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PE3IOME

B cTatbe npencraeneH KMHUYECKMIA cnyqaﬁ pa3BUTUA UHCYNIbTa Ha CIJOHe BrepBble BbISIBIEHHOW MC-

TUHHOW MONULUTEMUM. PaCCMOTDEHbI BO3MOXHble MEXaHM3Mbl Pa3BUTUA UHCYNbTa NPpU 3PUTPEMUN.
npe,D,CTaBJ'IeHbI COBpeMEHHbIe MeTOAbl NevyeHua OAHHOW NaToNornu.

Kntouesble cnosa:

REVIEW

UHCYNbT, UCTUHHAA NONNUNTEMUA, nnasMa¢epe3.

The article reports a clinical case of the stroke on the background of newly diagnosed polycythemia

vera. Possible mechanisms of the stroke in the course of erythremia as well ascurrent methods of
treatment for the disease are described.

Keywords:

NN — nieMunyeckuii MUHCYJIbT

Nmemuyueckuiit uHcynsT (UMW) sBiisieTcss BasKHOV IIPO-
671eMOii COBpeMEeHHOTr0 3/paBOOXpaHeHMs], a 6bicTpas u
TOYHAsl IMAarHOCTMKa MPUYMH, Bbi3BaBliux WV, BO MHO-
TOM OIlpelessieT YCIelHOCTb MHTeHCUBHOM Tepanuu [1,
2]. He cTonb 4acToi, HO JOCTaTOYHO CePbe3HOV TPUUMHOI
UW gBnsieTcss maToNOrus KPOBM, B YACTHOCTU MCTUHHAS
nonmuuutemust — UIT (sputpemus) [3].

UIl sgBasieTcsl XpOHMYECKUMM MuesonponndepaTms-
HBIM 3a60jieBaHMEM, XapaKTePU3YIOUMMCS Tepernpons-
BOJICTBOM 3DEJIbIX 3JIEMEHTOB KpPOBM C IIpeobaafaHyueM
9pUTPOBIACTUUECKOTO POCTKA, a TakKe (puOPO30M KOCT-
HOTO MO3Ta M HapylleHMeM 3KCTpaMely/UIIPHOIO Kpo-
BETBOPEHUS B Cejlle3eHKe U MeyeH) Ha MO3THUX CTausIX
3aboneBaHus [4, 5].

Yacrora sputpemun cocrasisiet 0,6—1,6 Ha MJIH Hace-
nenust. IIMk 3aboneBaemMocTy nmpuxogutcs Ha 50-70 jer,
omHaKo fe6rT VIT MOKeT ITPOM30IATH Y JIUIT BCEX BO3PACT-
HBIX TPYIIIN, B TOM UMCJ/Ie MOJIOABIX JIIOL e U fieTeil [4-6].

DpuTpemus CBsI3aHa C IOBBIIIEHHBIM PUCKOM apTe-
pUANbHBIX M BEHO3HBIX TPOMOOTMUECKUX OCIOKHEHUI.
IMo mauubiM R. Landolfi et al. (2007), o6cienoBaBIINx
1638 matnenTos ¢ MII, uacTora TpOMO030B cocTaBisia 5%
y 60JBHBIX B BO3pacTe 10 65 jeT u 10,9% y 601bHBIX, Yeit
BO3pacT coCTaBis1 6onee 65 ner [7].

ITo pa"nHBIM MMpPOBOI1 nuTepaTypsl, UM Kak Iepsbli
CUMIITOM 3pUTpeMuu paszBuBaeTcst y 15% 6onbHbIxX ¢ UII
[3, 4]. Haxxe cpenu GOTbHBIX, Y KOTOPBIX AnarHo3 UII 6b11
TIOCTaBJIEH paHee, ¥ KOTOPbIe IMOoIyJasin iedeHne o IOBO-
Iy DaHHOV MmaTonorumn, yactora M cocrasisieT npuMepHO
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stroke, polycythemia vera, plasmapheresis.

