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A brain infarction can occur as a result of rare diseases of the blood system. The clinical observation of reperfusion
therapy in a patient with the Chuvash type of hereditary familial erythrocytosis is given. Although the patient took
acetylsalicylic acid (500 mg per day), thrombosis of the M1 segment of the middle cerebral artery occurred. Despite the
introduction of alteplase, a recombinant tissue plasminogen activator, thromboaspiration and thromboextraction to
the patient, success was short-lived and retrombosis occurred. It is necessary to further study the problem of treating
patients with cerebral infarction associated with hematological disease.
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BBEJEHVE

HHdapKT roJoBHOro Mo3ra MOXeT BO3HUKATb B pe-
3yJIbTaTe peAKUX 00JIE3HEN CUCTEMbI KPOBH.

YyBalICKUil SPUTPOLIUTO3 — ayTOCOMHO-PELIECCUB-
Hast (opMa DPUTPOLIMTO3a, SHAEMUYHAS AJisI OOJbHBIX
u3 YyBaiuu, cBsi3aHa ¢ TOMO3UTOTHOCTBIO 10 MyTa-
uuu C598T B rene von Hippel—Lindau (VHL). dns

3a00JIeBaHMS XapaKTEePHO ITOBBIIMICHIE YPOBHE 3pUTPO-
LUTOB M TeMOIJIO0OMHA, TeMaTOKPUTa, TOPMOHA 3PUTPO-
nostuHa. bonee 25 % 0GOJNbHBIX YMUPAIOT B BO3pacTe
1o 40 net. [IpyamHamMu paHHE! CMEPTH SIBIISTFOTCS TPOM--
OOTUYECKHE OCIOXHEHUS, B TOM YHCJIE UITEMUICCKUIA
uHcynbT. Bnepselie 3a0o0neBanue 0bu10 onucaHo JI.A. ITo-
JIsIKoBoM [1].
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[IpuBoauM KIMHMYECKOE HAOIOAeHNE OCOOCHHOCTEN
1 BO3HUKIINX TPYIHOCTEH MPU MTPOBEISHNN KOMOMHUPO-
BaHHOU perepdy3nOHHOM Teparuu y 00JbHOTO ¢ MH(pap-
KTOM TOJIOBHOTO MO3Ta, C YyBallICKUM THUIIOM HaCJIEeJICT-
BEHHO-CEMETHOTO SpUTPOIIUTO3A.

KIIMHUYECKOE HABJITOJIEHUE

Ilauuenm, 31 200a, poduacs u poc 6 Yysawuu, npuexan
Ha pabomy 6 Mockey. Jlocmaenen 6 cmayuoHap no sxcmper-
HbIM NOKA3AHUSM, 30 40 MUuH 00 nocmynaeHus RO4y8cmeosan
ce0s nAoXo: 603HUKAU CAAO0CMY, 20108HAS 00Ab, 201080KDY-
JIceHle, OnYujeHuUe Y20AKa pma caeea, c1abocms 6 1e6ol pyKe
u Hoee.

Tlpu nocmynaenuu cocmosnue nayuenma msxcenoe. He-
8P0A0CUMECK UL CIMAMYC: CO3HAHUE SICHOE; OPUEHMAUUs 8 NPO-
cmpaucmee, 8pemeHuU U cOOCMEEHHOU AUMHOCIU COXPAHEHA,
ouzapmpusi AeeKoi Cmenenu,; 2Aa3Hble el paghble; eeautu-
Ha u cummempus 3paukos: D = S; menuneeanvroiii CuHOpom
He 8bis16AeH; 20PU3OHIMANbHDLI HUCMASM 81€60; YACUUHDLIL
napes 63opa e1e60; poeoguuivie pegaexcol: D = S; peaxyus
3PaYK08 HA Céem 6 HOpMe; NOAsl 3DEHUsl He USMEHEeHbl; CAa-
Oocmb HUMCHET NOAOBUHBL MUMUHECKOU MYCKYAAMYPbL CAe6a;
CHUJICEHUE NOBEPXHOCMHOU 4Y8CMEUMEAbHOCMU 8 Ne60ll
BEPXHEll KOHeYHOCU, 21A3a OMKPbleaem CHOHMAHHO, HA 60-
npocwl omeevaem, KOMaHObl GbINOAHSAEeM, HA OCMOMpP peazu-
pyem. Apmepuansroe dagnenue 140/90 mm pm. cm., wacmo-
ma cepoeunwvix cokpaueruil 84/mun. Ilapes aegoil eepxueil
KoHeuHocmu — 2 6aana, nudicHell — 4 basna; cyxoxucunbHvle
peghnercol Koneurnocmeil chuxcersl. 1o wikane uncyroma Ha-
YUOHANBHBIX UHCMUmMymoe 300poebs (The National Institutes
of Health Stroke Scale, NIHSS) — 7 6a1108; no wikase koMbl
Thaszeo (The Glasgow Coma Scale) (LIIKI) — 15 6annos;
no moduguyuposannoii wxanre Pouxkuna (The modified
Rankin Scale, mRs) — 5 bannos.

