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He]lb. O606u4umb akmyainvHvle OoanHble numepamypul, nocsAujeHHvle COCy()LlCWlOﬁ namonocuu cemuamxu
U BO3MOMHOIM USMEHEHUAM xopuouaazzbnozo Kposomokxa npu UCMUHHOTUL nonuuumemuu U QCCeHuuafleOl:Z
mpom6ouumemuu, C uejlvrio onmumudauuu paHHel:l OUAZHOCMUKU U OUEHKU CUCMEMHDLX COC)/aMCWlblx

HapyuwieHuil.

OcHoenvle nonosceHus. VICMuHHAT NONUUUMEMUS U ICCEHUUATbHAST MPOMOOUUMEMUT OMHOCAMCS

Kk epynne knaccuueckux Ph-HezamusHoLx XpoHUUeCKUX MUENONPONUPePAMUBHBIX HOB000PA308aHULL

U XapaKkmepu3yomcs CLOIHLIM MHO20PAKMOPHIM NAMO2EHE30M, C8A3AHHBIM C MyMAUUOHHO
00ycnosnenHotli eunepnponudepaueii K1emox MuenroudHo2o pocmka kposemeoperus. B cmamuve
paccmMampusaromcs Mexanusmol Pa3eUmus CocyouUcmoLx HApyueHutl, 6K1I04AT 2UNepea3Kocmo Kposu,
MpoMOOUUMO3 U IHOOMENUATLHYI0 OUCPYHKUUIW, Onpedensatoujie 0CO00eHHOCU KIUHUYeCK020 MedeHUs
3abonesanuti u 8vlCOKUTL puck mpombomuueckux ocnoxHenuil. Ocoboe sHUMAaHUe YOeneHO USMeHeHUAM
MUKPOUUPKYAAMOPHO20 PYCAA, KOMOPble MOZym POPMUPOBAMbCA Yie HA CYOKAUHUUECKOU cmaduu u
BLIABNIAIMBCA NPU OUeHKe COCYO08 2n1a3a KAK 00CMYNHOU MOOenU CUCEMHOTE MUKPOUUPKYTAUUY in vivo.
3axntouenue. VIsyuerue cocyoucmoil namonoeuu cemuamsu, nepPy3uoHHux nokasamesneii xopuoudeu
NPU UCMUHHOTE NOTUUUMEMUU U ICCEHUUATILHOTE MPOMOOYUMeMUL 0CAemCs nepcneKmueHbIM
HanpaeneHuem Kax ¢ envio panHeti OUAZHOCMUKU YKA3AHHBLX 3a00/1e6aAHULI, MAK U 01T OUeHKU
appexmusHocmu Ux n1eUeHUs.

Kntouesvte cnosa: ucmunHas noauuumemusd, 3CCEHUUANbHAA mpom6ouumemu;{, XpoHU4eckue
Mueﬂonpozlugﬁepamusﬂble H06006pa306aHuﬂ, OKKo3uu COC)/aOB cemuamsxu, aHeuonamus
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Bsepenue

Vctunnas nonmuyuremus (VII) uacceHnmanbHas TpoM-
6onuremus (9T) oTHOCATCA K IpyIIe KIacCUIeCKUX
Ph-HeraTuBHBIX (6e3 BbIABNIeHUs Pumanenbuitckoi
XPOMOCOMBI) XPOHMYECKUX MUETOIponnudepaTuBHBIX
HOBoOOpasoBanmit (XMIIH). IlaTorenes atux saborne-
BaHMIT MHOTO(AKTOPEH U He HO KOHIIa u3ydeH. Bos-
HUKHOBEHIe OIIpefie/IeHHbIX MyTallMii SABIACTCS IpU-
YYHOJ PasBUTHA HEKOHTPONMPYeMOl poudepanum

POCTKOB MMEIOUIHOTO KPOBETBOPEHNUA U NPYTUX U3-
MeHEHUIT KJIETOK, YTO 0OYCTIOBIIBaeT OCHOBHbIE 3BEHbS
MaTOTeHe3a KIMHNYECKUX IPOABIEHNIA.

Kmmuanveckas kaptuna UIT u 9T obycnosnena nemsim
psAnoM GaKTOpPOB, B TOM 4MCIIe TUIEPBA3KOCTIO KPOBH,
TPOoMOOLMTO30M, SHAOTENUANBHON AUCPYHKIIMEIL.
Haumnasa ¢ MUKPOUMPKYIATOPHOIO Pycia B IaTO/O-
TUYECKUII IIPOL[ECC MOTYT BOBIEKAThCsI 60JIee KpyIHbIE
cocynsl. K Hanbornee TsKenpiM ocnoxxHenuaM X MITH
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OTHOCSIT TPOMO03BI 060 TOKAMU3AL U, CPEU KOTO-
PBIX 4alile BCTPEYATCs TPOMOO3bI BeH OPIOLIHOI 1MO-
JIOCTY, TIpMYeM VIMEHHO ¢ TPOMOO030B 4acTo #ebooTu-
pytot xknnHndeckue nposasnenus XMIITH. Ilo nanabiM
OJJHOTO 13 M€TaaHaNu30B, Yy 31,5% MMalueHToB ¢ TpOM-
6030M BOpOTHOI BeHbl U 40,9% maneHToB C CUH/PO-
moMm bappa - Knapu npu o6cnemoBanum 651U BbISB-
nensl XMITH [1].

