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B PE3IOME

BeepeHue. CreHo3s noyeyHon apTepumn — pacnpoCTPAHEHHAs NATONOMUs, OOYCNOBIEHHAS B OCHOBHOM OTEPOCKIEPO3OM
noyeuHbIX apTepuin. DcceHumansHas Tpombountemms (IT) anseTcs peakon NPUYMHON CTEHO3A NOYEYHOM APTEPHN.
Llenb: onucatb knuHuyeckoe HabnopeHne 6onbHOro 3T, OCIOXHMBLUEHCS CTEHO30M MOYEYHOM APTEPUM EAMHCTBEHHOM
bYHKLUMOHMPYIOLLEH MOYKHM, YCNELHO KOPPUTMPOBAHHBIM SHAOBACKYSPHBIMA METOAAMM.

OcHosHble cBepeHus. MyxunHa 32 net ¢ 3T, 0CNOXHMBLUEHCS OKKIIO3MeN BPIOLLIHON AOPTbI, IEBOM NMOYEYHOM ApTEPUMH,
CO CMOPLUMBAHMEM NIEBOM MOYKM, CyBOTOTANBHBIM CTEHO30M MPABOW MOYEYHOM APTEPUM U XPOHUHECKOM BONE3HbIO NoYeK
3 A cTopamu, a TaKXe PEHOBACKYNSPHOM TMNepTEH3MEN, MEPEHEC OPrOHOCOXPAHSIOLLEE BMELLATENLCTBO — SHAOBACKYNSP-
HylO Koppekuumio cTeHosa noyeuHoi aptepuu (DKCIA). B pesynstate nposeaerns IKCIA, Ha3HAYEHMS QHTUKOQrYASHT-
HO-QHTMATPEraHTHOM Tepanuu K cneunduyeckon Tepanun ST MHTepPepOHOM HABNIOAANMUCE NONOXMUTENbHbIE dPPEKTHI
B BMAE YNyULEHNU PYHKLMM NOYKM, LOCTUXKEHUS LIENEBbIX 3HAYEHUN APTEPHUANTLHOTO AABIEHUS, O TAKXE B OTHOLUEHWM OC-
HOBHbIX FEMATONIOTMYECKMUX NOKA3ATENEN.
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B ABSTRACT

Introduction. Renal artery stenosis is a common pathology associated mainly with atherosclerosis of the renal arteries. Es-
sential thrombocythemia (ET) is a rare cause of renal artery stenosis.

Aim: to describe a clinical observation of a patient with ET, complicated by renal artery stenosis of a solitary functioning
kidney, successfully corrected endovascularly.

Main findings. A 32-year-old male with ET, complicated by occlusion of the abdominal aorta, left renal artery, with shrink-
age of the left kidney, subtotal stenosis of the right renal artery and chronic kidney disease stage 3A, as well as renovascular
hypertension, underwent an organ-preserving intervention — endovascular correction of renal artery stenosis (ECRAS). As a
result of ECRAS, the prescription of anticoagulant-antiplatelet therapy and specific therapy for ET with interferon, positive ef-
fects were observed in the form of improved kidney function, achievement of target blood pressure level, as well as in relation

to basic hematological parameters.
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BBenenne

Occennmanpias tpombouuremus (OT), nnu nepsuunbIit
TPOMbOOIMTO3, MAMONATUYECKUI TPOMOOIIMTO3, remoppa-
ruyecKas TPOMOOIIUTEMUSI — DTO KJIOHAJIbHOE MUEJONpPO-
mudeparusHoe 3abonesanue (MI13) ¢ HekonTpoaMpyemoii
nponudepanyeil MerakapuouUTOB, XapaKTepuayloleecs
HOBBILIEHHBIM KOJIMYE€CTBOM KPYMHBIX M TMFAHTCKUX Me-
rakapuoLUTOB B KOCTHOM MO3Te, TPOMOOLMTO30M B TEpU-
dbepuueckoit kposu (6onee 450x10°%/n), BbicOKUM puCcKoM
Tpomb030B n/unu kposoredenuii [ 1]. [Tonynaunonnsie anu-
[AEeMHOJIOTUYeCKHe JaHHble O 3ab0JIeBAEMOCTH M pacHpo-
crpanennoctu AT B Poccuu orcyrersyror [1]. [lepsuunas
sabonesaemoctb DT, Mo naHHBIM 3apy0es’KHBIX PErucTPOB
[1, 2], cocraBnser 1-2,5 cayuas na 100 Toicau Hacenenus
B rog. DT sasnserca penxkum (opdannbim) saboseBaHu-
€M, pacnpoCTPaHEHHOCTh KOTOPbIM COCTaBJisieT He Gosiee
10 cnyuaes szabonesanus na 100 Teicsia Hacenenus [3].

[Tuk saboneBaemoctu npuxopurcs na sozpact 50-60 ner
Y BCTpEYaeTcsl B OCHOBHOM y sKeHIuH [4].

Tpombountos npu DT — pesynbrar ToueuHoit myTa-
nuu B renax JAK2 (6onee 50 % cnyuaes), CALR wnu MPL,
BbI3bIBatOIedl Muenonpoaudepatusnbiii appderr [1, 4].
['uneprpombonuros ¢ koauvyecrsom Tpombouutos 1000—
3000x10%/n, obycnoBnennbiii runepniaszueii meraxkapuo-
LUTAPHOIO POCTKA KOCTHOTO MO3ra, SIBJSETCS Xapak-
tepubim npusHakom OT. dumarnos OT ycranasausaror
B coorBercTBuM ¢ kpurepusimu BO3 Ha ocHoBaHUM KOM-
NJIEKCHOI OLIEHKU KJIMHUYECKOH KapTUHBI U JabopaTop-
HBIX MOKa3aTeJseil, TaHHBIX OUONCHUU KOCTHOTO MO3Ta U Te-
HETUYECKOrO TECTUPOBAHUS ISl ONPEAE]EHUS] TEeHHBIX
myTauuii (taba. 1) [1, 5].