NIl — ucTuHHAs NOMULIUTEMUS

14,3 na 1000 yesnoBek 10 cpaBHeHMIO ¢ 5,3 Ha 1000 yeno-
BeK B 0011eit nonysiuu [7, 8].

B manHO}1 craTpe ommcaH crydaii MM kak mepBoro
CUMITTOMA ITPOSIBJIEHMSI UCTUHHO TTOMUIIUTEMUMN.

Maunent I, 61 r., nocTtynun B OTAENEHME HEOTIOXHOM
HeBpONOrun Ans 60/bHbIX C OCTPbIM HApyLIEeHWEeM MO3roBO-
ro kposoobpauweHnuns HUMN CI um. H.B. CkandocoBckoro c
XanobaMu Ha cnabocCTb M HENOBKOCTb B JIEBbIX KOHEYHOCTSIX.
Co cnoe 6onbHOro — 3abonen ocCTpo, paHO YTPOM B A€Hb
nocTynneHns B ctaumoHap. NauneHT 6bin HEKYpALMM, HemMblo-
LMM, OTPpMLAN B aHaMHe3e HEeBPOSorMyeckue, remMaTonoru-
yeckMe U XpoHuueckue 3aboneBaHus. OauTenbHo oTMmevan
NOBbILWEHWE apTepuanbHOro AABNEHWS, OAHAKO FMUMOTEH3WB-
HOW Tepanuu He nonyyan. MNpu 0b6bekTMBHOM ocMOTpe obpa-
Wwano Ha cebs BHMMaHWe MOKPACHEHWE KOXHbIX MOKPOBOB.
TemnepaTypa Tena Haxoaunacb B npenenax HopManbHbIX
3HayeHWi. [lbixaHue caMoCToATeNbHOE, ayCKYNbTaTUBHO-BE3MU-
KyNnsipHoe, NpOBOAMNOCL BO BCe OTAenbl. TOHbl cepaua npu-
rayweHbl, putMuuHbl. AL 170/90 mm pr.ct. YCC — 76 B MUH,
nynbC PUTMUYHBINA. XKMBOT MATKUM, 6€360ne3HeHHbIN. [TeveHb
W ceneseHka He NanbnMpoBamUCh.

HeBponornyeckoe obcnegoBaHue NpoOAEMOHCTPUPOBANO
CHWXEeHWe cunbl [0 4 6annoB U He3HAUUTENbHYK AUCMET-
puio B NEBbIX KOHEYHOCTsX. DyHKLMA YepenHbix HepBoB 6e3
naTonoruu, peyb He HapylleHa. ATakCUKM M YyBCTBUTENbHbIX
HapyLUEHW He BbISIBNEHO.

B pesynbratax nabopatopHbIX UCCenoBaHuii obpallano
Ha ce6s BHMMaHWe YBEe/MYEeHUE YPOBHS reMornobuHa Ao
201 r/n, sputpoumntoB — pno 7,27-10'*/n, rematokputa — A0
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KJTIMHNYECKME HABJTIOOEHNA

63% wn TpoMbouutoB — Ao 393-10°/n. Ha koMmnbloTepHOi
TOMOrpaduM ronoBHOrO MO3ra, BbIMOJHEHHOW Cpasy nocne
NOCTyN/aeHns B CTaLMOHAP, MATONOTMK BbISIBNEHO He Bbino.

Mpy AynnekcHOM CKaHMPOBAHWM COHHbIX M MO3BOHOY-
HbIX apTepuii 06HAPYXXWUKM MPU3HAKM AaTEPOCKIEPO3a COHHbIX
apTepuii ¢ GOPMMPOBAHUEM CTEHO30B BHYTPEHHEN COHHOM
aptepun ¢ obeux ctopoH (cneesa no 30-40%, cnpaBa — Ao
50%).

