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JlerouHas runepTeH3ns y naumMeHTa ¢ UCTUHHOMN nonuuutemuein. KnuHunyeckuin cnyyai

TatapuHuesa 3.T."2, Pycakosa H.H.", Kpyaunosa C.B."2, Fonosuna . A."2, Ckaneukmit K.B."2, Ixomxya B.3."2, Kocmayesa E. [.12

MctuHHasa nonvumutemus (UM) — 370 KOBapHOE 1 MPOrpeccHpyoLLEE MENONPON-
depatnBHoe HoBoOOpa3oBaHue (MIMH), xapakTepuayioLeecs yBeaMyeHMEM Macehl
3pUTPOLIMTOB, KOTOPOE NPAKTUYECKW BCErAa acCoLMMPYETCS C MyTaumel aparisepa
AHyc-knHasbl (JAK) 2, MOXeT 0CNOXHATLCS neroyHow runeptenauen (JIr). JIM ns-3a
MTITH onpegnensetcs B rpynne 5 no knaccudukaumm BceMmpHoi opraHmsanmmn 3apaso-
oxpaHeHws: JII 13-3a pasfnyHbIX XPOHMYEeCKUX 3aboneBaHni, HO C MIOXO Oxapak-
TEPU30BaAHHBIMU UM MOHATBIMW MexaHn3Mamu. Kpome Toro, mexaHuamel JII moryt
reMOAMHaMMUYECKN Pa3NNYaTLCS MEXAY NPeKanUINSPHONA, NOCTKANMANSPHON 1 KOM-
OGVHMPOBAHHOM MOCTKANWUANAPHOWA 1 NpekanunnsapHoii JIT. Mbl onucbiBaem cnyyait
KOMOGUHMPOBaHHOM Npe-nocTkanuinspHoii JII y nauyeHTa ¢ BrepBble BbISIBNEHHOM
WM. N3-3a pasnuyHbix MexaHn3aMoB passutus JII npu UM, Takmx kak XpoHuyeckas
Tpomboambonuyeckas JIT, neroyHas aprepuonatvis 1 3a6oneBaHys NeBbIX OTAENOB,
npeanbHbI TepaneBTMYeCckUin Nopxon cpeay naumenTtos ¢ JIM n UM He ycTaHoBneH.
EcTb nuTepatypHble AaHHble O Ciyyasx, KOTopble NPOAEMOHCTPUPOBAN, HTO UHM-
6upoBaHve JAK pykconuTHnoom ynyuwnno JIT, cessaHHyto ¢ MIMH, B CBA3K ¢ Yem
Halel nauyeHTke Gbina MHALMMPOBaHa Tepanust AaHHbIM NpenapaTom.

KnioueBble cnosa: néroyHas runepTeHans, UCTUHHAS NOANLMUTEMUS, KIUHUYe-
CKWiA Cryyail.
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Pulmonary hypertension in a patient with polycythemia vera: a case report

Tatarintseva Z.G."2, Rusakova N.N.", Kruchinova S.V."2, Golovina G.A."2, Skaletsky K.V."2, Dzhodzhua V.E."2, Kosmacheva E.D.-2

Polycythemia vera (PV) is an insidious and progressive myeloproliferative neo-
plasm (MPN) characterized by an increase in red blood cell mass, which is al-
most always associated with a mutation in the Janus kinase 2 (JAK2) 2 gene. It
can be complicated by pulmonary hypertension (PH). PH due to MPN is classi-
fied in WHO group 5: PH due to various chronic diseases with poorly character-
ized or understood mechanisms. Furthermore, the mechanisms of PH can hemo-
dynamically differ between precapillary, postcapillary, and combined postcapillary
and precapillary PH. We describe a case of combined pre- and post-postcapillary
PH in a patient with newly diagnosed PV. Due to the diverse pathways of PH in PV,
such as chronic thromboembolic PH, pulmonary arteriopathy, and left-sided heart
disease, the ideal therapeutic approach for patients with PH and PV has not been
established. Case reports have demonstrated that JAK inhibition with ruxolitinib im-
proved MPN-associated PH, leading to the initiation of this therapy in our patient.