Haubonee pacnpocTtpaneHHOe U OMacHOE OCJIOXK-
nenve JOT — peumausupyomume Tpomb60o3sl BEHO3HOM
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Tabnauua 1. duarioctmyeckune kprtepun 2T [1, 5]
Table 1. Diagnostic criteria for essential thrombocythemia [1, 5]

Kputepui
Criterion

Onucanne

Description
1. Konuuecrso tpom6ouutos > 450%x10°/n.
2. Mopdonoruyeckue oco6eHHOCTU TpeNnaHoBUONTATA KOCTHOFO MO3ra: Nponndepaums B OCHOBHOM Nu-
HUM MEraKAPUOLMTOB C POCTOM YUCAA YBENUUEHHBIX, 3PENbIX MEFAKAPUOLUTOB € runepnobynnposax-
HbIMU sapamu. HeTt sHauMTENnbHOro yBenmM4yeHus Unm nesoro CABUra B rPAHYOMNO33€ NN 3PUTPOMNOo33e,

Bonblme kputepun MAHBIX HOBOOBPA30BAHMIA.
Big criteria

1. Platelet count > 450x10° /1.

M oueHb pefKo HesHauuTenbHoe (cteneHb 1) yBennuyeHne peTUKYIMHOBLIX BOIOKOH.
3. Het kputepues BO3 gns BCR-ABL1-no3nTMBHOro XpoHM4YECKOro MMENOUAHOTO IENKO3d, NCTUHHOWN
NoNMLMTEMUY, MEPBUYHOTO MUENOPUOPO3A, MUENOAUCIIACTUHECKMX CUHAPOMOB UNKN APYTUX MUENO-

4. Hannumne mytauum JAK2, CALR nan MPL

2. Morphological features of bone marrow trepanobioptat: proliferation of mainly megakaryocyte lineage with an in-
crease in the number of enlarged, mature megakaryocytes with hyperlobulated nuclei. There is no significant increase or
left shift in granulopoiesis or erythropoiesis, and very rarely a slight (grade 1) increase in reficulin fibers.

3. There are no WHO criteria for BCR-ABL1-positive chronic myeloid leukemia, polycythemia vera, primary myelofibro-
sis, myelodysplastic syndromes or other myeloid neoplasms.

4. The presence of a JAK2, CALR or MPL mutation

Manein kputepumn
Small criterion

Hanunume knoHanbHOro Mapkepa Unmn oTCy TCTBUE AOKA3ATENBCTE PEAKTUBHOrO TpomboumuTosa
Presence of a clonal marker or lack of evidence of reaciive thrombocytosis

U apTepuajbHOM CUCTEM: KPYIHBLIX COCYAOB 6p10mH01‘/’1
MOJIOCTH, BEH HMIXKHUX KOHEYHOCTEH, KOPOHAPHBIX ap-
Tepuii, aprepuii rososHoro moara. Jacteim ¢pusuxasb-
Hbim cumnromom npu DT aBasiercs ymepennas cnieHo-
meranus [4, 6].

Jleuenme npu OT Brurouaer nesarperaHTHY 0, HUTOPE-
AYKTUBHYIO TEpanuio, npenapartsl nHTepdepoHa-alb-
da, unruburoper pocdonuacrepaser 111 (anarpennn),
MHTMOUTOPBI SIHYC-KWHA3, WHTUOUTOpPHI Tejaomepas
C LeJasIMM MUHUMU3UPOBATH PUCKU TPOMOOTHMUECKUX
OCJIO’KHEHMIT u nporpeccuu sabosnesanusi (muenodu-
6p03 WU OCTPBIA MHEJOUAHBIN nef/’n(oa), KOHTPOJIN-
poOBaTh CUMITOMBI MHTOKCHMKAILUM M IPEAYNPEAUTDH
OCJIO’KHEHMS B CJlydae XUPYPrudeCcKUX MaHUILYIsLUHA.
Ilenesoe konuuectBo Tpombouutos cocrasiasier 150—
400x10°%/a [1, 6, 7].

Crenos noueunoit aprepun (CITA) Becrpeuaercs npu are-
pockJsieporuueckoil penaabHoii 6osesuu (90%), a taxske
npu GpuOpOMyCKyJIsIpHOI Auciiazun, aprepunte Takascy
U SIBJISIETCSI CEPbE3HOM MATOJIOTHEN, TPUBOASIIEH K PEHO-
BACKYJISIPHOI IMIepTeH3nu, Ullemudeckoil Hedpponaruu,
XPOHUYECKOM ITOYEeYHOM M CepAeYHOH HeJ0CTaTOYHOCTH
[8-10]. Onposackynspuas xoppexkumus CITA (bannon-
Hasi aHTUOMJIACTUKA U CTEHTUPOBaHUE) — MeTOJ BhiOOpa
npu remopgunamudecku sHaunmom CITA pns pesackyuns-
PUBaLMM MOYKM M KOPPEKLMU PEHOBACKYJISIPHOU TUIlEp-
tensuu [11, 12]. Aprepuansubie Tpomb03bI, cOnpsiKeHHbIe
c 9T, 6biBator ouens penxoit npuunnoii CITA. [lo nacros-
LIEro BPEMEHM ONMCAHO BCETO HECKOJIBKO CJIydaeB COYeTa-
HUS AaHHBIX natoygoruit [13].