Mpn 3xokapanorpadun BbiSBUAM HEBOMbLIYD AMNATALMIO
nonoctu nesoro npepcepaus (obbem — 88 ™A, npu Hopme
no 70 wmn), runeptpodumio MMOKapha NleBOro >Kenynouka.
@Opakuua Bblibpoca Haxoaunacb B npefenax HopMasbHbIX
3HaueHuit — 65%, BeretTaumii Ha knanaHax BbiSIBNEHO He Obino.
[py xonTepoBCKOM MOHUTOPUPOBAHUM 3N1EKTPOKAPAMOrpaMm-
Mbl BblIM 0BHapyxeHbl 131 »enygoykoBasi 3KCTPACMCTONA,
11 npencepaHbIX 3KCTPACKCTON, @ TAKXKe BbISIBIEHA Aenpeccus
cermeHTa ST 6onee 1 MM u oTpuuatenbHble 3ybubl T. Mpu
YNIbTPa3BYKOBOM MCCNEA0BAHMU BPIOLLIHONM NMOMOCTH BbISIBNEHA
yMepeHHas CrieHoMeranus.

Mpn ocMoTpe kapauonora 6bi1 NOCTaBAEeH AMArHO3 uMLLe-
MUYeckon BonesHn cepaLa, CTEHOKApAMM Hanps)KeHus, QyHK-
LMOHANbHBIN KNacc 1, 3KCTPaCMCTONMYECKON apUTMUMK, @ TaKXKe
3amnoAo3peH AnarHo3 aputpemuu. MNocne KOHCynbTaLMK rema-
Tonora amarHo3 UM noatsepxaeH U pekoMeHL0BaHO NpoBe-
[leHne ceaHCoB 3puTpouuTadepesa.

Yepe3 3 cyT nocie nocTyniaeHuss B CTauMoHap Obina
BbINO/IHEHA MarHWUTHO-pe30HAHCHAas ToMmorpadus ronoBHOrO
Mos3ra. pu uccnepoBaHUM BbiSIBNEHbI MPU3HAKKM  NOAOCTPON
NaKyHapHOM MlWeMuM B NPOEKUMM Tanamyca crpaBa pasme-
pamu 9x10 MM, Ha POoHe AUCUMPKYNATOPHOM 3HUedanonatnm
(MHOXECTBEHHblE 04YaroBble M3MeHeHust 6enoro BellecTBa
Mo3ra, gMameTpoM oT 4 o 13 MM, COCyamMCTOro Xapakrtepa,
CMMMETPUYHAs BHYTPEHHAS rugpouedanus) C npusHakamu
XPOHUYECKMI UILIEMM3ALMM (NaKyHApHAs KUCTA B NPOEKLMK
NMOAKOPKOBBIX Aep CNeBa, pazmepoM 4x7 mMM) (puc. 1).

C MOMEHTa NOCTYnneHus B WHCTUTYT MaUMEeHTy HayaTta
MHGDY3MOHHAa Tepanus pactBopamu kpuctannoupos u 10%
rNOKO3bl M3 pacyeta 30 MA/Kr/cyT, Ha3HaYeHa aueTuncanu-
umnosas kucnota B posmposke 100 mr/cyt. Takxke naumeHT
nosy4yan runoTeH3MBHY Tepanuto — 3Hananpun 10 mr/cyT,
metonponon 50 mr/cyt u aTtopBactatuH B pose 10 mr/cyt
Ha 3-u cyT c MOMeHTa nocTynneHus B ctaumoHap 6onbHoOMy
nocnenoBaTeNibHO MpOBeAeHO ABa ceaHca sputpouutadepe-
3a. [pouenypy apuTpoumtadepesa NpoOBOAMAM HA annapaTe
Trima. Bo Bpems nepBoro ceaHca nepepabotaHo 753 Mmn
KpoBM, 3KCdy3ua 3pUTpoLmMTOB cocTaBuna 403 mn, octanbHoe
BO3BpaLleHo 6onbHOMY. Yepe3 3 cyT — BO Bpemsl BTOPOro
ceaHca — nepepabotaHo 800 mMn KpoBM, 3KCDY3nUsS SpUTPOLU-
ToB coctaBmna 500 mn. [1ng BocnonHeHns obbemMa yTpayeHHbIX