Y nayuenma nacaeocmeenHuiii Spumpoyumo3, HOCMosiH-
HO npuHuMan ayemuacasuyusogyro Kuciomy 500 me 1 pas
6 cymku. Tlokazameau anasusza Kpoeu npu nOCMynAeHUU:
yposenvb eemoenobuna — 220,00 e/n, eemamokpuma —
68,7 %, apumpouyumos — 8,51 x 10"?/a, neiikouumos —
6,70 x 10°/a, mpomboyumoe — 131,0 x 10°/a; npompomoun
no Keuxy — 88,9 %, mexcdynapoonoe Hopmasu306anHoe om-
Howenue — 1,08, akmusuposanHoe yacmuuroe mpomoonia-
cmuHogoe apems — 28,8 ¢, yposers enioko3svl — 6,91 mmons/a.
Jpyeue noxazamenu 6 npedeaax HOpMbl.

IIpu komnoromeproii momoepagpuu (KT) u KT-aneuoepa-
@uu dKCcmpa- U UHMPAKPAHUANbHBIX apmepull (uepe3 54 mun
OM MOMEHMA NOSGACHUs NePEbIX CUMNIMOMOB). CPeOUHHbLe
CIMPYKIMYPbL HE CMEUEHbL, 30H NAMOA02UMECKOl HAOMHOCU
6 euwjecmee mMo3ea He OOHAPYIHCEHO, NO WKAAe OUEHKU Ha-
yanvuuix usmenenuti na KT-uzobpaxcenusx npu uncysvme
(Alberta Stroke Program Early CT Score, ASPECTS) 10 6an-
108, 8bla6AeHbl OKKAI03Us ceemenma M1 npaeoii cpedueil
mo3eoeoti apmepuu (CMA), uzgumocmo 6HymMpeHHUX COHHbIX
U NO360HOUMHBIX APMeEpuUil ¢ 00eUx CMopoH.

Taxcecmsv cocmosHus nayueHma o0ycaoéiena ungap-
KMOM 20/108H020 M032a 8caedcmaue mpomobosa ceemenma M1

npasoii CMA. Ilonyuerno coeracue Ha npogedeHue mpomooau-
muyeckoi mepanuu. [layuenmy uepe3 70 mun om nHauanra
3abonesanus u 30 Mur om nocmynaeHus Ha4amo npogedeHue
cucmemHo20 mpomboauzuca npenapamom asmenaasa (pe-
KOMOUHAHMHbLI MKAHe8bll aKmueamop NAd3MUHO2eHa)
8 doze 50 me no cxeme: 5 me HympueeHHo 60ai0cHO, 45 me
BHYMPUBEHHO Yepe3 uHgy3omam @ meuerue 1y (macca meaa
nayuenma 57 ke). Ommeuanracv noA0NCUMENbHAS OUHAMUKA
8 sude peepecca Hegpoaoeuteckoeo degpuyuma 0o 4 6a1106
no NIHSS. Om sudosackyasproeo emeuiamenscmea 604610
nepeoHa4anbHO OMKA3AACA, 3ameM 0an coeaacue.

bonvHotl nocmynun 6 penmeeHonepayuonnyto uepe3 90 mun
nocae eocnumanusayuu u 4epes 2 4 10 mun om momenma
nosenenusi cumnmomos. Ilynkyus 6edpenHnoil apmepuu ol-
noauexa uepes 110 mun om momenma nocmyniaerusi 00 3H00-
mMpaxeanbHblM HAPKO30M, HAYAMA UCKYCCMBEHHAsS 8eHMU-
aayusn aeekux. Ilpu aneuoepaghuueckom uccaedoganuu
noomeepcoera okkarosus npasoii CMA 6 ceemernme M1 (puc. 1).
Ilposedena mpomboacnupauus uz CMA — yoanroce uzeneus
mpombomuueckue maccol. I1o daHHbIM KOHMPOALHO2O UCCae-
008aHUsL KPOBOMOK 80CCMAHO8ACH (PUC. 2), 0mMMeHanocs e2o

Puc. 1. Oxkawo3sus npaeoii cpedneit mo32060t apmepuu é ceemenme M1
¥ 6016HO20 € IPUMPOUUMO30M

Fig. 1. Occlusion of M 1 segment of the right middle cerebral artery in a patient
with erythrocytosis



Puc. 2. Ilepebpanvras aneuoepagus nocae mpomboacnupayuu. Kpogomox
no ceemenmy M1 6occmaroeaen, cyscenus ¢ ceemenme M2 3a cuem ocma-
MOUHBIX MPOMOOE

Fig. 2. Cerebral angiography after thrombus aspiration. Blood flow in M1
is restored, M2 narrowing due to residual clots

