCTPOI'O HAPYIIEHUSA
MO3I'0OBOI'O KPOBOOBPALIEHUA
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Cpeu TeMOpEONIOTHYECKIX (OpPM TPOMOOMIUTHIA BaKHAS POJIb OTBOJUTCS XPOHHYCCKHM MHUEIONpOoIr(epaTuBHBIM 3a00J1eBa-
HusiM (XMIT3): MCTHHHON MONUIMTEMHH, CCCHITMATBHOW TPOMOOIIUTEMHH, IIEPBUIHOMY MHUEIO(GUOPO3Y, OCIOKHEHUSIMH KOTO-
PBIX SIBJSIFOTCS] apTepPHATBHBIC U BEHO3HBIC TPOMOO3EI, B TOM YHCIIE OCTPhIC HAPYIICHHUS MO3roBOro kpoBooOpamenus (OHMK).
BrisiBneHHEe N3MEHEHHH B TEMOTpaMMe Y TAKHUX MAIMEHTOB TPeOyeT TIATeIbHOTO 00CceI0BaH s T UckimoueHnss XMIT3: koHT-
POJIb TIOKa3aTelie TeMOrpaMMBbI B IMHAMHUKE, TEMOCTA3HOJIOTMIECKOS 00CICIOBAHUE, OMPE/ICIICHIE YPOBHS SPUTPOIIOITHHA, Pa3-
MEPOB CEJIC3CHKU, MOJICKYJIIPHO-TeHeTHUECKOe uccienoBanue. bonpapiM XMIT3 1 OHMK HeoOXommMo CBOEBPEMEHHO HAYMHATh
IUTOPSIYKTHBHYIO Teparuio (0-HHTSPGEPOHBI, THIPOKCUMOUCBHIHA), MPOBOAUTHh AKTUBHOC [UIUTCIBHOEC aHTUTPOMOOTHUYCCKOE
JiedeHUE (AHTUKOATYIISTHTBI, JIE3aTPETaHThl) C IETBbI0 MPOPHIAKTUKY TPOMOOIMOOIHI M YAYUIIICHUS MPOTHO3a 3a00JICBAHUSL.
KiroueBbie cioBa: TpoMOoduiny, MuenonponudepaTuBHbIe 3a00J¢BaHUs, OCTPOE HAPYIICHHE MO3TOBOTO KPOBOOPAIICHUS,
reMorpamma, KoaryjaorpaMmma, MOJICKyJIIPHO-TCHETHUECKOe 00CIe0BaHNe, aHTUTPOMOOTHYECKAsT TEPAITHsL.

OIIen3BeCTHA CKIIOHHOCTh K TpoM0Oo03awm,

uH(papKTaM OpraHoOB M TaHIPEHaM KOHeY-

HOCTEH OOJBHBIX C XPOHUYECKHUMH MHUE-
nonpoiudepaTuBHbIMEA 3a0oneBaHusMu (XMII3)
TakuMH, Kak uctuHHas nomumuremus (M), mep-
BuuHbI Muenopudpo3 ([IM®P) u scceHnmambHas
tpoMmbomutemuss (OT). YacTtoTra oCIOXKHEHUU
coctaBinsger 30% u Gonee mpu UIl um HEeckonbko
Hwke npu OT. Tlpu DT aprepuanbHbie TPoMOO3BI
mpeoOsalaloT HaJl BEHO3HBIMH, KOTOpBIE OoJjee
xapaktepasl s UII. Tlpu UIT TpomOGO3b1 MOTYT
HaOJIIOAThCsl B KPYITHBIX COCYZIax, OCOOEHHO B
1epeOpOBaCKYIAPHON W KapAUOBACKYJISIPHOU
cuctemax. ¥ 601bHBIX ¢ DT 0OBIYHO OTMEYAIOTCS
MUKPOLUPKYIATOPHbIE HapyLIEHHs, TaKhe Kak
SPUTPOMETIATUS U TPAH3UTOPHBIE HEBPOJIOTHYE-
ckue HapymeHus [1, 2].