Keywords: pulmonary hypertension, polycythemia vera, case report.
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Taumei apaiiBepa SHyc-kmHa3b 2 (JAK2). Kak Bocmamm-
TeJIbHbIe TOCIEICTBUS aKTuBaLUuy curHammsauun JAK2,
TaK ¥ MOBBIIIECHHASI BSI3KOCTb, CBSI3aHHASI C SPUTPOLIUTO-
30M, SIBJISIIOTCSI MEXaHU3MAaMU, KOTOPhIE IIPeApaCIIoaraloT
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JIEFOYHAA TUIMEPTEH3UA

KnioueBble MOMEHTbI

* Hcrunnasg nomuuutemus (MIT) — nporpeccupyioliiee
MUeTonpoMbepaTMBHOE HOBOOOpa30BaHKUe, KOTOPOE
MOXET OCJIOXKHSITHCS JierouHoi runepreHsueid (JII).

* [Ipenmnonararorcst pa3TMyHble MEXaHU3MbI Pa3BUTHST
JIT" ipu MI1, Takue Kak XxpoHU4eckasi TpoMO03M0O0-
Jmdeckast JIT, ileroyHasi aprepyonarusi U 3a001eBaHMsI
JIEBBIX OTIIEJIOB CEp/LIa, MICATbHbII TepareBTUIeCKIin
nonxon cpenu nauueHToB ¢ JII' u MIT He yctaHOBIIEH.

* MBI onmuchiBaeM Ciydaii KOMOMHUPOBAHHOW TIpe-
noctkamwuisipHoii JII' y maryeHTa ¢ BrepBbIE BbI-
seneHHoin WIT.

nanueHToB ¢ UIT kK Tpom603y [1]. Kpome Toro, MITH mo-
JKET OCJIOXKHSTHCS JIerouHoi rureprensueit (JII), XoTs co-
ob1aeMast pacrpoCTpaHeHHOCTh CYJTBHO pa3miyaetcd [2, 3].
JIT — 3710 Tporpeccupymoliee M CMEPTEIBHO OIMacHOE
COCTOSTHHE, XapaKTepU3YIoIIeecsT TTOBBIIICHHBIM TaBICHM-
€M B JIETOYHOM apTepuil, KOTOPOE, B CBOIO 04Yepellb, BEI3HI-
BaeT TIPABOXKEITYIOYKOBYIO CEPICYHYIO HEIOCTaTOYHOCTD.
JIT" xapakTepu3yeTcsl TAKUMUA CUMITTOMaMU, KaK OIbIIIKa,
00JIb B TPYIH, IIPETOOMOPOYHOE COCTOSTHIE, OTEK HIDKHUX
KOHEUHOCTEU M CHJIbHAST YCTAJIOCTh, MHOTHE M3 KOTOPBIX
coBnanaloT ¢ KimHudeckoit kaptuHoit MITH. BcemupHast
OpraHu3anys 3apaBooxpaHeHUs TroapasaenseT JII' B cooT-
BETCTBUU C JICKAIIMMU B OCHOBE IAaTO(MM3MOIOTHUCCKI-
mu MexaHuzmamu. JII' uz-3a MITH onpenensiercss B rpymn-
ne 5: JII' u3-3a pa3mnyHbIX XpOHUYECKUX 3a00JIeBaHUIA, HO
C IVIOXO OXapaKTepHU30BAHHBIMU VI TIOHSTBIMI MEXaHU3Ma-
mu. Kpome Toro, mexanusmel JII' MoryT reMmonHaMru4ecKu
Ppa3IMIaThCS MEXKIY MPEKAMMIISIPHON, TTOCTKATTUIIPHOM
1 KOMOMHMPOBAHHOM MOCTKANMJUIIPHOI 1 TIpeKaTIIsIP-
Hoii JII. DKCIIepTHl cXomsITcs BO MHEHHUH, YTO TUATHOCTH-
ka JIT' B ycnoBusix MITH nomxHa cooTBETCTBOBAThH OIpe-
JelIeHHbIM anroputMam obcnenoBanus JII, Bkirouas Ha-
TpaBJIeHNE B OKCIICPTHHIN HEHTP U JieueHne B HeM. Korma
TIepBOHAYAIBHBI CKPWHWHT, OCHOBaHHBIII Ha aHaMHe3e,
(pU3MIECKOM COCTOSTHUM, JKM3HEHHO BAaXKHBIX TTOKA3aTEIISIX,
3JICKTPOKapIHOrpaMMe W OCHOBHBIX JIAOOPATOPHBIX MCCTIC-
TIOBAHUSIX, TAKNX KaK HATPUIAYPETHUICCKUIA TISTITU [3-THTIa,
BbI3bIBAET Tomo3peHue Ha JII' unm cepreyHyio OOJIE3Hb,
oIpaBIaH CKPUHUHT HAa OCHOBE 3XOKApIMOTPahIecKOro
nccinenoBanns (DxoKI'), BOBMOXHO, ¢ TTOCIIEIYIONTM Kap-
IOIYJIEBMOHAIBHBIM CTPECC-TeCTOM. [1alleHTOB ¢ TTOBBI-
IIeHHBIM prickoM JII' ciremyeT HATIpaBiIsSITh B CIICIMAA3H-
poBaHHBI HeHTp JII' I KOMIUIEKCHOM OLICHK!, BKITIOUA-
foleii KareTepusanuio Ipasbix otaesnoB cepama (KITKC),
YTO Ha TIPAKTUKE BCTPEUACTCS TOBOJIGHO PenKo [4].
Cuuraercd, uyro UIT nmeer Gonee HU3KYIO pacIpo-
cTpaHeHHOCTH JII, 4eM TTepBUYHBIN 1 BTOPHMYHBIA MHEJIO-
Gubpo3 [5]. TeM He MeHEe HEKOTOPHIE UCCIEIOBAHUS CO-
o6murarot o pacnpocrpanenHoctu JII mpu UIT no 55% [6].

