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Peszrome

Heap. [IpeacraButh KIMHUYECKUN Cllydall BOSHUKHOBEHUSI SPUTPEMHUHU C TPEXPOCTKOBOW TUIIEpILIa3ueit
y ManyeHTKH MOJIOZ0T0 BO3pacTa.

MeToauka. HpCZ[CTaBJ'ICH Ha6H}OI[aeMBIﬁ aBTOpaMu KJIMHUYECCKUI cnyqaﬁ 0ECCHUMITOMHOTO TCUEHUS
OpUTpEMUN C TpCXpOCTKOBOﬁ I‘I/IHGPHHEBPICIZ Yy MNaoueHTKU MOJIOAOTIO BO3pacTa. HpOBCZ[eH aHaJIn3
MaTcpuajioB aM6ynaTopH0171 nu CTaIIPIOHapHOﬁ KapT, pe3yJbTaTOB KIMHUYCCKUX, na6opaToprIx,
HUTOTCHECTUYCCKUX U UHCTPYMCHTAJIbHBIX METOA0B 06CJ'I€)IOB3HI/IH.

Pesyabrarbl. Y malMeHTOB MOJIOJIONO BO3pacTa IPU  BBIABICHUH TPEXPOCTKOBON THUIEpIUIa3uu
00s13aTENFHBIM ~ SIBIISICTCS  MPOBEJICHHE  MOJIEKYJSIPHO-TEHETUYECKOTO  HMCCIICAOBAaHHS ~ METOIOM
HOJIMMEpa3HoH LenmHoW peakiu Ha Hanmyue MyTtanuu reda CALR B 9 sk3one, rena BCR/ABL n JAK2
V617F ¢ muensto auddepeHImanbHOl IUATHOCTHKH WCTHHHON  IMOJNUIUTEMHA C  JAPYTUMHU
MuenonponudepaTUBHBIMU 3a00sIeBaHUAMU. D(PGHEKTUBHBIM METOJOM JICUCHHS SBISCTCS HA3HAUYCHUC
KoMOuHUpoBaHHOW Tepanmuu [ID1-uHTEpPEpPOHOM, THIPOKCUKAPOAMHUIOM W  AIECTHIICATHIIIIOBOM
KHCJIOTOM.

3akaroueHue. MOHGKYH}IpHO'FeHCTI/I‘ICCKOC HCCICA0BAaHUC ABJIICTCA HAACKHBIM METOAOM YCTaHOBJICHUSA
OKOHYATCJIBbHOTO JUarHo3a JSpUTPCMUH. C HOCJIbK0 KOHTPOJA HaQ 3a00jIeBaHUEM B JICUCHUU
LICJ'ICCOO6p8.3HO HCIIOJIb30BaTh MpCrapaThbl PIHTCp(i)epOHa B JIOIIOJIHCHUC K THUAPOKCHUMOYCBHUHC U
aHTUArperaHTam.

Kmiouesvle cnosa: sputpemus, HCTUHHas mojaunuremusi, myrtamus JAK2, mwuenonpoiudepaTuBHbIC
3a00JIeBaHUs

CLINICAL CASE OF POLYCYTHEMIA VERA WITH THREE-GROWTH HYPERPLASIA IN A YOUNG
PATIENT

Molotkova S.A., Volk T.G., Gurevich O.V., Dehnich N.N.

Smolensk State Medical University, 28, Krupskoj St., 214019, Smolensk, Russia

Abstract

Objective. To present a clinical case of polycythemia vera with three-growth hyperplasia in a young
patient.

Methods. The article presents a clinical case of the asymptomatic course of polycythemia vera with
three-growth hyperplasia in a young patient observed by the authors. Materials of outpatient and
inpatients case histories, results of clinical, laboratory, cytogenetic and instrumental methods of
examination were analysed.

Results. In young patients, if three-growth hyperplasia is detected, it is mandatory to carry out molecular
genetic examination by PCR method for the presence of mutation of CALR gene in 9th exon, BCR/ABL
gene and JAK2 V617F for the purpose of differential diagnosis of polycythemia vera with other
myeloproliferative diseases. An effective method of treatment is administration of combination therapy
with peg-interferon, hydroxycarbamide and acetylsalicylic acid.