PanHMe M3MeHeHNA MUKPOLUPKYIALNUYN MPOABIAIOT-
cs1 06paTUMOI CUMIITOMATIIKOIL, II03TOMY OYE€BUJHO,
YTO COCY[IMCThIe HAPYLIEHU I MOTYT OBITh 3apUKCUPO-
BaHbI HAa YPOBHE MUKPOIIMPKY/IATOPHOTO pycra ellje
B CYOKIMHMYeCKOIT cTaguu 3aboneBanuit. Opratom,
MTO3BOJIAIOIMM i1 ViVO BUSYaNN3UPOBATh MEIKIE COCY-
Iibl, OLICHUTD COCTOSIHME UX CTEHKU U IepY3NOHHYIO
CIIOCOOHOCTD, sABsAETCA Ia3. ViMes mpepcTaBieHue
0 COCTOSHMM COCYJOB I71a3a, BO3MOXXHO 3KCTPaIonu-
pOBaTh JaHHBIE [/1 OLleHKY MUKPOLUMPKYIALNUN B OP-
raHMu3Me B II€JIOM.

B nmocnepnme 10 yeT CyIleCTBEHHO BBIPOC YPOBEHb
puarHoctuku XMIIH, coBepmeHCTBYIOTCA AMATHO-
CcTUYeCKMe KpUTepuH, MO3BONAKIIME YCTAHOBUTH
He TONbKO Ho3omorndeckue ¢popmsl, pasnl 3ab6oneBa-
HUS, HO M TPYIIIBI PUCKA TPOMOOTHYECKIX OC/IOXHE-
HIIT, Bo3MokHOro nepexona VITu 3T B muenodpubdpos,
OCTPpBIit JIeliko3 Kak npu guartoctuke XMIIH, Tak
U B IIpoliecce HAOMIO[eH N Y Tepannm.

Vsy4enne cyOKIMHMYIECKUX U3MEHEHNIT OpraHa 3pe-
HISA, B YACTHOCTM COCYZOB CETYATKM ¥ XOPMOU[EMN,
TaK)Xe KpaliHe aKTyajbHO, HO Ha JJAHHBI/I MOMEHT IIy-
ONMUKaL My pe3yabTaTOB TaKUX MCCIETOBAaHUII KpailHe
HeMHOTO4YMCIeHHbI. []eny faHHOTO 0630pa — MpoaHa-
U3NPOBATh M 0000INTH HaHHbIE TUTEPATYPbI, 11O-
CBAIIEHHbIE COCY/IUCTOM MaTomorny cerdarky npu MII
u IT, BKI0Yas MOTEHIIMA/IbHOE BO3EICTBIE 3TUX 3a-
60eBaHMIT HAa COCTOSTHIIE XOPMOUIATbBHOTO KPOBOTOKA.

Marorenes cocyancTbix Hapywenuit npu Ph-HeraTMBHbIX
XPOHUYeCKUX MuenonponudepaTBHbIX HOBOO6Pa30BaHUAX

WII u 9T - kymoHanbHble 3a60/IeBaHMS: KITIOYEBBIM
3BEHOM IIaTOTeHe3a ABIAETCA 3/I0Ka4eCTBEHHAs reHe-
THYecKas TpaHChOpMalMsl OfHOI KJIETKU B KOCTHOM
Mosre. B cnydae OT B Gosblieit cTereHy HaOMIO[AETCS
KJIOHa/IbHAs Iponudeparnys MerakapyuonuTapHoro
pocTka kpoBeTBopeHus, npu VII - Bcex Tpex mue-
JIOLMTapHBIX POCTKOB C IIPENMYIIECTBEHHOI MPOIN-
depanueit spurpounHoro pocrka [2]. Iudbdepenmu-
anpHbI frarnos Mexay UII, 9T, a Takke nepBUYHBIM
Muenopubpo3oM U PAJOM APYIUX XPOHUYECKUX
MuenonponudepaTuBHBIX M MUETORUCIIIACTIYIEC-
KMX COCTOSHMII 3a4acCTYIO C/IOKEH, IO3TOMY Tpeby-
eTCsl KOMIIIEKCHAs OL[eHKa 1 aHa/lnu3 KIMHUYECKUX,
nabopaTOpPHBIX, MHCTPYMEHTATbHBIX IOKa3aTesneit
(maHHDBIE 0OBEKTMBHOIO OCMOTpA MALMEHTa, KIVHU-
YeCKOr0 aHa/nu3a KPOBY, MUEIOTPAMMBI, Pe3yIbTaThI
MOP(}OIOTNYeCKOT0, IUTOXUMUYECKOTO UCCIeN0Ba-
HUs TPemaHoOMONTaTa KOCTHOTO MO3Ta, Pe3yIbTaThl
[[UTOT€HETUYECKOTO, MOMEKY/ISIPHO-TeHETINIECKOTO
(ToMCK ApaliBepHBIX ¥ LOMOTHUTENbBHBIX MYTaI|Nit)
UCCefoBaHuUII nepudepndeckoil KpOBK U APYyTHeE).

