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HaumoHanbHbIN MeAULMHCKUIA UCCNIe[0BaTENbCKUN LLEHTP Tepanuu u npodunakTnieckon meguunHbl,
MockBa, Poccus

VICTMHHasn nonmumTeMms SBNSETCA He TONBbKO KIOHambHbIM 3ab0NeBaHNeM, BO3HMKAIOLLMM Ha YPOBHE CTBOIIOBOI KPOBETBOPHOW KNETKM, HO 1 NaTo-
JIOrnel, 4acTo NPUBOASLLEN K TPOMOOTUYECKM OCIOXHEHMAM. TPOMOO3bl MOTYT UMETb Pa3fMYHYIO IOKanM3aLUmIio 1 KIIMHUYECKM NPOSIBAATLCS NH-
CYNBTOM, MHaPKTOM MMoKapaa, TPOMOO30M rMyOOKMX BEH HUXKHWX KOHEYHOCTEN, TPOMOO3MOONMEN NEro4HoN apTepun, TPOMOO30M BEH BHYTPEHHMX
OpraHoB 1 ApYrMMu COCTOSHUAMU. OLHMM 13 Hanboree rpo3HbIX TPOMOOTUHECKMX OCTTOXKHEHNI SBIISIETCS OCTPOE HapyLLEHME MO3rOBOrO KpOBOOD-
pateHns (OHMK). feTeporeHHOCTb BO3MOXKHbIX NpuinH OHMK TpebyeT TiiaTenbHoro noaxoaa K AnddepeHumanbHon AMarHoCTVKe 418 CBoeBpe-
MEHHOrO YCTaHOBMEHWS AMarHo3a 1 MHAMBUAYaNbHOro, NatoreHeTM4eckn 06OCHOBAHHOMO NOAOOPa ASINTENBHOW aHTUTPOMOOTNYECKOW Tepanmn.
MpencraBneHHbIV KIMHUYECKWI CyYain pa3BUTUS HapyLLEeHWs MO3roBOro KpoBOOOpaLLEeHNS Y NaLMeHTa C UCTUHHOM NOANLMTEMUEN AEMOHCTPUPYET
BaXKHOCTb HeOPManbHOro NoAXoAa K AMarHOCTMKe, a Takke MeXANCLMMAMHAPHOIO B3aMMOAENCTBUSA AN NOMCKA NCTUHHOM NPUYMHBI Pa3BUTSA
OHMK 1 Ha3Ha4YeHWs NaToreHeTU4eCcki 0OBOCHOBAHHOTO JIeYeHWs!, HanpPaBIEHHOIO, B TOM HYMCTe, Ha NPOMUNaKT1Ky NOBTOPHbIX 3nm3onos OHMK r
LPYTrX TPOMOOTUHECKMX OCIIOXKHEHWN.

KntouyeBble cnoBa: NCTUHHAsA NONNLMTEMUS, HapyLLIEHEe MO3roOBOro KpOBOOOpaLLeHs, TooMb03, MrenonponudepaTsHoe 3abonesaHue, rmapo-
KCMMOYeBMHa, aLeTUNCanmuUMIoBas KACIoTa.
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Cerebrovascular Accident in a Patient with Polycythemia: a Case Report
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Abstract. Polycythemia vera is not only a clonal disease that causes hematopoietic stem cells, but also a pathology that often leads to thrombotic com-
plications. Thrombosis can have different localization and is clinically manifested by stroke, myocardial infarction, deep vein thrombosis of the lower
extremities, pulmonary embolism, thrombosis of the veins of internal organs and other conditions. One of the most formidable thrombotic complications
is acute cerebrovascular accident. The heterogeneity of the possible causes of acute cerebrovascular accident requires a careful approach to differential
diagnosis for timely diagnosis and individual, pathogenetically grounded selection of means of long-term antithrombotic therapy. The presented
clinical case of the development of cerebrovascular accident in a patient with polycythemia vera demonstrates the importance of an informal approach
to diagnosis, as well as interdisciplinary interaction for finding the true cause of the development of acute cerebrovascular accident and the appointment
of pathogenetically based treatment, aimed, among other things, at the prevention of repeated episodes of acute cerebrovascular accident and
others. thrombotic complications.
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BeBepgeHue