[Tpy moauIUTEMHH CKJIOHHOCTH K TpoMOo3awm,
UIIeMUSIM U HH(papKTaM OPTaHoB, a TAKXKe K pa3BU-
TUIO TaHTPEH KOHEYHOCTEW ObIBaeT, KaK MpaBUJIO,
TEM BBIIIE, YEM BBIIIE Y OOIBHBIX YPOBEHb T€MOT-
nobuna (Hb), uucno spurporutoB (Er) B kpoBw,
rematokputa (Hct), tpomGomutoB (Plt), m yem
Oosiee 3aMe/IeHa y HUX CKOPOCTh OCEJIaHUs dPUT-
porutoB (COD) [1, 2].

K coxalienuto, onbIT MOKa3bIBaET, YTO MOBBIIIE-
Hue ypoBHs Er, melikorutos, Plt, 3amennenHas
COD, crimeHoMeranus HEMpPaBUIBHO YUYUTHIBAKOTCSA
U OLICHUBAIOTCS JIEUal[MMH BpayaMH, YeMy B HEMa-
JIO¥ CTETIEHN CTIOCOOCTBYIOT OIIMOOYHBIE HOPMATH-
BBl KJIETOYHOTO coctaBa KpoBu u COD, mpuBoau-
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MBbI€ B Pa3JIMYHBIX PYKOBOJCTBAX U CIIPABOYHHUKAX.
[Tpu 5TOM, BEpXHsIsl TpaHUIla HOPMAIBHOTO YPOBHS
Er uacto ompenensercs y MyX4WH Kak 5,1-
5,5x1012/n, nopmanenas COD — B npeaenax 1-10
wim 1-15 mm/4. Mexay TeMm, MHOTOYHCIICHHBIC
KOHTPOJbHBIE HCCJIEJOBAHUS ITOKA3bIBAIOT, YTO
conepxxkanue Er >5,0x1012/1 ¢ cooTBETCTBYIONTUM
BBICOKMM conepkanueM Hb sBisieTcss omacHbIM,
MOCKOJIBKY MOJKET COIPOBOXKIATHCS TPOMOO3aMu
KOPOHAPHBIX, MO3TOBBIX U MepudepuuecKux KpoBe-
HOCHBIX cocyloB. TouHo Takxke 3amenienue COD
MeHee 4 MM/4 TOBOPHUT O TOBBIIICHUH BSI3KOCTH
KPOBHU ¥ CKJIOHHOCTH K TpoMOO3aM, B YeM IreMaTo-
70T yOEXKITArOTCS TIPH HCCIEAOBAaHUH OOJIBHBIX C
nonuuTeMuer, y koropsix COD, B moJaBIISIONIEM
OOJIBLITMHCTBE ClydaeB, 3amesyieHa a0 0,5-2 Mm/4.
[1, 2].

YacTo mpu JTJaTeHTHOM TEUYCHUH MHEJIONpoude-
pPaTUBHOTO 3a00JI€BaHMs, IPOTEKAIOIIETO C TPOMOO-
TUYECKUMU OCIIOKHEHHUSIMHU, BOSHUKAIOT TPYITHOCTH
B  IMAarHOCTHKE OCHOBHOIO  3a0o0JeBaHHUS.
[TormummTemMuss UM TPOMOOIMTO3 Y ATUX OOIBHBIX
MOTYT MAaCKHPOBATbCSl YBEIUYEHHBIM OO0BEMOM
MJ1a3Mbl W/WIWA TUIMEPCIICHU3MOM, YTO BBI3BIBAET
CJIOKHOCTH B MHTEPIIPETAIINH JIA0OPATOPHBIX MTOKA-
3aresiei u 3aTpynHseT quarHoctuky XMII3.

C menpr0 yTOUYHEHHUs TreHe3a TpoMOoduInu mpu
OHMK HeoOxoauMbl KOHTPOJIb TIOKa3aTeIe TeMo-
rpamMMBbl, KOaryJaorpaMMBbl, ONpeIeSIieHue YPOBHS
SPUTPOIIOITHHA, OTNPECIICHHE Pa3MEpPOB CEJIe3CH-
KH, TIPH BO3MOXHOCTH — THCTOJIOTUYECKOE HCCIIe-
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JIOBaHUE KOCTHOI'O MO3I'a, UCCIEAOBAHUE HA HAJIU-
que MoJeKylsipHoro mapkepa XMII3 (Mmyranun
renoB JAK-2, MPL, CALR) [4-7].