Kapawuonorua u aHruonoria

ITatorenes MII n 9T cBA3aH ¢ TpeMs BaXXHBIMU Jpaii-
BEPHBIMU MYTAaINAMY, a TAK)Xe C aKTUBaIMell OCHOB-
HBIX KJIETOYHBIX CUTHAJIbHBIX IyTell, IpeX/e BCero
JAK-STAT. Yepes curnanpublit nyTb JAK-STAT ak-
TUBMPYeETCs mponudepanusi MUETIONTHBIX POCTKOB
KPOBETBOPEHNA: 3pUTPOLUTAPHOTO, MeTaKapuoLu-
TapHOro, TpaHynonutapHoro [3]. Berencrue atoro
IPOMCXOUT 3HAUNTETbHOE yBe/IMYeHNe KOMMIecTBa
3PUTPOLUTOB, TPAHYIOLUTOB, TPOMOOILUTOB B IEPU-
¢epuueckoit kposu [4]. Haubonee gacto mpu YITu 3T
BCTpevyaeTcA fipaliBepHasa MyTanus reHa JAK2, koro-
pBIT KopupyeT fHyc-KMHa3y 2 Tuna, CTUMYIUPYIO-
Y0 KJIETOYHBII POCT. Y HOfaBSIOero 60/MbIINHCT-
Ba MTAIIEHTOB BblABAeTcA MyTauusa JAK2 V617F: nmpu
WNIT - y 98% mauuenTos, npu T - B 60% ciny4aes [5].
B pepxux cmydasax y nanuenTos ¢ VMII o6HapyxuBa-
10T MyTanuio reHa JAK2 ne B 14-M, a B 12-M 3K30He.
Y 6onbubix OT Takke BBIABIAIOT ApaliBepHble My-
raguu MPL W515L/K (8 5-10% caydaeB) u CALR
(B 41,2% cny4aes), 06ycnoBIMBaOIIME aKTUBALIMIO
nyt MPL-JAK2-STATS5 u merakapnonuTapHOIi Ipo-
nudepanun [6-8]. OgHAKO BCTpedalOTCsA MAL[MEHTHI
U C TaK Ha3bIBaeMbIM TPOVHBIM HETaTVBHBIM CTaTy-
COM, Y KOTOPBIX He HaXOZAT BhIIIeNepedCIeHHbIE MY-
tauunu [9]. Kpome Toro, o603HayeHHbIe ApajiBepHbIe
MyTalluy He 0053aTe/IbHO JO/KHBI OBITH IIePBUYHBIM
cobsiTueM B nmatoredese VII u OT; kakas KOHKPeTHO
MyTalMA ABIAETCA UCXOFHON B 3TOM Ipoliecce, MOKa
He ycTaHOBIeHO [10]. [ToMrMo mpaliBepHBIX A Ma-
TOreHe3a 3a00/IeBaHNII MMEIOT 3HaUeHNe U ApyTue fo-
IIO/IHUTE/IbHbIe HeJpajiBepHble MYTAaI NN, UMELIe
AMaTHOCTUYECKOe ¥ MPOTHOCTNYeCKoe 3HaueHue [11].
Vi3BecTHO, 4TO ApailBepHbIe MYTAL[UM BAKUSIIOT Ha de-
HOTHUI 3a60/IeBaHMsI U €TO OC/IOXKHeHNs. B yacTHOCTH,
npucyrcreye mytanyu JAK2 npu 9T acconumposaHo
¢ 6oree BBICOKMM YPOBHEM TeMOITIOOMHA M JIEKOLU-
ToB [12]. CunTaercs Takxe, uto MmyTauus JAK2 V617F
B/IMsIET Ha OMOIOrMYecKye CBOVMICTBA MEraKapUOLNTOB,
B pe3y/bTaTe yBeIMYMBAETCA NPOAYKIUA CTPYKTYp-
HO M (pYHKI[MOHAJbHO HEINONHOLeHHbIX TPOMOOIIN-
ToB [13].