NctmHHas nonvumtemus (UM) — 3abonesaHme Kno-
HaNbHOW NPUPObI, BO3HMKAIOLLLEE Ha YPOBHE CTBOJIOBOM
KPOBETBOPHOW KJETKM, OTHOCALLEeecs K rpynne mMueno-
nponundepaTBHbIX 3a00neBaHNN, XapakTepusyioLleecs
yCUneHHoW nponmdepalen B KOCTHOM MO3re C Mpu3Ha-
KaMV COXpaHHOW TepMUHanNbHOM AnddepeHLMpPOoBKA
knetok [1,2]. 3a4acTyto nepBbIM KIIMHUYECKVM NposBIe-
HUeM MUenonponndepaTMBHbIX 3a00NeBaHNI MOXET
ABUTbCA TPOMOOTUYeckoe ocnoxHeHe [3]. B pa3sutum
Tpomb03a y4acTBYIOT TakMe MEXaHW3Mbl, KaK CHUXEHMe
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AHTUTPOMOOTNHECKMX CBOWCTB 3HOOTENUS, HapyLleHus
PEeoIOrMn KPOBK, YBENMYEHUE KOTMYeCTBa (DOPMEHHbIX
3/1EMEHTOB, aKTVBALLMA CUCTEMHOIO BOCMANIUTENBHOrO OT-
BETa 1 HapyLUeHUs CUCTEMbI reMocTasa [4]. ApTepranbHbiv
Tpombo3 aBnsetca rnaesHon (60-70%) npuYMHOM BCeX
cepaevHo-CoCyAnCTbIX OCNOXHeHnn VI 1 BkoYaeT ocT-
PbI MHMAPKT MUOKapaa, WUWIEMUYECKUA UHCYNbLT, OK-
K031 nepudeprdeckinx aptepmin. OCNOXHeHMS Co CTo-
POHbI BEHO3HOW CUCTEMbI NPeCTaBneHbl TPOMOO30M ry-
DOOKMX BEH HVXHIX KOHEYHOCTEN, TpoMboaMbonmen ne-
rO4HOM apTepumn, TPOMOO30M BEH BHYTPEHHMX OPraHoB.
MaupeHTsl ¢ UM B cpeaHeM MMeIOT B [1Ba pa3a bonee Bbi-
COKUM PUCK Pa3BUTUS MLLEMMUYECKOTO MHCYIBTa, MHbapKTa
MUOKapaa, TpoMbo3a rmybokMx BeH UMK NErOYHOM 3M-
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©onum [5]. Taknm 06pa3oM, COCyAUCTbIN TPOMOO3 Npes-
cTaBnsgeT cobon Haubonee Yactoe ocnoxHeHue UM, aB-
nsoLLeecst OCHOBHOW NPUYMHOW CMEPTHOCTM NaLMEHTOB.
MpeactaBNeHHbIM HaMU KIMHWUYECKUI CyYanl OEMOH-
CTPUPYET BaXXHOCTb MEXANCLMMANHAPHOIO B3aMMoaen-
CTBUS ANS ONATHOCTUKU NPUYMH HapYLLEHNS MO3rOBOro
KPOBOOOPALLIEHNSI 1, COOTBETCTBEHHO, Ha3HaydeHus -
beKkT1BHOWM, NaToreHeTU4eckn 06OCHOBaHHOM Tepanmin.

KnuHnyecknm cnyvan

MaumeHT A., 61 rofa, NOCTyNui B HEBPOJIOrMYeCKOoe
otaeneHne OIBY «HMWL, TMM» MuH3gpasa Poccnm ¢
anobamm Ha olLyLLeHWe CnabocT B NIEBLIX BEPXHEN U
H>KHEW KOHEYHOCTAX, LLIATKOCTb MOXOAKM.

AHaMmHe3 3aboneBaHums. [1o 2019 . naumeHT 4yB-
cTBOBAN Cebs abCOMOTHO 300POBbLIM YenosekoM. C MapTa
2019 r. oTMeTnN NoABMIeHME 3MM3040B MOBbILIEHUS ap-
TepuanbHoro aasneruns (A) go 170/90 mm pr.ct, B
CBSI3M C 4eM 0bpaTUICS K Bpayy Mo MecTy XXWUTenbCTsa,
KOTOPbIV BMepBble HazHa4ul BONbHOMY aHTUIMNepTEH-
3VIBHYIO Tepanuio 3Hananpuiom B fose 5 mr/cytr. 13
mions 2019 r. BO3HMKIO olLyLleHMe cnabocTu B neBbIxX
KOHEYHOCTSX, OHEMEHME TEBOV MONOBWHbI LA, 3aTPYLA-
HeHue pedn. MaumeHT Obin rocnuTann3MpoBaH. B xode
0b6cneaoBaHna (KoMMbioTepHas TOMorpathus ronoBHOMo
MO3ra, OynnekCHoe cKaHWpoBaHve BpaxuouedanbHbIX
apTepuiA, anekTpokapauorpacus) Obina AnarHoCTMpoBaHa
TPaH3UTOpHas MlWeMmnyeckas aTaka B BaccerHe npaBon
cpenHer Mo3rosow aptepum. NMomMrMo npoyero, B o0LLIEM
aHanm3e KpoBu ObIO BbISBNEHO 3HAYUTENBHOE YBENUYEHe
YPOBHS reMorniob1Ha, reMaTokpmTa U KNeTok KpoBu (3punT-
POLUTBI, TPOMOOUMTHI, NEMKOUMTbI), HO KOHCYNETaLUMs
remMaTtosniora He npoBOAMSach. 1o OaHHbIM NpPefocTaB-
NeHHOW MeLMUMHCKOW [OKYMEHTALLMW NoKasaTtenm obLLero
aHanmsa kposu ot 2018 . HaxoonNMCb B Npeaenax Hop-
MarbHbIX 3Ha4eHWU. Mpu BbinNucke Obin peKOMeHA0BaH
npvemM aHTUrnepTeHsmMBHon (nr3mHonpun 20 Mr/cyr,
aMIIoAMMWH 5 Mr/cyT, nHaanamug 2,5 Mr/cyt), aHTu-
arperaHTHon (auetmncanuumnoas kucnota 100 mr/cyT),
rmnonunuaeMmdeckon (atopsacrtatH 20 Mr/cyT) U aH-
TUrMNOKCNYECKON (3TUNMETUNTNAPOKCUNNPUIMHA Cy-
KumHat 750 mr/cyt) Tepanuu. Tepanuio npuvHUMan He-
perynsapHo, Nepmoamn4eckm OTMe4asn KpaTkOBPeMeHHbIe
3N1304bl OLLYLLEHNA OHEMEHUA KOHEeYHOCTer 1 nnua
cne.a. B aBrycre 2019 1. y naupeHTa pa3Buica neBocTo-
POHHWI reMunapes LeHTPasibHOro xapakTepa ¢ reMurm-
nanresven, HapyleHveM Noxofku. MauneHT Obin 3Kc-
TPEHHO FOCMUTANM3MPOBAH, NP NPOBEAEHVN KOMIMbIO-
TepHOM Tomorpadun ronoBHOro Mo3ra BriepBble oOHa-
py>eHbl HebonbLIVe cybkopTMKaNbHble MLLIEMUYECKME
o4ary B BMCOYHO-TEMEHHOW 00nacTu cnpasa, npu ynbr-
pa3ByKOBOM yMeKCHOM CKaHMPOBaHMK bpaxmoLiedarb-
HbIX apTeEPUN — aTePOCKNEPOTUYECKME M3MEHEHWs De3
reMOLAMHaMUYeCKM 3Ha4MMOro CTeHO3a. bbin ycTaHoBNEH