He3HauumenvHoe 3ameonenue (no wkane TICI — 2b), oonaxo
ocmaesanucs npucmerouHvle mpomoot 8 M2-ceemenme CMA,
cyacugarouue npoceem apmepuil, NOIMOMY 8bINOAHEHA NO-
émopHas mpomboacnupayus. B cea3u ¢ HecmabuabHOCMbIO
De3yAbmama NPUMeHAAU MPOMOIKCMPAKMOp, HECKOAbKO pa3
y0a8anoce 60cCMAHO8UMb KPOBOMOK, A 3aMeM OH 8HO8b Npe-
Kpawaacs (puc. 3), 6eposmHo, U3-3a HecmaduAbHOCMU céep-
mblgaroweli cucmembl Kposu u mpomo6000pazoeanis, markice
HeAb3s1 UCKAIOMUMb U ROBPeNCOeHUe UHMUMBbL NPU NOBMOPHBIX
nonbIMKax mpomoosxcmparxyuu. Bueuwiamenscmao 6110 ol-
HYJICOEHHO NPeKPaueHo 8 C853U ¢ e20 HeddheKkmusHocmbio
(TICI - 0).

Heesponoeuueckuii cmamyc uepe3 Cymku: ypogeHs cO3Ha-
HUs — 2ayboKoe o2nyuleHue; pevb He803MONCHO OUEHUMb
U3-3a UHMYOAUUOHHOI MPYOKU U MeOUKAMEeHMO3HOU ceda-
YU, 2nazHble weau pasHole; eAUUHA, CUMMEeMpPUs 3DaUK08:
D = S; menuneeanvhblii CUHOPOM He 8bIsIGAEH; HUCIAM OM -
cymcmayem; 08UdICeHUs 2AA3HbIX 100K : NeeKUil napes 830pa
61e60; poeoguunbie peaekcel: D = S; peakuyus 3paukos
Ha ceem @ HOpMe,; NOAs 3PeHUs U YY8CMBUMENbHOCMb AUUA
He U3MEHEeHbl; MUMUYECKasi MYCKYAAmypa: AUYo CUMMemput-
HO; CAYX, 2A0MaHUe U Yy8CMBUmMenbHas cepa He UMeHeHbl;
OUeHKa MblUUEHHO CUNbI KOHEYHOCMell ceea: napes KoHe-
Hocmu do 1 b6anna; cyxoxcunvHole peaexcol KOHeuHOCmell
cHuxcenvl. NIHSS — 14 6annos, LHIKI — 13 6annoe, mRs —
5 6annos. Ilayuenm 651, aduHamuyer, COHAUB; GbINOAHAEM
neMeHmapHble UHCMPYKUUU NOCAe NOBMOPEHUII.
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Puc. 3. Konmpoavroe uccaedosanue neped oKoHHaHuem emeuiamenscmad.
Peoxkarosus

Fig. 3. Control examination before the end of intervention. Re-occlusion

Komnvromepuas momoepagus yepes 25,5 4 nocae 1-eo uc-
c1edo8aHuUsL: cpedUHHble CMPYKMYPbl He CMeujeHbl, YUCHepHbl
OCHOBAHUS M032A NPOCAEHCUBAIOMCS, He 0epOPMUPOBAHDL,
CUNbBUEBDL WealU U KOHEeKCcUmMAanbHble 60p0o30bl cnpasa cy-
JHCEHbL U C BbICOKONAOMHBIM COOEPHCUMBIM, CAE8A NPOCACHCU-
saromcs, 8 NPasoil 8UCO4HOU doae U NOOKOPKOBLIX 0pPax
Cnpasa GU3yanrusupyemcst Heuemrkas eUno0eHCU8HAs 30Ha
(13 e0 H) nenpasuavroii gpopmot, o6uum obsemom 30 cm?.
KT-npusnaxu uwemuyeckux usmeHeHuil npasoi 8UCOYHOU
doau u NoOKOPKOBbIX s10ep cnpasa, KOHEeKCUmanbHo2o cyo-
apaxHoudanbHO20 KPOBOU3AUSHUSA, YMEPEHHO20 omeKa npa-
6oti eemucghepvt mozea, ASPECTS — § 6annos.

Heespoaoeuueckuii cmamyc uepe3 4 cym: yposens co3na-
HUs — 2ayboKoe o2ayuleHue; peub He803MONCHO OUeHUMb
U3-3a UHMYOAUUOHHOU MPYOKU U MeOUKAMEHMO3HOU ceda-
Yuu; enasuvle weau pagHvie; 8eAUMUHa U CUMMempUs 3pav-
Ko8: D = S; menuneeanbHulil CUHOPOM He Bblsi6AeH; HUCMACM
omcymemayem; 0sudicenue 2Aa3Hblx s010K: NeeKuil napes
830pa 61e60; poeosuyHble pegaexcol: D = S; peakyus 3paukos
Ha cgem 8 HOpMe; OUEeHKA MblUleHHOI CUAbl KOHeuHocmell
caega: nape3 KoHeuHocmu do 1 b6anna; molueyHsiii MoHYC
NOHUMICEH; CYXONUCUAbHBIE PePACKCbL KOHEUHOCMeLl CHUMICEHb.
NIHSS — 28 6aanos, LHIIKI — 12 6annos. Ha boaesoli pas-
dpasicumens nayueHm omkpusieaem anasa, Hedugpgepenyupo-
BAHHAS peaKyus Ha 601b.