Conclusion. Molecular genetic research is a reliable method of establishing a definitive diagnosis of
erythremia. For the purpose of disease control, it is advantageous to use interferon preparations in the
treatment in addition to hydroxymourea and antiaggregants.

Keywords: polycythemia vera, true polycythemia, JAK2 mutation, myeloproliferative disease
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BBeneHue

Opurpemusi, winn uctuaHas nomuuuremus (MII), — 3To xpoHHUeckoe mporpeccupylomiee KIOHaIbHOE
muenomnponudepatuBaoe  3abomneBanne  (MII3),  xapakrtepusymomieecs — runepnpoiudepanueit
3PUTPOHUIHOTO, IpaHyJIOLHUTAPHOTO, METaKapHOLUTAPHOTO POCTKOB KpPOBETBOPEHHUS c

MIPEUMYIIECTBEHHON Tponudepanneii IpuTPOUIHOTO POCTKA, C MOSIBICHHEM CIUICHOMETaJIHUd B paHHEH
(’puTpemMudecKoil) cTaanu 3a00JIeBaHUS, a B IOCJICAYIONIEM — Pa3BUTHEM aHEMHH W MHUenIo(uOpo3a B
(hunane 3a0oeBaHUS.

Wctunnas nonuuureMusi sBisieTcss penkuMm (opdanHbM) 3a0oneBanuem [1]. PacmpoctpaHeHHOCTH
cocraisieT 0,4 — 2,8 cimyuaeB Ha 100 Thic. Hacenenus B roa [1]. MyK4nHbBI OOJICIOT HECKOJIBKO Yalle,
YeM KEHLIMHBI, COOTHOIEeHne mpudnmsntensHo 1,5:1,0. Cpeanuii Bo3pact, B KOTOPOM AUArHOCTUPYETCS
3a0osieBanue, 60 jeT, 0AHAKO M3BECTHBI Claydau 3a00JIeBaHUS B MOJIOIOM BO3pacTe. 3a00JieBaeMOCThb
YBEITUUHBAETCS ¢ Bo3pacToM. Cpenn OOIBHBIX MOJIOZOTO BO3pacTa mpeobiaaaroT KeHIuHs! [1, 2].

Ilens uccnenoBanus — [IpeacTaBUTh KIMHUYECKUM CIydaid BOSBHUKHOBEHUS SPUTPEMHUU C TPEXPOCTKOBOM
TUNEPIUTa3hel y MaueHTKH MOJIOIOTO BO3pacTa.

MeTtoauka

IIpoBeeHO KOMIUIEKCHOE H3YUCHHE MaTepHaioB aMOyJIaTOPHOW W CTAallMOHAPHOW KapT, pe3yJbTaTOB
KIMHAYECKHUX, JIA0OPATOPHBIX, IUTOTCHETHICCKUX U HHCTPYMEHTAILHBIX METOJIOB 00CIICIOBAHHSI.

Ilocne wuckmoueHUsS Apyrux MI/ICHOHpOJ'H/I(i)CpaTI/IBHBIX 3a00lIeBaHUA U MOATBCPIKACHUA AOHUArHo3a
HCTUHHOMN NOJIMIUTEMUN TTIAlIUCHTKEC OBLIO HAa3HAYCHO CHGI_II/I(bI/I‘ICCKOC JICUCHUC, MNPOAOJIZKACTCA
JUHAMHYCCKOC aM6yJ'IaTOpHO€ Ha6J'IIO,I[CHI/I€ Yy remartoJiora.