AvarHo3: «OcTpoe HapylleHWe MO3roBoro KpoBoobpa-
wernsa (OHMK) miwemMmyeckoro xapaktepa B baccenHe
NpaBoVi CpefiHe MO3roBOW apTepuu, aTepoTpoMOOoTK-
Yyeckumr noatun. fmneptoHmdeckas donesHs Il cragum, 2
CTeneHu, pUck CepaeyHO-CoCyaNCTbIX OCTIOKHEHWN O4YeHb
BbICOKMI. ATepocknepo3 OpaxmouedanbHbIX apTepuiny.
B obuiem aHanmse KpoBU COXPaHANOCh YBeIMYEHNe KO-
NNYeCTBa 3pUTPOLMTOB, TPOMOOLMTOB, NEMKOLIMTOBR U
YPOBHSA remornobuvHa. MNpu BbiNMcke pPeKOMeHL0BaHO
NPOLOMIKEHVE MPOBOAMMOW PaHee aHTUIMNePTEH3MBHOW,
aHTMarperaHTHOW, aHTUIMNOKCUYeCKOM 1 rmnonnnmuae-
MUYeckomr Tepanunmn. HecMoTps Ha MPOBOAMMOE feveHe,
COXPaHANOCh OlLylLIeHe CTabOCTV B BEPXHEN 1 HXKHEN
KOHEeYHOCTAX C/IeBa, U3MEHEHME NOXOOKM, B CBA3M C YeM
1 okT0psa 2019 I. NaUMEHT NOCTYNW B HEBPOJIOr4eckoe
oraeneHne OIeY «<HMUL, TNM» Mun3zgpasa Poccunn.
0O6bekTHBHO. COCTOsIHVE NALMeHTa NPY NOCTYMEHNN
cpenHen TskecT. Co3HaHMe icHoe. TonoxeHme akTUBHOe.
Poct 163 cm, Bec 70 Kr, MHOEKC Macchbl Tena 26,4 Kr/m?.
OTtmeYanach rmnepemMms KOXXHbIX MOKPOBOB NnLa, BUAM-
Mble CIM3MCTble HOPMAabHOW OKPacky U BRaXXHOCTW. MNe-
pUdepryeckmnx 0TeKoB HeT. MbllleyHas crcTemMa pasBuTa
ynoBneTBopuTeNbHO. KOCTHO-CycTaBHas cuctema 0Oe3
3HAYMMbIX U3MeHeHWI. Tpu ayckynbTaLmm AbixaHue Be-
31KyNAPHOE, MPOBOAMUTCSH MO BCEM JIEFOYHbIM MOMSAM,
XPWNbl He BbICNYLUMBAIOTCA. YacToTa AbIxaTeflbHbIX ABU-
XeHWUM 16 /MUH. [PaHULLbl OTHOCUTENIBHOW CepaeYHON Ty -
NOCTW He CMeLLeHbl. ToHbI cepaua NpUryLUeHbl, PUTMIAY-
Hble, YaCToTa CcepAeYHblX COKPaLLeHWn 72 /MUH, WyMbl
He BbIC/YLUMBANMUCh. IybC Ha NyyeBbIX apTepUsax yooB-
NETBOPUTENIBHOTO HAMOMHEHUS, CUMMETPUYHbBIA, PUT-
MUWYHbBIW, AeduumTa Nynbca HeT. Mynbcaumsa Ha apTepusax
HUXKHKX KOHEYHOCTEN COXpaHeHa, cMMMeTpryHa. ALl Ha
obenx pykax — 140/90 MM pT.CT. Baprko3Horo pactum-
PEHS BEH HNXHX KOHEYHOCTeN HeT. [edeHb NepkyTOpHO
He yBenunyeHa, 6e30one3HeHHas npu nanbnaymn. Cene-
3eHKa Npu nanbnaumn ysenmyera (+1 cM U3-nof kpas
pebepHo Ayrn), Kpam SnacTUYHbIN, Gone3HeHHOCTY Npu
nanbnaumm HeT. CUMATOM MOKOMAYMBaHVs OTPULLATENbHbIN
€ 0beunx CTopoH. Pr3Monornyeckie OTrNpPaBeHs B HOPME.
Hesponorunyeckunii ctatyc. Co3HaHue sacHoe. ObLe-
MO3rOBOW 11 MEHUHIEabHOW HEBPOMOMMYeCKOM CUMMTO-
MaTUKK HeT. OTMEeYancs yMepeHHbI J1IeBOCTOPOHHN
napes MMMUYECKON MyCKynaTypbl, MblLLL, 3blka (Yepen-
Ho-Mo3roBble Hepsbl: VI, XII). MoBbILEHNE MbILLEYHOO
TOHyCa MO NMPaMUAHOMY TUMY B JNIEBbIX KOHEYHOCTSX.
J1eBOCTOPOHHUI reMmMnapes LeHTPabHOro xapakTtepa,
NperMyLLeCTBEHHO B AMCTalIbHbIX OTAENaxX KOHEYHOCTEN
(nnevo — 4 Ganna, kKUCTb — A0 3 6aNNOB, HUXHAS KOHEY-
HOCTb — 4 Banna) C OXMBIEHUEM CyXOXMIbHbIX U Nepu-
OCTaflbHbIX pednekcoB cneBa. [Matonornyeckmin pepnekc
BabuHCKoro NonoxmTenbHbIV cesa. CUMMTOM OpanbHOMo
aBToMatM3Ma (ncesgobynbbapHbIA Napes) cnesa, YToO
OTpakaeT NopaxeHne NMpPaMUOHON CUCTeMbI. HyBCTBU-
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Table 1. Laboratory data during hospitalization of the
patient (complete blood count)
Tabnuua 1. labopaTopHble AaHHbIe NP FroCcNnTanM3aunm
nauyeHTa (KIMHUYECKNI aHanu3 KpoBK)