K cocymucteim Hapymenuam npu UII u 9T oTHocAT
MOBBIIIEHHBII PUCK TPoMbOOOOpa3OBaHMSA U reMop-
parndyecKux OCIOXHeHUI. B matoreHese Tpom6030B
BBIIE/IAIOT C/IeAYIoIIYe 0COOEHHOCTH: IIOBBIIIEHHOE
cofiep>kKaHue KJIeTOK KPOBHU (3pUTPOLUTO3, TPOMOOIIN-
TO3), HOBBILIEHHDIII TeMaTOKPUT, HapyIleHNe CTPYK-
TYypbl U PYHKLUYM TPOMOOIIMTOB, MATOMOTMYUECKAS
aKTMBAIMA NefKouuTOB. [Ipy MOBBIIIEHHOM YpPOB-
He remaTtoxputa (mpu MII) cosparorcsa ycmoBus Typ-
6y7IeHTHOTO KPOBOTOKA, YTO MOBBILIAET BEPOATHOCTD
afre3uy TPOMOOLUTOB K CTEHKE COCY/ia, BBICOKOE CO-
Iep>KaHMe KJIeTOK KPOBM 11 HapyIlIeHe ee PeoJIornyec-
KUX CBOJCTB HOBBIIIAET arperanuio TpoMO6OUNTOB,
B CBOIO O4Yepelb aKTUBAIMA HETPO(UIOB BbI3bIBA-
eT KacKajl aKTUBalMM KIeTOK SHJOTeNus, KOTopble
IOCPeACTBOM IMTOKMHOB 3allyCKalOT KOAryIALMOH-
HBIJI TeMOCTa3, IOBPeXIeHMe e U CHIU>KeHIe aHTHU-
KOaTy/IAHTHO aKTYBHOCTY SHJOTENN CIIOCOOCTBYIOT
dopmuposanuro Tpomoba [14].
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[laTonormyeckme N3MeHeHIa CocyaoB rmasa
NPyt 330071€BaHIAX, OTHOCALLIAXCA K KNACCAYeCKIM
Ph-HeratusHbiM XMITH, npodgnatotcs

B MEPBYI0 0Uepe/b B BiE aHroNaTuy

C0CYZ10B CeTuaTku. (OrNacHo oTeyeCTBeHHbIM
uccneaoBaHnam, Habnioaanac bonee Bbicokas
110 CPABHEHMIO C KOHTPOMbHOI MPYNMOii UacToTa
AHTVONATU 1 AHTOPETVHONATUN Y MaLAEHTOB
C NepBUYHbIM, NOCTONMLUTEMIYECKIM,
NOCTTPOMOOLIATEMUYECKIAM MUENOGHOPO30M
yxe B ZiebtoTe 3ab0neBaHuA. B pabore

.M. t0HycoBoli u coast. npu XMIH oTMeueHbl
LLITONOPOOOPA3HOE PaCtLMpPeHe U U3BUTOCTb
COCY/10B Ha IMa3HoM [He y 53,6% uenosex

MexaH1U3M KPOBOTEUYEHUI TaKXe MHOrOpaKTOpeH
U He [I0 KOHIa siceH. Boybioe KomnyecTso TpoM6o-
LUTOB CBsA3BIBaeTCs ¢ pakropoMm Bunnebpanpa, Bol-
3bIBas HEJOCTATOK €r0 KOHIIEHTPALMM B KPOBYU U PH-
06peTeHHBIT BTOPUYHBLI cUHApPOM Bunnebpanga [4].
IToMuMO 9TOrO, HEKOHTPONUPyeMasi nponudepanms
MUETOUAHOTO TPOMOOLUTAPHOrO POCTKA HPUBOLUT
K GOpMUPOBaHMIO GONBLUIOrO KOMMYECTBA HEIIOHO-
IeHHBIX TpoMbouuTos. B ycnoBuax in vitro 6pian
IpOBe/eHbI 1Ta00paTOPHBIE TECTHI, KOTOPBIE ITOKA3a/IN
OTK/IOHEHMsI B arperanuyu TpoMOOI[MTOB: HapyIIeHe
arperanuy, HapylleHMe aKTUBALNN, MHLY LI PYEMOit
aronucramiu (ajeHosuHaudocdar, IeNTUR, aKTUBU-
pYIOLINit pelenTop TpoMOUHA), IPU3HAKU aKTUBa-
LUU ¥ feTPaHYIALNU TPOMOOIMTOB B KpoBOOOpalile-
uun [15].

Odranbmonoruueckue npoasnenua UM n 3T

Od¢ranpmonornveckue nsmenenus npu VII u 3T pe-
aNM3yI0TCA OMOCPENOBAHHBIM IIyTe€M B pe3yibTaTe
HaOI0jaeMbIX IPU 9TUX 3a60/IeBaHUAX TPOMOOIIN-
TO3a, 3pUTPOLIUTO3a, TpaHynouurosa. .M. IOnycosa
U COAaBT. BBIABVIN ITOTEHI[MATbHbIe PaKTOPHI PUCKa,
Ipefipacnonaramuiie K NoABIEHNIO ITIa3HOI aToJO-
ruu npu XMIIH: spenbiit Bo3pacT, JIUTENbHOE Te-
yeHyre XMIIH u cTolikue usMeHeHus 1a60paTOPHBIX
mmoxasaresneit Kposu [16].

