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PE3IOME

B cratbe npencrasneH KNUHUYECKUM cnyqaﬁ pa3BUTUA UHCYNbTA Ha CbOHe Bnepsble BbISIBIEHHOW MC-

TUHHOM NOAULUTEMUMU. PaCCMOTDEHbI BO3MOXHbl€ MEeXaHU3Mbl Pa3BUTUA UHCYNIbTA NPU 3PUTPEMUN.
npe,D,CTanIeHbl COBpeMEHHbIe MeTOoAbl nevyeHuaq [aHHOW NaTonormu.

Kntouesble cnoBa:

REVIEW

MHCYNbT, UCTUHHAA NONNUUTEMUA, nna3Ma¢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.
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NN — nieMuyeckuii MHCYJIbT

Nmemnueckuii uacynst (MW) siBiIsieTcst BasKHOV IIPO-
671eMOii COBpeMEHHOTO 3/paBOOXpaHeHMs], a ObicTpas u
TOYHAsT IMarHOCTMKA MPUYMH, BbI3BaBIIMX VM, BO MHO-
rOM OIlpefiesisieT YCIeIIHOCTb MHTeHCUBHOI Tepanuu [1,
2]. He cTonb 4acToii, HO JOCTaTOYHO Cepbe3HOV TPUIMHOM
WU saBnsieTcst maTONOTMUSI KPOBYM, B YACTHOCTYM MCTUHHAS
nonuuutemus: — Ul (sputrpemmns) [3].

WIT siBisieTCsT XPOHUYECKUM MMUeNonpoandepaTus-
HbIM 3a60JeBaHMEM, XapaKTepU3YIOUMMCS Tepernpons-
BOJICTBOM 3DEJIbIX 3JIEMEHTOB KDPOBM C MpeobiagaHuem
9PUTPOBIACTUUECKOTO POCTKA, a Takke GUGPO30M KOCT-
HOrO MO3Ta ¥ HapylleHueM 3KCTpaMemy/UISIPHOTO KpO-
BETBOPEHMUSI B CeJle3eHKe U MeueHy Ha MO3JHUX CTaaAusIX
3aboneBanus [4, 5].

Yacrora sputrpemuu cocrasiset 0,6—1,6 Ha MJIH Hace-
nenus. IIMk 3ab6oneBaeMocTy mpuxomuTcst Ha 50-70 jer,
ofHaKo 7e610T VIT MOKeT IPOM30IATH Y JIUI] BCEX BO3PACT-
HBIX TPYMII, B TOM 4MCJIe MOJIOABIX JTIofel u getelt [4-6].

DpuTpemusl CBsI3aHa C TOBBIIIEHHBIM PUCKOM apTe-
pPUANBbHBIX M BEHO3HBIX TPOMOOTMUECKMUX OCTOKHEHUI.
IMo pauHbIM R. Landolfi et al. (2007), obcmenoBaBIINX
1638 manuenTos c UII, yvacTota TpOM6030B cOCTaBIIsIa 5%
y GONBHBIX B Bo3pacTe 1o 65 et u 10,9% y 60NbHBIX, Ueii
BO3PACT COCTaBJISLT 6osee 65 et [7].

[To panHBIM MMpPOBOI1 nuTepaTypsl, UM Kak mepsbii
CUMIITOM 3pUTpeMuu paspuBaetcs y 15% 60nbHbIX ¢ UIT
[3, 4]. Oaske cpenyt 60IbHBIX, Y KOTOPBIX AuarHo3 WII 6601
T0CTaBJIeH paHee, ¥ KOTOPble NI0yJaay JiedeH)e I10 [T0BO-
Iy TaHHOI maTomoruu, yactora UM cocrapiisieT mpumMepHO
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stroke, polycythemia vera, plasmapheresis.