Mapametp Mpun Yepes 1ron PecepeHcHble

rocnuTanM3auunm HabniogeHns  3HauveHus
(2019r) (2020r.)

Spurpouusl, X 10'2/n 7,31 3,67 4,4-5,0

leMornobuH, r/n 190 144 130-160

lematokpu, % 56,4 415 39-49

LiBeToBOY nokasatenb 0,78 1,18 0,8-1,0

ycpggHeHHoe 3HayeHme 772 B 80-100

0bbEMa 3puTpoLyTa, BN

CpelHee conepxaHue

remornobuHa 8 spurpounte, 26,9 - 26-34

nr

CpepHas KOHLEHTpaLns

remornobuHa B sputpoumte, 340 = 300-380

r/n

Kos(duuyent

aHI30TPONNAY 15,5 - 12,0-15,0

3puTpOLMTOB, %

Toombouwsl, X10°/n 734 393 180-320

TNewkouusl, X10°/n 19,6 6,6 4-9

Hevrpodmnsl, % 85 67,8 40-74

JinmdoumTsl, % 10 23,5 1-5

Mowouus!, % 3 5,7 0-1

S03nHodunbl, % 0,6 1,5 19-37

basodunsl, % 2 1,5 2-10

€03, mm/y 2 14 2-10

Table 2. Laboratory data during hospitalization of the
patient (biochemical blood test, coagulogram)
Tabnuua 2. llabopaTopHble AaHHble NPU FrocnUTanmMsaunm
naumeHTa (BMOXMMMYECKNI aHaNN3 KPOBM,

Koarynorpamma)
MNapameTtp Mpu rocnutanusaumm  PedepeHcHble
(2019r) 3HayeHus
BMOXMMUYECKMIA aHaNN3 KPOBY
[Mioko3a, MMOMb/ 7 5,40 3,89-6,10
BunpybuH obwwMIA, MKMONTB /11 28,0 <20,5
benok obwwi, r/n 68,0 64,0-83,0
KpeatnHuH, MKMOnb /71 69,0 63,6-110,5
CK® (CKD-EPI), mn/muH/1,73m2 92 >90
MoveBast kucnota, Mr/an 5,0 3,5-7,2
Xene3so, MKMOfTb/N 11,7 11,6-31,3
DeppuTuH, MKr/n 22,4 20,0-250,0
AcnaprarTparcammnHasa, Ea/n 33,0 5,0-34,0
AnaHuHTpaHam1Ha3a, E4/n 76,0 0,0-55,0
JNakratgeripporexasa, Ea/n 218,0 125,0-220,0
KpeatnHdocdokuHasa, En/n 95 30-200
Harpuit, MMonb/n 140 130-156
Kanu, Mmonb/n 49 3,6-5,0
SputponoaTiH, MMe/mn 1.1 4,3-29,0
Koarynorpamma
AYTB, cex 33,9 24,3-35,0
MpoTpoMb1HOBOE Bpems, Cek 12,6 9,1-121
MpotpomouH no Kauky, % 82,3 70,0-130,0
ubpuHoreH, r/n 3,9 2,0-4.0