MonekynspHO-r€eHETUUECKHUE HapyLIEHUS IpH
Ph-neratuBubix XMII3 mpuBOAAT K aKTHUBAIlUU
JAK-STAT curHaiapbHOrO IIyTH, HpPOSBIAIOLIENCS
nponudepanueil MUEIOUJAHOTO POCTKA, yBEIHYe-
Hue konudecTna Er, neiikonuros u Plt nepudepuue-
ckoit kpou nipu UIT minn nzonupoBaHHbIH TpoMOO-
uuto3 npu OT. Myrauuun B renax JAK2 u MPL
UMEIOT BA)XHOE JMArHOCTHYECKOoe 3HadyeHue. Hx
BBISIBJICHUE CBUJIETEIBCTBYET O KJIOHAJILHOM Xapak-
Tepe 3aboseBaHus U oMoraeT B auddepeHnuans-
Hoil auarnoctuke UII, OT, [IM® ot psaa apyrux
MHUEJIOUJHBIX HEOIUIa3ui, a TaKXKEe BTOPHUYHBIX
SPUTPOLMTO30B U TpomOo1KTO30B. Hapsay ¢ atum,
aKTUBHO M3Y4aeTCsl 3HAUMMOCTh JIAHHBIX MYyTalui
B nporuoze XMII3. Tak, myrauus MPL accouun-
pOBaHa C MOXWIBIM BO3PAaCTOM, JKEHCKUM IIOJIOM,
HU3KOU KoHeHTpanued Hb u yncna Plt. B nutepa-
Type HET onMcaHus CBsA3u Myrauuu resa MPL ¢
BBDKMBAEMOCTBIO  PUCKOM TpaHC(hOpMaluu B OCT-
pHIif neiiko3 [8, 9].

[Tpu pa3BuUTHH TPOMOOTHYECKUX OCIIOKHEHUH Y
MAIMEHTOB C BrepBble BbIsiBIEHHOM XMII3 BeTpe-
gaemocTh MyTauuu JAK2 cocrasiser: npu UILIEMHU-
4ecKUX MHCynbTax — 3,3-6%, mpu TpoMOo3ax BUC-
1epanbHbIX BeH — 19-27%. B ciyuae OT BbIsiBIIE-
Hue mytauun JAK2V617F accouumpoBaHo ¢ yBe-
JUYEHHEM pHCKa apTepuaibHbBIX TpoMmOo030B. B
LIEJIOM BBICOKasl ajuienbHast Harpys3ka JAK2V617F
acCOLIMMPOBAHA C IMOXKWIBIM BO3PAaCTOM, MOBBIILIEH-
HoM KoHUeHTpanuel Hb, neiikonnto3om u TpomM60-
uuroneHuei. B ciyyae BoisiBnenus myrauun JAK2
B 12 sK30He 3aboyieBaHHME XapaKTepusyercs Ipe-
UMYIIECTBEHHO CYOHOPMaJIbHBIM YPOBHEM IPUTPO-
MIO9TUHA B CHIBOPOTKE KPOBH, 00JIee MOJIOBIM BO3-
pacToM Ha MOMEHT IIOCTaHOBKH JAMArHo3a, OJHAaKo,
pasiIvuMii B BBDKMBAEMOCTH HE BBISBICHO.
Hecmotps Ha psi IPOBENECHHBIX UCCIIEIOBAHUN, HE
[IPEACTABIISIETCS BO3MOMKHBIM CHEJIaTh OJHO3HAU-
HOE 3aKJII0YEHUE B OTHOLICHUHU IPOrHOCTHYECKOU
3HAYUMOCTH ajuienbHON Harpysku JAK2V617F
npu UII, OT, [IM®, uro TpeOyer nanpHeimero
u3zydenus [8, 9].

HakannuBaroTcss JaHHBIE O JIHArHOCTHYECKOM
3HaYMMOCTH COMAaTUYECKUX MyTaluil B 3K30HE 9
rena CALR, koaupyromero 0enok KaabpeTHKYIIMH.

bes myranuii B renax JAK2 u MPL myTtanuu B nas-
HOM reHe ObUTH BBISBIIEHBI Y 67% 60nbHBIX 1Tpu T,
y 88% — mpu I[IM®. ¥V namueHtoB ¢ MyTanuein
CALR wumeer mecto Oonee HU3KUI PHCK TPOMOO-
30B U Oosiee BBICOKasi BBDKUBAEMOCTh, YEM y Mallu-
€HTOB ¢ MyTUpoBaHHBIM reHoM JAK?2 [4, 8-10].