OnuncaHume KnnHnYecKoro cny4yas

B ampeme 2019 r. mamumentka JI., 38 mer, mpoxoauna amMOyIaTOpPHOE JICYEHHE II0 ITOBOAY OCTPOro
opouxwuTta. [Ipu oOcienoBanun B OOIIEeM aHAIHM3¢ KPOBHM OBLUIM BBIABICHBI M3MCHCHHS: SPHTPOLMTH —
5,64x10'%/n, Hb — 174 r/n, RDW - 16,8%, Ht — 51,1%, tpomGouutsl — 1102x10%mn, neiKouUTsHl —
22,9%x10%mn, nanoukosaepHsle HeHTpodusl — 14%, mumponuts: — 14%, 6azopuis — 1%, 203UHOPUIIEI —
1%, monouutel — 3%, COD — 1 MM/4. HecMoTpst Ha KyIMpOBaHWE CUMIITOMOB OpPOHXHTA, H3MCHEHUS B
reMorpaMMe B BHJE IPUTPOIIMTO3a, JEHKOIMTO3a M BBICOKOIO TPOMOOLNTO3a COXPaHSINCh. B cBsi3u ¢
9THUM MalMeHTKa Obljia HalpaBlieHa Ha KOHCYJIBTAIIMIO B reMaroyiornueckuii neHrp r. Cmonercka. IIpu
0o0OpalllcHUH B reMaToJIOTHYeCKHi 1IeHTp B Mae 2019 r. marMeHTKa HUKAKKMX »kajlo0 He npeabsaBisiia. U3
aHaMHe3a U3BECTHO, YTO B TCUCHHME MHOCIACAHMX 5 jeT 2-3 pasa B rog mo 10-14 gHeit momBepraiach
M30BITOYHON HMHCOJISIMH, a 3a TOJ 10 OOHApyXCHHS YKa3aHHBIX W3MCHCHHMH B OOIIEM aHAJIM3¢ KPOBH
MalieHTKa TepeHeclia CHIbHeHmnid cTtpecc. [lpn mpoBeneHWH OOMIEKIMHWYECKOTO (HH3HUIECKOTO
HCCIIEIOBAHNS OBIIN BBISABICHBI I€IIATOMETAINS U CINIEHOMETajIus.

IIpoBoauIoCcsr KOMIUIEKCHOE J1labopaTopHoe oOciemoBaHue. B oOmieM aHanmw3e KpPOBH B JIHHAMHUKE
COXpaHsIach TPEXPOCTKOBas TIHMIEPIUIA3Wsi. B MueaorpaMme: KOCTHBIE  MO3T  KJIETOYHBIM,
CHIEPIUIA3HPOBAHEl [PAaHYJOLUTAPHEI U MEraKapUOLUUTAPHBIM POCTKH. J[MCrpaHyIOLUTO3 B CTOPOHY
3peibix (OpM 3a CUET YBEIMYCHMs YHCIa CETMEHTOSIACPHBIX HehTpoduminoB. Hopmobiaactuueckoe
KpOBeTBOpeHHE. JICHKO-3pUTPOILMTAPHOE COOTHOIICHHE HApYIICHO HE3HayuTeabHo — 5:1 — 3a cuer
mpoaudepaui KIECTOK T'PaHyJIoUTOno33a. MerakapuouutoB — 0onee 50 ma 250 moieii 3peHus, B
pasHoii ctaauy MOpGhOJOTHIeCKOro co3peBanus. BcTpeualoTess OrpoMHbBIE CKOTICHHSI TPOMOOIIUTOB.

B koarynorpamme n3MeHeHUi He 0OHApyKEHO, B OMOXUMHYECKOM aHAJIN3¢ KPOBH BEHISBICHO CHUKCHUC
aputpomno3tuHa 10 2,3 MEx/mi.

IIpu Y3U opranoB OpromrHo# monoctd orMedanach rematomeranus (KBP — 165 mm, TJIJ] — 84 mm),
VIJIMHEHHBIN ¢ eperu0aMu KeJTYHbIN My3bIpb, IOJUI B 00JIACTH THA JKETYHOTO My3bIPs, CINICHOMETalIns
(165 mmx57 MM, S — 92 cm?), meGombmmoit actmr. ITpu mpoBenennn DKI' BBISABICHBI BbIpakeHHEBIE
nuddy3Hbie u3MeHeHUs B Muokape, Ha 9XO-KI™ naToioruu He BISBIICHO.