Komnvromepras momoepaghus uepes 4 cym: KT-npusna-
KU 00WUPHOLL 30Hbl UleMUHeCKUX UBMEHEeHUIl 8 gelyecmeae
npaeoeo noaywiapus mosea e bacceiine npasoii CMA,
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CYyMMApHO 30Ha omeka-uuemuu okonso 200 cm?, KoHeek-
CUMAanbHo20 cy6apaxHoudansbHo20 KpogousausHus, none-
peuHoll ducrokayuu mosea — 00 5 mm eaeeo, ASPECTS —
6 6annos.

C yenvio yayuuieHus peosouteckKux ceolicme Kposu na-
yuenmy npoeeden aeueOHbiil Ipumpoyumodgepes. Iayuenm
npowien 0aumenvHoe AeyeHue 8 cmaylonape, 8 mom uucie
u3-3a ocaoxcreruil (abcyecc epxuell 001U NPaB0o2o 1e2K020,
2HOIIHbBLI MPAXeoOPOHXUM, MPOMOO3 2AYOOKUX 8eH BEPXHUX
U HUMICHUX KOHeuHOCcmell). 3a @pems AeveHus 8 COCMOAHUU
nayuenma Haba00anacy noA0NCUMenvHas OUHAMUKA, OmMe-
YeH peepecc Heapoao2uteckoeo deduyuma.

Heesponoeuueckuii cmamyc npu evinucke: CO3HaHue sc-
HOe; OpueHmayus 8 NPOCMPancmee, @pemerU U cOOCMEeHHOI
AUMHOCMU COXPAHeHA, USHOPUPOBAHUe He 8bisi8AeH0; du3ap-
mpus, OucghoHUsL He BbiABAeHbI; Peub He UBMEeHeHA; 2Aa3Hble
weau pasHvle; 8eAUMUHA U cumMmempus 3paukos: D = S; me-
HUH2eanbHblil CUHOPOM He 8bisIBAEH; HUCMA2M OMCYMCMEyem;
deudicenuss 2na3HbIX A0N0K 8 NOAHOM 00BeMe; PO20BUUHbBIE
pegaexcor: D = S; peakyus 3paukog na ceem 6 Hopme; NoAs
3peHuUs, YYBCMBUMENbHOCHb AUYA He UBMEHeHbl; MUMUYeCKas
mycKysamypa: cAabocms HUICHel NOA0BUHbI MUMUYECKOLL
MYCKYAamypbl cAe6a; CAyX, 210manue, yy8cmeumenvhas cge-
pa He U3MeHeHbl; MblleHas CUNA: 1eBOCHOPOHHULL 2eMunapes
do 1 6anrna 6 ducmanvhbix omoenax éepxHeil KOHeYHOCMU,
8 HUdICHel KOHeyHoCcmU — 3 6a11a; Mblule4Hbll MOHYC NOGbl-
WeH; CYX0JCUNbHBlE peaeKChbl KOHeMHOCMell CHUICeHbL; KO-
opouHauu 08uUMCeHUll cre8a Uccaed08ams HEGO3MONCHO
U3-3a hape3a; MOHUYeCcKoe HanpsaY ceHue KUBAMeAbHOU Mblil-
ybl creaa.

[llayuenm evinucan c ouaeno3om: uH@apkm 20108H020
mosea, cundpom npasoii CMA, mpombo3 M I-ceemenma npa-
6oit CMA, nacredcmeenHbLil 3pUmpoyumos; CucmemHblil
MpPoOMOOAU3UC NPENnapamom aimeniasa, SH008ACKYAAPHAS
mpomboacnupayus u mpombosxcmpakuyus. Ilo kraccuguxa-
yuu uwemuyeckoeo uncyroma TOAST (Trial of Org 10172 in
Acute Stroke Treatment) — mun 4. NIHSS — 7 6aanos, mRS —
4 6arna, ILIKT — 15 6annos, undexc bapmena — 50. Pexomern-
dosan npuem pusapokcabana 6 doze 10 me/cym u psda npena-
pamos, Ce53AHHbIX C AeUEHUEeM Ae204HbIX OCAONCHEHU.

OBCYXIEHHUE

A. Gonthier u J. Bogousslavsky peTpoceKTUBHO MpO-
aHAIM3VPOBAIN JaHHBIC MALIMEHTOB, TOCITATATN3UPOBAHHBIX
10 TIOBOIY TEPBOTO UIIEMUIECKOTO MHCYJIETA TeMaTOJI0-
rudeckoit atuonorun. Y 22 (0,47 %) u3 4697 nauueHToB
WHCYJIBT IIPOM3OIIEN M3-3a CIASAYIOIMINX reMaTOJIOTmIe-
CKMX Taroyioruii: mommutemus Bepa (I1B) (n = 4), BTO-
pyuyHas noauiuteMus (n = 4), acceHIIMaIbHasI TPOMOO-
mutemus (97T) (n = 2), BTOpUIHBIN TpoMOOIUTO3 (1 = 4),
MHOXeCTBeHHasI Mueioma (7 = 1), CHHIpOM OUCCEMUHM-
POBAaHHOIO BHYTPUCOCYIUCTOTO CBepTHIBAHUS (n = 1),
nmeduut 6enka S (n = 1), anTUdOCHOMUTTMIHBIN CHH-
npoM (n = 4), runepromoumcrenemus (n = 1) [2].