Ilear — ommcars KAUHUYECKOe HabIIOAEHME 6OJIBLHOTO
OT, ocsoskHUBLIEHCS CTEHO30M MTOYEUHOM apTEPUM €IUH-
CTBEHHOH (PYHKIIMOHUPYIOLIEH MOYKM, YCHEUIHO KOPPH-
FMPOBAHHBIM 9HOBACKYJISIPHBIMU METOAAMMU.

Kiananygeckoe Habaoaenue

Boabnoii 111, 32 net, B anpene 2018 r. o6paruacs B npu-
emuoe oraenenue 'AY3 CO «Ceepanosckas obnacrtHas
kauHnueckas boasauna Ne 1» ¢ sxamobamu Ha TOJIOBHBIE
60511, BeIpaskeHHy0 0b1LYyI0 caabocTs. [lpu cbope anam-
He3a ObLIO BBIACHEHO, uTo My)umnHa ¢ 30 ser crpanaer
apTepuaJbHO rUIepPTeH3UeN C MOBbILIEHUEM apTepUalb-
noro aasaenus (A/l) no 160/100 mm pr. cr. Heperynsapuo
NPUHUMaJ Pas3JIMYHble AHTUTHMIIEPTEH3UBHBIE Ipenapa-
Tol ¢ BpemeHHbIM o¢pdexrom. Kypun B Teuenne 20 ner
10 2018 r. mo 1 mauxe curaper B nens. Hacnencrsennocrs —
He oTarouena. [lo nosony >kas06 Ha rosoBHble Goau, Mo-
soimenue A/l B 2017 r. Gouio nposeseHo ambysaropHoe
obcsieoBaHye, NPU KOTOPOM BbISIBJEH TeMOJMHAMUYe-
cku snauumblii (>70% npocsera [14]) crenos npasoii no-
geunoii aprepun (ITA) n ymenbmenune pasmepos seBoii
MOYKY, HAa4YaJbHble ATEPOCKJIEPOTUYECKME U3MEHEHMUS
6paxuonedaabHbIX apTepuii, runepTpodus MUOKapaa Jie-
BOro >kesynouka. KoHueHTpanus KpeaTMHUMHA CBIBOPOT-
ku 6b11a 115 mxmonb/i1, ckopocTs kayboukosoii dunbTpa-
uuu (CKD) — 72,6 ma/mun (CKD-EPI) [15]. B teuenue
nocsjaegHUX 6 Mec. apTepuasbHasl TUIePTEH3Us y OOIbHO-
IO NPUHSJIA 3/I0KAYeCTBEHHBII XapaKTep, OTMEYaInCh MO-
soitenust Al no 2560/150 mm pr. cr. Bonbnoit npunuman
sHaanpus 6e3 3HAYMTETBHOrO TUNoTeH3uBHOrO 2 dexrra
U HEOJHOKPATHO BbI3bIBAJI 6p1/1ra/1y CKOPOM MeAMIMHCKOM
nomown. B nenp oGpamienus He cmor BbIATH Ha paboTy
M3-3a IJIOXOTr0 CAMOYy BCTBHUSI.

[Ipu nocrynnenun obuiee coctosiHue ObLIO pacieHe-
HO Kak Tskenoe. Koska, Buaumple ciausucteie — Gaen-
Hble. B Jlerkux BbICAyHIMBAIOCh BE3UKYJSIPHOE [bIXa-
Hue. ToHBI cepana — pUTMHYHBIE, 4aCTOTA CEPAEYHBIX
cokpawmenunit — 88 B munyty. Al — 240/120 mm pr. cr.

[lpu nanpnanum >xuBoT MArkuii, 6e3bose3HeHHbIH, Me-
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yeHb — He yBeanueHa. OTmedasach MacTO3HOCTH CTOMN,
rosieneii. BonbHOI GBI HOPMOCTEHUYECKOTO TeIOCTONKe-
Hus, obblyHOrO nMuTanus (macca Tena — 76 Kr, pocT —
171 cm, unpexc maccer Tena — 27).

Bein rocnuranusuposan B Hedposoruueckoe orese-
HUEe B 9KCTPEHHOM MOPSI[Ke C AMArHO30M: apTepuaJibHast
IMIEPTEH3Usl CJI0KHOTO reHe3a, MPEeNMYIEeCTBEHHO Ba3o-
peHanbHas (CTEHO3 NMPAaBOX MOYEUHON ApTEPUM), CTENEHD
3, puck 4. Ilpu obcnenosanuu OblIa KOHCTATMpPOBaHA
MOYeYHast HeJOCTATOYHOCTb: KOHLEHTPALUsI KPeaTUHNHA
ceiBopotku — 165 mxmoun/n, CKD — 50 ma/mun, uro co-
OTBeTCTBOBaJO 3 A cTajuu XPOHHMYECKOI OOJIE3HU TOUeK
(XBIT) nmo CKD-EPI [15]. B obmem ananuse mouu 06-
Hapy>KeHO yMeHbLIeHHe OTHOCHTeabHOM mrotHocTu 1,009
(uopma 1,015-1,025), a Tak>xe MUHMMAIbHAS IPOTEUHY-
pus (0,10 r/n). Kpome Toro, 6bw1 BbIsiBIeH TPOoMOOLUTOS3
551x10%/m.