NIl — ucTuHHAs TOMULIUTEMUS

14,3 na 1000 yesnoBek 10 cpaBHEHMIO ¢ 5,3 Ha 1000 ueno-
Bek B obuieit momymsiiuu [7, 8].

B nmanHOV craTthe omucaH cirydait MM Kak 1epBoOro
CUMIITOMA MPOSIBIEHUS UCTUHHOM MONULIUTEMUMN.

Mauunent I, 61 r., nocTynun B OTLENEHME HEOTIOXHOM
HeBpoNorMM AN 6OMbHBIX C OCTPbIM HapyLleHWEeM MO3roBO-
ro kposoobpawenus HAM CM um. H.B. Cknudocosckoro ¢
*anobaMun Ha cnaboCTb U HENOBKOCTb B /IEBbIX KOHEYHOCTSAX.
Co cnoB 6onbHoro — 3abonen oCTpo, paHO YTPOM B [eHb
NOCTYNNEHUS B CTaLMOHaP. MaLmeHT Bbln HeKYpSLMM, Henbto-
WMM, OTpULAN B aHaMHe3e HeBpO/orMyeckue, reMaTonoru-
yeckne M XpoHuueckue 3abonesaHus. [OautenbHo oTMevan
NoBbILIEHWE apTepuanbHOro AAaBNEHWs, OLHAKO TMMOTEH3NB-
HOl Tepanuu He nony4an. Npu 06bLEKTUBHOM OCMOTpe 0b6pa-
Wwano Ha cebsl BHMUMaHME MOKPACHEHWE KOXHbIX MOKPOBOB.
TemnepaTypa Tena Haxoaunacb B npenenax HOPMasbHbIX
3HayeHuii. [lbixaHne caMocTosTeNbHOE, ayCKYNbTaTUBHO-BE3M-
KynsipHO€, NPOBOAMNOCH BO BCE OTAENbl. TOHbI CepAua npu-
rayweHbl, putMuuHbl. Al 170/90 mm pr.ct. YCC — 76 B MUH,
nynbC PUTMUYHBIA. XKMBOT MArkuit, 6e3bonesHeHHbIi. MNeveHb
W cene3eHKa He NanbnupoBaIUCh.

HeBponoruyeckoe o6cnenoBaHve NpoAeMOHCTPUPOBANO
CHWXEHWEe cunbl A0 4 GannoB U He3HAUMTENbHYH AUCMET-
pu1io B NeBbIX KOHEYHOCTsX. DYHKUMS yepenHbix HepBoB 6e3
naTosiornu, peyb He HapylleHa. Atakcun un YYBCTBUTENIbHbIX
HapyLUEHWUI He BbISBNEHO.

B pesynbratax nabopaTopHbIX McCnenoBaHuii 06pallano
Ha cebs BHWMaHWe yBenMYeHMe YpPOBHSI remornobuHa no
201 r/n, sputpoumntoB — no 7,27-10'%/n, rematokputa — A0
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63% u TpomboumToB — £O0 393-10°%n. Ha koMnbloTepHoi
TOoMOrpaduu ronoBHOrO MO3ra, BbIMOJHEHHOW Cpa3sy nocne
MOCTYNEHWS B CTAaLLMOHAP, MATONOTUM BbISIBIEHO HE ObINIO.

Mpu [ynnekcHOM CKaHUMPOBAHWMM COHHbIX M MO3BOHOY-
HbIX apTepuit 0BHAPYXXMUIU NPU3HAKM aTEPOCKIEPO3a COHHbIX
apTepuii ¢ GOPMUPOBAHUEM CTEHO30B BHYTPEHHEN COHHOM
apTtepumn c obenx cTopoH (cnesa o 30-40%, cnpasa — ao
50%).