Ilo pesynapTaTaM g00OCHIEIOBAHUSA COCTOSHHE OBLIO pacIeHEHO, Kak «MuenonpoandepaTHBHOS
3a00jIcBaHNe, HE HCKIIOYACTCS JPUTPEMUS, BIICPBBIC BBISABJICHHAS», HA3HAYCHO CHMITOMATHYCCKOC
neuenue: ruapea 500 mr 1 kamcyna yepes neHb, amwtonypuHon 100 mr 3 pasa B neHs. s yrouHeHus
MIPUPOJTBI UMEIOTINXCS I3MEHEHHUH TallMeHTKa Obuta HanpaBineHa B HMUIL] remaTonoruu B . Mocksa.
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B HMMII remarojioruu MpOBOAMIACH KOJIWYSCTBEHHAS ITOJIMMEpa3Has IIEMHAas pEakius B PEKHUME
peanbHoro Bpemenu (I1L[P-PB), manpaBieHHas Ha OOHapyKEHHUE TC€HETUYECKHX MapKEPOB OCHOBHBIX
MuenonponupepaTHBHbIX 3aboneBanuii. OTHOcHuTenbHast dkcmpeccuss rena BCR/ABL (6emox p210)
pasua 0,000% (IS), 4TO HCKIIOUMIO OUATHO3 XPOHMYECKOro Mmuenoiciikoza. C Ienpio 00HApy:KEHUS
MapképoB XpoHHYecKoro wmuenodubpo3a wucciaemosanuck wmyrtanmu 9 3kx3oma rena CALR
(xamppetukynunaa) metogoMm [P ¢ amammsom IIIIP mpomykroB mpu momomuy 3ieKTpodope3a B
JICHATYPHUPYIONINX YCIOBUAX C MOCIEAYIOMNM NpsMbIM cekBeHupoBanueMm [11P npoaykros o Canrepy
— mytaruu 9 3x30Ha reHa CALR He oOHapyskenbl. Onpenensiuck myTanuu B rene MPL-1 — He HalineHs!.
IIpu mpoenmenun JIHK-gmarnoctuku  wmyranmum rteHa JAK2V617F-mapkepa  XpOHUYECKHX
MUeIONpoH(ePaTHBHBIX 3a00JICBAHUN BBISBICH TOJOXHUTEIBHBIA PE3yNbTaT, CBUACTEIBCTBYIONIHHA O
HAJIMYUY Y TTAIIUCHTKU 3PUTPEMUU.

Ilocme npTOreHETHYECKOro OOCICAOBAaHMS OBbUI BBICTABIEH auarHo3 «Opurpemus, |I-b crammsy. C
06.06.2019 nauaTo neuenue: ruapea (rugpoxcumoueBrna) 500 Mr yepes meHb per 0S, amronypunon 100
MI' B JieHb per 0S. Uepes mecsi| Ha (GoHE MPOBOJUMOTO JICUCHHS B OOIIEM aHAIH3¢ KPOBU BBISBJICHA
OJIOKHUTENbHAS JUHaMuKa (yMeHbmIcs Tpombomutos ¢ 1196x10%n mo 762x10%m), k neueHmro
nobasned AJIbOAPOHA (untepdepon anbpa-2b (MdDH-anwdha-2b)) 3 maa ME 3 pasa B Hemento B/M,
kapauoMarawi 0,75 mr B cyTku per 0S. Jlo3a THIpOKCHMOYEBUHBI KOPPEKTUPOBAIACH TIOJ] KOHTPOJIEM
obrrero aHanm3a KpoBH. JleueHre MalMeHTKa MepeHoCchIa XOpoIio, HUKaKuX Kalo0d He TpenbsBisiia. B
o0IIeM aHanu3e KpOBH OTMEYalioCh YMEHBIICHHE KOJHYECTBA JIGHKOIIMTOB W TPOMOOIUTOB, HO
MOKa3aTeNn OCTaBaJIMCh TOBBIIIEHHBIMH (Ta01. 1).

Tabmmma 1. Pacmpemenenue ymepmux 10 mnpuduHAM cMmeptH (maHHeie DemepasbHONH  CITyKOBI
rOCYJapCTBEHHOM CTATUCTHKH)

Jata Ht Op Hb 1 Jletik D baz | II C J M Tp |COD
% x10'%/n1 | r/n x10%/1 % % % % % % | x10%n | Mm/u
04.19 51,1 5,64 174 | 0,90 22,91 1 1 14 67 14 3 1102 1
06.19 46,7 5,07 154 | 0,92 28,90 0,2 0,5 94,2 26| 25 762 8
07.19 50,2 5,23 163 | 0,96 17,59 2 1 7 74 11 5 548 -
08.19 52,1 5,31 168 | 0,98 13,47 - - - - - - 521 -
09.19 50,3 4,91 161 | 0,92 13,53 - - - - - - 513 -
12.19 46,2 4,50 155 | 0,93 11,53 - - - - - - 498 6