* Polycythemia vera (PV) is a progressive myelopro-
liferative neoplasm that can be complicated by pul-
monary hypertension (PH).

» Various development mechanisms of PH in PV are
proposed, including chronic thromboembolic PH,
pulmonary arteriopathy, and left heart disease. The
ideal therapeutic approach for patients with PH
and PV has not been established.

* We describe a case of combined pre- and post-
capillary PH in a patient with newly diagnosed PV.

CrenyeT oTMeTUTh, uTo, X0TsI KITKC sBIIsIeTCST 30I0THIM
CTaHIAPTOM MUATHOCTHMYECKOTO METOHA, B aKTYyaJbHOI
mureparype 1o rpymme S JII' B KauecTBe CyppOTraTHOTO
Mapkepa prucka JII' UCTIonb3yeTcsi CKOPOCTh peTrypruTa-
Y TPEXCTBOPYATOTO KiIaraHa, IMOJIyIeHHAST ¢ TIOMOIIIBIO
Ox0KI, n3-3a BBICOKOIT KOPPEISIINN MEXIY OICHKAMU
Ox0oKI' 1 MHBa3MBHO M3MEPEHHBIM JaBICHUEM B JICTOU-
HOIT apTepun, a TAK:Ke OTHOCUTEILHOU IIPOCTOTOM IOy~
yeHus OxoKI mo cpaBHeHmio ¢ KITKC. O61mmas momyssi-
s manveHToB ¢ MIT mveeT MenmaHHYIO BBDKUBAEMOCTD
He MeHee 14 JieT, a malreHTHI, TTOIyJalonIne CIeInpu-
YeCKYI0 TepaIlnio JaHHOTO 3a00JIeBaHMs, IIPEIITOIarajoT
BbDKMBaeMocTh >20 et [7].

MnI ommchIBaeM Cllydaii KOMOMHHPOBAHHOM TIpe-
nocTKanmuuisipHoii JII' y marnimeHTa ¢ BIIepBbIC BBHISIBIICH-
Hoit WII.

OnucaHue KIMHUYECKOro ciay4as

IManuentka I. 64 jgeT caMOCTOSITEIbBHO OOpaTUIACh
B mpueMHbIi okoit ['BY3 "HUM-KKbB Ne 1" 1. KpacHo-
JIapa ¢ 3KayobaM1 Ha BRIpaXKeHHYIO CJ1a00CTh, TOJIOBOKPY-
JKCHHME, ONBIIIKY P MUHUMAaJIbHOU (PM3MIeCcKOil Harpy3-
ke (xompba mo 10 m).