TeNbHOCTb He HapyLleHa. ManbLeHoCoBYyo Npoby creBsa
BbIMONHWTb HEBO3MOXHO 13-3a Hanu4us napesa. MNoxoaka
napeTuyeckas (cMHOpom BepHuke-MarHa). OueHka no
MoamnbmLmMpoBaHHol Likane PaHkunHa (Modified Rankin
Scale) — 2 6anna. BeretaTvBHas HepBHas c1cTema 6e3
NaToNornmyecknx U3MeHeHnn.

AHaMHe3 Xu3Hu. BpeHble NpuBbIYKN (KypeHue, Hap-
KOTUYeCKKe BeLLlecTBa, 310ynoTpebneHyie ankoronem) oT-
puvuaet. HacneaCTBEHHbIVM aHAaMHe3 Mo CepaevHO-Cocy-
OMCTbIM 3a0051eBaHNSAM OTAroLEH: oTel, yMep OT MHCYSITa
B BO3pacTe 73 neT, MaTb OANIUTENbHO CTPAfaeT rmnepro-
HUYecKom b6onesHbIo.

[aHHble 4ONONHUTENbHBIX METOA0B NCCNefoBaHUS

npv NOCTyNAeHUN

JlabopaTopHbie nokasaTtenu npeacTaBneHbl B Tabn. 11 2.

+ ObOpalLaeT Ha ce0s BHUMaHVe 3Ha4YMTeNbHOe YBenuYeH e
KONMM4ecTBa BCex (POPMEHHbIX 3NIEMEHTOB KPOBW, reMo-
rmobuHa 1 remMaTtokputa B oOLLeM aHanuse kposu. B
OUOXMMMNYECKOM aHanNM3e KPOBM OTMEYAETCS yBENNYEHNE
obuiero ounupybrHa, anaHMHaMuUHoTpaHcdepasbl. B

KoarynorpamMmme — Hebonblloe yBenmyeHne npoTpom-
OVHOBOrO BpeMeHMU.

SneKkTpoKapAMorpaMmMa: pUTM CMHYCOBBIN, YacToTa cep-
[Ee4HbIX COKPALLEHNI 76 /MWH. DneKTpryeckas ocb cepa-
ua: otknoHeHue Bneso. PQ: 0,18 cek, QRS: 0,08 cex,
QT: 0,38 cek, QTc: 0,45 cek, 3ybel, P: 0,10 cek.
MarHWTHO-pe30HaHCHas TOMorpadus rofloBHOrO MO3ra
(puc. 1): NpU3HaKN HapyLLeHUs MO3TOBOro KpoBoob-
paLLeHns Mo NWeMmUYeckoMy TMMy B MOAOCTPOV CTagmm
B OaccenHe NpaBoW CpefdHer MO3roBOW apTepun cyod-
KOpTMKanbHOM nokanmsaumuy. O4ary aHronaTum.
[ynnekcHoe ckaHnpoBaHme bpaxmnouedanbHbIX apTepui:
NPW3HAKN HECTEHOTUYECKOrO aTePOCKIePOTUHECKOrO
nopaxeHus bpaxmoledanbHbix aptepuin. Herpybas S-
obpa3Has HePOBHOCTb XO/1a NMPaBOVi BHYTPEHHE COHHOM
apTepun, reMoaMHaMM4eCkM He3Hau1Mmas. HepoBHOCTb
X0[a MO3BOHOYHbIX apTepuin B 3KCTpaBepTebpanbHOM
CerMeHTe 1 B KOCTHOM KaHasle nonepeyHbIX OTPOCTKOB
LeMHbIX MO3BOHKOB De3 NpY3HaKOB 3HA4YMMbIX JIOKanb-
HbIX M CUCTEMHbIX FeMOAMHAMUYECKNX HaPYLLIEHNN.
BHyTpeHHMe peMHble BEHbI HE PACLUMPEHDI.
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Foci of angiopathy.

apTepum cybkopTMKanbHOM nokanusauum (crpenku). Oyarv aHrmonaTmu.

MR signs of ischemic cerebrovascular accident in the subacute stage in the blood supply pool of the right middle cerebral artery of subcortical localization (arrows).