Heob0xonumo BBISBIIEHHE JPYTrux (HaKTOpOB
pucka TpomOodumuu. Ilo naHHBIM JHUTEpATYPHI,
Ne(UIUT eCTeCTBEHHBIX aHTHKOAryJIsIHTOB — IPO-
teuHoB C, S, AT, anturpom6una Il accounupyercs
¢ BeHO3HbIMH TpomOo3amu mpu XMII3. V 31%
OOJIbHBIX JUIMTENbHAS aHTUKOATYJISTHTHAs Teparus
YMEHBIIAET PUCK Pa3BUTHS MOBTOPHBIX TPOMOO30B
[2,3,7,8].

C uenbto BeisiBiaeHus: XMII3 y narmeHToB HEB-
POJIOTMYECKOTO CTallMOHapa ObUTM TMOABEPTHYTHI
perpocniekTuBHOMY aHanu3y 100 ucropuii Gomnes-
Hell manueHToB (M3 HUX MY>KYHHBI cocTaBuiu 60%,
xeHuHbl — 40%) ¢ quarnozom OHMK. Cpennnit
BO3pacT cocraBui 62 roxa. fIBieHus nueropuue-
CKOro cuHapoMa (moBsilieHue ypoBus Hb>170r/m,
Hct>50%, P1t>600,0x109/1) BbIsiBIEHBI B 8% CiIy-
yaeB. Ha oOCHOBaHMM AMHAMHUKH TIe€MOIPaMMBlI,
pPE3yJIbTAaTOB MHUEJIOTPaMMBbl, TPENaHOOUOIICUU
KOCTHOTO MO3ra, HU3KOTO YPOBHSI 3PUTPONOITHHA
CBIBOPOTKH B 3% cilydaeB BepUPHUIIMPOBAH JTUATHO3
UII, B 4% — OT.

[TpuBoMM COOCTBEHHOE KIMHUYECKOE HAOIIO-
nenue. [Tannentka b., 69 net, nocrtynuna B HeWpo-
XUpypruueckoe otaeneHue kiamHuka PoctIMY ¢
OCTpOIl HEBPOJIIOTUYECKOW CHMITOMATHKON B Oac-
CEHE KOPKOBBIX BETBEW JIEBOM 3aJHEN MO3TOBOMU
aprepun (3MA). B HeBposormueckoM craryce
HaOII0IaMCh HEOCO3HaBaeMasl MPaBOCTOPOHHSS
TOMOHMMHAsl TE€MHAHOIICUS, JIEMEHTBI AIPAKCHUH,
aKaJbKyJIUH, CUMaHTUYECKOW ada3uu, aJeKCUH.
IIpu MPT wuccnenoBanun KapTuHa COOTBETCTBOBA-
Ja HMIIEMHYECKOMY MHCYNIBTY B OacceiiHe JeBOi
3MA. B nanbHeiimem, y OOJbHON NMEPHOINYECKH
OTMEYAJINCh 3IMH30Abl HAPACTaHUS BBILICONNCAH-
HOM CHUMITOMAaTHKH C MEpPLIAHUEM CTENEHU BhIpa-
KEHHOCTH. BriepBble B KIIMHUKE 0OpaIleHo BHUMA-
HHUE Ha BBICOKMU ypoBeHb Plt B mepudepnueckoii
KpoBH: B nuHamuke 812-980-1213 x109/m; mecra-
mu ckorieHus Plt, yposens HB 1491/71, neiikonute
9,4x109/7. Ilpu uccnenoBaHUM acrupara KOCTHOTO
MoO3ra HabJIIoaI0Ch yBETNYEHUE KOJTMYECTBA Mera-
KapHOLUTOB C IPU3HAKaMH AUCILIA3UHU, MTOJIUILION-
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Juu 1 OONBIIMMHU MaccaMH ocTatkoB Plt B muTo-
wiasme («apeiidyromue» Plt). Ilpu nutorenernye-
CKOM HccieoBaHuM (uianenb@uiickas XpoMoco-
Ma He BbIsBJIEHa; OOHapyxeHa myTarus rena MPL,
YTO IO3BOJWIO MOATBEPAUTH AUArHO3 MHEJIOIPO-
mudepatuBHoro 3abosneBanus. Ilamuentka Oblna
[IepeBe/lcHa B IE€MaTOJIOTHUYECKOE OTIEJICHUE
Poct'MYV ¢ nmarno3om scceHIaNbHas TPOMOOIIN-
temust. OcJIOKHEHUE: TUCHUPKYIATOpHAs SHIEda-
nonatus III cragum, nocinencteus OHMK B Oac-
ceifHe JeBol 3aaHeMo3roBoil aprepuu. Ha ¢done
nuToctatudeckor (rumpea 1000 mr/cyr), nesarpe-
TaHTHOU (KapJHUOMarHui 75 Mr), aHTHKOAryJsHT-
HOM (amukcabaH 5 Mr 2 pa3a B JIeHb) aHTHOTIPOTEK-
TOPHOM Tepanmuu OTMEYEHa IOJIOKUTENbHAS UHA-
MHKa CO CTOPOHBI HEBPOJIOTHYECKOro craryca. [Ipu
n000cIeJ0BaHUH B TMHAMUKE cIiycTs 6 Mecsies Plt
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XULASO