Ilpu nposemenun yabTPasByKOBOrO MCCJELOBAHUS
(Y3U) opranos GprourHoil mosiocTH M MOYEK BbISBUIM

Tabnuua 2. MNokazaTen GUOXMMUUECKOTO QHANNS KPOBK B AMHAMMKE
Table 2. Parameters of biochemical blood tests in dynamics
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HE3HAYMTEeJbHYI0 CIjeHomeraauio (Miomans ceaeseHKu
= 53 kB. cm). Pasmepsr npasoit mouxkn 107x38 mm, nesoit
77x43 mm, popma nouex Gb1s1a OBaTbHAS, KOHTY Pbl POBHBIE,
YeTKUE, TOJIIMHA [MaPEHXUMBbl IPABOY MOYKU — 15 mm,
neBoii nouku — 8 mm, AnddepeHUNpPOBKa CI0EB MOYEK CO-
XpaHeHa, 9XOMJIOTHOCTb MAPEHXUMbI — OOBIYHASI, CUHYChI
(dameuku, noxanka) — 6e3 ocobeHHOCTEl, 06IACTH HA-
NOYeYHUKOB U napanedpasbHas KieTyaTka — 6e3 oco-
GeHHOCTEH, AbIXaTeabHAS TIOJBUYKHOCTD ObLIa COXpaHeHa,
MO3UIIMOHHAS TO/IBUXKHOCTh He U3MEHeHa, MOYeTOUHUKU
He paclMpeHbl. DbLIo cenaHo npeanososkeHue o CMop-
NIMBAHUU JIEBOH MOYKU BCJIEACTBUE OKKJIO3UU MOYEUHON
aprepuu. [lanubie nabopaTopHoro uccienosanus 601bHO-
ro npuBeseHbl B Tabaunax 2, 3.

[Tokasarenu obuiero aHaiMsa MOYM B TeuyeHUE AaJib-
Heifero nepuona HabJsogeHUsT ObUIM B Npefesax HOP-
mbl (LLBET CBETJIO-XKEJITHINM, NPO3pav4Hasl, OTHOCUTEJbHAS
nnornocts 1,014-1,1018, pH 5,5-6,0; rnrokosa, Gesok,

ypO6I/IJII/IHOFeH, 61/IJII/Ipy6I/IH, KETOHOBBIE TeJia, e MOorJjio-

flokasaren 18.04.18 | 250418 = 04.0518  02.11.18 | 04.06.19  11.06.19
Parameter
'épe".T?'"”"' Mimone/n 62-106 146 155 140 122 130 127
reatinine, umol/L
CK®, mn/mun
GFR, ml/min 80-125 54 50 57 6/ 62 64
(CKD-EPI)
Mouesuna, mmone/n 2,8-8,3 04 83 6,3 5,4 4,7 4,5
Urea, mmol/L
O6wuii 6enok, r/n 66_85 71 73 20
Total protein, g/
Mniokosa, mmons/n
Glucose, mmol/1 40-6,5 4,6 o/ 50
O6wuin xonectepuH, Mmons/n
Total cholesterol, mmol /L 3.8-52 4.0 4.0 49
Tpurnuuepuasb, MMonb/n
Triglycerides, mmol/1 <23 109 2,54
Xonecrepun JIMNBIN, mmons/n
HDL cholesterol, mmol /1 >1.5 0.89 084
Xonecrepun JIMHIM, mmons/n
LDL cholesterol, mmol/1 2,5-40 2,61 2,89
Xonecrepun JINOHM, mmons/n
VLDL cholesterol, mmol /L 0,27-104 0.5 117
Koa¢ddpuumnenr areporeHHoctn
Atherogenic coefficient <31 3.5 4.8
Mouesas kucnora, MKkmonb/n
Uric Acid, pmol/L <430 404 372 379
ACT, en/n
AST U/ 0-38 19 18 24
ANT, ep/n
ALT U,/ 0-40 16 16 23
Bunupy6un, mcmons/n 0,0-20,0 18,3 173 14.5
Bilirubin, umol/L ' ' ' ' '

Mpumeuanus: JINMBIM — nunonporentsl Boicokoi nnotHocty, JINHIM — nunonpoteunnsl Huskon naotHoctu, JINOHI — nunonpoTtenpabl o4eHb HU3KOW NNOTHO-

ctn, ACT — acnapraramuHotpaHcdepasa, AJIT — anaHMHaMmuHoTpaHcdepasa.

Notes: HDL — High-density lipoproteins, LDL — Low-density lipoproteins, VLDL — Very-low-density lipoproteins, AST — Aspartate aminotransferase, ALT — Alanine fransaminase.
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Tabnuua 3. MNokasarenn obLuero aHanM3a KpoBK B AMHOMMKE
Table 3. Parameters of general blood tests in dynamics

18.04.18 | 25.04.18 | 04.05.18 | 02.11.18 | 04.06.19 | 11.06.19 17.06.19

Mokasartensb Hopma
Parameter Norm
Tpom6ouurtsl, x10°/n
PIT 10°/1 180-320 551 650
PDW, % 15-17 173 171
MPYV, ®n/fl 72-1 8,3 8,0
P-LCR, % 13-45
Tpombokpur, % 0,108-
PCT % 0,282 0,457 0,518
Sputpouutsl, x10'2/n
ol 4-5 4,61 473
lemornobuH, r/n
HGB, g/ 130-160 133 136
HCT, % 40-48 39 41,4
MCV, ®n/|f 80-100 84,5 875
MCH, nr/pg 2/-34 289 28,7
MCHC, r/n/g/1 330-370 342 328
o 9