Mpu 3xokapamorpadum BbiISBUAM HEOOMbLUYID AMUNATALMIO
nonoctn nesoro npepcepaus (o6bem — 88 mn, npu Hopme
no 70 mn), runeptpoduio MMOKapAa NeBOro XXenymouka.
@pakums BbIbBpoca Haxoaunacb B npenenax HOPMasbHbIX
3HauyeHui — 65%, BereTaumii Ha KnanaHax BbISIBIEHO He Oblno.
[py XoNnTepoBCKOM MOHUTOPUPOBAHUM 3M1EKTPOKAPAUOTPaM-
Mbl 6biiv 0BHapyxeHbl 131 enyaoykoBas 3KCTpPAcUCTONa,
11 npencepaHbiX 3KCTPACUCTON, @ TAKXKE BbISIBNIEHA Aenpeccus
cermeHTa ST 6onee 1 MM u oTpuuaTencHble 3y6upbl T. Mpu
YNbTPa3BYKOBOM MCCNER0BAHMM BPIOLLHOM NONOCTH BbISBAEHA
yMepeHHas cnaeHomeranus.

Mpu ocMoTpe kapauonora 6bl1 NOCTaBNEeH AMATHO3 MLle-
MUuyecKkoi 6onesHu cepaua, CTeHOKapAUM HanpsikeHUs, PYHK-
LIMOHANbHBbIM Knacc 1, 3KCTPacMCTONMYECKOM apUTMUK, A TakxKe
3anofl03peH AMarHo3 3puTpemuu. locne KoHCynbTauum rema-
Tonora amarHo3 UM noateBepXaeH v peKoMeHA0BaHO MpoBse-
[leHne ceaHcoB spuTpoumTadepesa.

Yepe3 3 cyT nocie nocTynieHus B CTauuoHap Obina
BbIMOJIHEHA MArHWUTHO-PE30HAHCHas ToMorpadus ro0BHOrO
Mo3ra. pu nccnenoBaHUK BbiSIBNEHbI MPU3HAKM  NMOAOCTPOWA
NaKyHapHOW WILIeMWM B MPOEKUMM Tanamyca crnpasa pasme-
pamu 9x10 MM, Ha POHE AUCUMPKYNATOPHOM 3HUedanonaTum
(MHOXeCTBEHHble o4yaroBble M3MeHeHWs 6enoro BellecTBa
Mo3ra, aMameTpoM oT 4 ao 13 MM, COCYAMCTOro XapakTepa,
CMMMETPUYHasl BHYTPEHHSs ruapouedanys) ¢ npusHakaMu
XPOHUYECKMI ULWIEMU3AUMM (NaKyHApHAsi KUCTa B MPOEKLMU
MOAKOPKOBbIX Siep CeBa, pasmepoM 4x7 mMM) (puc. 1).

C MOMeHTa MocCTynneHus B WMHCTUTYT MaLMEHTy Hadyata
MHPY3MOHHAs Tepanus pacTBopamu kpuctannompos n 10%
rnoKo3bl M3 pacyeta 30 MA/Kr/cyT, Ha3HayeHa aueTuncanu-
umunoBas kucnota B posvposke 100 mr/cyT. Takke naumeHT
nonyyan rMnoTEH3MBHYK Tepanuio — 3Hananpun 10 mr/cyT,
meTtonponon 50 Mmr/cyt u aTtopBactatMH B po3se 10 mr/cym
Ha 3-u cyT ¢ MOMeHTa nocTynnieHus B cTauMoHap 6onbHOMY
nocnenoBaTeNbHO MPOBEAEHO ABa CeaHca spuTpoumTadepe-
3a. Mpouenypy spuTpounTadepesa NpoBOAUAM Ha annapaTte
Trima. Bo BpeMs nepBoro ceaHca nepepabotaHo 753 mn
KpoBM, 3Kcdy3uns 3puTpoumToB coctaBuna 403 mn, octanbHoe
BO3BpalLeHo 6GonbHOMY. Yepe3 3 cyT — BO BpeMsi BTOPOro
ceaHca — nepepabotaHo 800 mn KpoBu, 3KChy3na 3pUTPOLLU-
ToB coctaBuna 500 mn. [Ins BocnonHeHns ob6beMa yTpayeHHbIX