Kak BugHo u3 Tabnuipl, Ha Gone neuenus [13I-MDH-anbda-2a B koMOMHALIUK ¢ THAPOKCUMOYEBHHOMN 1
aleTWICAIMIIIOBOI KHUCIOTON OTMedalach IOJIOXKUTENbHAs AMHAMHKAa CO CTOPOHBI reMorpaMmel. Ilo
JIaHHeIM Y 3UW opraHoB OpIOIIHON MOJOCTH YMEHBITWINCH pa3Mephl TICUCHN U cele3eHKH. B HacTosIee
BpeMs IALIMEHTKA MPOJIOJDKACT JIeUCHHE U JUHAMHUecKoe aMOyIaTopHOe HabII0AeHUE y FeMaTojIora.

Kak BugHo u3 Tabnuipl, Ha Gone neuenus [13I-MDH-anbda-2a B koMOMHALIUK ¢ THAPOKCUMOUYEBHUHOMN 1
ALETWICAIAIMIOBON KHCIOTOM OTMeuanach MOJOXKHUTENbHAs ITWHAMHUKA CO CTOPOHBI remMorpammsl. Ilo
JaHHbIM Y3U opraHoB OpIOIIHOHM MOJIOCTH YMEHBLIMJIMCH Pa3Mepbl NIEUEeHU U celie3eHKH. B Hacrosmiee
BpeMs MALIMEHTKA MPOIOJDKAET JICUCHHE U JUHAMUYECKOe aMOyIaTopHOe HAOMI0AEHUE y TeMaToJIora.

O6GcyxaeHne KNMHUYEeCKOro criy4as

Opurpemusi Obula BHepBbie omucaHa (paniy3ckuM kimHHOucToM Jlym Anpu Bakesom B 1892 rony.
3aboseBaHne OYCHb PEIKO BCTPEUACTCS B KIMHUYECKON MPAKTUKE, TIO3TOMY JIIOOOW CiIy4ail MCTHUHHON
MOJMIUTEMHUN SIBIISICTCS BaKHBIM C TOYKH 3PEHUS TUArHOCTHKH W JalbHEWIIeW TaKTUKW BEICHUS
nanuenTa. Llenpo myOauKauy sIBUIOCH ONMMCAHNE OJHOTO U3 KIMHUYecKux ciaydaes MI1. 3to pacmmpur
HPECTAaBICHHUS 00 3TOM 3a00JI€BaHNH, TIOMOKET BBISBIISATH €T0 HAa PAHHHUX CTAJHAX, €IIe 10 TMOSIBICHUSI
KIMHHYECKUX TPOSBICHUH, U ONITUMU3UPOBATh TAKTUKY BEICHHS TaKUX ITAI[EHTOB.