W3 anaMHe3a M3BECTHO CIICAYIOIIEe:

Oppirka 6ecIOKONT ~ 15 JIeT, 10 TTOBOMY Yero oocie-
IOBaHa Ha TpenpIAyIeM MecTe XuTeiabeTBa (I. KpacHo-
SpCK), rae Oblia BbisABIeHa Bbicokas JIIT mo maHHBIM
OxoKI' (cucTonmmueckoe maBiIeHHUE B JICTOUHOI apTepuu
80 MM pT.cT.). BBUTa BBRIMOSTHEHA aHTHOMYIBMOHOTpadus,
HUCKITIOUeHA TPOMO03MOOIHSI JISTOYHOM apTepHH, TTaTOJIO-
TUHU JIETKUX W CPENOCTCHUS HEe BEISIBICHO.

B mapte 2023r nossBrIMch 0011 aHTUHO3HOTO XapaK-
Tepa, 0 TTOBOAY Yero B TUTAHOBOM TOPSIAKE ITAITMCHTKE
ObI1a BBITIOTHEHA YPECKOXKHAS TPAaHCIIOMUHApHAs 0aJIOH-
HasT aHTUOIIACTUKA TIepeIHe MEXCKETyIOIKOBOM apTe-
pUM ¢ UMILTAHTAIIAE#l CTEHTa, IOCIIe Yero aHTMHO3HBIC
00/ He peUIUBUPOBATIH.

C 2020r y mammeHTKM OHATHOCTHMPOBAH CaXapHBIM
murabeTr 2 TUIIA, MO ITOBOAY YeTo HasHaueH MET(OPMUH
1000 MT B CyTKH.
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Puc. 1. OnektpokapanorpaMmma nauyeHTk1 npy NoCTyNAeHUN B CTaLWoHap.

Xupypriuaeckast MeHoIay3a B 57 JieT (3KCTUPIIAIIIS MaT-
KU C TIPUIATKAMU TI0 TIOBOIAY MUOMBI), TIAIIMCHTKA OTMeYasIa
paHee CKIIOHHOCTh K MAaTOUYHBIM KPOBOTEUCHUSIM, HEOIHO-
KpPaTHO ITPOBOIMIOCH Pa3IeIbHOE TUATrHOCTUIESCKOE BBICKA-
OIMBaHMe TIOJIOCTH MATKH, TIPOBOIMIMCH TeMOTPAHC(Y3U.

YV nanyeHTKY rmocTossHHas (hopMa (GUOPUIUISIIIAN TIpENT-
cepnmit B TeueHUe 15 JIeT, KIIMHWYECKW HE OIIYIIACT.
[NoBemrenne aprepmanbHoro maBmeHusT (AIl) ¢ 40 mer.
MaxkcumanpHOe Al 200/100 MM pT.CT., amanTHpoOBaHa
K 120/70 MM pr.cT. B . KpacHosIpcKe ImalmeHTKe Ha3HAUYeHA
Tepanus: armmKcabaH 5 Mr 2 pasa/cyT., bucomposoin 10 mr
yTpoM, BajicapTaH/cakyoutpwr 50 Mr 2 pasa/cyT., Topace-
muz 10 mr, atropBactatrH 80 Mr, murokcuH 0,25 mr 1/4 Ta-
ometku 2 pasa/cyr. Ha ¢hoHe maHHOI Tepanuy MalreHT-
Ka OTMEYaeT CKIOHHOCTH K ruroToHnu <100/70 MM pT.CT.

[Ipu TocTymIeHNMM B CTAlIMOHApP COCTOSTHUE YIOB-
nerBoputenbHoe. A/l Ha pykax crpaBa 110/80 MM pr.cT.,
caeBa 108/75 MM pr.cT. YacToTa KeTyoOIKOBBIX COKpa-
meHuit 110 B MuH, nedHIInT ITyjIbca 8.

[MammeHTKa TUIEPCTEHNIECKOTO TEIOCIOXeHsI. Poct
170 cM, Bec 99 kr. IHIekc Maccbl Tea cocTaBu 34,26 Kr/m2.
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Cene3eHKa TaJbIIUpoBajiach Ha 15 ¢cM HMKe pebepHOoit
ayru. Tect ¢ 6-muHyTHOM xomp0Ooii: 160 M. Cartypauus
Ha Bosayxe 96% 10 mpoOsl 1 95% Tmocie MpoOHL.

Ha snexrpokapauorpamme: (puOpvuIsILisT TIpeacep-
I ¢ 9aCTOTOM JKeIyIOYKOBBIX COKpaIleHmit 94 yi./MuH,
3JICKTPIUYECKast OCh CepaAIia OTKIIOHEHA BIICBO, OTPUIIATEITb-
uble 3yousl T Bo 11, 111, aVF, V4-V6 orBenenusx (puc. 1).