3pUTPOLMTOB U YNYYLEHUS PEONOrMYECKMX CBOMCTB KpOBU
[OMOJIHUTENIBHO B TEUEHME KAXKIOr0O CeaHca BBOAMIM dU3MO-
NOTMYECKMit pacTBop HaTpus xnopuaa B obbeme 250 mn. Bce
npoueaypbl NaUMEHT NEPEHOCUN YAOBNETBOPUTENLHO. Nocne
nocnefHero ceaHca sputpounTadepesa KOIMYECTBO 3pUTPO-
unToB coctaBuno 5,88:10%2 r/n, ypoBeHb remMatokputa — 46%,
ypoBeHb reMornobutHa — 148 r/n.

3a BpeMs ieyeHus B CTaumMoHape B TeyeHue 15 cyT HeBpo-
NIOTUYECKMUE CUMMTOMbI MOCTEMEHHO YMEHbWMUIUCL, CMNa B
NeBbIX KOHEYHOCTSX Hapocna Ao 5 6annos. Ha MOMeHT Bbinuc-
KM M3 CTauMoHapa ypoBeHb remornobuHa coctasmn 152 r/n,
KONMYeCTBO 3puTpoumToB 6,47-10%%/n, a rematokput — 46,7 %.
B ynoBneTBOpUTENBHOM COCTOSIHUM GO/IbHOW OblN HanpaBneH
Ha aMbynaTopHOe A0/eYMBAHUE K TEMATONIONY U HEBPOJIOTY MO
MECTY XXUTENbCTBA.

OBCYXXOEHUE

UIl siBaseTcs HeyacTOi, HO Cepbe3HOV MNPUUYMHOM
WNU. BonbIIMHCTBO aBTOPOB CUMTAKOT, YTO SPUTpPeMUS
pa3BMBaETCsl BC/IENCTBYE TTOBPEKAEHNMS CTBOJIOBON KiIeT-
KU — TIpeflIeCTBeHHULBI MMesnonos3a. OmHAaKO CyIecT-
ByeT MHeHMe, UTO MpoindepaTUBHBIN Mpoliecc Ipu 3TO
MaToJIOTMY Pa3BMBaeTCsl HA YPOBHE MOIUIIOTEHTHO CTBO-
JIOBOJI KJIETKU. DTO OGBSICHSIET BOBJIeUEHME B TATONOTH-
YyeCKuit Mpolecc BCeX TpexX KIEeTOUYHBIX JIMHUI KOCTHOTO
mo3ra. B 2005 r. 6pl1a BbISIBJIEHA MYTalys TUPO3UHKU-
Ha3bl JAK2, BcrpevaBmasicss y 95% 6ompHbix UIT [9-11].
OpuTpeMusi XapaKTepusyeTcs IIUTENbHBIM M OTHOCU-
TeJIbHO 10OpOKavueCTBeHHBIM TeUeHMEM.