IMopmaBnAmoIee 6OTBIINHCTBO 0(TaTbMONTOTUIECKIX
xano6 maumentos ¢ VII n 3T HecmenuduvHsl, ux
4acTOTA, 10 JAHHBIM Pa3/INYHbIX aBTOPOB, BapbUpPYeT.
CornacHo pesynbraraMm ucciaeposanus O.M. I0nyco-
BOII U COAaBT., 53,1% MaIneHTOB 00paIaIOTCs C XKaNo-
6aMu Ha yXy[lIeHMe 3pEeHNs, SIU30UIeCKoe CHIXe-
HIUe 3peHMs oTMedanT 59,4% OONbHBIX, MebKaHMe
«MylIeK» nepep rmazamu — 43,8% [17]. Ilo ganubM D.
Tremblay u coabrt., mpu VI pacnpocTpaHeHHOCTH Ipe-
XOMIAIIVIX 3pUTE/TbHBIX HAPYLIEHNII COCTAB/IAET OKOJIO

14% [18]. Kax mpasuio, y 71,9% nanueHTOB M3MEHEHN A
3peHNA COYETAITCS C TOJIOBHOI OOBIO0 U FONOBOKPY-
xedauamu [17].

B pesynbraTte nccnefoBaHus reMonepdysum ceTIaTKm
¢ nomoubio ¢paropecernHoBoit aurnorpadun 6110
BBIABJICHO, YTO BO BpeM: 3MM30/0B IIPeXOA el cie-
IIOTBI HPOUCXORAUT OTCPOUYEHHOE HAIIOMTHEHNE COCY/IOB
cetyatky [19]. Hapyenue remonepdysunu ceT4aTku
MOXeT OBITb pe3y/IbTaToOM IaTOIOTUM KaK B MUKPO-
OUPKYIATOPHOM PYC/Ie CeTYaTKM, TaK M BCIEHCT-
Blle TeMOAVMHAaMMYECKUX V3MEeHEHMII B TOJTOBHOM
Mosre. [TalueHTbl MOTYT OTMeYaTh IPeXOf e SIN-
3071bI TeMMAHOIICHUY, MOHOKY/IAPHO CTIETIOTHI.
Cymecrtsyet cBaA3b Mexay MII u cocypucroir nato-
noryeit B cucreMe rnasa. B pabore H.S. Yang u coasr.
IIpefCTaB/IeHbl JaHHbIe QII00PeCceMHOBO aHTMOTPa-
¢uu, BHITIOTHEHHBIE [IO U B ITpoliecce Tepanuu y 21 ma-
umnenta ¢ VII. Onusonsl BpeMeHHOI OTepu 3peHus
BO3HMKAa/IN BO BpeMs CHIUIKEHNA PeTMHAIbHOTO U XO-
puonanbHOro Kposotoka [20].

VicuesHOBeHMe 3pUTE/IbHBIX HAPYLIEHUIT HAOMI0aeTCA
npu ycrnemHoit tepanuu XMITH Ha ¢one HOpManu-
3auuy nokasateneit mepudepudeckoit kposnu [21, 22].
Hanpumep, y nanuentos ¢ VII 6b110 nccaefoBaHo
TaKoe PYHKIVIOHa/IbHOE OTKJIOHEHE, KaK YXyAIIeHIe
TeMHOBO aganTanuu. [TokasaTenu TeMHOBO afgamnTa-
LMY 3HAUUTEBHO YIy4IIaauch Ha GoHe afeKBaTHOII
Tepaluy OCHOBHOTO IeMaTONIOTMYecKoro 3abonesa-
Hus [23].