ITo manubeiM DxoKI: neBoe mpencepane paciimpeHo
(B 4-x KaMepHOM ceueHUM: 46X64 MM), KOHEUHBINI A1a-
CTONIMYECKUIT pasMep JieBoro Xeiaymouka (JIZK) 42 mm,
obmaa cokparmmocth muokapna JIXK >55%, jgokaib-
HasT COKpaTUMOCTh MuoKapma JIK He HapymieHa, mpa-
BOEC TIpeIcepane paciIipeHo (B 4-X KaMEepHOM CCUCHUU
36%X62 MM), TIOJIOCTD IIPABOI0 XEJIyI04YKa paclIipeHa 10
38 MM, cBOOOIHAs CTEHKA IIPABOTO XKeIyIOUYKa HECKOIbKO
yToJjiIeHa 10 6-7MM, pomruieporpacdus Ha TPUKYCIIMIATb-
HOM KJT1araHe (OIIeHKa 10 TIIyOMHEe CTPY! PETypTUTALINN)
2-3 cT., vena contracta 4-5 MM, CUCTOJIMYECKOE JaBJICHNE
B JIeTOUHOM apTepru 80 MM PT.CT., TMACTOJINICCKOE TaB-
JIeHUe B JIeTouHoit apTepun 30 MM PT.CT., CKOPOCTb AH1a-
CTOJIMYECKOTO TTIOTOKA B paHHIOIO a3y 235 cM/C, TOTTIIe-
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Puc. 2. 9xoKT. NMpoaeMOHCTPMpOBaH CNEKTP PeryprutaLum Ha N1ero4Hom knanaHe
20 MM pT.CT.

AxoKIrBapocn TIS0.5 MI 0.1

M3 M4
+63.9

+ Ck 482 cmlsl.

A 93 mm pr. cT.

Puc. 4. OxoKI. OTMeueH cnekTp TPUKYCNAaNbHOM peryprutaumm ¢ Makcumarb-
HbIM rpagueHToM 80 MM pT.CT.

porpadus JIeTOYHOI apTepuu (OLEHKA MO [IITyOUHE CTPyU
peryprutamnumn) 2-3 cT., vena contracta 3 MM (puc. 2, 3, 4).

ITo manHBIM peHTreHorpadny OPraHOB TPYIHOM KIIeT-
KW: YBEJIWYCHHWE Cepama, BEHO3HBIM 3aCTOil B JIETKHUX
W TTHEBMOCKJIEPO3, aTepPOCKIEpO3 aOPThI, pacIINpeHUe
TeHU JIETOYHOI apTtepuu (puc. S).

I1pu noctyruieHun oOpatuil Ha cebs BHUMaHUE BBICO-
KUii ypoBeHB reMorrioonHa 185 r/i. ITanmeHTKa oT™MeTHIIA,
YTO TaKO¥ YPOBEHb TEMOIIOOMHA COXPAHSICTCST Ha TIPOTSTKE-
HMM 7 JIeT, To0oOCIenoBaHNe He TIPOBONMIOCE. Pa3BepHyTHIi
aHAIM3 KPOBU MALMEHTKU MPENCTAaBJIEH B Tadnuue 1.

Havar nmarHocTUyecKuii TOMCK.

BrimtoHeHa olleHKa (hYHKIIMHM BHEITHETO IBIXaHUS:
cliabble peCTPUKTUBHBIC HapylleHus (00beM dopcupo-
BaHHOTO Bbioxa Ha | cexyHae 1,98 51, Xu3HeHHas eM-
KOCTB JIETKUX 2,3 JI, popcrupoBaHHas XKMU3HEHHAS eMKOCTh
nerkux 2,3 i, ungexc Tudno 86,19%).

BrimonHeHAa KOMIIBIOTEpHAsT ToMorpadusi opraHoB
TPYIHOM KJIETK! C KOHTPACTUPOBAHWEM: TaHHBIX 32 TPOM-

3OxoKrBapocn TIS0.5 MI 1.4
8§5-1
31y
18cm

2D/ MM
63% 66%
C 50

P Huzk.
[apMIpoHuK

"Z5mwic” | " Gdbpm
Puc. 3. OxoKT. BusyanusmpyeTcs HUXHSS nonas BeHa B M-pexvime AunatnpoBaH-
Hast 1 He pearmpyoLas Ha $Gasbl AbixaHus.