Bo3HUKHOBEHMeE 11epe6paTbHO UIIEMUY Y TallIeHTOB
C 3pUTpeMMeil CBS3bIBAIOT C IOBBIIMIEHHO! BSI3KOCTBIO
KPOBM, IPUBOJISIILEN K YXYIIIeHMI0 MO3rOBOI'O KPOBOTOKA,
U aKTUBaLMell TPOMOOLIVTOB, CO3MAIOIIEN YCIOBUST ST
ob6pa3oBaHMsi TPOMOOB B MO3TOBBIX apTepmsx [12, 13].
Tak, o gaHHbIM J.L. Spivak (2002), mOBbIIIeHKE YPOBHS
reMaTOKpUTa U BS3KOCTM KPOBU COIMPOBOKAAETCS CHU-
’KeHVIeM MO3TOBOTO KpoBOTOKa [12, 13]. OcHOBHbBIM (ak-
TOPOM, OTIPeeSIOUIMM BSI3KOCTb KPOBHU, SIBJISIETCS rema-
TOKpUT. OFHAKO OTHOIIEHMEe MEXIY BSI3KOCTbIO KPOBU
M TeMaTOKPUTOM SIBJISIETCSI HeMMHEeHbIM. BbIpaskeHHOe
HapacTaHyue BS3KOCTM KPOBU MPOMUCXOOUT TONBKO TPU
BBICOKMX 3HAUeHMsSIX reMaTokputa [14]. Takum o6pa3om,
HapacTaHye TeMaTOKPUTA BhIIIe OMpeAeIeHHOTO YPOBHSI
MIPUBOOUT K PE3KOMY YBEIMYEHUIO PUCKa TPoM6OOoOpa-
30BaHus (Teopus «ImoporoBoro sgdexrar). B Hacrosiee
BpeMsI «<[IOPOTOBbIMM» 3HAUEHUSIMU T€eMATOKPUTA Y 6OJb-
HbIx UIT npuHATO cunuTaTh 45% Oast MyskuMH U 42% nis
SKeHIIMH [15].

Puc. 1. MaruuTHO-pe3oHaHCcHast Tomorpadus 6onbHoro I. A — nuddys3noHHO-B3BeleHHOe n3obpaxkenne (DWI, b=1000), kpacHoit
CTPeJIKOJ yKasaHa 061acTb TMIIEPUMHTEHCUBHOIO CUrHaIa; b — BeruncieHHblt KoadduumenT puddysmun (ADC), 6e1oii cTpenkoit
yKa3aHa 0671aCcTh ITMITOMHTEHCUBHOTO curHana; B — FLAIR, uepHOii CTpeNKoi ykazaHa 06/1acTh TMIIEPUHTEHCYBHOTO CUTHAA,

COOTBETCTBYIOLIAsl IUITePUHTEHCUMBHOMY curHany Ha DWI

Xpanosa C.I, Metpukos C.C., Pamasaros I.P., Xammuaosa J1.T. u ap. MHdapKT ronoBHOro Mosra kak nepsoe
nposenexue 3putpemun // Xypran um. H.B. Cknndocosckoro HeotnoxHas meauumHckas nomoup. — 2016. -
Ne1.- C.66-69.
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O6c/IenoBaHHbIN OOBHOI VMeJ BbICOKME ITOKa3aTeln
reMaTOKpUTA MPU MOCTYIUIEHUN B CTAllMOHAP, OAHAKO Ha
(hoHe MPOBOAMMOIT PEOTOTMYECKO ¥ aHTUKOATYJISTHTHOM
Tepanuyu OTMeYasiCsl MOHBIN perpecc HeBPOJIOTMUYeCKOit
CUMIITOMATUKH, YTO CBUIETEIBCTBOBAJIO O 3HAUUTEITHHOM
BKJIaZie YBeIMYeHMsI BSI3KOCTH B MaTOreHe3 Pa3BUBILIErOCs
VHCYJIbTA.

B nocnenHee BpeMsi MOSIBWINCH CBEleHNUSI O BO3MOX-
HOCTM Pa3BUTHUSI MUKPOIMOomuu y 6onbHbIX UIT [16, 17].
BriepBble MpeAIonokeHe 0 BOSHMKHOBEHMM MUKPOIMO0-
JIOB 6b1TO caenaHo B 1960 T. B KIMHMKe Maiio, HO B CBSI3U
C OTCYTCTBMEM YeTKMX JAHHBIX O BO3MOXHBIX MCTOY-
HMKaX 3MOOJIMM TOJIOBHOTO MO3Tra JaHHAasl Teopus ObUIa
OTKJIOHeHa [18]. B HacTos1Iee BpeMst OIMCaHO HECKOIbKO
CJTyyaeB pa3BUTUSI UILIEMUYECKOTO MHCYIbTa Y B3POCIbIX
TAlMEeHTOB C IpUTPeMMeli U BbISIBI€eHHbIMU UCTOYHUKAMMU
ambomuu npu sxokapayorpaduu [19, 20].