ITaTonormyeckue M3MeHeHNA COCYHOB IIa3a IIpK 3a-
6o0meBaHUAX, OTHOCAIMMXCA K KnaccuueckuM Ph-He-
ratusHbIiM XMIIH, nposaBnAioTca B nepBylo ouepenb
B BJJIe aHTMONIATUM COCYHOB ceTyarky. CormacHo
OTe4eCTBEHHBIM MCC/IeNOBaHMAM, Habmomanach 6ojee
BBICOKAs 110 CPABHEHMIO C KOHTPOJIbHOI I'PYIIIION Yac-
TOTa QHTMOIIATUM Y AHTMOPETUHONATUY Y IallYIEeHTOB
C HepBUYHBIM, HOCTIIONMUIUTEMUYECKNUM, ITOCTTPOM-
6onuremudeckum mMuenopubposom (M®P) yxe B me-
610Te 3abomeBanms [24-26]. B pabore 3.M. IOHycoBOIt
n coaBT. npu XMIIH oTmedeHsl mTonopoobpasHoe
pacuiMpeHue ¥ U3BUTOCTb COCY/IOB HA ITTa3HOM JjHE
y 53,6% uenosek [27]. G. Pekel u coaBt. ¢ moMo1bio
CIIEKTPajIbHOM ONTUYECKON KOT€PEHTHON TOMOIpa-
¢bun obHapyxunm 6onee TOHKME COCYIbl CeTYATKIM
y nanyeHToB ¢ T, 4eM y 3,0pOBBIX JOHOPOB B KOHT-
POJIBHOIL TPYIINe, IAe Habmopancs 60nbuInit Kanubp
cocynos [28]. B pa6ote N. Aydin u coaBT. moKasaHo,
4TO yCyrybneHue COCYAUCTBHIX HApYILIEHNI, B TOM
yycne npu VI, npuBoguao K pasBUTHIO OTeKa JAUCKa
3putenbHoro Hepsa ([I3H), OKKII03UM LeHTPaTbHOM
apTepuy CeTYATKM M LIEHTPANbHOI BEHBI CeTYATKM
(DAC u IBC cOOTBETCTBEHHO), HEApTEPUUTHOI IIe-
pefHell MIIEMMYECKON ONTUYECKON PETUHONATUMU
(IIMOH), peTMHATBHBIX KPOBOUIIUAHNIA, OSABICHIIO
HOBOOOpPa30BaHHBIX COCYHOB ceTYaTKM [29].
CTpyKTypHbIe USMEHEHUA COCYHOB CeTYaTKM U XOPUO-
upeu npu VIII u OT Ha cerogHAMHNI JeHb HeOCTA-
TOYHO M3y4eHBbI B oTnaye oT MP [24-26]. Enyananble
UICCIIelOBaHUA OBUIM IOCBAILEHBI IapaMeTpaM KpOBO-
ofpaljeHus B Xopuousee, U3MepsieMbIM C IOMOIBIO
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OITHYECKOI KOrepeHTHOI ToMorpadmuu B pexmme
anruorpaduu. Tak, npu MII 6pi10o 3aduxcupoBaHo
yMeHbIlIeHJe COCYAUCTON MIOTHOCTY XOpUOUZEN Kak
napa- u nepudoBeoIpHO, TaK U MepumanuuispHo [30].
BbIpaskeHHBIE COCYRVICTBIE M KOATyI0/TIOTUYecKIe 13-
MeHeHMA y nanyueHToB ¢ XMITH npuBogaT K OKKII031-
SIM TI00BIX COCYIOB, B TOM 4yCIe Iasa [24, 26, 31-36].
ITpu VII u DT MoryT HabMI0gAaThCA KaK MpeXopsiue
OKKJTIO3VM COCYZIOB CETYATKY, TAK U HeoOpaTuMoe CHI-
JKeHMe 3pUTeNbHbIX GyHKIMIL J. Regensburger u coasr.
OIMcaIy KIMHNYeCKOe Hab/IofeH e TalMeHTKN, KOTO-
past MCHBITBIBA/IA SNM30/ibI MOHOKY/ISIPHOTO YXYZlle-
HUA 3peHMA 10 HeCKOIBLKMX pa3 B TeUeHMe OfHOTO Jaca.
droopecuienHoBast aHrMorpadus, BbIIONHsIEMas: BO
BpeM:I IPUCTYIIOB, TOKa3ala Ha/ln4dye MHOKeCTBEHHBIX
oxkmo3nit menkux serseit LJAC. K koHIy HA y manu-
eHTKU chopMupoBaach nonHas okkmosusd [JAC, rema-
TOKPUT Ha TOT MOMEHT cocTaBnAn 59,2%. Ilposenennas
aHTUArperaHTHAs Tepallls, MCIO0Ib30BaHUe HU3KOMO-
JIEKY/IAPHOTO TellapyHa U TeMO3Kc(y31UM crioco6CcTBO-
Ba/ly yCIIEIIHO peBacKynsapusanuu. BnocnepcTeun
ObLIM BBHIIIOTHEHBI TPENMAaHOOMONICUA U MOJIEKYIAp-
HO-TeHeTU4YeCcKoe UCCIefloBaHlMe, KOTOpble I03BOININ
puarsoctuposarb VII [36]. Hannas manueHTka usbe-
JKaja TsOKeIbIX MIIeMUYeCKNX M3MEeHEHMI CeTYaTKM,
onHaxo 4aie, korfa VIT manugectupyer oKkmosuein
ITAC, 3putenpuble GYHKIMM 3HAYUTENHHO U HeoOpa-
TUMO cHMKarTca [32-34]. M.O. Yoshizumi onucann
caydait, korga 9T manudecTupoBana OFHOCTOPOHHEIT
okkmiosueil IIBC [35]. Takke BO3MOXXHO IOSBIEHUE
MHO)XeCTBEHHBIX /IBYCTOPOHHUX OKKI/IIO3MII BeTBeN
LIBC. B ony6nukoBanHoM M. Imasawa u coaBT. Kiu-
HIYECKOM CTy4Yae OKK/II3UM MPOMCXOAUIN B pa3HOe
BpeMs Ha NPOTs>KEeHNM JITUTE/ILHOTO Neprofia He3aBH-
CUIMO IPYT OT ipyra, HO3TOMY OHM OBbUIM 3apUKCUPO-
BaHBI 1 ONMCAHBI PETPOCIEKTVBHO. ABTOPBI IpeJIIo-
JIO>KM/IY, YTO MPUYMHON JAHHON IIaTOMIOT UM MOT CTaTh
HEKOHTPONMPYeMbIit TpoM60111TO3 [31].