MP-npu3Haku HapyLleH1s Mo3roBoro kpoBoobpaiueHus (HMK) no uwemuyeckomy Tvmy B MOAOCTPON cTaguu B bacceiiHe KpoBOCHabXeHUs MpaBovi cpeHent MO3roBow

Figure 1. Magnetic resonance imaging of the brain
PucyHok 1. MPT ronoBHOro mo3sra

* DxoKapamorpadua: Kamepbl cepua He paclUMpeHbl; o-
DanbHas cucTonmyeckas MyHKLMS NEBOro Xenyaoyka B
HOpPMe; NIOKasbHas COKPaTUMOCTb MUOKAPAA HE HapyLLIEH];
amacronmyeckasn yHKLMSA NIEBOrO Xeyao4Ka HapyLleHa
no | Tnny; hrbpo3Hoe yNIoTHeHME CTEHOK a0pPThbl, CTBOPOK
MUTPanbHOro KnanaHa; yMepeHHble JereHepaTBHbIe 13-
MEHeHWNs CTBOPOK, (hMOPO3HOro Kosblia aopTafibHOro
KflanaHa; nponanc nepegHen CrBOPK MUTPabHOMO Kia-
naHa 5 MM; MUTpanbHas perypritaumsa 1 creneHu; npu-
3HAKOB SIErO4HOM MMMNEPTEH3NN HE BbISBIEHO.

* D30harogyoAeHOCKoNUA. XPOHNHYECKMIA MOBEPXHOCTHBIN
racTpuT. XpoHMYeckmnin nocToynbbapHbI ayoaeHuT. He-
[0CTaTO4HOCTb PO3ETKM Kapauu.

* YNbTpa3ByKOBOE NCCNefoBaHe opraHoB BPIOLLIHON Mo-
JIOCTW: yBeNnMYeHne pa3mMepoB ceneseHkn — 15,8%6,3
cm (B Hopme 0o 12,0%6,0 cm).

* OTanbMOosor: MMnepMeTponus CpeaHen cterneHn, amo-
nvonusa | crenenn OS; HadanbHaA BO3pacTHasa KatapakTa,
aHronaTns CceT4aTky Nno rmnepToHUYeckoMy TUMy.

C uenblo BepudmrKaLmMm npeanonaraemMoro 3a0oneBaHms

KPOBW NpoBeaeHo foobcnenoBaHme:

* lccnenoBaHve ypoBHA 3pUTPOMNOSTUHA: CHUXXEHME [0
1,1 MME/mn (Hopma 4,3-29,0 MME/mMn).

* MonekynsipHo-reHeTU4eckoe UcaiefoBaHme: obHapykeHa
MyTauus B reHe Jak2 V61 7F (14 3K30H): KNETKN C MyTa-
umen coctasnsior 100% oT obLlero ymcna Knetok B
npenapare.

* OT NMPOBEAEHNS TPEMaHODMONCUM KOCTHOrO MO3ra na-
LMeHT OTKa3ancs.

AngpepeHumnanbHaa guarHoctuka. Beoywm cuH-
OPOMOM B KIIMHNYECKOW KapTVHe 3a00neBaHns y AaHHOMO
naupeHTa ABIAeTCs CUHAPOM HEBPOOrnyeckoro ageduumta
BCNeACTBME MEepPeHeCeHHOro MLLEeMUYECKOro MHCYyIbTa.
Hanbonee BeposTHo npuinHon OHMK npencraBnsnach

NCTUHHas nonnumTeMms. Kapanosmoonmyeckmnii xapaktep
OHMK ObIn nckoYeH, NOCKOSbKY MpeapacrnonaratoLmx
hakTopoB (AunaTauMm nonocTer cepaua, HapyLueHWn
CepaeyHOro pUTMa, HapyLLEeHWIM NOKasbHOW COKPaTUMOCTH,
Cepbe3HbIX HAapYLLEHWI BHYTPUCEPLAEYHOW reMOAMHAMYKN,
CnocobcTByOLWMX TPOMOO0OPA30BaHWIO) He BbIsIBNIEHO.
[na sepndrkaumm nNpUHmMHbl MLEMNYECKOTO WHCYSIbTa
nposofnnace AuddepeHumanbHaa GUarHoCTka Mexay
TakMMUK 3a00MeBaHNAMK, Kak dCCeHUManbHas Tpombo-
LUMTEMUS, NMEPBUYHbBIA MNeNnohrOpPO3, BTOPUYHBI SpUT-
poumto3 u UMM (puc. 2). MNoBblLLeHVe ypOBHS TPOMOOLMTOB
(734x10°/n) 1 Hanu4ne MmyTaumm reHa JAK2 V617F
CBMOETENbCTBOBAJIM O BO3MOXHOCTU HanM4msa 3CCeHun-
anbHOW TPOMOOUMTEMUM, OOHAKO NOBbILLIEHNE YPOBHEN
NenKOLUTOB M 3PUTPOLMTOB B aHaNM3e KPOBW MO3BONIIO
HaM MCKIIOYUTb yKazaHHoe 3aboneBaHue 13 AMarHocTu-
4eCKOoro nNowcka.