PaclumpeHue TeHn
NEro4yHoW apTepum

Kapguomeranusa 3a
CueT NpaBoro u
NIEBOTO XeNy/0uKoB

Puc. 5. PeHntreHorpadus opraHoB rpyaHOV KNeTkn NaumyeHTKu.

0605MO0NIMIO JIETOYHOU apTepny, HAJTUIUe BPOXKICHHBIX
TIOPOKOB cepaia He ToxydeHo. OTMedanach BBIpaKeH-
Hasl OWIaTaus CTBOJIA JISTOYHOM apTepuy M JIETOYHBIX
apTepuii, a TaKKe 00eTHEHNE COCYIUCTOTO PUCYHKA JIeT-
Kux (puc. 6).

BrITToTHEH TMMYHOJIOTHYECKIIT CKPUHWHT Ha HaJIU-
Yre CUCTEMHBIX COCIMHUTEIBHOTKAHHBIX 3a00JI¢BaHMIA:
OTPHUILIATEIBHO.

YpoBeHb HATPUITYPETHUECKOTO METTHIa KPOBU COCTa-
B 669,00 nr/mi. Pa3BepHyTbIii OMOXMMUYECKUI aHa-
JIN3 KPOBU TIPEACTABIICH B TaOIUIIC 2.

ViIpTpa3ByKOBOE MCCIICNOBAHNE OPTAaHOB OPIOITHOMN
TIOJIOCTH ¥ TIOYEK: IIPU3HAKKM OYaroBOTO M3MEHEHUS TIc-
yeHu, 1ud@y3HbIX U3BMEHEHUI TIeueHn (110 TUILY XXUPO-
BOTO TemaTo3a?), TMOMKEIYIOYHON XKeae3bl, TTapeHXUMBI
TOYeK, CIICHOMETAJINH.
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TaGnuua 1
OG6LWMiA aHaNU3 KPOBU NaLMEHTKN
npu NOCTyNJIieHUu B CTauuoHap

Mokasatenb 3HaueHne Hopma
SputpoumTsl, 10E%/n 5,50 4,20-5,60
[emorno6uH, r/n 185,00 132,00-173,00
lemaTokpuT, % 56,30 36,00-48,00
CpepHuii 06bem aputpoumTa, On 102,00 80,00-100,00
CpenHee cofepxanuve remornobuHa, nr - 102,40 24,00-33,00
Tpom6oumTsl, 10E%/n 281,00 150,00-400,00
NeiikoumTbl, 10E%/n 9,98 4,00-9,00

Ta6nuua 2

Buoxumunyeckun aHanus KPOBU NAUUNEHTKU

MokasaTenb 3HayeHune Hopma
OpuTpPonoaTnH, MME/Mn 2,44 4,30-29,00
ButamuH B4y, nMonb/n 250,00 142,00-725,00
PeppuTuH, Hr/Mn 56,90 5,00-148,00
TpaHcdeppuH, r/n 3,01 1,73-3,82

CtBON NleroyHon
aprepun 39 Mmm
(Hopma 26-30

MNpasan neroyHan
aprepua 31 mm

(Hopma 0 25 . . i MM}
MMm) g

Jlesan nerounas
apTepua 28 mm
(Hopma po 25
MM)

Puc. 6. KomnbtotepHas Tomorpacdusi OpraHoB rpyAHOM KNeTKu NaLneHTKu.

Koponaporpadus He BHISIBAJIAa TeMOTMHAMUIECKH 3HA-
YUMBIX CTCHO30B B KOPOHAPHBIX apTePUSIX.

[IpuHSATO pelreHne o MPOBeIeHNH 30HINPOBAHNS IIpa-
BBIX OTHEJIOB cepara MetogoM CsaH-IaHca:

— cepaeuHblil BeIOpoc 4,9 j1/MUH, TIOC/Ie BBEICHUS
okcumaa asota 5,0 1/mMuH, yepe3 1 gac 4,3 1/MuH;

— cpemHee IaBJICHWE B JIETOYHOM apTepum 57 MM
PT.CT., TIOCJIC BBEIEHMsS OKcHuma a3oTa 37 MM PT.CT., 4e-
pe3 1 gac 37 MM pT.CT.;

— JIaBJICHHWE 3aKJIMHUBAHUS B JIETOYHOU apTepun
30 MM PT.CT., IOCJIE BBEICHMSI OKCHIA a30Ta 9 MM PT.CT.,
yepe3 1 yac 13 MM pT.CT.;

— cepIeyHblit uHIEeKC 2,4 J1/MUH/M2, TOC]IE BBele-
HUS OKcuIa a3ota 2,4 J1/MuH/M>;

— JIETOYHO-COCYINCTOC COIPOTHBJICHUE B COMHM-
nax Byna 5,5.