3PUTPOLMTOB M YNYULIEHUS PEONIOTMYECKUX CBOWMCTB KPOBU
[LOMOJTHUTENbHO B TEUEHME KaXKAO0ro ceaHca BBOAMIU HU3NO-
NOTMYECKMI pacTBop HaTpua xnopuia B obbeme 250 mn. Bce
npouenypbl NauMeHT NepeHocun yaosnetTsoputenbHo. Mocne
nocfieaHero ceaHca aputpouuTadepesa KoamyecTBo 3pUTpo-
umToB cocTtaBmno 5,88-10 r/n, ypoBeHb reMaTokputa — 46%,
ypoBeHb remornobuxa — 148 r/n.

3a BpeMms NleyeHus B CTaLMoHape B TedeHue 15 cyT HeBpo-
NOTMYecKMe CMMNTOMbI MOCTEMEHHO YMEHbLWWAUCh, CMia B
NIeBbIX KOHEYHOCTAX Hapocna Ao 5 6annos. Ha MOMeEHT Bbinuc-
KW U3 CTauMoHapa ypoBeHb remornobuHa coctasmn 152 r/n,
KOMMYecTBO 3puTpounToB 6,47-10'%/n, a remaTokpuT — 46,7 %.
B ynoBneTBOpuTENbHOM COCTOSIHUM GOMBbHOW OblN HanNpaBneH
Ha aMbynaTopHoe AoneYnMBaHUE K reMaTonory U HeBposory no
MECTY XUTEeNbCTBA.

OBCYXAEHUE

UIl siBnsieTcs HeUyacTOi, HO Cepbe3HOV MNPUUYMHON
NU. BonbmIMHCTBO aBTOPOB CUMTAKOT, UTO IPUTPEMMUS
pa3BMUBaETCs BCIENCTBME TTOBPEKAEHMS CTBOJIOBON KJIeT-
KU — TIpeflIeCTBeHHULBI MMesnonos3a. OfHAaKO CyILecT-
ByeT MHeHNe, UTO MpoiydepaTUBHBIN Mpoliecc Ipyu 3Toi
TaTOJIOTMY Pa3BUBAETCSI HA YPOBHE ITOJIUTIOTEHTHO CTBO-
JIOBOVI KJIETKU. DTO OOBSICHSIET BOBJIEUEHME B TTATOIOTH-
YeCKUil MPOLecC BCEX TpexX KIEeTOUHBIX JIMHUII KOCTHOTO
mo3ra. B 2005 r. 6bl1a BbISIBJIEHA MYyTalys TUPO3WHKMU-
Ha3bl JAK2, BcTpeuaBasicss y 95% 6ombHbix UIT [9-11].
OpuTpemMusi XapakKTepuU3yeTcsl IJIUTENbHBIM U OTHOCHU-
TeJIbHO TO6GPOKAYeCTBEHHBIM TEUEHMEM.