MepBUYHBIN M1eNnodrbpo3 ObIN PacCMOTPeH B pamMKax
AnddepeHLanbHO-AMArHOCTUYECKOro Novncka B CBA3N
C HannyneMm reHeTndeckon MyTaumm (JAK2 V617F) n
cnneHomeranuu. Ho oTcyTcTBme aHeMmK, BRnacTHbIX KNeTok
B ODOLLeM aHanv3e KpoBW, a Takxke JaHHbIX O MpefLle-
CTBOBABLUNX NHAEKLMOHHBIX 1 ayTOMMMYHHbIX 3abone-
BaHMAX MO3BOMIIIO HaM UCKITIOYMTL yKa3aHHOe 3abone-
BaHue.

B nosib3y BTOPMYHOIO 3pnTPOLMTO3a CBUAETENLCTBO-
Ba/l/ MOBbILLIEHME YPOBHSA SPUTPOLMTOB, reMaToKpuUTa
(>52% y MYyX4UH), KOHUEHTpauuu remornobunHa
(>185r1/ny MyX4nH). OgHaKo Hannyme MyTaLmm B reHe
JAK2, a TakxKe nemkoumTo3a, TpoMboumTO3a, CrineHome-
ranivn, CHUXXEHWe YPOBHA 3pUTPOMOSTVIHA 1 OTCYTCTBUE B
aHaMHe3e 3aboneBaHUn, NPUBOAAWMX K BTOPUHHOMY
3PUTPOLIUTO3Y, NO3BONSAIOT HAM UCKITIOYNTL 3TO 3abone-
BaHWe y AaHHOIo NnaLmeHTa.
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Data against diagnosis / laHHble NpoTVB ArarHo3a

« PV criteria present
Ectb kputepum AN

« No history of infectious
and autoimmune diseases
HeT faHHbIX O NepeHeceHHbIX
NHOEKLMOHHDIX,
AYTOUMMYHHBbIX
3a0051eBaHMAX

«No anemia / HeT aHemuu

« No blast cells in CBC
Het 6nactos 8 OAK

« Erythrocytosis
SpUTPOLMTO3

- Leukocytosis
Jlekoumtos

« JAK2 mutation/ myTtauua

« J[lenkoumnto3s

- TpomboumnTO3

- Splenomegaly / Cnneromeranua
+No lung disease, heart with

«No smoking / HeT kypeHuisa
«No family history

- | Erythropoietin / putponostvn

erythrocytosis / HeT 3abonesaHuit
Nerkmnx, cepaua, NPUBOAALIMX
K 9pUTPOLMTO3Y

HeT cemelnHoro aHamHesa

Essential thrombocythemia Primary myelofibrosis

JcceHumanbHas .
[epBUYHBIA M1enodropo3
TpomboLuTemMma
Platelet Splenomegaly JAK2 V617F
TpomboLnTbI CnneHomeranusa mutation/myTauma
734x10%/1

PV - polycythemia vera, CBC - complete blood count, HCT - hematocrit, Hb — hemoglobin
UM - uctnHHas nonmumutemus, OAK — o6wwmi aHanms kposu, HCT - rematokpuT, Hb — remorno6bux

/

v True polycythemia
McTMHHaA noanumntemms

Secondary erythrocytosis
BTopuyHbIN SpUTPOLMTO3

Erythrocytosis THCT THb Erythropoietin
SpUTPOUMTO3 56.4% 190 g/ SPUTPONOITUH
7.31x10'%/I 1.1 mU/ml

Figure 2. Differential diagnostic search
PucyHok 2. AnddepeHumnanbHO-aAMarHoCTUYeCKnM Nomck

MaumeHT KoHCyNsTMpoBaH rematonorom OIeY «HMUL
remartonorum» MuHsgpasa Poccun.

Vmetowmecs AaHHble (NOBbILLEHME YPOBHS reMOrmo-
©wnHa [190 r/n], rematokpuTa [56,4% npu Hopme 40,0-
48,0%], Hanun4me myTauum reHa JAKZ V6 1 7F, CHUXeHWe
YPOBHS 3pUTPOMOSTUHA) MOMHOCTBIO COOTBETCTBYIOT AN-
arHOCTNYECKMM KPUTEPUAM UCTVHHOM NONULUTEMUM, pe-
KOMeHA0BaHHbIM BceMmpHOW opraHm3auven 3apaBo-
OXpaHeHUA [6] N HaLMOHaNbHbLIMW KINTMHUYECKMUW Peko-
MeHAauMaMm rematonorudeckoro obuectsa [1,7], yto
MO3BOANIIO HaM CHUTATb HaM4Me UCTUHHOW NONULMTEMUM
BEPUPULMPOBAHHBIM.

KnuHunyeckun guarHos:

OcHoBHoe 3aboneBaHue: VICTMHHaA nonnumuteMmns,
BbICOKWIM PUCK TPOMOOTNYECKIX OCIIOXKHEHUN.

CoyetaHHoe 3abonieBaHue: ApTepuanbHas runep-
TeH3ua, 2 crenenu, Il cragms (IOCTUrHYT LieneBom YpoBEeHb
ALl). Puck CepAeYHO-COCYOMNCTbIX OCITOXHEHUN OYeHb
BbICOKWN.

®oHoBoe 3aboneBaHue: Tnnepnnnvuaemuns 2 A tuna.