IToBbImeHHAs BA3KOCTh KPOBM ¥ HapyLIeHNEe MUKPO-
OUPKYIALNY MOTYT OBITh HPUYMHON UIIeMUYECKUX
U, KaK CJIefICTBIUE, BOCIIA/INTEIbHBIX U3MEHEHMIT B TKa-
HAX, I09TOMY IpeJIIoaraeTca OoNocpefioBaHHOE BIINU-
saane XMIIH Ha cTreneHp puckKa pasBUTHUSA BO3pacT-
HOI MaKy/sipHoi guctpoduu (BM]) - 3abomeBanms
CTapYecKOTo BO3pacTa, BOSHMKAIOLIETO B pPe3y/IbTaTe
HaKOIJIEHMA MEXJy NMUTMEHTHBIM 3MUTeINeM CeT-
4aTKM ¥ MeMOpaHoit Bpyxa ckommeHuit mpogyKToB
MeTtabonnsma storo snurtenus [37]. Cpegu Ph-nera-
tuBHbIX XMITH Haubonbmmnit puck passurust BM]]
Habmogancs npu UII (koadduiiment pucka 1,4), a Ha-
umenbunii — npu AT (xoadpduument pucka 1,2) [38].
Kpome Toro, npepnonaraercs Bnusnue Ph-HeraTus-
Hpix XMITH na tsoxects BM]I. TIpoueccer ¢pubposa
U aHTMOTeHe3a NPM HeOBaCKynApHONM craguum BM]I
nHrnbupymorcsa BausuueM reia CXCR3 na T-num-
¢donursl. [Tpuy XMITH (ocoberno npu M®) no gan-
ubeIM J.E. Grunwald 1 coaBT. 661710 OTMEYEHO CHIKE-
HUe 9KCIIPeCcCUY 3TOTO TeHa, YTO HPeAIION0KUTE/IbHO
SIBIISIETCST IPUYMHOI 6osiee Ts>Kenmoro TedeHuss BM]L
y MaLlYIeHTOB C JaHHOII Tpynmnoii 3abonesanmit [38].

Kapawuonorua u aHruonoria

E. Ayintap u coaBT. IpeAIIONOXWIN, 9YTO, KaK U B CIy-
4yae Hada/jbHON CTafMM IIayKOMBI, MIIeMMUIeCKue
nsMeHeHnus npu XMITH MoryT ObITh IPUYMHOI CHU-
JKeHVA TOJIIVHBI C/I0 HePBHBIX BOJTOKOH CeTYaTKU
(CHBC) paxxe pyu OTCYTCTBUY KJIMHNYIECKOI CUMIITO-
MaTuku. ABTopsl uccineposany ronmuay CHBC me-
pUnanUIApHO y nannueHTos ¢ T. OHM He ycTaHOBU-
MM JOCTOBEPHOJ PAasHUIBL B CPEJHEM II0 CPABHEHUIO
C TPYIION 3TOPOBBIX NMALIMEHTOB, OJHAKO BLIABYUIN
ee B OJTHOM M3 KBaJIpaHTOB JCCIeAyeMoll 30HbI [39].
ITpm MII Tak>Xe M3y49anoch M3MEHEHME TOIIMHEI
CHBC. 3naunmble OTAM4Ms ObUIN BBISIBIEHBI B CPeI-
HeM, BepXHeM U HIDKHMX KBaJpaHTaxX. Takoke 6bITO
06Hapy>XeHO CHIDKEHMe IepUNANIIAPHON COCyAuCc-
TOJ IJIOTHOCTY ¥ TOMIVMHBI KOMIIJIEKCA FAHITMOHAP-
HBIX KJIeTOK CeTYaTKM B MaKYy/IsIpHOI 30He. BepoATHo,
3TO OBIZIO CTEACTBMEM T'MIIOKCUU BBUAY HapyIIeHMS
MUKPOLMPKYIALNY, TIOCKOIBKY M3BECTHO, YTO, Ha-
IpuUMep, y>Ke Ha HadaJbHBIX CTafiMAX ITITayKOMBI IIPO-
UCXOIWUT CHIDKeHMe Nepdy3uy CeTUYaTKM B MaKyILAp-
HoI1 30He [30, 40].