Bo3HUKHOBeHMeE 11epe6paTbHO UIIEMUY Y TallIEHTOB
C 3pUTpeMMei CBI3bIBAIOT C ITOBBILIIEHHOW BSI3KOCTHIO
KPOBM, IPUBOJSIIEN K YXyZIIeHMI0 MO3TOBOI'0 KPOBOTOKA,
U aKkTMBalMell TPOMOOIIUTOB, CO3LAOIIEN YCIOBUS ISt
o6pasoBaHMss TPOMOOB B MO3TOBBIX apTepusix [12, 13].
Taxk, o gau#siM J.L. Spivak (2002), moBblillleHMEe YPOBHS
reMaToOKpUTa M BS3KOCTM KPOBU COIMPOBOKAAETCS CHU-
sKeHVeM MO3TOBOTO KpoBOTOKa [12, 13]. OcHOBHBIM (ak-
TOPOM, OIpefeNnsIoM BSI3KOCTb KPOBM, SIBJISIETCS TeMa-
TOKpUT. OHAKO OTHOIIEHME MeXAY BSI3KOCTbIO KpPOBU
U TeMaTOKPUTOM SIBJISIETCSI HEIMHEeNHBIM. BbIpaskeHHOe
HapacTaHyue BSI3KOCTM KPOBUM IMPOUCXOOUT TOJIBKO TpU
BBICOKMX 3HaueHUsx rematokpura [14]. Takum o6pasom,
HapacTaHye reMaTOKPUTA BbIIlIe OINpezeeHHOTO YPOBHS
MIPUBOIUT K PE3KOMY YBeIMUeHUIO pucka Tpomboobpa-
30BaHMs (Teopust «mmoporooro addexrar). B Hacrosee
BpEMS «ITOPOTOBbIMM» 3HAUEHUSIMU T€MaTOKPUTA Y OOJb-
Hbix UII npuHsATO cuntath 45% njst My>kuuH u 42% s
SKeHIMH [15].

Puc. 1. MaruutHO-pe3oHaHcHas Tomorpadust 6osmpHoro I. A — nuddysmnonHo-B3BeeHHOe n306paskenue (DWI, b=1000), kpacHOi
CTPEJIKO¥i YKa3aHa 06J1aCcTh T'UIIEPUHTEHCUBHOTO CUTHAA; b — BhluncieHHbI Koadduiment guddysum (ADC), 6eoii cTpenkoit
yKa3zaHa 0671acTh 'MITOMHTEHCUBHOTO curHana; B — FLAIR, 4epHOIi CTPeNKoi ykazaHa 06/1acTh TMIIEPUHTEHCYBHOTO CUTHAA,

COOTBETCTBYIOLIAA TMIIEPUHTEHCMBHOMY CUTHATy Ha DWI

Xnanosa C.I,, Metpukos C.C., Pamasaros IP., Xamuaosa J1.T. u ap. NHdapKT ronoBHOro Mosra kak nepsoe
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KIMHNYECKME HABTIOAEHNA

O6ceoBaHHbI GONTBHON VIMeT BbICOKYE TTOKa3aTenn
reMaTOKPUTa TIPU MOCTYIUIEHUY B CTallOHAp, OGHAKO Ha
(boHe MPOBOAMMOIL PEOSIOTUUECKOI M aHTUKOATY/ISTHTHO
Tepanuy OTMevascs MONHBbI perpecc HeBPOIOTMYECKO
CUMIITOMATMKM, UTO CBULETENbCTBOBAIO O 3HAUNUTEIbHOM
BKJIaJle YBeJIMUeHNs BSI3KOCTY B IIaTOreHe3 pa3BUBLIET0Cs
MHCYJIbTA.

B nocnenHee BpeMst OSIBUINCH CBeEHUSI O BO3MOK-
HOCTY PasBUTKSI MMKPO3MGonuu y 6onbHbix UIT [16, 17].
BriepBble MpeIonoskeHyie 0 BOSHUKHOBEHUY MUKPOIMO0-
JIOB Ob1I0 cmenaHo B 1960 r. B kinHMKe M3iio, HO B CBSI3U
C OTCYTCTBMEM YeTKUX HAHHBIX O BO3MOXXHBIX MCTOY-
HMKAaX dMOOAMM TOJOBHOIO MO3ra AaHHas Teopusi Obuia
OTKJIOHeHa [18]. B HacTos1ee BpeMsI OIIMCAHO HECKOIbKO
CIy4aeB PasBUTHSI ULIEMUUYECKOTO MHCY/IbTA Y B3POCIBIX
MaLMeHTOB C 3pUTPeMMENl U BbISIBI€HHBIMM MCTOUHUKAMMU
aM6ommu pu sxokapauorpaduu [19, 20].