Jenkouutsl, x10°/n 4.0 31 74

WBC, x10%/1

OMH, HUTPUTBI, JIEHKOLUUTHI, SPUTPOLUTHI OTCYTCTBO-
Basn). B koarysorpamme y 6osbHOrO ObLIM BBISIBJEHBIL:
runepdubpunorenemust 4,48 r/n (nopma 2—4 r/n), pacrso-
pumble pubpun-moHomepHble komruiekcsl 11 mr/100 mo
(nopma o 4,5 mr/100 mu). BonsHomy 6bina nasnauena
a”HTUrMINEepTeH3uBHas Tepanus: mokconuaus 600 mr/cyr.,
nudenunun-perapn 40 mr/cyr., Guconposoa 10 mr/cyr.
a Tak)ke AHTHMATPEraHTHAs Tepamnus KJOMUAOTPesIeM
75 mr/cyr. n anermacanuuuiaosoit kucaoroit 100 mr/cyr.
[16]. 03.05.2018 r. B cBSI3U ¢ reMOAMHAMMWYECKU 3HAYU-
mbim CITA ¢ aBneHusamu snokauecTBeHHOM apTepUaIbHON
rUMEePTEH3UH, MPOSBASBIIMMCS HapylleHuem QyHKIUU
nouku, 6osbHOMY ObLIa BBITOTHEHA GpIONIHAs aopTorpa-
dbus, npu KOTOPOIi GBLTN BHIABIEHBI OKKII03US UHpape-
HaJbHOTO OT/leJla A0PThI C BOCCTAHOBJIEHMEM KPOBOTOKA
Ha ypoBHe OOmMX OeApeHHBIX apTepuil 4epes KoJsiaTe-
paJiu, cyOTOTaNbHBIi CTEHO3 YCThs MPABOH MOYeYHON ap-
tepuun (puc. 1 A), okka03us €BOil MOYeYHON apTepuw,
cmopuieHHas seBas nouka. [Iposenena npouenypa anmo-
Backyssipaoit koppexuuun CITA (OKCIIA), 1.e. crenTupo-
BaHue npasoi noueunoit aprepun (puc. 1 B). locturayr
ONTHUMAaJIbHBIA aHruorpaduyecKuii pesyabTaT — BOCCTa-
HOBJIeHMe nipocBeTa aprepuu (puc. 1 B).

[Tocne DKCITA o6Guiee cocrosinue 60ABHOrO YLy dIIn-
aocek. Ha 3-u cytkun nocne OKCITA nonyuena nonoxmu-
TeJbHAasl AMHAMUKA B BUJAE yMEHBIIEHUSI CBIBOPOTOYHON
KOHLeHTpauuu KpearnHuHa co 1566 po 140 mxmons/n
u Al co 190/110 mo 130/80 mm pr. cr. YuureiBas co-
XPaHSIOIMACT TPOMOOLUUTO3, OBIIM BBIMOJTHEHBI TPOM-
6oanacrorpadus, koarysorpamma, OnpejeseHUEe My-
rauuu V617F B rene JAK2 B xpoBu, OHKOMapKepsbl
KPOBM, IyHKLHSI W TPENaHOOMONCHS KOCTHOIO MOS3ra.
Obnapy>xena myrauus V617F B rene JAK? B xposu

(monst myranrnoro asunens 13,15 %). lnarnocruposana

728 417 392 4772 375
1,6 169 11,2 11,3 17,2
97 9,5 97 8,4
23,2 22,6 22,7
0,710 0,334 0,370 0,450 0316
5,49 5,31 5,68 5,81 5,28
148 149 153 154 146
45,1 45,4 46,2 44,2
82,1 799 79,5 83,8
27 269 26,5 277
328 342 337 333 331
10,4 6,2 525 719 55

AT, ocnoxHeHMeM KOTOPOH sBUIUCH TPOMOO3bI MHPPa-
PeHaJBHOrO OTAea aOPThl, IOYEYHBIX apTEePUH, apTepuil
HU>KHUX KOHeuHOcTel. Tpenanobuonrar kocTHOro mosra
6611 k1eTounbiit, merakapuonutsl (MKIL) — B 6oabmom
KOJINYECTBE, BCTPEYAJIUCh JUCIIIIA3UHAHBIE BY/10JIbYAThIE
MKIl u muxkpoMKII, wacro BcTpeuanucs orpomHubie
cKomyieHus: TpombGouuTos; Mopdosorusi TPOMOOIUTOB:
GOJIBIIMHCTBO TPOMOOLMTOB OBLIM MaJibIX pPa3mepos,
eIMHUYHble KPyNHble IJIACTUHKHN C Y3KOU Hapy>KHOM
membpanoii. [1pu Beinucke 6onbHOrO AUarHo3 6611 Cop-
mynuposaH caeaytomum obpasom: «IDT, ocnoknuBmas-
Csl OKKJIIO3Mel OPIOIIHOTO OT/ie1a A0PThI, OKKJII03Ueii Jie-
BOU NMOYEYHOU apTepUM CO CMOPIIMBaHUEM JIeBOH ITOYKU,
CyOTOTaJbHBIM CTEHO30M IPAaBO MOYEIHON AapTEepUM;
XpOHMYecKass 6OIe3Hb MOYeK 2 CTaauu, Ba3opeHasbHas
UNEPTEH3UST».