I'naBHOW rumore3oii B sTHonormu u martoreHese WII sBisieTcss MHOTOITamHOCTh BO3HHKHOBCHHS
3a0oyieBaHus, TJIe TPEIPACIIONOKEHHOCTh K OOJIE3HM pealn3yeTcs IO BO3ACHCTBUEM BHEUIHUX
(aKkToOpoB, MOBPEKAAIOIIUX T'€HOM HOPMAJBHON KICTKM ¥ MPUBOSIIMX K €€ 3JI0KaueCTBECHHOM
tpanchopmaiu [5, 6]. HecMoTpst Ha TO, 9TO B TOCIECIHHUE OBl JOCTUTHYTHI 3HAYMTEIIHHBIC YCIICXH B
pactmppoBKe MOJIEKYSIPHO-TEHETHYECKMX MEXaHU3MOB Ph-HeraTtuBHBIX MHUeETONPOH(pEpaTHBHBIX
3aboneBanuii, K KoTopbiM oTHOcsaTcss WII, accenmmanbHas Tpomboruremus (OT), mepBUUHBIMA
muenopudpos (IIM®D), mepBoHayanbHAs MyTalus, NMPHUBOIAIIAS K MAIMTHH3ALMHA T'€MOMOITHYECKOM
KJICTKH, Heu3BecTHa [5]. YcraHOBIIEHO, Y4TO NMPUYMHON KIIOHaNBHOW mponudepanuu npu UII sBnsercs
otkpbitas B 2005 r. myramus B reHe tuposmHkuHazbl JAK2 (JAK2 V617F), pacnonoxxenHoMm Ha 9
xpomocome [6, 7, 8]. JlanHas MyTarus OOHApyKHBAEeTCA NMPAKTHYECKH Yy Bcex OompHbIx UIT: B 96%
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cinyuaeB B 14 sk3one, B 2% HaOmomenuit B 12 sk3oHe [6, 7] u sABISETCS BaXKHBIM AMATHOCTHYECKHAM
KpUTEpHEM NpHU NpoBedeHUH AU( HEepeHINaTIbHOTO AUarHo3a ¢ CHMITOMAaTHYECKUMH SPUTPOLUTO3aMHU.
Kpome myrtanmii rera JAK2 npu UIl BeIABISIOT MyTauud U B Apyrux rexax. Myrtamum reHa MPL
BCTpevaroTest peako. [Ipuuem Hambomnee yacteie mytaiuun MPLW515L/K B ak3one 10 [7, 8]. [anHbie
MyTallil HE SBISIOTCS CTporo crenuduyabiMu isi MII3 W MMEIOT BTOPHYHBIA TeHe3 B Ilenu
T€HETUYECKUX COOBITHH.

B 2013 r. HOsSBUIKCH JaHHBIC O JUATHOCTHYCCKOW 3HAYMMOCTH COMATHYECKUX MyTalluii B 9-M 3K30HE
rena CALR, komupytoriero 0enok kanbpeTukyinuH [3, 4]. Myrauuu B JaHHOM Te€HE BBISBISIFOTCS B 67%
ciyuaeB npu DT u 88% npu [IM® npu orcytcTBun mytauuii B renax JAK2 u MPL. [Ipyrumu aBTopaMu
TaKKe MOATBEP)KAAeTCs KpaiiHe Bblcokas yacrtora Mytauumii reHa CALR y  GonbHbIX
MuenonponupepatuBHbIME 3a00neBanusymu (B 70-84% ciyuae mpu oTcyrcTBuM MyTaimu rena JAK2).
Kpowme toro, myraruu CALR Obutr 00HapyskeHbI B 8% cilydyaeB NpH MHUEIIOIUCIUIACTHISCKOM CHHIPOME
(MJIC) m mnpu Apyrux MHUETOWIHBIX HEOIUIa3WsaX, HO orcyTcTBoBaym Tipu MII. MonexynspHo-
reHetudeckne Hapymenus npu Ph-weratuBaeix MII3 npuBonsr k aktuBaiuu JAK-STAT curnanbHOro
nytu [4, 5, 6]. Pe3ynpTatoM 3TOrO SIBISIETCS MOBBINICHHE NpOiH(pEpaliid U yBEINYCHHE KOJIMYECTBA
3PUTPOLIUTOB, JIEUKOLIMTOB 1 TPOMOOLMTOB Niepudepuueckoir kposu npu UII. Takum obpazom, myTanuu
B rerax JAK2 u CALR uMeroT BakHOE TUArHOCTUYECKOE 3HauYeHHE. VX BBISBICHUE CBHJICTCILCTBYET O
KJIOHAJTHPHOM XapakTepe 3a0oeBanus u moMmoraet B muddepennnansaoit nuaraoctuke UIT, 3T, [IM® ot
psiia IPYTHX MUCIOUTHBIX HEOTUIa3uii, a TAK)Ke BTOPUUHBIX SPUTPOLIUTO30B U TPOMOOITUTO30B.