B anrnmos3edHOM IMTEpaType 3a00J1eBaHNE OIMCHIBA-
1oT kKak Chuvash polycythemia. I[ToaunuremMuo nHoTAA

Ha3bIBAIOT 3PUTPOIIMTO30M, HO 3T TEPMHUHBI HE SIBJISTIOT-
¢ CMHOHMMAaMU, TaK KaK MO MOJUIIUTEMUEH TTOHUMAIOT
Jo0oe yBeJIMIeHIE KOJIMIECTBA SPUTPOLIMTOB HE3aBUCHMO
OT TOTO, CBSI3aHO JIM 3TO C 3PUTPOIIUTO30M W HeT. [Tomm-
LIMTEMUSI BCTPEUAETCs TOpasio yalle, YeM YyBallICKUI 3pu-
TPOLIMTO3, U XapaKTepU3yeTCss TPOMOOTHICCKIMHU OCIIOXK-
HEHMSIMH, CPEIr KOTOPBIX MHCYJIBTH M WH(PAPKTHI, YTO
CBSI3aHO C TUMEPBSI3KOCTHIO, YMEHBIIEHUEM MO3TOBOTO
KPOBOTOKA U aHOMaJInel (PyHKIIMKM TpoMOOIIUTOB [3].

DccenumanpHast TpomoonmTemus u [1B xapakrepusy-
I0TCSI COOTBETCTBEHHO 3PUTPOIIMTO30M U TPOMOOIIUTO30M
[4]. TTpu I1B o6HapyxuBatoT myTaumio JAK2, a mpuMepHO
y 90 % nauuenToB ¢ DT — B3aMMOMCKIIIOYAIOIIME MyTa-
1 JAK2, CALR viim MmuenonpoindepaTuBHOTO JISHKO3a.
ITpu I1B cyiiecTBYIOT 2 KaTeropuu prcka TpoM0O03a: BbI-
cokuii (Bo3pact >60 jeT uin Hajiudue TpoMO03a B aHAM-
He3e) U HU3KHI (OTCYTCTBHE 000MX (haKTOPOB PHCKA).
[Tpu BT paccmaTpuBarOT 4 KaTeTOPUY pUCKa: OYeHb HI3-
Kuii (Bo3pact <60 JieT, OTCyTCTBME TpoMOO03a, AUKUMA TUII
(wild-type) JAK?2), Hu3Kmit (KpUTEpHH KaK IMPHY OYCHb HU3-
KOM pUCKe, HO ¢ HannuueM mytauuu JAK2), cpenHuii
(Bo3pact >60 jet, 0TCyTCTBHE TPOMOO3a, 1uKuii il JAK2)
¥ BBICOKMI (HaaW4Me UCTOPUU TPOoMOO3a MIIM BO3PaCT
>60 net, mytauus JAK2) [4].

M. Burattini 1 coaBT. MpoaHAJU3MUPOBAJIUN CBSI3b MEXK-
Iy OCTPBIM HIIIeMUYEeCKNM MHCYJIBTOM U [1B: mmemmye-
CKUI1 MHCYJIBT BO3HHUK Kak IiepBoe mpospieHue [1B
B 16,2 % ciny4aeB; KyMyJISITUBHAsI 4aCTOTA LIepeOPOBACKY-
JISPHBIX COOBITHI cocTaBsiaa A0 5,5 Ha 100 yeJToBeK B roj,
Ha UHCYJIBT MPUXOANIOCH 8,8 % Bcex cMepTeid, CBI3aHHBIX
¢ I1B; Bo3pact, MyTallny W TIPEABIAYIIAs UCTOPUS TPOM-
003a ObUIM OCHOBHBIMHU (haKTOpaMU PUCKA; JIYIIIUI IO/~
XOJI K CHVDKEHUIO PUCKa PELMANBA UHCYJIBTA HESCEH, JaXe
€CITA HEKOTOpPhIe JaHHBIC CBUICTEIBCTBYIOT O TIOTCHIIM-
aJIbHOM pOJIM CHUXKEHUSI reMaToKpuTa Huke 45 % [5].

IMommuuTeMuss MOXeET BBI3BATh MIIEMUYECKUN MH-
CYJIBT M3-3a TPOM003a He TOJIPKO MEJIKUX TUCTAIBHBIX ap-
TEepUii, HO ¥ COHHOM WJIM ITO3BOHOYHOM aprepuu [3, 6].
J. Sanahuja u coaBT. mpeacTaBWIN cilydaii ”HMapKTa ro-
JIOBHOTO MO3Ta, BBI3BAHHOTO TPOMOO30M COHHOM apTe-
pun, CMA 1 KOPKOBBIX BETBEI TTepeaHeil MO3roBOI apTe-
pum [3].