Yepes 2 mec. nocae IKCITA 6onbHomy Gblia HazHaue-
Ha Tepanus untepdeponom annda?2 a B noze 1,56 man ME
3 pasa B Hengemo nogkoxxkHo. Yepes 6 mec. nocie OKCITA
CoCTOsIHME OOJIBHOTO OCTaBaJIOCh Y/OBJIETBOPUTEIbHBIM,
A/l cocraBasino 130/80 mm pr. cr. ¢ peaxumu nogbema-
mu po 150/80 mm pr. cr. Ha ¢oHe aHTHUrMNEPTEH3UBHOM
Tepanuu, INpU ITOM [J03bl AHTUTMIEPTEH3UBHBIX IIpe-
naparos 6buin ymenblienbl B 2 pasa. Dynkuus nouek
YIyUYLINIACh: KOHLEHTPALMsI KPEaTMHUHA ChIBOPOTKU
cocraBuaa 122 mkmous/n, CKD 67 ma/mun, a koamnyecr-
Bo Tpombonutos — 417x10%n (raba. 1, 2). Ilpu ynvrpas-
Bykosoii poruteporpadun (Y3I') noueunsix aprepuit
or 02.11.2018 obnapy>keHa OKKJIIO3Us OPIOIIHON aOpPThI
HMOKE YPOBHSI OTXOXK/[IEHUS MOYEYHBIX apTepui, a Tak-
5Ke YCTAHOBJIEHO, YTO B ODJIACTU yCThsl MPABOM MOYEYHOM
aprepun auneiiHas cxopocts kposoroka (JICK) 6buia
221 cm/c, pesuctusnsiit uagexc (PM) — 0,55, kposoTox
MarucTpaJIbHBINA, MPOCBET IOJTHOCTHIO MPOKPAIIMBAJICS
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PucyHok 1. SHaosackynspHas KOpPeKLys CTEHO3A MOYEUHON apTepun: A — OKKIIO3US MHOPAPEHABHOMO OTAENA AOPTH C BOCCTAHOBIEHMEM KPOBOTOKA HA YPOBHE OBLLMX Ge-
APEHHBIX OPTEPUI YEPE3 KOMNATEPANU, CyETOTAMbHbIM CTEHO3 YCTbA MPABON MOYEUHON apTepum; b — cenekTvaHas aHrorpadys noYedHsix aprepuit; B — ontumansHbiit aHriorpa-
buryeckuit pesynsTaT — BOCCTAHOB/EHWE NPOCBETA NPABON NOYEYHOMN apTepun

Figure 1. Endovascular correction of renal artery stenosis: A — occlusion of the infrarenal aorta with restoration of blood flow at the level of the common femoral arteries through

collaterals, subtotal stenosis of the right renal artery; B — selective angiography of renal arteries; C — optimal angiographic result — restoration of the lumen of the right renal artery

IpU LBETHOM AONIJIEPOBCKOM KapTHUPOBAHWU, JAMCTAJIb-
unee crenra JICK — 310 ecm/c, PI — 0,58; B 0o6sactu Bo-
por nouku JICK — 68 cm/c, P — 0,57; B cermenTapubix
aprepusax JICK — 34 cm/c, PU — 0,49; B napenxume
JICK — 24 cm/c, P — 0,47. B neBoit noyeunoii aprepuu
KPOBOTOK HE ONPEeAEeJIsIICs, A00aBOUYHbIE APTEPUU HE BU3Y-
aJINBMPOBAJINCH B 00eNX MOYKax. 3aKJIIOUeHHE: OKKJIIO3US
OpIOLIHON AOPTBHI HUYKE YPOBHSI OTXOXIEHUS MMOYEYHBIX
apTepuii, OKKJIIO3MS JIEBOW IOYEYHON apTepHuH, COCTOSI-
HUe 10C/le CTeHTUPOBAaHUsI MPAaBO MOYEYHON apTepuy,
KPOBOTOK II0 CTEHTY — 0€3 reMOJMHAMMYECKH 3HATMMBIX
napywennii. [lo nanasim Y3/ Henvss uckmounts re-
MOIMHAMMWYECKHN 3HAYMMBIH CTEHO3 AUCTajbHee CTEeHTA.
Briio npogosskeno nHabnonenue 3a 6onbHBIM, Yepes 3, 6,
12 mec. ormeuanuce crabuabable okasareau AJll, ceiBo-
POTOUHOI KOHUEHTPALlMM KPeaTUHUHA, TPOMOOLUTOB.
[IpoxopumocTh MoueyHON apTepUuM OLEHUBAJU B CPOKHU
6 u 12 mec. Yepes 12 mec. npu Y3/1I" noueunsix aprepuit
or 07.06.2019 onpeneneno, uro B npasoit ITA B obaactu
yerbs JICK 219-240 cm/c, PU 0,53; B 0o61actu Bopor nou-
ku JICK 62 ecm/c, PU 0,52; B napenxume JICK 31 cm/c, PU
0,50. B neBoii nouke KPOBOTOK He JOIUPOBaH, 706aBOY-
Hble apTepuu He BU3YaJU3UPOBAJUCh B OOEMX IMOYKaX.
3aKJII09eHMe: COCTOSIHUE IOCJIE CTEHTMPOBAHUS MPABOU
MOYEYHOM apTepuu, peCTeHO3MPOBaHUE IIPABO NOYeYHOM
apTepuu, OKKJIIO3U S JIEBOU MMOYEUYHOMU apTepuu.

[Tpu Y3AI' aprepuit
or 05.06.2019 ckanupoBanbl 00LIME W Hapy>KHble MOJA-
sanownble aprepun (OITA u HITA), o61me u nosepxnocr-
uole Genpennsie aprepun (OBA u I1BA), noaxonenusie
aprepun (ITKA), saguue un nepennue Gosbebeprosblie
aprepun (B3BBA u IIBBA), aprepun teia croner (ATC).
Obnapysxena oxkmosus [IKA cnpasa, Tun xposoroka
B OCTaJIbHBIX APTEPUSX — KoJlIaTepaabHblit. [{ucranbubiit
orpen aoptol u OITA ¢ obenx cTopoH He JoOLUMpOBasCH,

HUXHUX KOHEYHOCTeN

perporpaanoe sanonnenue HITA ¢ obeux cropon, cersb
KOJLIaTepaJsIbHbIX COCY/I0B B Tpoeknnu oudypkranuu aop-
tol. akmouenue: Oxkmosus npasoit [1KA. Kocsennsie
NPUSHAKU OKKJIIO3UU OPIOLIHOrO OT/eJ1a a0PThl HA Y POBHE
6udypranuu.