Takum 06pa3oM, pe3yIbTaThl JOOOCICIOBAHUSI COOT-
BETCTBYIOT KOMOWHUPOBAHHOMN IIPE-IOCTKAIIMIIIIPHOM
JIT 1 TONIOXXUTETbHBIN Ba30peakKTUBHBII TECT.

[TareHTKAa KOHCYIBTHPOBAaHA TEMATOJIOTOM, BHICTAB-
JICH TMaTHO3 BTOPUIHEIN 3pUTPOLINTO3. PeKoMeHIOBaHO
MIPOBeACHNE MOJICKYIISIPHO-TEHETHUECKOTO 00CIICIOBAHMS
neprudepruIecKoil KpOoBU Ha BhIsIBIeHUE MyTauuii BCR-
ABL, JAK2. Ha3zHaueHa cTapToBas Tepanus aMJIOTUITUH
5 MT B CYTKH C YIETOM CKIIOHHOCTH K TUTIOTOHHUU C TaJTb-
HeHIel TuTpaluuei OO36l.

[ManmeHTKa HampaBIcHa K OHKOJIOTY C IIETbIO TIPOBE-
IIEHUS MOJICKY/IIPHO-TEHETHYECKOTO TECTUPOBAHMS, KO-
TOpOE BBHISIBMJIO MyTaluio B reHe JAK2 (puc. 7).

[Toce moobcnenoBaHUsI, HA OCHOBAaHWU 3KajJo0 (TO-
JIOBOKPYKEHUE, BEIpaKEHHBIC TOJIOBHBIC 00JIH, OIBIIIIKA),
TMAHHBIX aHaMHe3a (HeOMHOKPAaTHBIE MAaTOYHEIC KPOBOTE-
YeHUST), OOBEKTUBHOTO 00CIeNOBaHMS (CIITICHOMETAIINST),
JTabopaTOPHBIX ITOKa3aTeliel (ITOBHIIIICHNE JICHKOIIUTOB,
SPUTPOIUTOB, TEMOITIOOMHA, TeMaTOKPUTA, MACChI PH-
TPOLIMTOB, CHIDKCHME 3PUTPOIIOITHHA), MOJCKYISIPHO-
TEHETUYECKOTO TEeCTHpOBaHWS (MyTamus B reHe JAK?)
BbIcTaByieH nuarHo3 WMII, kotopelii MaHudecTUpoBayICs
¢ JIT. ITauneHTKa B HACTOSIIEEe BpeMsl HAXOAUTCS IO
HaOJIIOMEeHNEM TeMaToJIora, pelraeTcs BOIIPOC O Ha3Ha-
YeHUN PYKCOIMTUHMOA.

0GcyxaeHue

HaoGmromaTenbHBIE MCCACHOBAHUS ITOKa3add, 4YTO
MIIH, sximouas WUII, cesizansl ¢ JII. HenaBHsist onieH-
Ka reMoIMHaMUYeCcKuX MapamMeTpoB Cpeaud MallMeHTOB
¢ UIT1 u nomo3penuem Ha JIT' BoisiBuia JII' mpumepHo
y 80% naumenTos, npexkamwuisipayio JII''y 30% nauu-
eHToB M noctkammuisipHyio JII' y 50% mnaunenrtos [8].
M3-3a paznuuHbix MexaHu3dMoB pasputus JII' mpu UII,
TaKUX KaK XpoHU4Yeckasi Tpomboamobonnyeckas JII, ne-
TOYHAsI apTepUOIIaTHS W 3a00JIeBaHUS JICBBIX OTIEJIOB,
WIeaTbHBIN TepaIleBTUICCKUI TTOIXOI CPEIN TAllEHTOB
¢ JIT u UI1 Be ycranosieH [9].