Crygait KOMOMHMPOBAHHOTO TPOMOO3a (BEHO3HOTO
u apTepuanbHoro) onucad R. Benmalek n coaBt. Y mamm-
€HTa BO3HUKJIA OCTpas 00JIb B TPYAM, B TeUCHUE 2 HEll OH
TaKKe CTpamall OT CHUJIBHOI TOJIOBHO# 00N, TIPU Mar-
HUTHO-PE30HAHCHO# aHTHorpadum oOHapyXeH TpoMO03
BEPXHETO CAaTMTTAILHOTO CHHYCa, a TIpM KOpOHAaporpa-
¢un — TpoMO B yCThe ormbarleil apTepun. AHAIU3bI
KPOBU ITOKA3aJIA TTOBBIIIICHNE YPOBHEM TeMOTTIO0MHA U Te-
MAaTOKpHUTA, JEHKOLIMTO3 U TpOMOOIIUTeMIIo. BEIsaBieHa
mytaimsa JAK2 V617F uro moarBepxKaaio JuarHo3 MOoIUL-
TEMUMU; TIPOBENECH KypC KOHCEPBATUBHOTIO JeyeHus [7].

OcHoBHOI1 nenbio Tepanuu pu [1B u T saBusercs
MpeaoTBpaIicHIe TPOMOOTeMOPParnIeCKUX OCTOXKHEHMUIA.
BceM manmeHTaM HEeOOXOOWMBI TOIACPXKAHNE YPOBHS
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reMaTokpurta Hrxe 45 % u npueM aleTWICaTULIUI0BOI
KUCIIOTH | nin 2 pa3a B I€Hb IIPHU OTCYTCTBUU MPOTUBO-
noka3aHwuii [4].

ITo manubiM J.J. Michielsu coaBrT., alleTUICATAIIAIIO-
Basi KMCJIOTa CHIDKACT PUCK TTepudepruecKiX, epedpatb-
HBIX ¥ TJIa3HBIX UIIIEMUIECKUX HAPYIICHUI IyTeM HeoOpa-
TUMOTI'0 WHTHUOMPOBAHMS aKTUBHOCTU TPOMOOIIUTOB
IIUKJIOOKCUTEeHAa30# 1 m arperaliim ex vivo, e€ClIM Xe
He TIPUMEHSITh alleTIICATUIIMIOBYIO KUCIIOTY, TO TTaIlleH-
Tl ¢ DT 1 [1B nopBepraioTcs BEICOKOMY PUCKY Cepbe3-
HOTO apTepHaJIbHOTO TpoMOO03a, BKIIIOYask MHCYJIBT, MH-
dapkTt Muokapaa [8].

B mipeacraBneHHOM HAOMIOIEHUN MAIMEHT ITOTyJasT
aleTIICATMIIIIIOBYIO KUCIOTY B 03¢ 500 MT/CyT, OMHAKO,
HECMOTpSI Ha 3TO, Y HETO BO3HUK TPOMOO3.

Cyl1iecTByeT HEMHOTO COOOIIIEHUI 00 SHIOBACKYJISIP-
HOM JICYCHUH TPOMOO03a y OOIBHBIX C MOJTUIATEMUCH
W IPYTUMH TeMaTOJIOTUISCKUMM 3a00eBaHusIMu. D. Roh
W COABT. OITMCAJIN SHIOBACKY/ISIPHOE JICUCHUE TAlIMEHTKU
€ TPOMOO030M 1IepeOPaTLHOTO BEHO3HOTO CMHYCA, Y KOTOPOI
IMO3Xe OOHapYXUIU MyTauuio JAK2 m 3cceHIUaTbHBIN
TpoMbo1nTo3. HapactaHue oreka Mo3ra 1 IIpoTrpeccupo-
BaHIE KOMBI 00YCIIOBMIN HEOOXOMMMOCTh SHIOBACKYJISIP-
Horo jedeHus. [locie HeyTaYHBIX TOMBITOK 3HIOBACKY-
JISIPHOI TPOMOSKTOMUM OBUIM YCTAaHOBJICHBI 2 OTHCIBHBIX
MHUKpoKaTeTepa Uil HeIpepbIBHOIT MHDY3MU peKOMOM-
HAHTHOTO TKaHEBOTO aKTUBaTopa Iua3mMuHoreHa. Ilocie
40 9 HepepBIBHOTO BBEICHUS TIpeIrapara B IOMOJTHEHUE
K CICTEMHOMY BHYTPHUBEHHOMY BBEICHUIO TeITaprHA IIPO-
HM30IIJIO0 PEeHTTEHOJIOTMIEeCKOe Y KIMHUIECKOEe pa3pelle-
H1e TpoMO03a BeHO3HOTo crHyca [9].