ITo noBoay obGHapy>EHHOrO reMOAMHAMMYECKH 3Ha-
YMMOIO PEeCcTeHO3a MNpaBOM IOYEeYHOM apTepUHU BHIINOJI-
nena nosropHas OKCIIA — anruonsacruka npasoi
ITA. BonbHoit 6bl1 BBIIMCAH € PEKOMEHAALUSIMU TIPO-
JOJKUTh AHTHATPEraHTHY0, AHTUTMIIEPTEH3UBHYIO Te-
panuio, a Takke Tepanuio unreppeponom. Ilponomnskeno
HabaomeHMe 3a 6OIBHBIM.

OG6cyxpaenne

Cornacuo crparudukanuu pucka Ttpombosos [6],
npu OT Gonbuble monoxke 60 ner 6es npeaiecTByOUMX
Tpomb030B U ¢ Hanuuuem myrtauuu B rene JAK2 orno-
csaTest kK kareropuu Huskoro pucka. A. Carobbio u coasr.
[17] npusenaun nanusie, uro us 891 Gonpnoro AT, onpene-
nennoit no kpurepusm BO3, cpennuii nepuon nabmaone-
Hus kotopeix cocrasua 6,2 r., y 109 (12 %) nabnopancs
aprepuasbhnbiii (7 = 79) unu senosuniit (2 = 37) Tpomboa.
[lo nanubiM MHOrodaKTOPHOrO aHaIM3a MPEAUKTOPA-
MM apTepHUaIbHOro Tpombo3a ABUINCH: BodpacT > 60 ser,
TpomMbGO3bl B aHAMHE3E, CEPAEYHO-COCYAUCTbIE (PAKTOPBI
PpHCKa, BKJIIOYAsi KypeHUE, apTEPUAJIbHYI0 TMIIEPTEH3UIO
WM caxapHblii Auaber, neiikonutos > 11x10%/n u nanuune
JAK2V617F myrauuun. Hanporus, Tonbko my>»ckoit mou
ABJISNICS TPEAMKTOPOM BeHo3Horo Tpombosza. [lpu atom
kosnnyectso Tpombonutos Gosee 1000x10%/n 6bu10 cBAI3A-
HO ¢ 6oJIee HUBKMM PUCKOM apTepuaJsbHoro rpombosa [6].

B o6sope E. Mishimau coasr. [13] npusenenst onucanus
18 nabnonenuii TpomMbGOLUTEMUH, COUETABIINXCS CO CTe-
HOTMYECKMM Mopa)keHMem moueunbix aprepuit. Cpenu
Hux 16 skenmmH u 2 my>kunnbl B Bospacte ot 20 o 74 ner
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(cpennuii Bospact — 45 ner). IlepBoe onucanue npusene-
Ho B 1979 r,, nocnennme nsa — B 2018 r. B nannoit rpynmne
6b10 puarnoctuposano 9 cayuaes OT (50%), 8 cayua-
eB ucTuHHOU noaunuremun u 1 caygan MII3. Hanunane
myTauuu B rene JAKZ2 610 noareepkaeHo y 7 GOTBHBIX,
npu arom 1o 2009 r. GonbHble He 0bcaenOBaNMCh HA Ha-
auuve ykasaHHod myrtauuu. KoamuectsBo TpombGouunTos
y 6onbHbIX cocTtaBasio or 238 no 1500x10%/n, B cpennem
652,7x10°/n. Tpombonuremus Gblna BHEepBble BbISABJIEHA
y 16 Gonbubix, y 1 GonbHOro Habnropanack B reuenue 7 Jer,
eme y 1-12 ner. ¥ 13 GosnbHbIX OBLIO AMATHOCTUPOBAHO
OJIHOCTOPOHHEE IMOPA’KEHUE MOYEYHBbIX aprepuil, y b —
6unarepanbhoe nopaskenue. Hedpokromus 6p1a Boimos-
HeHa y | My>X4YnHBI. AHTUIMIIEPTEH3UBHbIE JIEKAPCTBEH-
Hble npenaparsl nojay4vanu 4 6oapHbix. Peumnuanranus
MOYevYHON aprepum Obuta npousseneHa y 3 OOJBHBIX,
OKCITIA 6bu1a Beimosrena 10 6osbsabim. B kauecrBe k-
Huveckoro addexra ObLT BHIOPAH KOHTPOJb apTepHasb-
Hoii runeprensun. Onucan 1 HebnaronpusaTHbI Ucxon
Y KEHIMHBI /2 JIeT B BUJE OKKJIIO3UU [TIOYEIHON apTepuun
nocJie BHy TPUCTEHTOBOrO Tpombosa [13].

Cpenu npusenennsix ciayuaes coueranust JT co CITA
TONBKO | ommcaHme COBIafaeT C NPUBEAEHHBIM B HACTO-
Aueil paboTe Mo OCHOBHBIM XapaKTePUCTUKAM GOJIBHOrO
U TeueHUIo 3aboseBaHus: My KuuHa 36 et ¢ TpombonuTo-
som 828x10°/n u pesucreHTHOl K JleueHUIO apTepUaJbHOMI
runeprensueit ¢ A/l 170/116 mm pr. cr. [Ipu noueunoit an-
ruorpadguu 6bu1n Beissaensl ounarepaasasiii CITA (95%
NPOKCUMAaJIbHBIN CTEHO3 JIeBOM noueuHoit aprepuu u 90 %
YCTbEBOH CTEHO3 MPaBOW MOYEYHON apTepPUM), OKKJIIO3US
BepxHel OpblxeeuHoii aprepun. BosbHomy Gblna BbIMOI-
nena OKCITA c xopowmum apdexTom: kKoHIEHTPaL M Kpe-
aTMHUHA ChIBOPOTKM cHusmiaach ¢ 260 mo 138 mxmons/n
4yepes 2 Hex. nocue Bmewmarenscrsa, Al cHusunocs, ko-
JIMYECTBO AHTUTUIEPTEH3UBHBIX MPENAPATOB YMEHbLIEHO
¢ 3 no 2. o nosony OT nonyuan repanuio Gycynanda-
Hom 4 mr/cyT. B Teuenue 12 nen. [loueunas anruorpadus
ayepes 12 mec. nocae OKCITA nokasana asycropoHHO0
perpeccuto CITA. Yepes 12 mec. Takske Habmogaaucs