Cumnromaruka WIT 3aBuCHT OT cTaauu pa3BUTHS OOJE3HU, KOJIMYECTBA MOP(OIOTHUSCKUX IIIEMEHTOB
KPOBHU KaXOTO TUIA, YBEIUYCHUS 00BbeMa IUPKYIUPYIOIICH KPOBH, a TaKkKe TPOMOOIMOOIUYECKUX U
reMoppardueckux ociaoxHeHuid. Jlonmroe BpeMs 0oje3Hb mnpoTekaer Oeccummnromuo [6, 7]. YV
OonpmuHCTBa manuenTtoB UMl nuarHoctupyercs ciydailHO, NpU aHaiu3e MOPQOJIOrHIECKOTO COCTaBa
KpOBU. MOTYyT OBITh BBISIBIICHBI CHMITTOMBI, CBSI3aHHBIC C TICTOPUYECKAM CHHAPOMOM (TIOJTHOKPOBHEM) —
KpacHO-0arpoBBI I[BET JIMIIA, YIIHBIX PAaKOBUH, AaKpPOIMAHO3, IMOKPAaCHEHUE CIU3UCTBIX O000JI0YeK
POTOBOU TIOJOCTH W KOHBIOHKTHBBI, CETKAa W3 3aCTOMHBIX BEH NPU HCCIICJOBAHWU TJIA3HOTO JHA
(monumIUTEMUYecKoe TIIA3HOE JIHO), apTepUallbHAs THUIEPTCH3MUS, TOJIOBHBIC OOJM M TOJOBOKPYKCHHUS,
IIyM B YyIIaX, HapyIICHUS 3PEHUS, SPUTPOMENANTHS, KOXKHBIA 3y, YCHUIMBAIOIIMICS TOCIE TOpsSYeiH
BaHHBI, s3BEHHass OOJIE3Hb JKEIyJKa W JBEHAAUATUIICPCTHOM KHIIKH, apTepHalbHBIN WIIH, pEXe,
BEHO3HBIH TpPOMOO3bl (MHCYJIBT, HH(APKT MHOKapaa, TpoM003 IOBEPXHOCTHBIX BEH, Tpom003
ME3CHTEepHAIbHBIX cocynoB (cuHapoMm bamma-Kumapm)). Tak ke y mammentoB ¢ WII B pesynprare
HAPYIICHHOW (DYHKIIMU TPOMOOIIMTOB, MHOTa — MPUOOPETEHHOr0 CHHApOoMa BuieOpaHga npu ypoBHE
TpoMOoruToB >1-1,5 MIH/MKI — MOTYT OBITh KPOBOTEUECHMS, Yallle BCEr0 W3 CIIM3HCTHIX O00O0JOYEK
JKEIYI0YHO-KHIIEYHOTO TPaKTa. XapaKTepHO yBenuueHue ceneseHku (y 70%) u neuenu (y 40%).

Iuaruos UIT ycraHaBAMBAaeTCs B COOTBETCTBUH C IHArHOCTHUECKUMHK Kputepusmu BO3 (2017) (Tabum. 2)
Ha OCHOBAHWW KOMIUICKCHOM OIIGHKM KJIMHHYECKOW KapTHHBI U 1abopaTopHBIX TOKazarenell (YpoBeHb
nmokazarenbHocTd A) [4].

Tabsuiia 2. /IlnarHocTUYECKUE KPUTSPUU IPUTPEMUH *
Bosnbime 1) Hb>165 r/n y myskuun, >160 r/n y xenuwn win Ht>49% y myxuns, >48% y KEHIIUH HIH
KpUTEPUH YBEIMYCHHUE MACChl )PUTPOLIMUTOB
2) Tlpu TperaHOOHOTICHH TIOBBIIICHHAS MUEIION/IHAST KIIETOYHOCT 10 OTHOIIEHHIO K BO3PACTY C
nponudepanyeii Bcex 3 JIMHHEA TreMomo’3a (IaHMHEN03): JpPUTPO-, HeHTpodmiIo-
METaKapuONOATHIECKON, a TaK)Ke HATUYHE MIeOMOPGHBIX, 3pEbIX MErakapHOUUTOB (pa3HbIX
pa3MepoB); ITOT KPUTEPUH MOXKET He MOTpeOOBaThCS B CiIydae CTOHKOro Oe3yCIOBHOTO
spurpouurosa: Hb>185 r/n y myxkuun (Ht>55,5%) win Hb >165 r/n y xenumnu (Ht>49,9%),
€CJIM BBIMOJIHEHBI 3 OOJBLINE U MAJIBIA KPUTECPUH
3) Hanuuwme mytanmu V617F rena JAK2 win mytauuu B 9k30He 12 rena JAK2