ITMOH - ocTpoe cocTosAHME, TPU KOTOPOM BCIIeACTBIE
HapyuleHusa KpoBocHabxenus [I3H pasBuaetcs ero
nHpapkr. K.S. Rue 1 coaBT. onmcanu HeCKOIbKO K/IN-
Huyeckux cnydaes IIMMOH y manuenTos ¢ VII u 9T.
JocTuyp monHoro perpecca 3abojeBaHuA C COXpaHe-
HUEM 3PUTENbHBIX QYHKINIT Y/IaIOCh TOTBKO B OJTHOM
ClIydae M3 LIeCTV Ha QOHE Tepalny reMaToIOTNIecKo-
ro 3aboneBanus [41]. Takxe u3BecTeH ciydail pasBu-
tus geycroponseit I[IVMIOH y manuentku ¢ 3T c pas-
HBIM BpeMeHeM BOBJ/IEYeHN S KaXK/IOTO I71a3a; MICXO/IOM
3aboneBaHus 6pia ABycTOpoHH A aTpodus I3H ¢ ne-
006paTUMBbIM CHIDKeHMeM ocTpoThl 3pernsi. H. Gerding
HPeANOIOKNI, YTO J/INTEIbHbII TPOMOOLUTO3 Hostee
540 TBIC./MKJI 6BIT OCHOBHBIM (paKTOpOM, 0OYCIIOBIN-
BAIOIMM TSXKECTb COCTOSHMA NnanueHTKn. PakTopa-
MU, TOTIOTHUTENbHO CHIDKAIMMY Mepdysuio, 6bIIn
xKeesofepUUUTHAS aHeMUA M CHUOKEHHBII TeMaTo-
kpurt [42].

3aKnouenmne

VsMeHeHMe peomornuecKux CBOCTB KPOBM OOYCIOB-
NMBaeT BTOpUYHBIE M3MeHeHNA y manuenTos ¢ XMITH.
Hamnbonee tsxensimu ocnoxsenuamyu XMITH asna-
I0TCSL TpOMOO3BI M KpOBOTedeHUsA. AHaTOMUYeCKUe
0CO6EHHOCTH CTPOEHMS I7Iasa IMO3BOMAIOT BU3YaIN3K-
pOBaTh M OLeHMBATh CTENEHb IOPaKeHUA MUKPOLUP-
KY/IITOPHOIO KPOBOTOKA B 9TOJ TPyIIIe 3abomeBaHmMit
VI Ha OCHOBAHUM IIOJTyY€HHBIX JJaHHBIX JIe/IaTh IPeJIo-
TIO)K€HUSA O CTENeHM MOPaKeHUs COCYJ0B U B PYTUX
opraHax. VIsyueHme cocyaucTOl NaTOMOTUM CETYATKH,
nepdy3MOHHBIX II0Ka3aTenelt xoprongen npy VI n 3T
OCTaeTCA NMEePCIEKTBHBIM HallpaBJIeHNEM KaK C IJe/IbI0
PaHHEN IMAaTHOCTUKM yKa3aHHbIX 3a60/I€eBaHMI, TaK
U 714 OLleHKY 9P PeKTUBHOCTY UX JIeYeHUA.
Kongnuxm unmepecos. Asmopoi 3asensiom
00 omcymcmeuu KOHPIUKINO8 UHIEPEeCOs.
Dunancuposarue. Paboma svinontena
no uHUKUAMuUee asmopos
6e3 npusneueHUs UHAHCUPOBAHUA.
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Aim. To summarize contemporary literature on retinal vascular pathology and potential changes in choroidal
blood flow in patients with polycythemia vera and essential thrombocythemia, aiming to improve early
detection of vascular abnormalities and systemic microcirculatory assessment.

Key points. Polycythemia vera and essential thrombocythemia belong to the group of classical Philadelphia
chromosome-negative chronic myeloproliferative neoplasms and are characterized by a complex
multifactorial pathogenesis associated with mutation-driven myeloid cell proliferation. This review discusses
the mechanisms underlying vascular complications, including blood hyperviscosity, thrombocytosis,

and endothelial dysfunction, which determine the clinical course of the diseases and contribute to a high
risk of thrombotic events. Particular attention is paid to microcirculatory alterations that may develop

at subclinical stages and can be detected through the assessment of ocular vasculature as a unique in vivo
model of systemic microcirculation.

Conclusion. The study of vascular pathology of the retina and choroidal perfusion indicators in true
polycythemia and essential thrombocythemia remains a promising area for both early diagnosis of these
diseases and evaluation of their treatment effectiveness.

Keywords: polycythemia vera, essential thrombocythemia, myeloproliferative neoplasms, retinal
vascular occlusions, angiopathy

Kapumonorm‘a 1 aHruonorua

/1