MIELOPROLIFERATIV XOSTOLIKLOR BEYIN QAN DOVRANININ
KOSKIN POZULMASININ SOBOBI KiMi

Satoxin Yu.V., Snejko I.V., Ryabkina Ye.V., Deqtereva Ye.V.
Federal Dovlat Biidca Ali Tohsil Miiassisasi, Rusiya Sahiyya Nazirliyinin
Rostov Dovlat Tibb Universiteti, Rostov-na-Donu, Rusiya

Trombofiliyanin hemoreoloji formalar1 arasinda xroniki mieloproliferativ xastaliklor (XMPX) miihiim rol oynayir:
agirlagmalari arterial va venoz tromboz, o ciimladon beyin qan dévraninin kaskin pozulmasi (BQDKP) olan haqiqi
polisitemiyasi, essensial trombositemiya, birincili mielofibroz. Belo xostolorin hemoqramminda doyisikliklorin
askarlanmasi XMPX-ni istisna etmak ii¢lin hartorafli miiayina talsb edir: dinamikada hemoqramminin parametr-
larinin monitoringi, hemostazioloji miiayins, eritropoetin saviyyasinin miioyyon edilmasi, dalagin dl¢iisii, molekul-
yar genetik miiayina. XMPX vo BQDKP olan xastalords tromboemboliyanin garsisint almaq ve xastaliyin pro-
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gnozunu yaxsilagsdirmaq ii¢iin dorhal sitoreduktiv terapiya (a-interferonlar, hidrokskarbomid) baglanmali vo aktiv
uzunmiiddatli antitrombotik miialice (antikoaqulyantlar, antiaqreqantlar) hayata kegirmalidir.

Acar sozlar: trombofiliya, mieloproliferativ xastsliklor, beyin qan dévraninin koskin pozulmasi, hemoqramma,
koaqulogramma, molekulyar-genetik miiayins, antitrombotik terapiya.

SUMMARY

MYELOPROLIFERATIVE DISEASES AS A CAUSE OF ACUTE
CEREBROVASCULAR ACCIDENT

Shatokhin Yu.V., Snezhko 1.V., Ryabikina E.V., Degtereva E.V.
Rostov State Medical University of the Ministry of Health of Russia, Rostov-on-Don, Russia

Among the hemorheological forms of thrombophilia, chronic myeloproliferative diseases (CMPD) play an impor-
tant role: polycythemia vera, essential thrombocythemia, primary myelofibrosis, the complications of which are
arterial and venous thrombosis, including acute cerebrovascular accident (ACV). Identification of changes in the
hemogram in such patients requires a thorough examination to exclude CMPD: monitoring of hemogram parame-
ters in dynamics, hemostasiological examination, and determination of the level of erythropoietin, spleen size, and
molecular-genetic study. Patients with chronic MPD and stroke need to start cytoreductive therapy (a-interferons,
hydroxyurea) in a timely manner, conduct active long-term antithrombotic treatment (anticoagulants, antiplatelet
agents) in order to prevent thromboembolism and improve the prognosis of the disease.

Keywords: thrombophilia, myeloproliferative diseases, acute cerebrovascular accident, hemogram, coagulogram,
molecular genetic examination, antithrombotic therapy.
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