Mpm1 nipencrasnsiem ciydait mauuenTa ¢ JII, cBsg3aH-
Hoii ¢ UI1. Xotsa JIT' u MITH saBasiorcst coBepieHHO pa3-
HBIMU 3a00JICBaHUSIMM, MBI TIPEIIIOIaraeM, YTO MyTaIlI
JAK2 morm OBITh BOBJICUCHBI B HAYaJI0 W/WJIN IIPOTpec-
cupoBaHue 3Tux 3aboneBaHuii B xome UII.

Y nauuenTtoB ¢ MITH JIT siBisieTcst BaXKHBIM OCJIOXKHE-
HUEM, KOTOPOE CBI3aHO C IIOXUM ITpOorHo3oM. CortacHO
neictBytomiuM pekoMeHaanusam no JIT, JII, cBsg3anHas
¢ MITH, knaccudunupyetcst kak JII' ¢ HEICHBIMM MHO-
rodakTopHEIMI MexaHu3MaMu (rpyrma 5) [10]. beim
TIpEIJIOKEeHBl pa3MnMaIHble MexaHu3Mbl JII, cBa3aHHOI
¢ MITH, Bktouast poM003MO0INIO, TOPTOMYIbMOHAJb-
HYIO TUTIEPTEH3MI0, BBICOKMIA CepAeYHbIi BHIOPOC U 00-
CTPYKIIMIO MHUKPOCOCYIOB JCTKUX HTUPKYIUPYIOIIUMUI
MeTaKapromuTaMu. MerakKapuolLNThI, KOTOPhIE TIepeMe-
IIAFOTCS M3 KOCTHOTO MO3Ta B JIETKIE, MOTYT CEKPETUPO-
BaTh Ba30aKTUBHBIC IIUTOKUHBI, KOTOPBIE MOTYT IIPUBEC-
ctu K paszsutuio JII' [11]. B Hamem ciiyyae ObLIM OOHa-
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PedgepencHuie
Axanur Peaynurar En.nam, MnTE Jll:.“” |
Onpegenenue ypoms akcnpeccim He oGnapymwen
BCR-ABL p210
TPEHCKPMNMT XHMEPHOID
okxorena BCR-ABL
KonuyecTpehnoe onpelenarme 1.7 %
= 3 NPEAENANA DedEpeCHad JHIER Buiorve
A AHLTITODE Roter Gene
Hononswrena:
Puc. 7. Pe3ynbtaT MONEeKyNSPHO-reHeTUYeCcKoro TECTMPOBaHMS NaLMEHTKI, BbISIBUBLUEro MyTaumio B reHe JAK2 V617F.
pyxeHbl MyTanun JAK2. AktuBarus STAT mmocpenctsoM 3aknioyeHue

ruriepdochopmInpoBaHusI OblJIa BOBJICUCHA B ITaTOTE-
He3 JITOYHO# apTepUaibHOI TUTICPTEH3UHU, TTOCKOIBKY
OHa CIIOCOOCTBYET THUIIECPIpONMdEepali SHIOTEINATb-
HBIX KJIETOK cocynoB 1 aHruoreHesy [11]. EcTtb HekoTO-
pBIe COOOIICHMS O CIYYasIX, KOTOPhIC TTPOIEMOHCTPUPO-
Bajx, 4To nHruouposanue JAK pyKcoIuTHUHUOOM yyd-
mmvto JIT, cBsa3annyio ¢ MITH [12]. Tabarroki A, et al.
COOOIIMIIN, YTO TepaIusl PYKCOJUTHHHOOM Y TTAlIIEHTOB
¢ muenoduodposom ymyunmia JII. Ouu mpogeMoHCTpU-
pOBaJN, YTO PYKCOTUTHUHHIO CITOCOOCTBOBAJ MOBBIIICHUIO
ypoBHS NO B IJ1a3Me ¥ CHIDKCHHUIO BOCITAJTATEIHHBIX 11 -
tokuHOB (IL-4, IL-6, IL-8, TNF-a) u ¢akropa, ctumy-
JIIPYIOIIETO KOJIOHMU MaKpodaroB IpaHYIOIUTOB, UTO
ITO3BOJISICT TIPEIITOIOKUTD, YTO abeppaHTHAsI CUTHAIM3a-
st JAK-STAT moxeTt orocpenoBath JII' mocpeactBom
HapyleHus peryirsaaun ypoBHeit NO u imTokmHOB [13].
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