B Hamem ciydae TpoMGOB B MOJIOCTSIX CEPAIla U Bere-
TalMii HA KJIAMaHHOM armapare cephlia OOHapyskKeHO He
6bUIO, OTHAKO OTMEYaJO0Ch PACHIMPEHMEe TOIOCTH JIEBOTO
npencepanusi (KOCBEHHbBIN TPU3HAK HaIM4usT TPOMOOB).
ITpu XOATEPOBCKOM MOHUTOPUPOBAHUM OBLIM 3apPETUCT-
PUPOBaHbI KakK JKeTyIO0YKOBbIE, TAK U TpeACcepAHbIe 3KC-
TPaCUCTOIBI.

OCHOBHBIM METOJIOM JIEUYEeHUS] IPUTPEMUN SIBJISIETCS
M30BOJIEMIYECKast TeMOIMITIONM [5, 16].

B xiIMHMYECKON TIIpaKTUKe IOJIOKUTEIbHO 3apeKo-
MeHmoBaa cebs Meron riasmadepesa, 3(hpheKTUBHOCTh
KOTOpPOTrO [OKa3aHa IMpU apTepuasbHON TUIIEPTOHUM,
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IUCTUIIMIEMUM, UIIeMUUYecKoi 6oyesHu cepaia, SHIO0-
M 5K30TOKCMKO3aX, ayTOMMMYHHBIX IIpolieccax. B psime
ucwIemoBaHuit mokasaHa 3G(EeKTMBHOCTh IJIa3MalUT-
acdepesa, MpMMeHSBIIETOCs MPY reMo61aCcTO3aX, CUHIPO-
Me OUCCeMUHUPOBAHHOTO BHYTPUCOCYIMCTOTO CBEPThIBA-
HUsI KPOBM M TIPYU TIPOBEIEHUM ayToremoTrpaHcdysmii [5,
12, 16].

Il mipenymnpexXaeHusT BO3MOKHBIX BOJE€MUUYECKUX
paccTpoiiCTB BCIeACTBME Ta3Madepes3a OJHOBPEMEHHO
C yhaseHreM IIa3Mbl TIPOBOMAST BOCIONHEHMe meduiii-
Ta o6bemMa IMPKYIMPYIOIIeil IIa3Mbl 3aMelalomiMu
pactBopamu. Crioco6 3amelieHusi, 06beM M COCTaB pac-
TBOPOB, MMOC/IEJOBATEIbHOCTh UX BBENEHMUS BhIOMPAIOT B
3aBMCUMMOCTY OT KOJIMYECTBa yAajsieMOil I1a3Mbl, COCTO-
SHMS TIAlMeHTa, Buaa 3aboaeBannus u T.0. [1o cpaBHEHMIO
C APYTUMM METOHAMM 3KCTPAKOPIIOPAJbHOTO OUMIIEHUST
KpOBU (TeMocop6Iusi, IIa3MOCOpOINs, TreMOAMans,
remoduabTpaius) miasmadepes okasbiBaeT HaMeHbIIIee
MOBpekIaollee NeiicTBMe Ha KJIETKM KPOBU U JOCTATOUHO
XOPOIILIO TIEPEHOCUTCS OOTBHBIMU.

B omucaHHOM KJIMHMYECKOM CJTydyae coueTaHue IMpo-
BelleHNMs apuUTpouuTadepesa 1 M30BOIEMUUECKON TeMo-
IUTIOLMY  COTIPOBOXKIAMOCh YMEHbIIeHMEeM YpOBHe
reMoOIIOOMHA, FeMaTOKPUTA, a TaKKe MOJHbIM Perpeccom
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