B mpencraBieHHOM HaMH cliydae OOJIBHOMY BBEJIU
PEKOMOMHAHTHBIN TKAHEBOM aKTUBATOP IJIa3MHUHOTIeHA
¥ BEITTOJTHAJIN TPOMOSKTOMMIO, HO YCUJIUS HE YBEHUYAINCH
YCIIEXOM.

PeummuBupyrommas peoKKIIO3Us MOCIe SHIOBACKY-
JISIpHOU peKaHaJIM3allMi BO3MOXHA M IIPH APYTUX I1aTo-
JIOTMYECKUX COCTOSTHHSIX, HAIIPUMEP Y TIAIIUECHTOB C nedu-
mutom 6enka S [10]. M. T. Froehler coo61imi 06 ycrielirHoM
JIeUeHNU MAllMeHTKU ¢ MyTanueil dakropa V JleiimeHa
1 TPOMOO30M TIPABOTO MOTIEPEYHOTO CHMHYCA M BEPXHETO
CaruTTaJIbHOTO CHYCAa TOJIOBHOTO MO3Ta C TIOMOIIIBIO MH-
cTpyMeHTa g TpoMOskTomMum Solitaire FR. DHmoBac-
KyJISIpHOE BMEIIATeILCTBO IIPUBEIO K peKaHAIM3alluy
BEHO3HBIX CHHYCOB, Pa3peIIeHUIO HEBPOJIOTUIECKOTO Je-
¢duLMTa ¥ YMEHBIIEHUIO TOJIOBHOM Oosm [11].

HeobxonmMel maapHeIMe NcciaeT0BaHus TSI OLICH-
KU POJI TeMATOJIOTUIECKIUX 3a00JIeBaHNIT B BOSHUKHOBE-
HUM HapyIIeHU MO3roBOro KpoBooopartieHus [3, 5].

Peokkimio3mst MOXeT BO3HUKATH ITOCJIE YCTIEITHOTO
TPOMOOJIM3NCA W YCIICITHOM MEXaHUYECKOM TPOMOIKTO-
mun. A.V. Alexandrov u J.C. Grotta nmpoaHaJIM3UpOBaIN
pe3yJIBTaThl JIeueHHs! 66 MALMEHTOB, KOTOPIM BHYTPUBEHHO
BBOIWJIM PEKOMOMHAHTHBIN TKAaHEBO aKTWBATOp ILIa3-
MmuHoreHa 4epe3 130 £ 32 MUH TI0C/ie MHCYJIbTA: peKa-
Hanu3auus Obuta rmosxHoit y 18 (30 %) nmauueHTOB, yac-
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ThYHOi — y 29 (48 %), He npousounia —y 13 (22 %).
Peokxio3us BosHukia y 34 % (16/47) nauueHTOB ¢ pe-
KaHanu3auueit: y 4 (22 %) u3 16 nauueHToB C MOJHOM
pekaHanuzauueir 1y 12 (41 %) u3 29 mauuveHToB C 4ya-
CTUYHOM peKaHanmmu3anumeit [12].

CoracHo pe3yibTaTaM MeTaaHanm3a X. Li 1 coaBrT.,
y 3—9 % naiLueHTOB Ha0I0AaIaCh PEOKKIIO3USI B TEYEHUE
24 4 110CTIe BHITTOTHEHUS MEXaHNIEeCKOM TPOMOSKTOMUM;
IUTUTETLHOE BpeMsI 10 perepdy3nu, IMo-BUIUMOMY, CITO-
COOCTBYET TTIOBTOPHOI OKKIIIO3WU TOCJIE MEXaHNIECKOM
TpoMO3KkTOMMM [13].

Ilo panubeiM P.J. Mosimann 1 cOaBT., paHHSISI PEOK-
K1103us1 Habmonanack y 16 (2,3 %) u3 711 nanueHTOB
(memmnana 20 9). [Ipegukropamu SIBISIMCH 00Jiee BEICOKHE
YPOBHU TPOMOOIIMTOB TIPU MOCTYIICHUH, TIPEIUHCYIIET-
Hasl QYHKIIMOHAJBbHAST 3aBUCMOCTb M MHCYJIET HEOIpe-
JIIeJICHHOTO WJIM IPYTOro YTOYHEHHOTO ITaToreHe3a IT0
knaccupukauu TOAST, Hagmure oCTaTOYHBIX (PparMeH-
TOB 3M0OO0JIOB MJIA CTeHO3a B MecTe TpoMOaKTOMUM [14].

W. Li u coaBT. coobuiuiu, uro y 44 (7,2 %) u3 614
MMAIIMEHTOB MOCJIe YCITEITHOM peKaHAIM3alMK ITPOM30IILIa
PEOKKITIO3USI B TeUeHNME 24 9; BO3PACT, OKKITIO3MS BHYTPEH-
Hell COHHOM apTepu, BHYyTPUBEHHbIN TPOMOOJIM3HUC, KO-
JIMYECTBO ITPOXOIOB MHCTPYMEHTOM IIPU TPOMOSKTOMMUH,
WMITIAHTALWS CTeHTa ¥ YPOBHU D-nmuMepa ObITH He3aBH-
CHMO CBSI3aHHI ¢ 24-9acoBol peokKiio3ueit [15].