OcnoxHeHne ocHoBHoro 3abonesaHmsa: OHMK no
MLIeMmU4ecKoMy TUny B GaccerHe NpaBon CpefHeMO3roBov
aptepum ot 17.08.2019 1.

ConyTcTBytowme 3aboneBaHus: XpOHUYECKUIA Mo-
BEPXHOCTHbIN FacTpUT. XPOHNYeCKNn NocTOynbbapHbI
AYOAEHUT. He,oCTaTO4YHOCTb PO3ETKU KapAUK.

MauneHTy pekoMeHA0BaHa LuTocTatnyeckas (rmapo-
kcvkapbammg, 1000 Mr/cyT), aHTWarperaHTHas (auetmnn-
canvumnosas kncniota 100 Mr/cyT), aHTUIMNepTeH3BHas
(nu3mHonpun 20 Mr/cyT, aMnoaunnH 5 Mr/cyT), rmno-
nunuaemmnyeckas (atopeactatnH 40 Mr/cyT) Tepanus.
[ToMMMO 3TOrO MauneHTy B CTalMoHape MnpoBOAMIIOCH
nevyeHme LNTUKONMHOM, NUPALLETaMOM, BUHMOLLETVUHOM,
STUNMETUATUOPOKCUNMUPULAMHA CYyKLMHATOM.

MawuneHT Obin BbINWCAH M3 CTaLMOHapa C pekoMeHa-
LUMSMIM Habnlo4aTbCs y HEBPOJOra, Kapamornora U rema-
TOJI0ra Mo MeCTy XUTeNbCTBA, KOHTPONMPOBATL NMoKasaTeni
00LLIEro aHanm3a KpoBwm, OUOXMMUHECKOTO aHanm3a KpoBK,
KoarynorpamMmbl 1 pas B 3 MeC, MPOBOAMTb YSIETPa3BYKOBOE
nccnefoBaHne opraHoB BPIOLWHOM NofocTy 1 pas B rof.

Cnycra rofl, nprema HazHa4eHHOro MeIKaMeHTO3HOrO
neYyeHus Mo OAHHbIM KIMHUYECKOTro aHanms3a KpoBM Mbl
HabNoOAeM MONOXMNTENBHYIO AMHAMKKY B BUAE HOPMa-
nn3aumKn nokasarenen GopMeHHbIX SNeMEHTOB KPOBMU, re-
MaToKpuTa, reMornobuHa (cm. Tabn. 1). MauneHT NoBTopHO
KOHCyneTMpoBaH rematonorom Oy «HMWL, rematonorum»
MuH3gpasa Poccunm, pekoMeH[0BaHO MPOAOIKUTE NPreMm
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rmpopokcnkapbammnaa, yepepys gossl 1000 1 500 mr/cyT,
aueTUncanuumnoBon KMcnotbl 100 Mr/cyT.

OOGcyxpaeHune

MprBeaeHHbIV KINMHNYECKMIA Cly4a AEMOHCTPUPYET
reTepOreHHOCTb NLLIEMUYECKOTO MHCYIBTa M HEODXOAMMOCTb
TLWATENbHOW 3TUOIOTUYECKOM AMArHOCTUKY 1S npoBe-
OeHVIA afleKBaTHOM Tepanuim 1 NpoUnakT1KmM NOBTOPHbIX
ann3ogos OHMK. MpuyKHbI HapyLWEHUIN MUKPO- U MaK-
POLMPKYNALMK B KPOBOCHABKAIOLLIMX FONOBHOM MO3T CO-
CyLax 4aCTo OCTAlOTCA HeAMarHOCTUPOBaHHbIMK. T, aun-
arHoCTMPOBAaHHas y NaUMEHTa, SBSETCS He TONbKO 3a00-
NIEBAHVIEM CUCTEMbI KPOBM, HO U CEPbE3HbIM (haKTOPOM,
00yCNoBNMBaOLLMM TPOMBOreHHOCTb. TPOMOO3bI SBASIOTCS
OCHOBHbIMW MPUYMHAMU CMEPTHOCTU OonbHbIX UM [1],
NO3TOMY MPW BbISIBNEHNW laHHOTO 3aboneBaHns HeobXxo-
O1Ma cTpaTndmKaLMs pycka. ViMetowmecs Ha HaCToALLMM
MOMEHT [aHHble KIMHUYECKNX WNCCNedoBaHUN CBUAE-
TENbCTBYIOT O TOM, YTO Harboree 3Ha4MMbIMU (DaKTOpaMm
pvicka TPOMOBOTUHECKX OCTIOXHeHWI Npwn U aenstoTcs:
BO3pacT ctaplue 60 neT, Hann4ne TPOMOO30B B aHaMHe3e
[1]. Mpu cTpaTUdMKaLmm pucka Tpomobosos npu LM
TakXKe y4nThIBalOTCA 0bLMe hakTOpbl pMcka CepaeyHo-
COCYAUCTBIX 1 TPOMOOTNHECKMUX OCITIOXKHEHNN [1].

CornacHo [encTBYIOLWMM pekoMeHOauMaM AaHHbIV
NaLMeHT OTHOCUTCA K rpynne BbICOKOrO pucka Tpombo-
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