Mannbrit
KpUTEpHii
TIpumedanue: *JIomKkHbI GBITH BRIOIHEHB BCE 3 GONBIIMX KPUTEPHS, WK 2 MEPBBIX 60mbimx 1 1 Mankiit kpurepuit (BO3, 2017)

CHmKeHne KOHIICHTpAIUN 3pUTPONIOITUHA B CBIBOPOTKE

B unemom mporHo3 y OompHbix WII OnarompusiTHBINA, 3aBUCHUT OT XapakTepa W TAKECTH
TPOMOOIeMOPPAarMueCKUX OCIIOKHEHUH, BpEMEHH 10 TpaHC(HOpMaLUy B mOCTIpUTpeMudeckuii M® wiu
MIPOTPECCUPOBAHMUS B OCTPEIi Muenoneiiko3d (OMII). CornacHo manusiM BO3, 10-1eTHSS BEDKHBAEMOCTH
oompabIXx UII cocraBmser Oomee 75%. IlpwumnHoit cmeptm OonbHBIX HWII sBmsroTcss TpomOO3HI,
reMopparudeckue 1 WHQEKIIMOHHbBIC OCIOKHEHUS, HApYIICHNs (YHKIIMA BHYTPSCHHUX OPraHOB, 4acTOTa
KOTOPBIX YBEIUIUBACTCS MPU PA3BUTHH TOCTIpUTpeMudeckoro M® umu tpanchopmanuu B OMJI [2].

120



BecTHuk CMOneHCcKoN rocy1apCTBEHHOW MEeANLIMHCKOW akagemmm 2020, T.19, Ne 3

IIpu nevennm W11 mpuMEHSIOTCS CIEAYIOIIME METOIBI TEPANIEBTUYECKOTO BO3ACUCTBHS: TPOodrIakTHKa
TPOMOOTHYECKHUX OCJOKHEHHH (aHTHArperaHThl), yAaJeHHe H30BITOYHOTO KOJIMYECTBA IPUTPOLUTOB
(remotpaHcdy3uu, spuTpormTodepes), UUTOpeayKTUBHAs Tepanus (ruapokapdamun, MOH-anbda-2b,
[IOI'-UdH-anbda-2a, pyKCONUTHUHUO), JIEUEHHE OCIOXHEHHH (TpoMOO3bl, TpoMOO>IMOOIHUH),
npoduIIaKTHKa CepaeYHO-COCYUCTHIX 3a0oneBanuii [1, 3].

3aknioyeHue

[IpencraBneHHbIH cy4yail HHTEPECESH TEM, YTO HCTUHHASI TIOJMIIUTEMUS Pa3BUIIACH Y MOJOON KECHITUHBI
38 ner, 4To sABNAETCH PEAKOCTHIO. HEeCMOTps Ha BBICOKHI IIUTO3 B OOIIEM aHAIN3e KPOBU (T€MOIIOOWH
seime 170 1/, tpomOomuTel Gonee 1000x10%n, neiikonmros 20x10%1m), manueHTKa He IIpeabABIAIA
HUKaKHX XapaKTePHBIX )kaji00, 3a00JIeBaHNE IPOTEKAIO 0ECCUMITOMHO U OBLIO BBISBICHO CAy4YailHO IpU
00CJIeIOBaHKH T10 JPYTOMY IIOBOY.

TpexpocTkoBasg rumnepiviazuss B TeMorpaMme peako BcTpevatorcs npu HII, mostomy ¢ 1enbio
IuQQepeHInanbHON  AWArHOCTUKM € APYTUMH — MHENONponuepaTHBHBIMU  3a00JIeBaHUSIMU
(xponnueckum  muenoneiikozoM, I[IM® wu DOT) HeoOxomumo  o00s3aTenbHOE  MPOBEICHUE
OUTOT€HETUYECKOTO aHAIN3A.

Konuuecteennast ITL[P-PB na mamnume remoB BCR-ABL, CALR, MPL-1 u myranmuun JAK2 V617F
SIBJISICTCS HAJIKHBIM METOJIOM JUATHOCTUKHU pa3iudHbIX popm MII3, B TOM YHCIIC U SPUTPEMUH.
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