B Hamem ciydae TpoMOOB B TOJIOCTSIX CEPIIA U Bere-
TalMii Ha KJIAllaHHOM arrapare cepilia o6HapyskeHO He
6bLIO, OTHAKO OTMEYAJIOCh paclIMpeHye MOJIOCTY JIEBOTO
npencepnust (KOCBEHHBIM TPU3HAK HaIMUUS TPOMOOB).
IIpy XONTEPOBCKOM MOHMTOPMPOBAHMM ObUIM 3aperucT-
pMpOBaHbl KaK >Keay[0uyKOoBble, TaK U IpefcepIHble JKC-
TPACYUCTOIBI.

OCHOBHBIM METOOM JIEUEHMS] SPUTPEMUN SIBJISIETCS
130BoIeMIYecKast reMogytonus [5, 16].

B KAMHMYECKOJ NIpakTHUKe IONOXKUTENbHO 3apeKo-
MeHzoBan cebst meron Itasmadepesa, 3¢pEGeKTUBHOCTD
KOTOPOrO [AoKa3aHa IpYU apTepualbHO} TUIIEPTOHUM,
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IUCTUTIUIEMUM, UIIEMUYECKOi 6GoiesHu cephia, 3HI0-
M 9K30TOKCUKO3aX, ayTOMMMYHHBIX IpolieccaX. B psme
McCaeAoBaHMii MmokasaHa 3((eKTUBHOCTbh IUIa3MallUT-
adepesa, MpPUMEHSIBIIETOCS IIPU reMo06/1acTo3ax, CUHIPO-
Me OMCCeMMHVPOBAHHOTO BHYTPUCOCYIMCTOTO CBEPTHIBA-
HMSI KPOBM U TIPU TIPOBEIEHUM ayToremoTrpaHcdysmii [5,
12, 16].

[as TpenynpeXmeHus] BO3MOXKHBIX BOJIEMUUECKUX
PacCTpONCTB BCaeACTBME TasMadepe3a OTHOBPEMEHHO
C yOaJeHVeM IIa3Mbl TTPOBOASIT BOCIIOJIHEHME AeduIIn-
Ta o6beMa IMPKYIMPYIOIIEi IJIa3Mbl 3aMelialouuMu
pactBopamu. Crioco6 3amenieHusi, 06b€M U COCTaB pac-
TBOPOB, IOC/IEI0BATENIbLHOCTh UX BBEIEHNSI BHIOMPAIOT B
3aBMCUMOCTH OT KOJIMYECTBA yAaasieMOii IIa3Mbl, COCTO-
STHUST TTAllVieHTa, BUAa 3a6oneBanus U T.1. [1o0 cpaBHEHUIO
C APYTUMMU METOHAMM IKCTPAKOPIIOPATBHOTO OUMIIEHUS
KpoBU (TeMocopOIMsi, IUIa3MOCOPOIVS, TreMOAMAIn3,
remoguibTpalus) Iiasmadepes oKasbIBaeT HaMeHbIIIEe
TOBpeXXIatoIee NeiicTBME Ha KIETKM KPOBYU U JOCTATOUHO
XOPOIIO TIePEHOCUTCST GOTbHBIMMU.

B omucaHHOM KJIMHMUYECKOM CJTyyae CoveTaHue IMpo-
BeJleHMs apuTponuTadepesa M M30BOJIEMUUECKON remMo-
IVTIOLMY  COTIPOBOXKAAIOCh YMEHbBIIEHUEM YPOBHEIA
reMOIIOOMHA, FeMaTOKPUTA, a TakKe TOJHbIM Perpeccom
HEBPOJIOTMYECKOi CUMITTOMATUKIA.

B zakmioueHne ciemyeT oTMeTuUTh, uto UII siBistercst
BasKHEHIIMM (HaKTOPOM pUCKAa MHCYJIbTa U TpebGyeT Tou-
HOJ 1 CBOEBPEMEHHOJ OMAarHOCTUKU U JIEUeHUSI.
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