Jluteparypa

1. Menuksn AJ1, Kospuruia A.M., Cy6opuesa M.H. 1 ap. HauroransHsie knu-
HWYECKME PEKOMEHAAUMM MO AWMATHOCTMKE W Tepanuu ph-HeraTusHbx mueno-
nponudepatMaHbix  30601€BAHUIA  (MCTUHHAS  MOMMUMTEMMS, 3CCEHLMALHAS
TpOMBOUMTEMMS, NEPBMIHbIA Mrenodrbpos) (peaakums 2018 r). Tematonorua u
tpaHcdyamonorus. 2018; 3(63): 275-315. DOI: 10.25837/HAT.2019.51.88.001.
2. Meier B., Burfon J.H. Myeloproliferative Disorders. Hematol Oncol Clin North
Am. 2017; 31{6): 1029-44. DOI: 10.1016/}.hoc.2017.08.007.

3. ®@epepanshbit 3akoH ot 21.11.2011 . N2 323-P3 «O6 ocHosax oxpasl
spoposbs rpaxaaH 8 Poceuiickon @epepaumny, Cratsa 44, 4. 1.

4. Ashorobi D., Gohari P. Essential Thrombocytosis (Essential Thrombocythemia, ET).
StatPearls Publishing; 2020 Jan. Bookshelf ID: NBK539709. PMID: 30969531.

5. Arber D.A., Orazi A, Hasserjian R., et al. The 2016 revision to the World Health
Organization classification of myeloid neoplasms and acute leukemia. Blood.

2016; 127: 2391-405. DOI: 10.1182/blood-2016-03-643544.

CHM)KEHME KOHLEHTPAIMM KPEATHHUHA CBIBOPOTKU, KO-
augectBa Tpombonutos mo 214x10°/n, nopmanusanus
AJl — 120/80 mm pr. cr. [13, 18].

ITo muennto H. Hasselbalch [19], nna MI13 xapakrepno
COCTOSTHYIE XPOHUYECKOTO BOCIIAIEHU I, KOTOPOE SIBJISIETCS
dbakTOpoM pasBUTUS «IIPeXKIEBPEMEHHOIO aTepPOCKJIEepPO-
3a», yBeJNUYNBasl TAXKECTb OPEMEHU CEPAEIHO-COCY AUCTBIX
3aboneBaHuil. BO3MOYXXHBIM MEXaHM3MOM BO3HUKHOBEHUSI
apTepuaJbHbIX CTEHO30B TaK)Ke MOXET ObITh rMIePaKTU-
Banus JAKZ, crumynupymomas mIpomMoTOp aHIMOreHesa
STATS, xoTopslil yCcKOpsieT rUIEePIIA3UI0 SHIOTEIUS CO-
CY/I0B, YTO IIPUBOAUT K MOSIBJIEHUIO ATEPOCKJIEPOTHUIECKON
onsmku [20].

Mo>kHO IPeATIONI0KUTE, YTO B OCHOBE OKKJIIO3UU KPYII-
HBIX apTepUaJIbHBIX COCYAOB y Habioaaemoro 60abHOrO
JIeXKAT TAKMEe MEXaHU3Mbl, KAK [POrPEeCCUPYOLUI are-
POCKJIEPO3 Ha d)OHe apTepuaJIbHOM TruIepTeH3UH, Aeiu-
CTBUE OCHOBHOrO 3ab0JIeBaHUs, 3aKJIOYAOILEeCs B pas-
BUTUM TPOMOOLUTO3a U TPOMOO3OB KPYMHBIX apTepuii,
a Tax>ke BoszaelicTBue HuKoTuHa (craxx kypenus 20 mer
B aHAMHe3e).

C yderom STHX HpPEANOJOKEHUH AAHHOMY OOJBHOMY,
BO3MOXKHO, CJIE0BAJIO KPOME aHTHUATPEraHTHON Tepanuu
Ha3HAYUTH AHTHUKOATYJISTHTHYIO TEPAIIUIO, XOTsI COMVIACHO
NPUHSATBIM MPOTOKOJIAM IIOCJIE JHAOBACKYJISIPHOTO BMe-
LIATEIBCTBA HA3HAYAIOTCS TOJBKO AaHTUATPEraHThI HA CPOK
He menee 6 mec. [16].

Takum obpasom, y 32-nernero Goasnoro ¢ AT nabumo-
[AJI0Ch pa3BUTHE TPOMOO30OB A0PTHI U €€ BeTBell C OKKJIIO-
3Uell aopThl M MOYEYHON apTepuu, 4YTO criocobcTBOBAIIO
bOpMUPOBAHMIO 3/I0KAYECTBEHHOH apTepUasbHOM TI'M-
NepTEeH3MNU M XPOHUYECKON IMOYEeYHOM HeAOCTATOYHOCTH.
B pesysbrare nmpoBemeHHON 9HAOBACKYJISIDHOM KOPpPEK-
UM CTEHO3a [IOYEYHOM apTepuy, HasHAYEHUs] aHTUArpe-
raHTHOI Tepanuu, a takske cnenuduyeckoit repanuu AT
unrepdepoHom HabmOAAIUCH TOT0KUTeAbHbIE 9 deKThI
B Buze yayumenus GyHKIUU HOYKHU, JOCTUYKEHUE IleJie-
BbIX 3HavyeHuit All, Hopmasmsauuy OCHOBHBIX IeMaTOJIO-
rMYeCKUX [MOKa3areJiei.
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