Ilo panHbeiM J.P. Marto U coaBT., PEOKKIIO3US
BO3HMKJIA B TeueHue 24 4 B 6,6 % ciy4aeB Iocjie peka-
HaJIM3alliK; Teparusl CTaTUHAMU TIepe]l TOCITMTaIN3all-
e, OKKITFO3MsI MHTPAaKpaHUAIBHOTO OT/AEIa BHYTpeHHEH
COHHOIT apTepyH, KOJTMIECTBO IMMPOXOIOB MHCTPYMEHTOM,
TPpaH3UTOPHAS PEOKKIIO3US BO BpPeMs MeXaHUIECKOM
TPOMOIKTOMUM M aTePOCKICPO3 OBLIN HE3aBUCHMO CBSI-
3aHBI C PEOKKITIO3UEH; B COITOCTaBUMOM KOTOPTHOM aHa-
JIN3e OCTATOYHBINM TPOMO WITM CTEHO3 aCCOLIMUPOBATINCH
¢ peokkiiosueii [16].

B aTux myOonmKaiusix IpuBOISITCS JaHHBIE O YacTOTe
PEOKKITIO3UM CPEeIU BCeX OOIBHBIX, KOTOPBHIM BBIITOTHSIIN
MEXaHUIECKYIO TPOMOSKTOMUIO. JTaHHBIX O YaCTOTE PEOK-
KJTIO3UM Cpeay OOJIBHBIX C ITaTOJIOTHEH CBEPTHIBAIOIICH
CHCTEeMBbI KPOBH HET, ITOCKOJIBKY TaKMX OOJBHBIX HE TaK
MHOTO W HMCCJIEIOBATENIM pacIiojiaraloT MH(opMalmei
TOJIBKO IT0 HEOOJIBIIIOMY YMCITY HaOTIOACHMIT, HO OYSBU/I -
HO, YTO MPOIICHT PEOKKIIIO3UH Y OOJIBHBIX C 3a00JIeBaHM-
SIMM KPOBH JIOJKEH OBITh 3HAYMTEILHO BHIIIIE.

Takum o6pa3zoM, reMaToJiornuyecKue 3a00IeBaHUS,
B YaCTHOCTH YYBAaIlICKUI 3PUTPOIINTO3, HECMOTPS Ha TIPO-
BOIVMYIO T€PAITUIO, MOTYT IIPUBOANTH K OKKITFO3UH IIepe-
OpanbHBIX apTepuii. OcTaTouHbBIe (DparMEHTH TPOMOOB
TocJie yoaJeHUs TPOMOOTHUECKMX MAacC SIBJITIOTCS TIpe-
IUKTOPOM PEOKKIIO3UM W HEOOXOIMMO CTPEMHTHCS
K X ITOJTHOMY YIAJICHHUIO, B TO K& BpeMsI ITOBTOPHBII TTPO-
XOI MHCTPYMEHTOM TaK:Ke TTOBBIIIAECT PUCK PEOKKITIO3UHU
Ha (OHEe HaApYyIICHWS CBEPTHIBAIOIIE CHCTEMbl KPOBU
M3-3a BO3MOXHOCTHU MOBPEXICHNS MHTUMBI COCyna, 9TO
HeJIb3s1 UICKJTIOUUTD U B TIPEICTaBICHHOM HAOMIOICHUM.
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SAKJIFOYEHUE

Cy11ecTBYIOT peikre MpUINHBI MH(papKTa FTOJIOBHOTO
MO3ra, B TOM YucIie 00JIe3H CUCTeMbI KpoBU. B ripencras-
JIEHHOM HabJoneHnn TpomM603 cermeHTa M1 CMA pa3-
BWICS Y MTAI[MeHTa Ha (poHe TTpreMa areTIICATUIIAIIOBOM
kucaoTsl (500 Mr/cyT). HecMmoTpst Ha BBeAeHNE TTALIMEHTY
aJTeria3bl — PEKOMOMHAHTHOTO TKAHEBOTO aKTHUBATOPA
MJa3MUHOTEHa, TpoMOoaCTMpanuio U TPOMOOIKCTpaK-

L0, YCITeX OBLT KPAaTKOBPEMEHHBIM M HACTYITIII PETPOM-
603. KIMHULIMCTH 1 HIOBACKYISIpHBIC XUPYPTU BCETIa
TOJDKHBI TTOMHUTB O BO3MOXKHOCTY PEIKUX IIPUINH Hapy-
IIIEHUS MO3TOBOTO KpoBooOpaleHus. Heobxommnmo majs-
Helilee n3y4eHne mpo0IeMbl ITOMOIIM OOJIBbHBIM C TeMa-
TOJIOTMYECKUMU 3a00JIeBAaHMSIMU ¥ MH(APKTOM T'OJIOBHOTO
MO3ra; BO3MOXHO, HEOOXOIMMO TOITOTHEHUE CXEM B Me-
TOIWK JICYCHMSI.
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